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NPEINUCIIOBUE

B npenniayieit Monorpaduu “BeeieHiie B reHeTHKY pa3sBHTHSI PacCMO-
TpeHbl HEKOTOPble OOLIME MPHHUIMIIbI TEHETHYECKOH H MOJIEKYJISPHO-TEHE-
THYeCKOMN perynsiiii HHAMBUAYATLHOTO Pa3BHTHS (€IHHCTBO NMPOLIECCOB aK-
THBAUMH U MHTHOUPOBAHUS, KIACTEPHPOBAaHUSI TeHOB, MPHHLUIT KOJIHHEap-
HOCTI, e[IHHCTBO LIENOTO NPH aBTOHOMUM vacTel u ap.). Hacrosias kuura
ABJIsie TCS MPONIOIPKCHUEM TIpefibIAyLleii, B HEll Mbl CTPEMMIINCE MPOEMOHCT-
PHPOBAaThL. KaK 3TH OO MPHHUMIILI “paCOTAIOT™ NpH CTAHOBIECHUH TAKOH
Baskgelilueil cHcTeMbl, KaK HepBHast cucTeMa, obecrieynBarollasl HHTErpa-
THBHOE, FApMOHHYHOE HCNoNTHEHHE (DYHKIHIH LENOCTHBIM OPTaHI3MOM.

OcHosHast HMliesl, KOTOpasi MPOBOJHTCS aBTOPaMIL, 3aKJIIOYAeTCs] B TOM,
YTO reHeTHYeCKH eTEPMHHUPOBAHHBIE OCOOEHHOCTH Pa3NUYHbBIX NTOBEEH-
Jecknx peakiMil 0 (PyHKLIMOHATTLHLIX aKTOB HEPBHOH CHCTEMBI 3aKIajblBa-
10TCH, “npeopMUPYIOTCST” B XOJIe €€ OHTOTeHETHUECKOro passuTHs. Mox-
HO MPEAJIOKHTEL aHANOTHIO C NPOLIECCOM CBEPThIBAHHS KPOBH: OHO SIBJISIETCS
reHeTHYECKU JieTepPMHHHPOBAHHBIM B TOM CMEBICME, YTO BCE €r0 KOMIOHEH-
Thl 3aKONHPOBAHBLl B FEHOME H CHHTE3UPYIOTCS MOJ| KOHTPOJIEM COOTBETCT-
BYFOIIIMX T€HOB. MyTalii B KakOM-THOO W3 HHUX BbI3BIBAIOT T€ WM HHLIE Ha-
pyLIeHHs] 3TOro npolecca (Tuna, Hanpumep., reModunun). OpHako nocne
TOTO KAK BCE KOMIIOHEHTHI PeaklUH CBEPThIBAHHS KPOBH CHHTE3UPOBAHEI,
IS OCYLECTBIEeHMS! HMH KX (DYHKUMH yXe He TpeOyeTcsl TPaHCKPHIILMOH-
HOI aKTHBHOCTH COOTBETCTBYIOLINX NEHOB — CBEPTHIBAHHE KPOBH SIBISIETCS
pe3yILTaTOM B3aUMOIEHCTBHS 3THX KOMIOHEHTOR. I MOXXHO cebe npeficTa-
BHTb. CKONBKO Oefi nprHecna Obl OpraHu3My HeOOXOIHMOCTb TPENBAPHTEN b-
HOH aKTHBALMM TEHETHYECKOTO anmnapaTa!

TouHo TaK e 4 B MIpoliecce pa3BUTHS HEPBHON cHCTEMBI (POPMHPYIOT-
csl TeHeTH4eCcKH JleTEepPMHHHpOBaHHbIC crielndiyeckiie HepBHBIC ceTU. B
crieniiduKe MX Oprasu3amin Kak Oui npecpopMHpoBaHbl 0COOEHHOCTH MOBE-
AEHUS, [1JIS pealu3aliil KOTOPHIX yXKe He HyXKHa TPAHCKPUITI[HOHHAS aKTHB-
HOCTh KAKHX-TO HOBBLIX HeHpocnelipiuecKuX reHoB. OyHKIUS ICHOB HEOD-
XOIMA JIHILUB ANsS] BOCIOJIHEHHS] 3a11aCOB YTPAYMBAEMBIX B XO/I€ YCHIIEHHOTO
dyHkIHOHUpOBaHNs OenKoB. [IpH 3TOM BO3pacTaeT aK THBHOCTE yKe ““pabo-
TaBUINX~ HEHPOreHoB 0€3 CTHMYNSIIHH TPAHCKPHILMH KaKUX-THOO HOBBLIX
nocnepoBatenbHocteit JHK, tak uto cnenuduka “HOBOOOpa30BaHHOIO"
TIOBeIeHUEeCKOTO akTa o0ycnoByieHa npeopMIpOBaHHON B XOfie OHTOI'CHE-
3a opraHu3sallieil COOTBETCTBYIOILMX HEPBHBIX CETEH, KOTOPHIE YYaCTBYIOT B
peanuzamuu 3toro akta. Cama ero peannsanys cTaHOBHTCS BO3MOXKHOI B
CHITY HaNMuMsl MPefcyIecTByomnX (1 auddepeHLHPOBAHHBIX B XOfE OCY-
LECTRICHNS] MEHETHYECKOH NPOrpaMMbl Pa3sBHTHsI), HO He (PYHKHHOHHPO-
BaBIIMX O NOPbI 10 BPEMEHM CHHANTHUCCKHX KOHTAKTOB, KOTOPHIE 3aMbl-
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KaroTcs (“IpopeIBalOTCs™) B MOMEHT 06pa3oBanust HOBOro HelpOgyHKIHO-
HAJBHOIO aKTa (HanmpuMep, ycnoBHOTro penekca). [lpennonaraercst, TakuM
00pa3oM, 4TO reHeTHYecKas ieTEPMHHHPOBAHHOCTL HelipocneliiHYecKnX
ynxumit focTHraeTcs Gnaropapst (GPyHKIMOHMPOBAHUIO HEHPOreHOB, KOHT-
PONUPYIOINX OHTOr€HeTHYECKOe Pa3sBUTHE HEPBHON cHcTeMbl HIX MyTanuu
BEMlyT K HAPYILIEHHIO pa3BUTHA COOTBETCTBYIONIUX OTHAENOB rOIOBHOIO MO3-
ra (WM COOTBETCTBYIOIIMX THIOB HEPBHBLIX KJIETOK) M K aHOMAIHSM TeX
¢hopM noseneHus, ocylecTBIeHHe KOTOPLIX 3aBUCHT OT ITHX OTENO0B MO3-
ra (UM OT “NoCTpajaBLIMX” CIIELUPUYECKHX THITOB HEPBHLIX KJIETOK). B X0-
ie HeHPOOHTOreHe3a GONbLIAsI PONlb OTBOJUTCH MOPGOreHeTHUECKHM IMpOo-
1|eccaM, CBA3AHHBIM C B3aMOJEHCTBHEM pa3NINYHbLIX MOP(OpYHKIAOHATEL-
HBIX PETHOHOB MO3ra (Mopynel), Tak 4To Habop reHOB, leTePMUHHPYIOLAX
¢ropMHpOBaHHE OIHOrO TAKOTO MOJYMSl, MOXET GbITh 3HAYNMBIM JIJIsl MOP-
¢orenesa npyroro MopyJis, OTBEUArOLIEro Ha TIOfPacTaHusi AKCOHOB OT Mep-
BOro OnpefeNieHHOoH crenupryecKoil MOpOreHe THYECK Ol peakuuei, KoTo-
past He 3aBHCHT OT Habopa (PyHKIMOHAILHO aKTHBHBIX COOCTBEHHBIX ME€HOB.

Mpb1 cO3HATENBLHO HE PAcCMATPHBAU HEKOTOPbIE ACMEKTHI TEHETHKH
MoBeNieHNsi, OCOOEHHO CBA3aHHBIC CO CHNELH(PHYECKMMH METOAaMH 3TOrO
pasnena HefipOreHeTHKH, € 3TONOrNYeCKUMH TIPOOIEMaMH U ¢ NpoBieMaMi
KOMMYHHKAI{HH, TIOCKOJBLKY 3TH acneKThbl [CTaNbHO HM3JI0XEHBI B KHUTE
3.A. 3opunoii, N.W. INonetaesoit u 2K.W. Pe3uukoson “OcHOBLI 3TONOrAN
u reHeTukH nosefenus’” (M.: M3n-o MI'Y, 1999). 3Ty KHHT'Yy MOXHO CUH-
TaTh MpoROMKeHHeM Haiero “Beenenust B HefiporeHeTHKY . J[lymaem, uTo,
O3HAKOMHMBILUCH C ITUMH JIBYMSI MOHOTpachusIMH CTIELIHATTHCTHI, & TAKXKe CTY-
NEHTHI U aCHpPaHThI MONy4aT, B OOIIEM, HOCTATOYHO MOJTHOE MpeacTaBlie-
HUe O COBPEMEHHOM COCTOSTHAM HEHpOreHeTHKH M FeHETHKHU IOBeJICHHS U
MEPCIEKTHBAaX MX falbHeHIIero pa3BuTHSI.



YYacte 1

MOP®OJOTNYECKUE OCHOBBI
HEVNPOTEHETUKU

BBEJEHUE

Heiiporenetnka — cpaBHHTENbLHO MONOpas HayKa, M, B CyLIHOCTH, €€
pa3BUTHE TONBLKO-TONBLKO HAYMHAETCS, XOTH yKe MOMYyYyeHO HEMANO MHTe-
PECHBIX pe3yNbTaToOB.

Y10 Ke ITO Takoe, HeliporeHeTHKa? ITO NUCIMIUIMHA, pa3BUBLIAsACA HA
CTBHIKE F€HETHKH, HeHpPOGHONOrny 1 6uonoruu paszsutust. CoBpeMeHHast Hel-
poreHeTuka oOpariaeT oco60e BHUMaHHE Ha (POPMHPOBAHKE HEPBHBIX Ce-
Tel B OHTOrEHE3e M MPH 3TOM LIHPOKO UCIONb3YEeT MONEKYIspHO-0HONOoru-
YECKHE METOJIbl, @ TAKXKE BECHh apceHaNl OHOXMMUYECKIX, (PU3HONOTHUECKIX
¥ MOP(PONOrn4YeCKHX METOMOB.

HeiiporeneTiika, cnenoBaTelbHO, H3y4YaeT MOPOreHeTHYECKHE, MOTIe-
KYJISIpHbIE U (PU3HOJIOMHYECKHE MEXaHH3Mbl pa3BUTHA U (PYHKIMOHHPOBA-
HUsl HEPBHOU cucTeMbl. [Ipn 3TOM HCCIERyroTcsl camble pasHOOOpasHble
OOBEKTHI — MIIEKOMNUTAIOLIME, HACEKOMbIC, MONMIOCKH, ampubuu H Op.
ITpennmouteHye, ecTeCTBEHHO, OTAAETCS FEHETHYECKH XOPOLIO H3y4YeHHBLIM
06BbEKTAM, TAKMM, KaK ApO30(huia U Mbllllb. B mocnefHee BpeEMS LIHPOKO
HCTIONB3YIOTCST TakKe ObICTPO pa3MHOXKaroiiecss yepBb Caenorhabditis u
puiOka Jlanno (zebra fish). Kak 1 Bo Bcsikoi reHeTHYeCKOH paGoTe, Ha mep-
BOM 3Tale MCCNENOBaHHH MIIYT pasHoo6pa3ye Mo HCCIENyeMOMY IpH3HaKyY
(nanpuMep, 110 cnocO6HOCTH O6YYAThLCS MU MO TOJIIMHE KOPbI FONOBHOTO
MO3ra), 3aTE€M C IOMOIIBIO OOLIYHBIX, MPHHSITLIX B FTEHETHKE MMPUEMOB OIpe-
AENSIOT, 1ETEPMUHUPYIOTCS JIM 3TO pazHooOpa3ue reHeTndecku. ITocne ato-
ro HAYMHAIOT HCKaTh COOTBETCTBYIOLIME MeHbI H JIOKAMU30BBIBATL UX. Mo-
JEKyNnapHO-OHONOrnyecKast TEXHUKA MO3BOMSIET BLIAENATHL 3TH NEHBI U BbI-
SABJIATH MMOCNENOBATENBHOCT HYKJIEOTHOB, MX COCTABIISIIONIHX (CEKBEHUPO-
BaHKE), HA OCHOBAaHWH 4ero MOHO “‘CKOHCTPYyHpOBaTh” aMHHOKHCIOTHYHO
MOCNENOBATENBLHOCTE 6eNKa, KOIHPYEMOIO IAHHBIM KOHKPETHBLIM I'eHOM, H
aAHANH3HPOBATbL €ro BO3MOKHOE (pYHKLIMOHANBHOE 3HAYECHUE.

Bonbwmoit HHTepec BLI3LIBAET CBSI3b MOJEKY/SIPHO-TEHETHYECKAX COObI-
THH, IPOUCXOISALIMX B IU(P(PepeHIMPYIOIIHMXCS HEPBHBIX KIeTKaX B XOJIE HH-
JMBHAYANBLHOIO Pa3BUTHS, C FEHE30M KX MOP(QONOrMYeCKUX M (PYHKLHO-
HANBHLIX CBOHCTB. [IMUTENBHBIN MEPHON HE ObINO COOTBETCTBYIOILUX ITOIX0-
NOB, KOTOPbIE MO3BOMUMH Obl YETKO 3Ty CBS3b MPONEMOHCTPHpOBaThL. B Ha-
cTosiEe BpeMsl Onarofiapsi CO4eTaAHHIO KJIACCHYECKHX FeHeTHYECKHUX U MO-
JIEKYJSIPHBIX METOLIOB 3TO YAETCS CAENaTh, YeMy OyleT MOCBSIIIEHA CIieli-
anbHas rfasa B HauleH KHHTE.



Hakonew, ofHOJ H3 LleHTpalbHLIX NpobaeM MONeKynsipHOH Hefiporene-
TUKHM SBISIFOTCS MEXaHH3Mbl 00y4yeHUst i maMATH. Celluac He BbI3LIBAET COM-
HeHUH caM (paKT reHETHYECKOH eTepMHHHPOBAHHOCTH CHOCOOHOCTEH K
O0y4EeHHUIO U 3aMOMHHAHUKO MPHOOpeTaeMbIX HaBLIKOB. OIHAaKO KOTJia 3aX0-
IOUT PEYHL O TOM, KAKOBbI MaTEpHaJbHbIE OCHOBBLI 3THX NMPOLECCOB, BO3HUKA-
€T MHOXEeCTBO BOIPOCOB, HA KOTOPbIE MbITAIOTCA HalTH OTBETHI. B cBsism ¢
3THM OCOOBI MHTEpeC MMEIOT CpaBHHTElIbHblE acleKTbl HEHPOreHETHKH,
HCCNEAOBAHME OfIHUX M TEX XKE MPOUECCOB Y Pa3HbIX JXUBOTHRIX, XapaKTepH-
3YIOLLMXCS] ONpefieleHHbIMH OCOOCHHOCTSAME B noBefieHnH. Becbma agdek-
THBHBLIM B 3TOM OTHOLIEHHH MOXET OKa3aTbCs CPaBHUTENLHO-OHTOTeHETH-
yecKUi noaxofi, Korna crenels A epeHIMPOBAaHHOCTH HEPBHOMH CHCTEMBI
Ha pPasHbIX CTaHMsIX HHAMBUAYANbHOTO pa3BUTHA Pa3HbIX XXMBOTHBLIX COMOC-
TaBJISIETCA ¢ TeM HaGOPOM MOBENlEHYECKHX pPeaKLyil, KOTOpLIE MOTYT OCYlile-
CTBIATBCA B T Xe MepHo/bl OHTOreHe3a.

B naniedl KHure Mbl MOcTapaeMcesi paCCMOTPETH BCE 3TH MPOGIIEMBI, CIIO-
cobbl HX pellieHus], a TAKXE MYyTH U NepCNEeKTUBLI Pa3sBHTHS COBPEMeHHOM
HEPOreHETHKY.



Fanasa 1

HENPOHHASI TEOPUSI - OCHOBA HENPOTEHETUKH

B ocHOBe HEMPOreHETHKY JIEXKUT HeHPOHHAS TEOpHs, paspaboTaHHas B
JeTansx BEMUKUM MCMaHCKMM HeliporncTonorom Pamon-u-Kaxanem. Mmen-
HO OH, a TaKXe HTanbsHCKHN rucTonor Kammnno I'onsaku OTKpELIK Cielu-
duueckre MeETOb! HCCIIeJOBaHNsA, KOTOpble MO3BONMIN aHAU3UpOBaTh -
CTONOTUYECKYIO CTPYKTYPY HEPBHOH CHCTEMBI, 3a yTO 00a ObLIK YNOCTOEHBI
Hob6enesckoit npemun B 1906 .

B 10 BpeMmsi cyLlecTBOBAJIO fBE MMIIOTE3bI O CTPOEHHM HEPBHOMW CHUCTE-
MBI — TEOPHUA €eTH M HefipOHHas Teopus. IlepByro B Hayase BeKa BbIBUHY I
T'epnax u nogpepskanu I'enbh, Meltnept u I'onbasky, a B nOCTeRyOLIEM aK-
THBHO [POMaraHpupoBaly npogeccop yuuBepcuteTa B CTpacdypre Anbg-
pen bere u Hemeuxuit ructonor lltep, BTOpy1o NPefNOXUIK B TE XKe FOAbI
I'uc u Popene,

CornacHo Teopun ceTu (TeopHsl HETNPEPLIBHOCTH. (puOpUnnspras Teo-
pust) HepBHasA TKaHb pencTasnseT coboil cBoeoOpasHbIil CHHUMTHIL, B KOTO-
POM KIEeTKH (paKkTHYECKH MHLIeHb] HHAMBUAYaNbLHOCTH, HOO X OTPOCTKM HeE-
NPEPLIBHO MEPeXORAT OHH B JiPYTOii, TaKk YTO (hOPMHPYETCH HENpEPLIBHAS
nucpy3Has HepBHast ceTh (puc. 1.1 ,a, b). [IpoTus Teopun ceTH BLICTYNUN B
1886 r. T'uc u B 1887 r. Popens, NpeRMoNoOXuBLIKE, YTO KaXas HeppHas
KNEeTKa TpefcTaBisieT co60it MOphodhyHKIHOHANEHO CAMOCTOATENBLHYIO €f1d-
HMILY ¥ ee OTPOCTKH 3aKaH4YHBalOTCsl CBOOOHO, a He CIHBArOTCst C OTPOCTKa-
MH ApYrux Kinetok (puc. 1.1, ¢). [ing o603HaueHust 3TO# aBTOHOMHOI efuHM-
bl HeMELKUM yueHbIM Banbieiiepom eiite B 1891 1. Obin npefnoxeH TepMHH
“HelfpoH”, KOTOpBI HCHONb3yeTcs
B COBPEMEHHOI HEBPOJIOTHH.

Tpynsl Kaxanst #1 ero yueHukos
(Pepuanno ne Kacrpo, JlopeHTe nie .
Ho, ¢. Tenvo u f1p.), a Takxke JleHo-

meka, Ban [exyxrtena. Petumyca, - N
Kennnkepa, Jlanrnu u pyrux noka- R T
3ali CIpPaBERMHBOCTL HEMpPOHHOMN R SN \
MOJENM OpraHy3aly HEPBHOM cuc- A ] }
N - I__rz

) ) Y
Benukuit sicnanckuii ructonor Pamon- i
n-Kaxane, naypeat HoSeneBckoii npe- ﬂq’ B
MHH, OCHOBOMNONOXHHK COBPEMEHHOI! .0

HEBPOJIOTHH, CO3flaTeNlb HEHPOHHOH
TeopuH. Ero Tpyibl He TOJIBKO PeBO-
JIIOLMOHU3NPOBAH yueHne 00 opraHu-
3alHK HEPBHOM CHCTEMBI, HO H MO3BO-
JMIIM Ha HOBOIT OCHOBE MpeoOpa3oBaTh
MCHXHATPUIO U MPeCTaBJIeHHs O MeXa-
HI3MaX HepBHEIX OoNe3HeN.



Puc. 1.1. CTpoenne HEPBHOI1 cUCTEMBI IO HEHPOHHON H PETHKYJISPHOI THITOTE3aM.

a — HECKOJILKO HEPBHBIX KJIETOK W3 CETYATKH YEJIOBEKA, ICHAPHTBI KOTOPHIX, PA3BETBIIASACH 1

COEJIMHASACH BMECTE, 00pa3’yloT HepBHYIO ceTh (1o Jlorenio). b — cxeMa cTpoeHHsl HEPBHOMH TKa-

HH COTTIACHO PETHKYJISAPHOH IUMoTe3e. ¢ — KOP3MHYAThIE KJIETKH MO3XEYKa (8) GENOi KpbIChI

no Pamon-n-Kaxanro (A — knetku [lypkuHbe, a — nepHLenIoNsipHbie pa3BeTBICHUS aKCOHa (),
d — TOHKHE KOHLEBbIE TEPMHHAANIK AKCOHA)

TeMbl. OHH NPOREMOHCTPHPOBANH, YTO HEHPOHDI B NMPOLIECCE NHUBHYANLHO-
ro pa3puTHs M3HA4YaNbHO (DOPMHPYIOTCS KaK aBTOHOMHBIE KIIETKH, JIULIEH-
Hble CHHLIMTHANBHLIX CBsizell Apyr ¢ apyroM. PacTymme B nmpouecce ux auc-
¢bepeHIIMPOBKH OTPOCTKH He MPOHMKAIOT B TeNla APYr¥X KJIETOK, HO YCTaHaB-
JIUBAIOT C HUIMU KOHTAKT, TaK YTO HHMBUYAILHOCTL KaXXOW KJIeTKH COXpa-
HieTcs. Ecim mepepesaTs kakoi-HuOyIb HEPBHLIHA CTBOM, TO B MPOLIECCE BOC-
CTAaHOBNIEHUs] OTYETNHBO BHIHA COXPAHHOCTb MHUBHAYANbHbIX CBOWUCTB CO-
CTaBIAIOLINX €r0 HEPBHBIX BOMOKOH, M 3T4 HHAUBH/YyaJIbHOCTE MPOSIBISETCS B
pereHepanym Kaxjaoro u3 Hux. PacTyiee ocie nepepe3ki HEPBHOE BOIOKHO
BOCCTaHABMHUBaeT CBA3M C TKAHLIO MHUILIEHBIO, BKITK0Yas HEMPOHBI, HE CIIHBASICh
€ TelIOM COOTBETCTBYIOLIEH HHHEPBUPYEMOIT KNETKH. BBINO TakXe MMOKa3aHo,
YTO CeTYaTOe CTPOCHHE HEPBHOI CHCTEMBI Ha NMpenapaTtax CTOPOHHUKOB (hH-
OpunnsipHOil TeOpHU NONYYaNOCh B pe3yNbTaTe HENpaBUILHOM (hukcalyi U
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SIBNSIOCH, TAKMM OOpa3oM, apTepakToM. JIEHTTH ¢ MOMOIIBIO (PU3UONIOTHYe-
CKHMX METOJOB TaKXe NOATBEPAMN HEHPOHHYIO TEOpHIO, MOKAa3aB, B YaCTHO-
CTH, YTO Y KOWIKH BCE CUMITATUYECKUE HEPPOHDBI, HHHEPBUPYIOIIME MUTATE b~
HYIO MEPENOHKY. PacloOJIOXeHbl B BepXHEM LIEHHOM y3/ie CHMIATHIeCKOro
HepBHOro ctpona. Ilocne ynanenns: BepxHero meiHOrO y3na MOXHO Habmro-
OaTh BCe 3Tarbl iereHepaIiii MOCTIAHMTHOHAPHBIX BOJOKOH 1 UX OKOHYaHHI
B [MaJIKOM MyCKyJlaType MUTaTeNbHOMH MepelMoHKH KOWKY. [I. Jlenrnu oGHa-
PYA TAKXKe, 9TO NMepefada HEPBHOrO UMITYIIBLCA OT OJHOTO HEHPOHA K JpPY-
rOMy MPOMCXOJHUT € 3aflepKKOH B 06NacTy X KOHTaKTa, YTO He OIKHO Obl-
70 6Bl MPOUCXONUTHL B CllyYae CHHIMTHAIBLHOIO, a HE HEPOHHOrO CTPOECHHS
HEPBHOI CHCTEMBIL.

INosis;ieHne aNEKTPOHHON MHKPOCKOIUH ¥ BHEJIPEHHE €€ B HEBPOJIOTHIO
obecne HsIo MONHLIH TPHyM( KaxaneBCKUX B3rysiiOB.



KakoBBI e OCHOBHEIE MOJIOXEHUs HEHPOHHON Teopuu”?

1. Best HepBHas cucTEMa, 3a BBIYETOM BCTIIOMOTATENBHLIX Hellporiuanb-
HBIX KIETOK U COe[IMHUTENBHOI TKAHH, C/IAraeTCs 13 OTPOMHOTO KOJIHYECT-
Ba HelipOHOB; TOJNBKO B KOPe OIOBHOIO MO3ra YenoBeKa HX HACUUTHIBAKOT
no kpaiineil Mepe 14 MHIIHApAOB, B TOJIOBHOM MO3T€ HACEKOMBIX COIEp-
xutcs 104-105 u Gonee HepBHBIX KieTOK. Kaxnpiii HEHPOH SABNsAeTCH Kie-
TOYHOI eHHHANEN, CAMOCTOATENLHON B IHCTOTEHETHYECKOM, AHATOMHYE-
KoM H PyHKUHOHANLHOM OTHOIeHHH. [TOMHMO HeiipOHOB Kakux-nu6o apy-
THX 3JIEMEHTOB, KOTOPBIM MOXHO ObL110 6b1 NpHNMCAaTh HePBHEBIE GYHKLUM,
He CYLLECTBYET.

2. Kaxxqplii HelipoH Y 3apOAkIIla pa3BUBAETCH U3 OQHON 3apOALIIIEBOil
KeTKM, HeHpoGnacTa. OCoOGeHHOCTRIO HEHPOHOB ABNAETCA TO, YTO OHU HU-
KOTJ[a He [eNATCo.

3. Bo B3pocnoM opranusMe HepOH MOXeT O6GnafaTh pa3HbIME pa3Me-
paMu 4 pOpMOIi, HO CXEMATUHECKH €70 BCET/Ia IETKO NPEeICTaBUTh KaK KIIeT-
Ky ¢ oTpocTKamu (puc. 1.2. a, 6). OH COCTOMT, CAEMOBATENLHO, U3 Tena KieT-
KU (nepUKapuOHa), CONep>Kalllero siapo, ¥ OTPOCTKOB, KOTOPBIE MOnpasne-
JISFOTCSl Ha A€HAPHTBbI. O KOTOPHIM K HEHPOHAM MOCTYNAET HEPBHBIH UM-
OYJbC, U AKCOH, N0 KOTOPOMY HMIIYJIBC PAacHpOCTPaHSIETC OT HeMpOHa K
OpYTUM KrneTKaM.

Jns 60NBILMHCTBA HEIPOHOB XapaKTEPHO Han{4Ue KPYIHOTO, KaK npa-
BMIIO chepHIECKOro, sifpa ¢ OAHAM HUIIH HECKOIILKHMH SAPBIILKAMH, a TAKKe
HEOOBIHHOE [0 CPAaBHEHUIO € APYTUMH KIIETKaMu OpraHu3Ma siIEpHO-ILIas-
MaTHYeCKOe OTHOIIEHHE, KOTopoe Konebnercs ot 0,096 nnst KneTok BepxHe-
ro meiHoro cuMnata4eckoro raurnus go 0,41 g knetok sinpa Jeitepca.

AKCOH BCerja oiuH U MOXeT ObITh JMMHHBIM (10 1 M). KOPOTKUM, MO-
KET BETBUTHCHA CaMbIM NpUYYANUBBIM 0Opa3oM. AKCOH 4acTo uMeeT o6o-
mouky. Kak noka3ano Ha cxeMe 1.3, akCOH MepeXOiUT B TaK HA3bIBaEMBI
0OCeBOil UUIUHAP HEPBHOTO BOIOKHA, M Ha HaYallbHOM Y4acTKe, OKONO Tena,
SIBIISIETCA TONBIM H OTJIa€T KOIIaTepalbHBIE OTPOCTKH, fallee OH “ofeBaeT-
cs1” MUENTHHOBOI 0607104KOil, POpMUpYyeT JONOMHATENBHBIE KOIUIAaTePai. a
3aTeM, Boixons u3 LIHC u Bxons B cocTap Kakoro-uuGyiabs HEpBHOTO CTBONA,
NOKPBIBAETCS MUEJIMHOBOM M TaK HA3bIBA&éMOH 1LBAHHOBCKOW TNIHANBHON
060N0YKOI ¥ NpeBpaLlaeTcsl B OCEBOH LIMIMHAP NepHpepHuecKOro HEPBHO-
ro BOJIOKHA € CY>XXEHMSIMH, KOTOPBIE Ha3bIBAKOTCH nepexsaTamu PaHBbe no
HMEHHU NepBOOTKPhIBATES.

IMpotips onpepeneHHOE pacCTOSHUE, aKCOH TEPSET MUETHMH, COXpaHss
JIUIIb [IBAHHOBCKYIO OGONOYKY M NPeBpaliaeTcss B OCeBOH UHITHHIP BETBA-
1erocs BosiokHa. HakoHel, OH CTAHOBHTCS! OIMATH COBEPUIEHHO TONBIM H
pacnagaeTcst Ha TaK Ha3bIBaeMble TEJOACHAPHH (OT IPeYeCKUX CNOR; telos —
KoHerqy, dendron — fepeBo, BETBb), KOTOPLIE OKAHYUBAOTCS HA MULLEHAX. 3TH
OKOHyaHus emle B 1897 r. no npemnoxkeHuro Benukoro ¢usuonora llep-
PUHITOHa ObLIN Ha3BaHbI CHHAIICAMM (OT Ipe Y. Synapsis — KOHTaKT, COE[[HHE-
Hue). Paznuyarot Bo30y>Karolljie CUHANCEl, KOTOPbIE NIEPENalOT UMIYIILCHI,
aKTUBHPYHIOLLUEH HEHPOH, M TOPMO3slllHe CHHAIChL. KOTOPEIE MepefaroT uM-
TIYJIBCBI, TOPMO3AIIKE €r0 AKTUBHOCTD.

Konu4ecTBO CHHANCOB Y Pa3HLIX HEMPOHOB pa3Hoe. Tak, Ha IBUTATENb-
HOM HelpOHE MepefHUX pOroB CITMHHOTO MO3ra COIePXUTCA HECKONBKO COT
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Puc. 1.2. Knaccugukanysi OCHOBHBIX THIIOB HEPBHBIX KJIETOK 1O YHCTY OTPOCTKOB (A)
u no dopMe tena (b).

1-8 —wefiponsl: [ — yHHIIONAPELI (AMaKpHHOBasi KieTKa), 2 — GUnonsipestit, 3 — nceBIOyHH-

NONSIPEBLIT, 4 — MyNBTHNONAPHBII, 5 — BepeTeHOBUIHKLIH, 6 — rpyLIeBUNHLIH, 7 — TPEYrob-

Hblll, 8§ — MEOTOyrOnbHEIl; 910 ~ OoTpOCTKH Helipona: akcoH (9) u penpputst (/0). o
B.I1. Ba6munppe, 198S.
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Puc. 1.3. Crpoenue Heitpona. [1o Gray, 1983.
I-ITI — ypoBHM nonepeYHbIX CPE30B OTPOCTKOB M CXeMBI KX CTpoeHus: I — siipo, 2 — annapaT
T'onbpxn, 3 — MUTOXOHAPHY, 4 — IIEpOXOBATHIA 3HIONNA3MaTHYECKHH peTHKynyM (3T1P), 5 —
rnaakui S11P, 6 — cBoGonkBIe pHGOCOMbL M NOIKCOMBI, 7 — CYONOBEPXHOCTHBIE LIMHCTEPHBI, 8 —
CHHAITTHYECKHE ITy3bIPLKH, 9 — MyNILTUBE3HKYIsSpEbIe Tena, 10 — nenaput, /1 — akcon, 12 — ak-
COHHEI XOJIMHEK, /3 — aKCOHHOe OKOHuYaKMe (CHHANC), [4 — IIHIHK C IMHIMUKOBLIM anmnapaToM,
15 — rnuaneshasi o6onotKa akcona, 16 — neiipopunamenTsl, 17-21 ~ pa3nuyuHbie BHIBI MUKPO-
Tpybouek, 22, 23 - akco-akCOHEBIi (22) 1 AKCO-IUIHKOBLIH (23) KOHTaKThI.
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CHMHAIICOB, PacNpeeNiEHHbIX N0 €ro Teny M genpputaM. Hekortopele Helipo-
HBI CIOCOOHBI UMETE JJ0 HECKOJBKUX IECATKOB ThICAY MEXKIETOUYHBIX KOH~
TaKTOB, KOTOpBIE O6ecneynBarOTCs CHHANTHYECKUMM KOHTaKTaMH, TaK 4To
KJIETOYHYIO NMOBEPXHOCTh HEHPOHAa MOXKHO paccMaTpuBaTh KakK NPUEMHUK
pasHooOpa3HbiX cuHancos. CAENoBaTeNnbHO, OUH HEHPOH MOXET ofpaso-
BBIBATh CBSI3U C THICSTYaMU APYTMX HEPBHBIX KIETOK.

TakoBa ceeTOONTUUECKAs KapTHHA HellpOHa.

CornacHo 3JeKTPOHHO-MUKPOCKONMUMYECKUM [AHHBIM B siiepHON 06o-
JIOYKE MMEETCS MHOTO MOop, Hdepe3 KOTOpbhIe NPOUCXOAAT aKTHBHBIE OOMEH-
HBbI€ MPOLECCH! MEXY AAPOM H LUTOIIA3MOM.

CrerndpuydeckuM KOMIOHEHTOM LUTONIA3MBI HEHPOHA SABNACTCA Bellle-
ctBO Hucens, npegcrasleHHOe IIOTHO YNAaKOBAHHBIMA [MCTEPHAMH T'paHy-
NISIPHOTO 3HAONIA3MaTHYECKOTO PETUKYIYMa, B CTEHKax KOTOPOTo pacnono-
2KeHbl pubocoMel (puc. 1.3, 4). Mexny nucTepHamMm B y3KHX IOT10CKaX IMTO-
I1a3Mbl PacIonararoTcs MHOTOYHCIIEHHBIE CBOOOHbIE pHGOCOMBI U MOJH-
coMmnl (puc. 1.3, 6). Betectso Huccns (Tenpua Huccns) siBnsieTcs, cneposa-
TEINBHO, aNlapaToM Ui CHHTe3a KileToysoro Genka. Pacnpenenenue Tesnen
Huccas B Tene HeHpoHa crieliuyHO 15 Pa3HBIX BUIOB HEPBHBIX KIETOK U
ofpa3syeT cBoeOOpa3Hblil pUCYHOK, OCOOEHHOCTH KOTOPOTO XOPOILLO BhISIB-
NSOTCA € NOMOILBI) ClIENMAaNBHON OKPAacKU M BHIHBI B CETOONTUYECKUH MU-
KpockoM (puc. 1.4). I'naakuit (arparyisipHbIil 3HAOMIa3MaTUYECKUH PETHKY-
nym (3T1P) npencTapieH ceThIO aHACTOMO3HPYIOIHMX YIIOLIEHHBIX NUCTEPH
U TpyGoOUeK pa3nuyHOro guameTpa (puc. 1.3, 5). 3Ta CceTh ABIAETCA YaCThIO
CHCTEMBI BHYTPMKJIETOUYHOTO TPaHCIOPTA BELLIECTB.

Annapat I'onpaxu (AT) veltpona (puc. 1.3, 2) — TpexMepHBiii eIUHbIH
KOMIINIEKC, 3aHMMAaIOUIUi OGIUHPHOE MPOCTPAHCTBO LMTOMnasmel. OH no-
CTpOEH M3 MeMOpaHHBIX KOMIIOHEHTOB, NPEHCTABICHHBIX CUCTEMOM IMC-
TEPH. MHOTOYMCIIEHHBIX My3BIPEKOB M BakyoJel U OKPYXamollel uX IUTO-
nna3Moil. KomnoneHTs! annapata I'onbaku MOTYT paclipOCTPaHsIThCS B Ha-
YanbHbIE CETMEHTHI KPYIHBIX JEHAPUTOB, 4 TAKXKE B pPaiiOHbI BETBINEHUS OT-
pPOCTKOB. B akcoHe OHU HE OGHapYKEHBI.

B muromnasMe HelipoHa OOHapyXkeHO MHOXECTBO IH30COM Pa3HOro
AMaMeTpa, CONEpPKalMX Habop TMAPOIHTHYECKUX (PepPMEHTOB (B OCHOBHOM
3TO Kuchbie rupiponasel). OcHOBHas (pyHKIMSA JIM30COM — OCYIIECTBIICHHE
NpOLeCccOB aBTO(arum, YTo CBSI3aHO C MOCTOSIHHO HAYILEl pereHepanueii oc-
HOBHBIX KOMIIOHEHTOB KJIETKH.

B TecHoli Mopdonoruydeckoit i (pyHKIHOHANEBHOM cBsA3k ¢ Al' 1 nusoco-
MaMH Haxo[siTCA MeNKME MeMOpaHHBIE CTPYKTYPB! — MYJBTHBE3UKYJIAPHbIE
tena (puc. 1.3, 9) U ny3plpbku. ITH 06pa30BaHUs OCYILECTBISIOT TPAHCIIOPT
BEILECTB MO TENy U OTPOCTKaM HelpoHa U oOMeH MeMOpaHHOTO MaTepuana
kneTkd. OHM pacnofioxkeHb! MaBHEIM 0Gpa3oM B palioHaX CHMHANTUYECKHUX
KOHTaKTOB, B AKCOHE, B KOHYCaxX pOCTa pa3BHBAKILNHXCA OTPOCTKOB HEMpOHA.

OuOpUNNAPHBIE CTPYKTYPBE! HelpoHa — MEKpoTpyOouku (puc. 1.3,
17-21), peiipocpunamentrr (puc. 1.3, 16), MukpocunaMeHTs (GOPMHPYIOT B
LUTOMNNAa3Me CIOXKHYK) TPEXMEPHYIO ONOPHO-COKPAaTHMYK CeTh, KOTOpas
HIpaeT BaXKHyIO polib B (pyHKIMOHHPOBAHUM HEHPOHOB, B OCOOEHHOCTU B
MPOLECCE TPAHCTIOPTA BEILECTB BHYTPH NIEPUKaPUOHa H 10 OTPOCTKAM KIeT-
K. MEKpOTpYGOUKH HEHPOHA UMEOT 00BIYHOE cTpoeHue. VIx fuamMeTp oko-
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Prc. 1.4. Tuner HuccneBckoft cybcTanIyy.

a — cimAzOM Mosr. [epenuuit por. Hopmanbroe cocrosinie. Okpacka o Huccmro. Mynbruno-
NSipHBIE JBHraTe/IbHble HEIPOHE.
b — crmpanbHbil raaraui. HopManbhoe cocrosirne. Okpacka no Huccrmro. YyscreaTenbtbie
HepBHBIEe KJIETKH. TTePHKAPHOH C eNThIM U YepHbiM nurMeHToM. [o Hukynecky, 1963.
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10 20-26 uM. oHH 0Opa3oBaHsb! rnobynaMu 6enka TyOynuHa. JlnuHa MIKpPO-
Tpyfouek B HelipoHe pasnnyna. OHH pacnonararoTcsl B GUTOIUIA3ME HENPO-
Ha U €ro OTPOCTKOB JIHOO0 NOOAHHOUKE, TUOO0 (POPMUPYS CNOXKHbLIE MYyUKH U3
20-30 31eMEHTOB. OPHEHTHPOBAHHLIX B ONpPENENIEHHOM HanpasiaeHuu. B
OECHAPUTAX H AKCOHE MWKpOTPYOOUKM PacnonararloTcsi NpeMMyLleCcTBEHHO
B/IOJIbL OCcH OTpocTKa. HelipodnnaMenTsl npeAcTaBieHbi (puOpuinsapHbIMU
6eIKOBBIMH CTPYKTYpaMH. KOTOPBIE OTHOCATCA K PasHOBUIHOCTH TaK HA3bl-
BAaEMBIX “CKENETHBLIX (PHIAMEHTOB. BCTPEYAOIMXCH B LHUTOMIA3ME BCEX
KJIETOK, HO COCTOSILLMX U3 crienudgu1ecKux 1is Helipona 6enkos. Helipocn-
JlaMeHTbI 00pa3yroT cBoe0Gpa3Hblil LIHTOCKENET HEHPOHA H OTPOCTKOB. Mu-
Kpohu1aMeHTbl HAMHOTO KOpoUue MUKpOTpyOOueK H HERpO(dU1aMEHTOB U
COCTOSIT U3 HEMPOHHOrO akTHHA (HelipuHa). OHU TeCHO CBA3aHbl ¢ HEHpOgH-
JJaMeHTaMH U € CHHANTHYeCKUMH MeMOpaHaMu, rjie oOHapy»eH BTOPO# co-
KpaTanm Oenok — HEHpOHAallbHbIA MHO 3KH (CTCHIUH).

Jlyist MHTOXOH/IpHIT HEPBHBIX KIeTok (puc. 1.3, 3) xapakTepeH KOpOTKHU
SKU3HEHHBIH LMKIT, YTO CBSI32HO C HHTEHCHBHOCTBIO 3HEPreTHYECKOTro OOMe-
Ha. MHTOXOHPUH pacnonaratoTcs B L{UTONIAa3ME COMBI H OTPOCTKOB XaOTH-
4ECKH. HO 0COOEHHO MHOTO HX CKAllMHBAEeTCs B 30HE OTXOXIEHUS aKCOHa
(Tak Ha3bIBaEMBIil aKCOHHBL XONMMUK, puc. 1.3, 12), B kOHycax pocra pa3BH-
BalOITXCH HEMPOHOB.

Ha nepndgepuu neprkapioHa 4acTo BCTPEYaOTCs CyONOBEpPXHOCTHBIE
qucTepHE! (puc. 1.3, 7).

HeTanbHO H3yueHa U 3TIeKTPOHHO-MUKPOCKONUIECKAS CTPYKTypa OTPO-
ctKoB. HeHppuTtel (puc. 1.3, /0), KOPOTKHE OTPOCTKH, BeTBAIMECS BOMM3H
Tena HeMPOHOB. [T HIX xapaKTepHO HalH4Yue OONBIUOTO KONUYECTBA MHK-
pOTPYOOUEK H HEAPO(UNIAMEHTOB. OPUEHTUPOBAHHBIX BAONbL OTPOCTKA, XO-
poruo passuras ceTh HcTepH 1P, ceo6onHbie puGocombr. B Mecrax BeTB-
JIEHHs! IEHAPHMTOB B LUTOILNAa3M€e HAXONSTCS CKOINEHHSI MUTOXOHIPHHI U CBO-
6onHbIx pOOCOM, IMCTEPH TNafkoro U wepoxoBatoro JI1P, anementr Al
Mecta BETBICHHS [CHAPUTOR SIBISIFOTCA BAXHBIM CTPYKTYPHO-(PYHKLUO-
HaNbHbIM KOMIOHEHTOM HEHPOHOB H BIHSIOT HA XapaKTep NpOBEeHHs HEP-
BHBIX HMITYTILCOB. XapaKTepHas CTPYKTYpHasi 0COGEHHOCTh HEHJPUTORB LEH-
TpallbHOM HEPBHON CUCTEMBI — HallN4KMe OCOOBIX IUTOMIA3MaTHYECKHX Bbl-
pocTOB — UNHKOB (puic. 1.3. /4). KonuuecTBO U pacnpegencHue ux no geH-
APHTY 3aBUCUT OT THIIA HekpoHa. lllumukn uMeroT pasHeie pasMepsl 1 Gop-
My U HEPEOKO XapaKTEPUIYOTCA NPUCYTCTBHEM 0COOOM CTPYKTYPhI — LIMIIH-
KOBOTrO amnmnapaTta, COCTOSIIETO U3 3—4 yNNONIEHHBIX LHCTEPH, MEXAY KOTO-
PBIMH  BBISIBASETCS  MNPOCIOHKAa  3JEKTPOHHO-MIOTHOTO  BEIECTBA
(puc. 1.3, 14). OHu 00pa3syroT cHHaNTHYECKUE KOHTaKThI. Pa3nnualoT akco-
akcoHHble (puc. 1.3, 22) n akco-umnukoeie (puc. 1.3, 23) kontaktel. Ilpn
Pa3NHYHbIX BO3NEUCTBHUAX U (PYHKIMOHAIBHLIX COCTOSHUAX IUHITUKU MOTYT
MEHATE CBOH pa3Meprl U popMy. HAONIOAAIOTCA KApTUHBI AEr€HepalMy OT-
OENBHBIX IUNAKOB, 06pa30BaHlie HOBBIX.

OTgenbHble yHacTKH aKCOHA OTIMUAIOTCH APYr OT Apyra no ysibTpa-
CTPYKTYPHOM OpraHu3anun 4 (hyHKIHOHAIBHOMY 3HaUEHHI. Y 4acTOK, MpH-
JIeraroLyii K TeJly HefipOHa, HOCHT Ha3BaHME aKCOHHOTO XOJIMHKA, B HEM Te-
HEPUPYETCH HEPBHLIK UMMyJbC. PasMepel aKCOHHOTO XONMHKA Y KPYNMHBIX
HefpoHOoB pocTuraroT 10-30 sikm. LieHTpanbHy0 4acThb €ro akconmnasMms! 3a-
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Puc. 1.5. Cxembl Kaxansi, yka3blBajoLIMe HarpagieHie NEPEHOCA CUIHANOB B HEPB-
HBIX KJIETKaX i B HEPBHBIX CETAX B COOTBETCTBHH C ““3aKOHOM AHHAMHYE€CKOH NOJIs-
pusanuu .

A — INanrmuit 6ecno3BosounOro, 5 — Mozxkeuok. I'lo Kaxanto,

HUMAKOT MPOAOJIBHO OPUEHTHPOBAHHbIE NYUYKU HEHPO(HNaMEHTOR, MO HEPU-
¢hepuu pacnonararoTcs nyuku MUKpoTpyGouek, nucrepHetr IT1P, otaenbHbie
pubocomel, 1mcTepHbl Al 1 cnoxHas ceTb MUKPODUITAMEHTOB. DNEKTPOH-
HO-MUKPOCKOITHYECKas CTPYKTYpa PacnosIOXKEHHOIO 3a aKCOHHBIM XONIMU-
KOM Ha4yanbHOTO OTAEAa aKCOHA, NPOOIIKAOINErOCS 10 NOABIEHHS INUalb-
HOI1 060NOYKH, TaKXKe cBOeoOpa3Ha U XapaKTepu3yeTcs OTCYTCTBHEM pUOO-
COM, KOMIOHEHTOB Al' u MUKpOTpy6oUeK. 3aTO B HEM NPUCYTCTBYIOT CIE-
L[HaIM3MPOBaHHbIE AKCO-aKCOHHEBIE CHHAaICH (puc. 1.3, 22), nesTenbHOCTH
KOTOPBIX OKAa3bLIBAET CUJILHOE BIUSIHHE HAa aKTUBHOCTE HEPBHOH KIe€TKH. B
CPEMIHUX OTAENaX aKCOHa CTPYKTYpa aKCOMIa3Mbl H3MEHSETCS; OQUHOYHEIE
MUKpPOTPYOOUYKM U HelpOhUIIaMeHTRI PACTIPEENSIOTCA PaBHOMEPHO, TOSAB-
NFAETCS MHOXECTBO MYNLTHBE3UKYISAPHBIX T U NY3bIPLKOB, XOPOLIO pas3-
BuT rnankuit TP (puc. 4.3, 15).

4. AHaTOMHYECKasi caMOCTOSATE/ILHOCTE HEHPOHA BBIPAXKaeTcsd B TOM,
YTO BCE €r0 YaCTH OCTAaTCH PE3KO OTTPAHUHEHHBbIMH OT TaKMX >X€ dacTefl
apyrux HeliporoB. YUTo6bI 06pa3oBaTh AMHHHLIE MYTH, MPOBOASIIME HEPB-
HBIE HMIYJBbChI, HEUPOHBI CKJIANBIBAKOTCS BMecTe Hanogobne OTHeNBHBIX
3BEHBEB, OOpa3yronx nene. Kaxknoe 3seHo atoii Lenu, Kaxablil HEUPOH He
CNMBAETCA [P 3TOM € COCEAHUM, NI TECHO COMPUKACAETCS € HUM CBOHMU
otpoctkami. Kaxnas Takas Lelb CIyXKMT N7l MPOBENEHUS HEPBHBIX M-
NynLCOB B ONPENENEHHOM HATPaBJIEHUH, U OJUH KOHEL] €€, TI€ BOCIIPHHHIMA-
€TCSl UMIIYJIBC, SIBNAETCS HAavallbHbIM, pelenTOpHbIM, APYrof, THE UMITyNbC
nepegaeTcs UCTIONHUTENBHBIM 3JIEMEHTaM, — KOHEUHbIM. 3(P(PeKTOPHbIM.

5. HeiipOH ¢ ero OTpOCTKaMH SIBIIIETCH noaApHo-auddbepesnuposau-
HLIM (IPUHUMI QMHAMHYECKOH NOJsApH3aliy HEMpOHa, BIepBble ChOpMYITH-
poBaHHbIil Kaxanem), Tak 4TQ AE€HAPUTE] HECYT PELENTOPHYIO (PYHKLUIO, H
TONBKO OHHM M KJETOYHOE TENO MOTYT BOCHPHHUMATEL HEPBHBIE UMIYJECHI,
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Torga Kak akCOH NPOBOMMT 3TH HMIMYINLCHI OT CBOETO Hauasla K KOHNEBbIM
TenogeHapusiM. OTnenbHble HEMPOHBI B HEPBHBIX LEMNAX PACIONararoTcs U
COEIUHAIOTCS APYT € APYTOM B COTNIACKH € 3TOM IMHAMUYECKON MONsIpU3any-
eil (puc. 1.5).

6. TpodudeckuM LERTPOM HENPOHA ABAAETCS NepuKapuoH. IMeHHo
TaM NPOUCXOAAT OCHOBHBIE CUHTE3bI HEOOXOAUMBIX ISl (PYHKIIMOHUPOBa-
HUsl KIETOK KOMNOHEHTOB. OTCIOa OHM NOCTYNAKT B OTHAJEHHBIE YacTH
HEpOHA € NOMOIIBIO aKCOHHOTO TpaHcnopTa. Pasnu4aroT npssMo# u o6-
paTHEIH, OBICTPEIA U MEJTNEHHBI TPaHCHOPT, OHH OXapaKTepU3OBaHbI B
Tabn. 1.

7. Heliponusle neny (aHcam6m1) ciocoGHbI OCYIHECTBIATE petheKTop-
Hble peakiuy, sBAsFOnMecs no onpeneneHuto Yapnsa Uleppunrrona ane-
MEHTapHBIMU e[uHMI[aMu NoBeeHMsA. CaMo cnoBo pedrieKC NOSIBUIIOCH B
XVIII B. OpnuM 13 nepBbix ynotpe6un ero B 1784 r. BeHCKuit ucciieoBaTenb
I'eopr Ilpoxa3ska. CoBpeMeHHBIH cMBICT NMOHATHE “‘pediekc” npuobpeno B
CBSI3H C MEPBHLIMH 3KCIEPUMEHTAMHU MO U3YUEHUKO POJIH CIMHHOTO MO3ra B
ABMraTelbHBIX PEAKIMsX B OTBET Ha pasHbie paspgpakuTenu. Baxwueiime
paboThI B 3TOM HaNpaBlieHHU ObLIM BBINOIHEHEBI AHTITHMICKUM y4eHBIM Yap-
n3oM BennoMm u ¢pannysckum yuyeHsiM ®Ppancya Maxangu. B 1820 r. onu
YCTAHOBMIJIH, YTO YYBCTBUTE/IEHbIE HEPBHBIE BOJIOKHA CIIMHHOTO MO3ra Mpo-
XOOSAT B 3alHUX KOpELIKax CHHHHOMO3IOBBIX HEPBOB, a [IBUTATE/IbHBIE — B
NepeNHUX KOPEIUKax.

IlepBEIM, pellenTOPHBIM (NepudepuyecKUM, YyBCTBUTENBHBIM) HEHPO-
HOM peneKTOPHOI AYTH SBJISETCS CEHCOPHBIH HEMPOH CIMHHOMO3TOBOTrO

Tabauya 1. THNBI AKCOHHOTO TPAHCNIOPTA

M rUye-
K Cxopocrs. TpancnopTupyemsiin MaTepnan O]iifbogo ;
OMIIOHEHT Y ckuil cyberpa
MM/JIeHb yocrpart
TpaHCNIOPTa
Ipsimoit 6piCTpHIi 200400 I'mukonoreunsl, IHKOMUAR, ITy3bIpbKH, 1HC-
GENKH, MEHATOPRI, hepMeH - repssi, 1P,
Thl, HOHBI KAJTbIHAS HEeHpOCEeKpeTop-
HbIE FPaHyJbl
ITpoMeXVTOUHbIH 50 MBHATOXOHApPHANBHbIC GENKH MuToxoHapHn
15 MuosnHONoACOHbIE GENKH
2-4 AKTVH. KIIaTPHH, KaaMonyui,  Mukpodmna-
depMenTh], Genku MEHTBI
aKCOILTa3MBbl
MenneHublif 0,2-1,0 Benku vefipodunaMentos, MukpoTpyboukH,
TyOymnuH, GeJKH AKCOINa3Mbl HeHpOopHIaMEHThI
, aKConJjasmMa
OG6paTHbin 100200 HeiipopocTosrie thakTophI. JIM30COMBI. HHCT-
OBICTPBIIH NH30COMHBIE (PEPMEHTbI, epHbl SI1P, myne-

Tpotpirieckue BelllecTBa

THBE3HUKYISIpHBIE
TENna
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Benuknit ¢dnrsnonor Yapns llleppunr-
TOH, naypeat HoOeneBckoil nNpeMiH.
3anoxin Hauana COBpeMEHHOH HeHpo-
thuznonorny, pasBun yueHue o 6e3yc-
NOBHBIX U YCNOBHbIX pednekcax. Cdop-
MyJTHPOBan NPENCTABNCHHS O CHHANCE H
€ro pon B npouecce BO3OYXICHHS H

f TOpMOXeHusi. Ero pa6GoTe nernu B oc-

- ' HOBY COBPEMEHHLIX NpeACTaBJICHHI ©

. s ¢hHu3MONOrHYecKIX MEXAHH3MAX BhICILIETH
SRR HEPBHOI NesITeNbHOCTIL.

y3na ¢ T-ob6pa3HbiM oTpocTKOoM. [Te-
pudpepHuecKas BeTBb BOCHPIIHMMAET
: Ie-TO Ha TNOBEPXHOCTH OpPraHH3Ma
' HMIYJIBLC M MPOBOANT €0 B LEHTPAalb-
i Hblil OTPOCTOK — akcOH. OH NeNUTCA B
6e1oM BELIECTBE CNMHHOroO Mosra T-
00pa3HO Ha BOCXOMSIIYK) H HHCXO[S-
UIYIO BETBH, 8 OH HHX OTXOUT MHOXECTBO KOJlaTepajiei Ha pa3HbIX ypOB-
HSIX, W BCE OHH CBA3LIBAIOTCS € AEHAPUTAMH HEHMPOHOB BTOPOrO MOpPSAKA —
MyYKOBBIX KJIETOK CMHHOTO Mo3ra. OT Kaxpno# My'ukOBO# KJI€TKH OTXOLUT
aKCOH, TakKe mensmuics T-o6pa3Ho U obpa3yrouii BeTBU, KOTOPBIC CBS-
3BIBAIOTCA C IEHAPHTAMH HEHPOHOB TPETHETO NOPSIAKA. OISTE 3K€ Ha Pa3HBbIX
3Taxkax CIIMHHOIO MO3ra. TaKOBBIMH SIBISIFOTCSI MOTOPHBIE (JBUTATCNIBLHEIC)
HEHPOHBI NEPENHUX POTOB CMMHHOTO MO3ra. AKCOHBI MOTOPHBIX KIETOK Bbl-
XOOAT M3 CIIHHHOIO MO3ra 4epe3 HEPEIHHE KOpEIUKH, BCTYNAKT B [BHIa-
TENbHBIE HEPBHBIE BOJIOKHA U HAYT K MBIIULAM. 1€ Pa3BETBIAIOTCA, 0Opa-
3ysl HepBHbIE OKOHYAHMSI, ¥ IEPENAIOT UMIYJIBC, BHIIBIBAKOLIHIT COKPaIlEHHE
MBI

8. Kak yxe oTMeyanoch, Kax/blil aKCOH OKaHYMBAETCA HA TeJe WMH
AeHnpuTax JPYrux HEpOHOB KOHTAaKTOM. Ha3BaHHOM cuHancoM. C momo-
1BHO 3NEKTPOHHO!M MUKPOCKOMNMU CTPYKTypa CHHAICa u3yueHa JOCTATOYHO
xopotuo (pHc. 1.6).

CHHaANTUYECKUU KOHTAKT COCTOUT H3 TPEeX KOMIIOHEHTOR; MpecH-
HANTH4YeCKOl odnacTn (MpecuHanc), CHHANTHYECKOH lenu U MOCTCH-
HANTH4YEeCKOH o6nactu (nocrcuranc). JJisi mpecuHANTHYECKOH 30HBI
HauboIee XapaKTepPHBIM SBISETCS HANHYHE CHHANTHYECKUX ITy3BIPhb-
KOB; UX BMJ, pa3Mepbl U COIEPKUMOE ONpeRenstoT TiI ciuuarnca. Canan-
TUYECKHE MY3bIPbKH COOEP3KAT MEJUaTOpP, (PEpMEHT afeHO3UHTPUQOC-
¢aTa3zy, o6ecneunBaroNly0 3HEPTHEH MPOLECC 3aXBaTa H CEKPELUN Me-
puaTopa, MOHbI Kanbnusi. Ha memOpaHe ny3bIpBKOB HalifleH COKpaTu-
Mblil 6eJIOK MUO3HH. CHHanTH4ecKHe My3pIpbKH QOPMHPYIOTCS B pali-
oHe annapaTta l'onbaxd, a 3aTeM QOCTaBISIOTCS MO aKCOHY B cuHamnc. B
npecunance oOHapy>KeHO Takxke OOJIBIIOE KOJNIUYeCTBO MUTOXOHAPUH (B
KPYIHBIX OKOHYaHHUSX HECKOJIBKO AECATKOB). Kpome ocHOBHOH 3Hepre-
THYECKOW (PYHKIMM OHM CyXaT pPe3epBYyapOM J1Jisi HOHOB KalbIIHs H
NPUHUMAIOT yqyacTHe B CHHTE3€ M YTMJIM3aLHH MHOTHX MeauaTopos. B
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npecHHance MHOrO MUKpOTpyOouek. Gorarasi ceTbh LMCTEPH 3HAON-
na3MaTMYeCKOro PETHKYJIyMa M MMKpOgUIaMeHTOB. BaxkHo# yacTeio
CUHANTHYECKOTO KOHTAKTa ABASETCA YYACTOK MPECUHANTHYECKON MEM-
6paHbl, TIE€ NPOUCXOAUT BBIOPOC MEAUATOPA B CHHANTHYECKYIO LIETL —
3TO aKTHUBHasf 30Ha cMHanca. Ha BHyTpeHHEN MOBEPXHOCTH MEMOpaHbl
3TOrO y4yacTKa pacnoioxeHbl MHOTOYHCIEHHbIE cyOMeMOpaHHble yTON-
LleHUs, 00pa3yloUMe NPaBUIBHYIO F€KCarOHANBHYIO PELIETKY. AKTUB-
Has 30Ha ofbecneynBaeT MOAXON CHHANTHYECKHX My3BIPBKOB K Npecy-
HanTu4Yeckoli MeMOpaHe U BbIIENIEHHE UX COAEPKUMOTO B CUHANTHYE-
CKyI0 1eNib. B 3TOM mporniecce OCHOBHYIO POJIb UTPAET MEXAHOXUMHE-
CKOe B3auMojieficTBHE aKTHHA (HeilpuHA) MIOTHBLIX TE€J U MUO3MHA, Ha-
Xofsierocs Ha MeMOpaHe CUHANTAYECKUX NMY3BIPLKOB.

Cunantudeckas mens nOpeactaenser coboii y3kyro 20-50 A nonocky
MEXKKJIETOUYHOT O NPOCTPAHCTBA, OTAENAIOIIYIO HEHPOHBI IpYT OT Ipyra B 30-
He cuHanca. CogepXKuMOe CHHANTU4eCKOH 1enu ofecneuuBaeT HaNpaBlcH-
Hy10 1 y3HI0 MeguaTopa U ero B3auMoIeiCTBHE ¢ penenTopaMil MOCTCH-
HanTHyeckod MeMOpaHbi. OTKPBITHE CMHANTUYECKON LIENIH OKOHYATENBHO
MOATBEPIUIIO TPaBHIIBHOCTE HENPOHHOH Teopiu Pamon-u-Kaxans.

IMocTcAHanTUYIECKAsA 4acTh CUHANca MOXeT ObITh OOpa3osaHa no6oil
4YacTRK HEMpOHa MITH €ro OTPOCTKOB. BaXkHENIIIHM KOMIIOHEHTOM MOCTCH-
HANTUYECKO MeMOpaHBI SIBJIAIOTCS CHELUAIM3HpPOBAaHHEIE MEMOpaHHBIE
GeNKOBBIE KOMIITIEKChI — PELENTOphl, o6ecneynBaolie penenuuo Mequa-
TOpa H HOBOOOpa30BaHHE HEPBHOIO MUMITYJILCA.

HenocpegCTBEHHO K MOCTCHHANTU4YECKOH MeMOpaHe U3HYTPH NPUMBbI-
KaeT cioXHas (pubpunIspHas ceTh, Ha3BaHHAs MOCTCHHARTHYECKMM YTONI-
menuem., OHa MpepgHa3HayeHa NI CTaOUNU3anMu B MOCTCHHANTHYECKOH
MeMOpaHe pelenTOPHBIX KOMILIEKCOB 1 OCYILECTBIIEHHS CBA3H C LIUTOMIA3-
MOH MOCTCHHAIICA.

B 3aBUCHMOCTH OT CTENEHH Pa3sBUTHA MPe- U MOCTCHHANMTUYECKHX YTOII-
1eHMi CHHAMNCKHT NOAPa3AensOT Ha aBa Tuna (no I'pero).

CvmMeTpHrunbie KOHTAKTHI (I TUIT), y KOTOPBIX 00a KOMIIOHEHTA pa3BH-
ThI JOCTATOUYHO CHJILHO, @ acCHMMeTpHulble KOHTaKTHEI (11 THMII), y KOTOpPBIX
MNOCTCHHANITHYECKOE YTONIEHUE pa3BUTO cnabo.

CuHanTuYecKHi KOHTaKT MOryT o0pa3oBaTh pasHbIE HacTH HellpoHa,
MOTOMY MOXHO Pa3/IM4YUTh CEMb OCHOBHBIX THUIIOB CHHAIICOB: aKCO-COMaTu-
4deckue, aKCO-AEHOPUTHYECKUE, aKCO-aKCOHANbHBIE, OEHAPO-AEHIPHTHYE-
CKHE, eHJpPO-COMaTH4YECKUE, COMATO-COMAaTUYECKHE, COMATO-1EHIPUTHYE-
CKHE.

9. Ilepenayda HEPBHOTO AMITYNLCa B 06J1aCTH CHHAINCA OCYLIECTBIAETCS €
NMOMOILBKO METUATOPOB (CYIIECTBYIOT. MPaBAa, €Ile H CNEeLU(pHYECKUE CHU-
Harchbl, TaK Ha3blBaEéMBbIE 3JIEKTPOTOHUYECKUE, KOTOPbIE MPHUCIOCOONIEHBI
[J1s IPSAMOIA Tepefaty AJIEKTPUUECKOTO UMIIYITbCa € OAHOT'O HEHpOHA Ha fipy-
roid. OHH XapaKTepH3YIOTC OTCYTCTBHEM pas3liMuusi B CTPYKType Mpe- U
NMOCTCHHANTHYECKOH MeMOpaH). Kax b1l HeHpPOH XapaKTepU3yeTcs Creuu-
¢huyeckIM MeIMaTOPOM, KOTOPBIHN OH BhipabaThIBaeT. ITO KA4ECTBO HA3bI-
BaeTCs IpTHYHOCTEIO. Kak npaBuno, HEHPOH CUHTE3HPYET TONBKO OfHH Me-
mratop (npuHukn afna), XoTs B NOCIENHEE BPEMs MOKA3aHo, YTO BO MHO-
THX HEPBHBIX KJIETKaX MOXET COCYIHECTBOBaTh ABa Mmenuatopa. Hawarno
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YUYEHHIO O MEIMATOPAX KAaK XUMUYECKUX IIEPENATYMKAX HEPBHOIO UMITYJIbCA
nonoxmuna B 1900 r. mikona yxe paHee yHOMSIHYTOTO aHTJIMICKOro (U3HO-
nora JIxk. JIsurmum (J. Langley).

Ouu U3yyasu VHHEpPBAIMIO BHYTPEHHHX OPTraHoOB H OOHApYXWiH, YTO
aneKkTpuUeckasi CTUMyNSIUSl COOTBETCTBYIOLIMX HEPBOB BBLI3BIBAET MOBbI-
LIEHHe YacTOThl COKpaIleHNii cepiilia, U3IMEHsIeT apTepUallbHOe JlaBJIEHHE H
T.1. OKa3an0ck TaKxe, YTO 3TH 3QPPEKTH MOKHO UMUTHPOBATEL HHBEKIMEN
3KCTPaAKTOB HafillovyeuHnka. belno fokaszaHo, YTo UMITYNIBECHI B 9TUX HEPBaX
BLI3LIBAET BhIjieNleHHE BEIIECTBA TUIIA ajpeHalIMHa Ha TIOBEPXHOCTH 3¢hdek-
TOopHBIX KIeTok. B 1921 r. O. Jlesu (O. Loewi) B ABCTprH OGHapyXun TOp-
Mo3siiee HesTENbHOCTE Ceplia BEIIECTBO aneTHIXOJMH. B nanbHeiiuem
Obln OOHApY>KEHbL MHOTOYMCIIEHHBIE pyrve XMMHYECKHe INepeflaTuyiKH
HEPBHOIO UMIIyJIbca ¢ BO30YXIaloILUM unu TopMo3siiuM 3cdexktom. Iepe-
YeHb UX U POJICTBEHHBIX UM COENWHEHMI NMpUBE/ieH Ha puc. 1.7.

CrnenyeT OTMETHTB, YTO HECMOTPSl Ha pasiuyusl HUPKYNSATOPHBIX CHC-
TeM 1 MeTaboNu4YeCcKuX MyTei, 6€CIO3BOHOYHBIE U TTO3BOHOYHLIE B PABHOM
CTeneHy UCMONB3YIOT GONBITHHCTBO TEX MEUATOPOB, KOTOphIE u3obpaxe-
Hel Ha puc. 1.7. Tlopa3surenbHOe CBUIETENLCTBO KOHCEpPBAaTH3Ma NpupOs!!

MenuaTopel, BeIlesisieMble Uepe3 NpecHHaNTHYECKyI0 MeMOpaHy, BOC-
MPUHUMAIOTCS] PEENTOPHBIMU MOJIEKYJIaMH, PacllONOKEHHBIME B IOCTCH-
HanTuieckoil MmemGpase. Ha puc. 1.8 noka3aso HECKONBKO INTaBHBIX THIIOB
peuenuyy, Kak UX MpeAcTaBIsOT Ha MONEKyJsipHOM yposHe. Kak crienyet
u3 puc. 1.8, A, anetunxomut (AX) feACTBYeT HEMOCPEACTBEHHO Ha PEIEN-
TOpHBI Genok B MOCTCHHANTHYECKOH MeMOpaHe. AX Ha3bIBalOT JIMTAHIOM.
KOrjja UIMEIOT B BHJIy. UTO OH CBSI3BIBAETCS C ONPEAENIEHHBIM y4acTKOM Oen-
Ka. JTO BbI3bIBAET N3MEHEHHE ITPOHNIIAEMOCTH MeMOpaHbl, pU ITOM peak-
st meMOpaHbl MOXeT ObITh OBLICTPOM WM MEJIEHHO# B 3aBUCHMOCTH OT
TOro, C KaKUM THIIOM pernentopa cBsikeTes: AX. M3BectHe! nBa Tina AX-
BOCIPUHUMAIOIIMX PENENTOPOB — HUKOTHHOBLII U MyCKapuHOBbIY. HUKOTH-
HOBBII MOXET OBITh BO30YKAEH HUKOTHHOM, a MYCKapHHOBBII1 n30upaTenb-
HO OTBEYaeT Ha aniIMKaLIO0 MyCKapHHa. PU3NONOrHYECKH BaXKHBIM pa3iiu-
YyeM MEeXIY HHUMM SIBISIETCS CKOPOCTh OTBETa Ha IMOCTYMNaOIIMH CUTHall.
nepsblil XapakTepusyetcss ObICTPBIM KM HENMPONOMKHUTENBHBIM 3¢ eKTOM,
BTOPOH — MEIUIEHHBIM U JmuTesbHBIM. [eiicTBie AX npepbiBaeTcs TUIPOIIY-
30M, HAaCTYHaKOIHM B pe3ynbTaTe feicTBrs hepMEHTa alleTUIIXOIMHICTEPa-
3bl, ¢ OOpaTHBIM 3aXBaTOM MPOAYKTa paclajfa — XOJIMHA B TpecHHarnTHye-
CKO€ OKOHYaHME.

Inst cpaBHenust Ha puc. 1.8, b NponeMOHCTPUPOBAHO [JelicTBUE raMMa-
amunomacasiHon kuciiotsl (FAMK), koTopasi BhiensieTcss TOpPMO3SLIMMU
CHHANcaMl H MOXKET CBSI3bIBATLCS C [IByMSl THNAMH MeMOpaHHBIX pELENTO-
POB — ¢ BLICOKMM M HM3KHM CPOJICTBOM. DTH PELENTOpPLI, B CBOIO Ouepelnb,
KOHTpOnUpyroT HoHOodop (kaHan npoBoguMocTr) anst uoHoB Cl-, Kotopele
ABIKYTCSt BO BpeMs BbI3BaHHBLIX TAMK peakumit. Bnokatopst TAMK — niu-
KPOTOKCHUH M OMKYKYJUTUH — JIECTBYIOT B crienu(pMieCKNX yJacTKax Ha pe-

-
Prc. 1.6. ITpoueccel, npoTekaroLue B CHHaICE.

A —cxema BLIGPOCB Meauatopa H IpoUeCCOB, NMPOUCXONAILHX B CHHANCE,
B — cxema NPOLECCOR B IIHITHKE.
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Puc. 1.7. TlepedeHs megaTOpPOB ¥ POICTBEHHBIX HM COCOMHEHMIL, a TAK¥XKe HEKOTO-
pbl€ NyTH HX TPAaHCNOPTa U3 KPOBOTOKA ¥ MeTabo/In3Ma BHyTPH HEPBHBIX KJIETOK.
Tlo Cooper et al., 1982.

LHeNTOpHBbIH GeNKOBbII KOMIUIEKC M HapyiaroT KoHTposb 'TAMK nan noHo-
dopamu nns Cl-. Tak HasbiBaeMble 6€H30NMA3ENTMHOBLIE NTPENApPaThl BhI3bI-
BatoT yrueteHue '’ AMK-apruueckux cuHaIcoB ¥ BCIeICTBHE 3TOIO UCIONb-
3YIOTCS JITIST IEYEHUS TPEBOXKHBIX COCTOSIHHIT M JIeNpeccHil. BEI3bIBAEMbIX H3-
6erTkOM TAMK. Ha cxeme noka3zano. uto TAMK ynansietcst u3 cunantuye-
CKOH LleNu IyTeM 3aXBaTa IPECUHANITHYECKUM OKOHYAHUEM, a TAKXKE KIeT-
KaMH TITUH.

TpeTnit pacipocTpaHeHHBIIH TUIT MeXaHU3Ma PELETNIMH IPOJEMOHCTPU-
posaH Ha puc. 1.8, B. Monekyna MequaTopa ¥ B 3TOM CITy4ae CBA3bIBAETCA C
MeMOpanHbIM GeNKOM, NIPHYEM HMEETCH MEXAHU3M ISl OUHILEHUS BEILM U
anst obpaTHoro 3axsata. OHaKo nocliefyroniasi peakuus B NOCTCUHAIITHYE-
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Puc. 1.8. Monexrynsipuble MexaHH3MBI peLENUHA Pa3IHyHbIX HEAPOAKTHBHEIX Be-
uiects (I'MK — rmotamaTnekapGoKcHiasa).

O60o3HaYEHUA B TEKCTE.

CKOM OKOHYaHHU OoJee cloxHasi. PenentTopHelii 6en10K akTMBUPYeET Yepes
cucreMy hbepMeHTa aieHUNIATIMKIIA3y BHYTPEHHUI pelienTop — MPOTENHKH-
Ha3y, KOTopas KaTanm3upyeT (pochopuirpoBanue 6eyKa, B pe3ylpTaTe ue-
To U3MEHsIeTCsl HOHHasl NPOBOAMMOCTE MeMOpasbl. Takasi Mofellb co “BTo-
PUYHBIM NOCpPEIHUKOM ™ Obina BIepBbie pa3paboTasa 1Sl TOPMOHA WHCYITH-
Ha E. Casepnennom (E. Sutherland) ¢ coTpypHMKaMu U BIIOCNIENCTBHKM Pac-
TIpocTpaHEeHa Ha HEPBHYIO cucTeMy. I1onoOHEI MEXaHH3M y4yacTBYeT B OIO-
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CPEeNOBaHHK peaKUWH Ha OMOTrEeHHBbIE aMHMHBI, JIONMUGEpHH, TUpeonubepuH
u 1ap. Kpome MeMbpaHbl 1 cMEXHON ¢ HEH LUTOMIA3MbI B 3Ty PEaKLIMIO MO-
>KeT ObITEL BOBJEUYEH U FEHOM KJIETKM B pe3ynbTaTe Bo3neicTBus Ha J[THK,
YTO MOXET NPUBECTH K [IOJTOBPEMEHHOMY H3MEHEHUIO MeTabonu3Ma Kie-
TOK B Npoliecce X pocTa U AudpepeHMPOBKH.

Ha puc. 1.8, I' MOXHO BHETH MEXaHU3M [IEUCTBUS CTEPOUIHOTO TOPMO-
Ha. B aToM cityuae peuenTopHeIi O€NOK NONHOCTBIO HAXONMTCS B IIMTOMNJIA3-
me. Kommnekc ropMoH—penenTop oka3elBaeT CBOE cliengprueckoe NecT-
Bue Ha sapepHyro JJIHK. MmeeTcs nBa Tulla BiyusiHuii, — OpraHusyoliue, Xapa-
KTepHbIE [l TIepUOa PasBUTHS (HaNpuUMep, KOHTPOIb NMONOBBIME I'OPMO-
HaMu BbIpa’K€HHOCTH MY>KCKUX M JKEHCKUX TOJIOBbIX IIPU3HAKOB), H aKTHBa-
LIIOHHbIE, KOTOpPEIE€ BHI3LIBAIOT Oozee ObICTpble W3MEHEHUS! KJIETOYHBLIX
hyHKUMIA.

Brnu3kuil TUIT TOPMOHaNBHOIO JIEMCTBUs TipefcTaByieH Ha puc. 1.8, D.
3pxeckr TOPMOH BXOIUT B KJIETKY U AEHCTBYET HEMOCPECTBEHHO Ha SINEPHYIO
JHK. 3To npuMeHUMO K TOPMOHY THPOKCHHY, & TaKXKe K CTEPOHJIHOMY Top-
MOHY 6€CMO3BOHOYHBIX — IKAU30HY. IKAMIOH KOHTPOIUPYET NUHBKY TpH
Nepexofie HACEKOMBIX OT JIMIMHOYHBIX CTajiuit K B3POC/IbIM hopMaM.

TakuMm 06pa30M, CYIIECTBYET HECKOJIBKO Pa3NUUHbIX THIIOB MEXaHU3-
MOB, OCYILLECTBJISIFOLLMX CBSI3bIBAHNE BHLICBOOOKIEHHOI MOJIEKYNBI MEIMATO-
pa ¢ peLEenTOPHON MONEKY IO U BBI3BIBAIONIUX TOCAENYIOLYE U3MEHEHUS B
TOCTCHHANTHYECKOM Heiipone. Korna atv H3MeHeHust IPOUCXOnsT Ha MEMO-
paHe, BbI3bIBAsh CHHaNTUUYECKHi MOTeHIMaN, BHICBOOOXIEHHAS MONEKysa
HEHCTBYET Kak MenuMaTop. M3MeHeHus, KOTOpble IIPOUCXOIAT B APYrux dac-
TAX KJIETKH (LMTOITa3Me WITH sijipe), Bui3bIBatoT Oonee crioxHbIe 3¢heKThI.
B aToM cnyyae BEICBOOOXKIEHHbIE MOJIEKYJBI, KOTOPBIE HHUIUPYIOT UX, SIB-
JAOTCS MOLYISATOPaMu. DTOT TEPMUH MPUMEHSIOT TakKe K CIydasiM, Korja
KaKO0e-TO BELLECTBO BIUSET Ha BHIJIENIEHHE, CBSA3bIBAHKE WIIHN JEHCTBUE MEJIU-
aropa.

10. Hapsiny ¢ Heliposamu, HepBHast TKaHb COIEPKHT BCIOMOTATENBHbBIE
3JIEMEHTBI — IMHaNbHbIC KINeTKU. OHM GbLIM BIEPBLIE BBLIENEHBI B OTAEINE-
Hyto rpynmny B 1871 r. BenukuM HeMenknM yueHeIM Pynonegom Bupxosom.

INMpunsiTo pa3nuyaTe YeTblpe THUMA TIHANBHBIX KIETOK: ACTPOLMTHI,
ONMrofeHpoINTsI, KIETKU 3MeHIHMbI ¥ MUKpOriaud (puc. 1.9).

IlepBoie TpH pa3HOBAAHOCTH I/IMANBHBIX KIeTOK 00pa3sytoTcs B aMOpu-
oresese, Kak ¥ HepPOHBI, N3 HelpO3KTONEpMbl. MEKpOrIMH NPUITUCHIBAIOT
ME3EHXNUMHOE MPOUCXOXK/EHKE. [TnanbHble KINETKY BLINOMHSIOT LENblil psij
Ba)KHBIX (PYHKLUIT; OMOPHO-MEXAHUUECKYIO, TTI€ OCHOBHast ponb IpuHajie-
KUT acTPOHMTaM, TPO(HMUECKYIO, MOCKOJIBbKY B IJIMM MHOIO TJIMKOT€Ha
(rnaBHOrO 3HEpreTHMUecKOro cybcTparta mo3ra) ¥ sunupoB. [nnanbHele
KIEeTKH crIoCOOHBI KOHTPOJIMPOBATh HOHHBLI COCTAaB MEXKNETOYHOH XHAKO-
CTH, 4TO ofeclieunBaeT cTabuNBHOCTE BHYTPEHHEH Cpeflbl MO3ra U, C/IE10Ba-
TENBHO, YCJIOBHS HOPMAJIBLHOTO (PYHKIHOHUPOBAHUS HepBHOH TKauu. I'nus
OCYLIECTBIISIET TaKKe NPeHa>kHY10 QYHKIMIO. O4YHLIAs MEXKIETOYHOE Npo-
CTPAHCTBO OT MTPOYKTOB A€T€HEepallHi HEHPOHOB M NPOYMX BPEMHKIX MPOJY-
KTOB.

ACTPOLUNTEL ¥ OJIMTOJEHAPOUMTHI MOTYT TAKX€E aKTHBHO 3aXBaThIBAaTh
W3 CHHANTHYECKOM 1Ie1 MEeqUaTOPhl WiK UX COCTABHBIE YaCTH 1TOC/E OKOH-

24



Puc. 1.9. Pa3sple THNB! HEHPOIOTHHU.

A —npoTonna3sMaTHIECKie acTpolmThl; 5 — pubposnele actpouutsr; B — mukpornum; I'— onu-
ropenapouutsl. ITo Rio-Hortega, 1975.

yaHusl CHHaNTHYECKON nepenauu. B dacTHOCTH, nenukoM 3axBaThIBatOTCS
rnvei Takue MeauaTopsl, Kak Katexonamuel, TAMK, psj nentupos, aMu-
HOKHCJIOTHBIE MEMaTOphbl. 3aTeM IHsl BO3BpalllaéT MEQUaTOp HENPOHY.

B Mo3re acTpourTel M ONHrOfEHAPOLUTH O6pa3yOT MHOXKECTBO IIOT-
HBIX KOHTAKTOB Kak JIPYT € IpYTOM, Tak U ¢ HelipoHaMu. ONHO# W3 OCHOBHBIX
3ajiayu Iuu sBIseTcs obecneyueHne HaeXHOM 3NEKTPUYECKON M3OISLUH
TeJ1 HEHPOHOB, NX OTPOCTKOB U CHHATICOB 171 UCKIJIFOYUEHUST HEaJIEKBATHOTO
B3auMOJieiicTBUSl MeXKly HeilpOHaMu IpU paclpoCTpaHEeHHH BO36YXXIEHUs
10 HeAPOHHBIM LernsiM mosra. B LTHC onuropexgpouutst 06pasyroT MHOTO-
YHC/IEHHBIE TOHKHE OTPOCTKH, KaX/IbI M3 KOTOPBIX 3aKPY4UUBAETCS BOKPYT
akcoHa HelpoHa. [1pu 3TOM OTPOCTKH NOCTENEHHO YNNOTHSIFOTCS M TEPSIOT
CBOE IMTOIUIa3MaTHUYECKOE COflepKHMOoe, (pOpMUpPYsl BOKPYr aKCOHA IUIOT-
HBIH cj10i1 MeMOpaH U NpeBpaLlasick B MEEJIHHOBYIO (MSIKOTHYIO) OGONOUKY.
B nepucepuueckoir ¥ aBTOHOMHOI HEPBHO# CUCTEME MUENTMHOBYIO 0605104~
Ky 06pa3yroT IIBAHHOBCKHE KJIeTKH. B 3TOM ciyyae akCcoH MOCTENeHHO Mo-
rpyXa€eTcsl BO BIISTYMBAHNE TIWAJIBHON KIETKH, M BOKPYI HETO HAUHHAETCS
¢opmupoBaHUe TIHANBHOR 060M0YKY.

InenpuMuan raus o6pa3yeT BHICTHIKY IOJIOCTEH MO3TOBBIX XKeEnyo4-
KOB U LUEHTPANBLHOIO KaHalla CMMHHOTO Mo3ra. OHa npeficraBieHa KyOoBUp-
HBIMI UNU UAMHAPUYECKUMH KIETKaMU, HAa allKaJbHON ITOBEPXHOCTH KO-
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TOPBIX HAXOANTCS OfHA WIH HECKONIBKO pecHiueK. HekoTophkle 3neHANMHEIE
KJIETKH UMEIOT JINTMHHBIE [UTOINIa3MaTHUECKNE OTPOCTKM, IIyOOKO BHENPS-
JOLMECS] B TKaHb MO3ra.

OnHoi 13 Pa3HOBHHOCTEN ACTPOLMTOB SIBISIFOTCS CHELMANU3MPOBaH-
HblE “pajManbHBIE” MHANBHBIE KIETKU KOPBI MOMyIIapuil TONOBHOTO MO3Tra
U MO3X€YKa, KOTOPbIe MMPHUHUMAIOT AKTHBHOE yUacTHe B ofecrievueHun Mu-
rpamnuu HefpoOnacToB.

11. HeflpoHHbIE 351€MEHTHI pa3/IMUHBIX OTIENOB HEPBHOM CHCTEMBI O0B-
€[IMHAIOTCA B IPYNIBL, aHCaMOii, COCTaBSIOUUE eMHOe MOpPGhOQYHKIMO-
HaNBHOE 1enoe. 3TH aHcaMOIu OPMIPYIOTCS B IPOLEcce HHANBUYANbHO-
TO Pa3BUTHSA M NMONyununu Ha3BaHue monyiH. Eue Pamon-u-Kaxan nepeunc-
JIAN pasnuuHble THNBI CHHANTHYECKOH OpraHu3anii U HECKONBKO CBOEOO-
pa3HbIX GOPM OpraHu3aliy TPYI HEPBHBIX KJIETOK H MX OTPOCTKOB — “KIIy-
6oukK” OOOHATENBHON NYKOBHIBI U KOPHl MO3XKeuKa, INIOTHBIE KOp3uHYa-
ThIE CIJIETEHMS] aKCOHHBIX TEpMHHallel. OXBaThIBAKOIMX OOJbLIEE KU
MEHBLIEE YUCNIO NOCTCHHANMTHYECKMX 1IEPHUKApUOHOB, YTO MO CYLIECTBY CO-
OTBETCTBYET MOJYJISIM.

OnHako cOBpeMEHHBIE MPEICTABIEHUS O MOYJILHON OpraHU3aIHi MO3-
ra 6einn copmynnpoansl M. lllen6enom (M. Scheibel) n A. lleiiben (A.
Scheibel) npu omucanumn peTukynsipHol ¢opMamiu ctBona Mosra. Osu o6-
HapY>XMJIM. YTO KaK JIEHIPUTHLIE BETBIIEHUS OTAE/IbHBEIX HERPOHOB, TAK M
TEPMUHAILHBIE BETBIIEHUS OTJENBHBIX aKCOHHBIX KOMTaTepanei. BXOMSLINX
B CEpoOe BEILECTBO PETHKYISPHOI (hOpMaNHH 13 MPOJONBLHBIX MYyYKOB HEPB-
HBIX BOJIOKOH, BETBSAITCS B IpEieiaX OTHOCUTENBHO Y3KHX. ONEPEYHO OpH-
€HTHPOBAHHBIX “[INCKOB”. ABTOPEI NPEICTABUIM PETHKYISAPHYIO OpManuio
KaK CEepHIO AHCKOOOPA3HBIX MONYIel NepreHIUKYNISIPHOH K OCH MO3ra OpH-
€HTaIlK, CTIOXKEHHBIX B CTONKY. B nankbHeiimeM BbISICHANIOCK, YTO MOJOOHas
OPraHu3alnHsl HEHPOHOB U 11X OTPOCTKOB B BUJIE CTONKH JINCKOB €LIe Jy4lle
BBIPaXKEHA B NPOMEXYTOYHON 0651acTH U NMEpeHNX porax CNHHHOTO MO3Ta
(puc. 1.10), a TakXke ¥ B Ipyrux OTAENAX MO3ra.

B substantia gelatinosa cnMHEOro Mo3ra MOGYNH UMEIOT BHJl NPOJIOIBHO
OPUEHTHPOBAHHBIX IIACTHH JUTMHON B HECKOJILKO COTEH MUKPOH H IIWPHHOT
MeHee 10 MKM.

Cyns no puc. 1.10, npomexxyToyHast 0671acTh CIIMHHOTO MO3Tra paccMar-
pvBaeTcsl Kak 3aloOJIHEHHasl [HUCKaMM, CONEPKAIMMU BO30OyNMTENLHBbIE
(cBeTINBIE) U TOPMO3HBIE (YEPHBIE) WHTEPHEWPOHEBL. AKCOHHBIH HeApOnUnL
(COBOKYITHOCTb OTPOCTKOB) MEPEHEro pora OopraHu3zoBad B GopMe aHalo-
THYHBIX MONEPEYHO OPUEHTHPOBAHHBIX IUCKOB, CONEPKALUX NOMONHUTENb-
HBbIE MHTEPHEUPOHBI, N3 KOTOPBIX JKUIL OIVH BUJl, TaK Ha3biBaeMasl KIeTKa
Penuloy, mokasaH Ha BepXHeM Aucke. MOTOHEHpOHBI MIPOH3aI0T psAf noclie-
HOBaTENBHBIX TUCKOB NEPEJHETO pora H oOpa3yioT B KaXK/IOM JIUCKE CHHall-
Chbl, KOHTAaKTUPYIOLLME C COOTBETCTBYIOIIEH HFIMHAPUYIECKON YaCThIO COMBI
HEHpOHa Uiy ¢ IITHHPHYECKIMY OTpe3KaMu ReHAPHTOB. CBA3K. 0OCOGEHHO
BHYTPHM IOMCKOB HEHPONUNS MPOMEXYTOUHOH 00JIAaCTH, MOXKHO CUUTATh HE
KECTKO afipecoBaHHBIMI. OHAKO NOBOJIBLHO BLICOKas CTENEHb YIOPSATOYEH-
HOCTH BHOCHTCS! B MOJOOHYIO CHCTEMY CBA3eil HAOOPOM “HHCTPYKLUUH™, OIpe-
NENAOWMX, Ha KaKOM PacCTOSHUM MPONOJILHO OPUEHTHPOBAHHBIE aKCOHbI
HECKOJNIBKHX THUIOB KIETOK [IOMKHBI MOCHUIATh KOJJIATEPANN K COCEHUM
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Puc. 1.10. Mogens ceporo peniecTsa CiHHOTO Mo3ra B (popmMe ““CTONKH JIUCKOB™, OC-

Hoannasi Ha upesax Cenraroran, A. llleiiGen u M. llleiiGena.

unu Gonee OTANEHHBIM INCKAM ceporo BeuiecTna. Ha ocHoBanun Habnione-

HUN PYHKUMOHANBHBIX BO3MOXHOCTEH W30JHUPOBAHHBIX CETMEHTOB MeNyJi-

o

HTO MHUHUMaNbHAsA HEUPOHHAas LCIb, CIO-

nsApHoit TPyOKHU Npennonarat,

cobHasl co3flaBaTh KOOPIMHHPOBAHHBIE NBMXEHUS, OyneT nopobHa Toi. YTo

u306paxkeHa Ha 3TOil CXeMe.

B Kope ronoBHOro Mo3ra MojlyJin HIMetOT (popMy KOIOHKH. [TuameTp Ta-

KOl KONOHKH, ITPOHM3BLIBAIONIEH BCE KOPKOBBLIE CIIOHW, ONpenensieTcsl qua-
METPOM 30HBI pacnpocTpaHeHust aPEepEeHTHHIX BOJOKOH, KOTOPbIl MOXKET
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BapbupoBaThb oT 10-20 no 300 mxm. HanbGonee y3kne KonoHku HabnofaroT-
csl B 3pUTEIILHON KOpe.

HNmerHo MopyneHasi opranu3anusi Mosra o0bsicHeT TOT (hakT, uTO B
KOp€ FOJIOBHOTO MO3Ta BBICIIUX NO3BOHOYHBIX (MEILL, 00€3bsiHa, YENOBEK)
Ha eIMHUIY MOBEPXHOCTU MPUXOANTCS OAMHAKOBOE KONMYECTBO HEHPOHOB.
Ecnu ycrioBHO BBIIENNTE B KOpE MUIMHAP fuaMeTpoM 30 MKM, TPOXONSALIHA
yepes BCe CJIOM KOpPHI, TO OH Oyaer BkmouaTh NpuMepHo 110 HeipoHOB, H
3TO COOTBETCTBYET O[IHOMY MOAYJI10. B KOpe ronoBHOro Mo3ra oGHapy>KeHo
okono 600 MUITHOHOB KOJIOHOK, B KaXXIOH U3 KOTOPHIX cofiepkutcs ot 140
(y MnekonuTarolux) Ao 260 (y npumMaToB) HEPOHOB.

Cornacso xouuenmmy A. Mayntkactia (Mountcastle), kopkossie Mo-
Ay (KOJIOHKH) 00pa3yloT C/IOXKHYIO CHCTEMY, B KOTOPO# 3j1eMenTh] CoeH-
HeHbl NOC/IeOBATENbHO H NAPALIENbHO, TAK YTO (DYHKIMSA OHOrO MOAYJIS
onpefeNseTca He TOJbLKO ero coOCTBeHHLIMM BHYTPEHHHMH CBA3AMH, HO H
B3aHMONIeHCTBREM € APYrHMH MoayismMH. MubIMA clioBaMH, MoyIh npecTa-
BJIfAieT cO00#H OCHOBHYIO H 3JIEMEHTAPHYIO (PYHKIHOHAJILUYIO €IMHANY HepB-
HOM CHCTEMBl.

VIMeHHO MOJIyNIl U HX B3aUMOJIEHCTBIE 00eCeYBalOT OCYLIECTBIEHUE
KakK IPOCTHIX, TaK U CIOXHBIX MOBEIEHUECKUX aKTOB. BOT Kak, Hanpumep,
obecrieunBaeTcsl BEHTUNSLMSA (IbIXaHWE) y capaHyi, ITIe MEXaHH3Mbl YIIpaB-
JeHUsl BEHTUNSIUMENR uccnefioBaHbl Haubojyiee netanepHO. I'eHepupyronmi
BEHTUNSIIIMOHHBIN PUTM Y 3TOTO HACEKOMOTO — NTEHCMEKEp (BOIUTEND, PEry-
JIATOP PUTMa) — MTPENCTABNEH OIMHOYHBLIM MHTEPHEHPOHOM MITH HeOONBLIONH
rpynnoii UHTepHeHpoHoB (puc. 1.11. /). B kaXI0M CErMEHTapHOM I'aHIIHH
uMeeTesl Habop IKCMUPATOPHBIX (4) ¥ MHCMUPATOPHEIX (5) MBHUTaTENIBHBIX
HENPOHOB, IPHYEM MHCIIMPaTOPHBIE MOTOHEHPOHBI 06nanatoT POHOBOT (TO-
HUYECKOI) aKTUBHOCTLIO. MIHCIMpaTopHble MOTOHEHPOHBI € NMOMOIIBIO UH-
TEPHEHPOHOB (6) CNOCOOHBI TOPMO3UThL AKTUBHOCTH 3KCIIHPAaTOPHBIX HEHPO-
HOB. MexJly co00#l KaK MHCIIMPATOpHBbIE, TaK U 3KCIMPATOPHBIE HEHPOHDI
UMeROT c1ab0 BeIpaXkEeHHBIE MONOXUTENBHBIE CBSI3U. BxonoMm B ranrnmii cny-
KUT UHTEpHEHNPOH (3), KOTOPbIN CYMMHAPYET MOCTYNAOLINE OT UHTEPHEHPO-
Ha-TIefiCMeKepa UMIYILCHl U NEPENAET MX HA IKCIHMPATOPHbIE MOTOHENPO-
Hbl. UTHTEpHENPOHBI-CYMMATOPBI COCEIHMX FAHITUEB CBSA3aHBI MEXY COOOM.
Koopauxaimto paboThl cerMEeHTapHBIX BEHTUISITOPHBIX LEHTPOB BCEX FaHI-
nueB o6ecneunBalOT KOOPAMHUPYIOILINE UHTEPHEHPOHHI (2), uilyllye OT 3aJ1-
HETPYAHOrO IO NocNeNHEro GprolHoro ranrnust. C Kaxkaol cTOpOHbI HEPB-
HO#1 LEMOYKHA UMEETCS] 110 OIHOMY TaKOMY HHTepHepony. Bo Bpems ynpas-
JIEHUS] BEHTUIIALIMEN COOLITHS B HEPBHOM cHCTEME pa3BOPAauMBalOTCs ClIENy-
UM o6pasom.

INeiicmekepHEBIe HHTEPHEHPOHBI (/) BO BpeMst reHeEpaluK BCIbIIKKY UM-
MyJIbCOB TOPMO3SAT aKTUBHOCTb aBTOPUTMHUYHO PabOTarOLIMX KOOPIHHUPY-
FOILMX UHTEPHEHPOHOB (2). BenencTBue aToro uutepHeipoH (2) dysximo-
HUPYET NHLIbL B MEXKCHANKOBBLIN (MPOMEXYTOK MEXKJY HMIIYJIbCAaMH) Ans
nedcMeKkepa NpomMexXyTOK BpeMmenu. MHTepHeiipoH (2) akTUBHPYET MHTEp-
HE#pOH (3) ¥ COOTBETCTBEHHO IPyNIly IKCIUPATOPHBIX MOTOHEHPOHOB (4), B
pe3ynbpTaTe 4ero obecneunBalOTCsl HAauano, MPOAOIKUTENBEHOCTE H HHTEH-
CUBHOCTB BCIIBLIILEK aKTMBHOCTH B 3KCNMPaTOPHBIX MOTOHepoHax. Hampo-
TUB, hasza MomyaHus neficMekepa (a 3HaUYNT, (pa3a aKTMBHOCTH KOOPIHUHUPY-
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Puc. 1.11. Cxema, geMOHCTPHpYIOLasi HEKOTOPBle OCOGEHHOCTH KOOPIHHALMA BEH-
THIATOPHBIX BUXKEHHH Oprowika capadun. ITo Lewis et al., 1973.

a — Bo3byxnaronme, 6 — TopMo3Hble BaasiHusl. OcTanbHble OGBSICHEHHS B TCKCTE.

FOILLIETO HEMPOHA, TOPMO3SILIETO AEHCTBIE NHCITMPATOPHBIX HEHPOHOB) Ollpe-
AensieT NpOAONKUTENBEHOCTD BCIBILIIKH UMIYIBCOB B MHCIIEPAaTOPHBIX MOTO-
HelpoHax (5), KOTOpble pa3psiKaloTcs B 3TOT NEPHOA CMOHTaHHO. [lesTensb-
HOCTb MEHCMEKepa HaXOUTCH Mo KOHTponeM BO30YXKNaKOIMX U TOPMO3-
HBIX BO3JIEMCTBHI CO CTOPOHBI BBICHINX LEHTPOB, PACIONOXEHHBIX B IPYy]-
HBIX U TOJOBHBIX TAHTTIHSIX.

Boaee cloxkHbBIE aKTHI OCYLIECTRISIIOTCS NOCPEICTBOM B3aHMOEHCTBHS
MHOXKecTBa MOAYJeH, Pacno/IoKeHHBIX Ha pa3sHbIX ypopHsix. Kak, Hanpu-
MeEp, BO3HUKAET Ta HEPBHAsi AKTUBHOCTh, KOTOPYIO MBI Ha3bIBaeM 3pUTENb-
HBIM BOCHIpUSITHEM nim 3peHueM? CeTuaTka Hallero riasa conepxut 6oinee
110 MUINMOHOB CBETOYYBCTBUTENBLHBIX KIETOK. I'71a3 COENMHEH ¢ MO3roMm
HEPBHBIM TPAKTOM, COlEP>KallliM NPUMEPHO MUJJIMOH HEPBHBIX BOJIOKOH.
KonutecTBo CBETOUYBCTBUTENBHBIX KIETOK B CETUATKE NPEBLILIAET YHCIO
CBSI3aHHBIX € HUMHU BOJIOKOH 3pUTeNnBHOTro Hepsa. CllefloBaTeNnbHO, Kaxioe
BOJIOKHO coOmnpaeT MHGOPMALUIO OT MHOTHX HMHIUBHIYAJbHBIX KIIETOK.
3puTencHblE HEPBBI OKAHUMBAIOTCS B YYACTKaX MO3ra, Ha3biBaEMBIX HOKO-
BBIMH KOJIeHYaTBbIMH TeJIaMH, Iie OHM 00pa3yroT CHHAICHI C KOMIUIEKCOM K3
MHOTHX MHJIZTMOHOB HEPOHOB, KOTOPBIE B CBOKO OUEPENIH CBSA3aHBI C OCOOBIM
OT/IEJIOM KOPHI TOJIOBHOTO MO3Ta (3pHTe IbHOI KOPOH) CHCTEMOI MPOBONS-
IUX MyTEH, CXONHBIX Y BCEX MIEKOIMUTAIOLMX. 3PUTENBHbIE CUTHANBI, ITpe-
oOpa3oBaHHBIE CETYATKON B HEPBHBIE UMINYJILCH], KOHLIEHTPUPYIOTCH CHAYa-
J1a B 3pUTEJILHBIX HEPBaX. a 3aTeM BCBOOOXIat0TCsl B GOKOBOM KOJNIEHYATOM
Tesie. [lnst Toro 4ToObl MO3r MOT HHTEPNPETHPOBaTh U300paxeHue, MocTy-
NMaKlee Ha CETYATKY IJas, 3pUTENbHbIE MYTH AOIXKHBI ObITH ONpenesieH-
HeIM oOpa3om ynopsaoueHbsl. Okasanoch, YTO B3aUMHOE PACHONIOKEHHE
3JIEMEHTOB CETYATKH TOYHO BOCIPOM3BOAMTCS Ha HEHPOHAX KONEHYATOrO
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Puc. 1.12. BapuaHT HEHpOHHOI cETH. YIPaBISIONIEi MOBENCHHEM KPbINbeB 6aG0TKH
KpanuBHUUEBL. [To BepkuuGnnty.

Tena, a MociefJHUE TOYHO TaK Ke MPOCLHMPVIOTCA Ha 3PHTENBHYIO KOpY.
HHbimu cioBaMH, B G0KOBOM KOJICHUATOM TeJie CYLIECTBYET KapTa (Ipoek-
i) CETYATKH. @ B 3pUTENILHOM KOpe — ellie OfiHa KapTa. IPOeKLHs COOTBET-
CTBYOILIHX y4aCTKOB OOKOBbIX KOJIEHUATHIX TEN HA BIOJHE ONpefielieHHble,
COOTBETCTBYIOIIME UM 30HBI 3pHTE/LHON Kophl. Ha kaxnoMm ypoBHe KapTe-
pOBaHHA — B c€TYATKE, KONEHYATOM TeNe u IPHTENLHOH Kope — HHgopma-
LMs1 aHANM3UpYeTCsl U KIacCA(HMUMpPYeTCcs HA CHTHAJIBI O FPaHMIAX, YIJax,
JABAXKEHMH, ANMHe BOJHBI (1BeTe) i T.N. CXOgHbLIM 06pa30M OpPraHM30BaHO
B3aHMOJielicTBHE MopyJieH, obecneyMBarOIMX (PYHKIIHOHHPOBAHHE JPYIrHX
OPraHoOB YYBCTB.

CTpykTypoli MOyNell aKTHBHO 3aHHMaloTcs paloTarolHe B oOnacTH
HeHpO(H3MOIOTHH MAaTEMATHKH (OHM OGBIYHO HAa3bIBAKOT MOJVITH HEPBHBI-
mu cetsiMu). Onu pazpaboTanu METO MOCTPOEHHS MOMEJIbHBIX HEPBHBIX Ce-
TEM, NMPaBUILHOCTL KOTOPOrO MOKHO NMpOBEpUTH B 3KcnepumMenTe. Flpnse-
fAeM MpUMEpP TAKOro pofia H3 paboThl POCCHACKOrO Hempoduinonora M.
Bepkunbaura.

H3BecTHO, 4TO DabOYKa KpanuBHULA NMpeNoYnTaeT TEMIEpaTypy Tela
36 °C. Ecnu Ha yymmme XonogHo u CoJiHIle He CBETHT, OHA CHAMT € 3aKPBITHI-
MH KPBLITBbAMHA. ECITH XONOgHO, HO CBETHT COJIHLE, 0a004YKa OTKPLIBAET Kphl-
nba. Kak noctpoeHa HepBHas ceTh (MOMYIb). YIIPaBAAIOIIAsA TaKUM NOBEJE-
HueM babouku? Ha puc. 1.12 nokasana npuBefieHHass BepKHHOIHTOM CXeMa
Takoil HepBHOM ceTH. MiMeeTtcs Tpu peuenTtopa: C — cBETOBOH, KOTOPLIA BO3-
Oy>knaeTcs, Korga CBETHT COJIHIlE, T — TeMmaoBOH, KOTOPBII BO30OyXaeTcs,
KOrJla TeMIiepaTypa 6a0ouku paBHa uinu Bbiule 36 °C, X — XONONOBON, KOTO-
phiit Bo30Oy>xnaeTcs, Korja TeMnepatypa tena 6abouku Huxe 36 °C. Ecin Ha
YJIHLE XONOHO H HE CBETHT COJHIE, TO PenenTop X akTHBHPYET UHTEPHeli-
POH. KOTOPBIH Bbi3bIBAE€T BO30Y>KeHIE MOTOHelipoHa MHn. HHHEpBHpPY1O-
LIEr0 MBILILI-MOHUMATENH Kpbina, B 6a00uka ckiaablBacT KpbUiba. Eciu
Ha yqHile XOJIOOHO, HO CBETHT COJHIE, TO perientop C BO30Yy>XOaeT HEMPOH
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MHo, KOTOpbII BbI3LIBACT COKPAICHHE MbILII-ONMYCKAaTeNIeH KPbIJIbeB, Ofl-
HOBPEMEHHO NOAAETCS IMNYJILC HA TOPMO3HbIH HHTEPHEHPOH (3aKpailicH Ha
cxeme), OJIOKHPYIOLLME aKTHBHOCTL HHTEPHEHPOHa, Bo3Oy>xnarouiero MHn,
Tak yTO 6abouka OTKphIBaeT Kpbinbsa. Hakonell, eciu Ha ynuue Tero, To
oT penentopa T uaeT BO30YXAaOIHA UMIYJTLC HA MOTOHelipoH MHn u ak-
TUBUPYETCS 3AIITPUXOBAHHBIN MHTEPHCHPOH, KOTOPLI TOpMO3uT M Ho, Tak
YTO Kpbliibst 62a004YKH ONATH-TAKH CIOKEHHI.

CoBepUIEHHO OY€BHIHO, YTO MOBEJEHHE >XMBOTHOTO (hOpPMHpYeETcs B
nMporecce OHTOTEHE3a B 3aBHCHMOCTH OT AU (PepEeHIIMPOBKH Pa3NYHbIX
MOJYAbHbIX CHCTEM.
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Fnasa 2

®OPMHUPOBAHUE MEXHEWPOHHBLIX CBA3EH
U IMOBEJEHME

Opranv3anusi HepPBHOM CHCTEMbI U NOBEIEHHE.
dunoreHeTHYECKHl ACHEKT

B npouecce ¢pusnoresesa BLIBMIOCH YEThIPE HANPABIEHNS B Pa3BUTHH
HEPBHOM CUCTEMBIL.

1. YBenuueHne KIeTo4YHOro pazHoo0pasns, NoaBIeHUE BCe HOBBIX U HO-
BbIX THIOB HEPBHBIX KJIETOK.

2. YBennueHHe KOJIMYeCTBAa HEPBHBIX KIIETOK W COOTBETCTBEHHO CHHAI-
THYECKMX KOHTAKTOB B TpefernaX (pyHKUMOHANLHO €MHOM HEPBHOW LielNu
(MpUHLMT 3BOJIKOUMOHHOIO PACLIEIUIEHHst CTPYKTYP, c(pOpMYIHPOBAHHbIM
BEJIMKUM PYCCKHM THCTONOTOM A.A. 3aBap3HMHbIM, CYUIHOCTh KOTOPOro no-
Ka3zaHa Ha puc. 2.1, a, b).

3. TenpeHuMs K cerperaiuu, KOrjia cXofHbl€ THIIbI HEHPOHOB rPyNNHPY-
FOTCA BMecTe, (POPMHPYS HEPBHOKJIETOUHBIE Apa H Ny4YKH BOJTOKOH.

4. llenTpanu3anus, pa3BUTHE OTIENIOB HEPBHOH CUCTEMBI, HHTETPHPYIO-
LHX AEATENTLHOCTh HHXXECTOAIMX LIEHTPOB.

3BONIOIMOHHBIE IPe0Opa30BaHIs OPraHU3alHH HEPBHOI CHCTEMBI NPO-
HUCXOAAT B COOTBETCTBHH C TEOPHEIl NapanienbHbIX PAIoB, C(POPMYITMPOBAH-
Ho# B 30-e ronbr A.A. 3aBap3uHBIM.

CormacHO 3TOli TeOpHU ONMHAKOBBIE TKAHU Yy BCeX >KHBOTHBIX, JlaxKe
CaMbIX pa3IMYHBIX N0 CBOEMY NMPOHCXOXAEHHIO, NPOAEIbIBAKOT CXOMHYKO
spomomio. O6pasyrorces, TaKuM 00pa30M, NapaiielbHbIE Pkl TKaHe-
BOrO (pHMIOreHe3a COOTBETCTBEHHO NOJIOXKEHHIO TAKCOHOB Ha (PHIIOTeHE-
THYECKOM [IpeBe (CM. puc. 2.2), U, CJIeIOBATENLHO, THCTOJIOTHYECKAS Op-
raHN3auns HEPBHOH TKaHH, HanpuMep, y Tunicata n Mollusca umm y
Vertebrata v Insecta (Ha cxeme gaHo umpe — Arthropoda) CXOfHBI, TaK 4TO
HelpOHANIbHbIE OTHOILLEHNS, HAT[PHMEP B ONTHYECKHX LIEHTpax, oOpasy-
FOT Napa’melnn.

B xope 3Bontounn (GOPMHPYIOTCA HEPBHbIE NEHTPBI (TAHITIHA), T.C. Ta-
KHEe MecTa, TIe OCYIIECTBISAETCS CTBIK NBYX MIIH HECKOJBKUX HEMPOHOB,
WHBIMH CJIOBAaMH, TaM, Ile MMEeTCsi CHHAIC, 2 3HAUUT. U KaYECTBEHHBIE H3-
MEHEHHA HEpBHOTO MMIyibhca. M3BecTHHI Ba TMNA OpraHU3aliMHd HEPBHBIX
LEHTPOB.

1. fipepapIiA, KOTOA HEMPOHBI U CHHANTHYECKUE YYACTKH PaClONOXKEHbI
KOMIIAKTHO M JiexaT 6e3 0co00ro nopsigka (HanpuMmep, pasjin4HbIE TOKOp-
KOBBIE fiipa WM Spa CTBOJIA MO3ra).

2. JKpaHHBIA. KOrfa CTPYKTYPHBIE 3JIEMEHTHI PACTNOJIOXEHBI B BHIE
reOMETPHYECKH NPaBWIIBHBIX CIIOUCTBIX CTPYKTYP (HanpHMep, KOpa roJoB-
HOro mosra) (puc. 2.3).

BriepBrle HepBHasi cucTeMa NOSIBIAETCA Y KHILEUHONOJOCTHRIX: THUIP,
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A.A. 3aBap3uH. BenHKHI pOCCHICKHIT TH-
) CTOJIOT. KJACCHK CPaBHUTENBLHON THCTO-
_— JIOTHH, OTKPbIN NapajuieNn3Mel B pa3si-
THH TKAHEBBIX CHCTEM. OOHApYXusn 3BO-

JIOUHOHHOE PACIETUIEHHE CTPYKTYD 1
‘ cchopMyHpoBan 3aKOH TKaHEBOH 3BO-
ot JOL{.
v ~
’ R4

) Meny3, ampuduii n kopannos. [lepso-
S HA4allbHO OHA TpefCTaBleHa NMPHUMH-
T THBHOH OfHOPONHOH mucpy3HON ce-
. - ’ ThIO. HO BCKOpe HabmnronaeTcs ee pac-
YieHeHHE M 3HAaUMTeNbHOE paspene-
7, - HHe (PYHKIMHA € onpefieNleHHoN cTere-
HbIO LIEHTpaJIM3al1H.
Y ruppnl HEpBHAS CHCTEMA COCTO-
HT U3 ABYX (DYHKLHOHAJNBLHBLIX OTHE-
JIOB: pelieITOPHBIX KJIETOK, BOCIPMHH-
MaKOLMX BHELIHIE pa3ipaXXeHus: Kiie-
TOK, TIPOBONSIILMX BO30YXeHHe K paslHYHbIM YacTAM Tena; 3(p¢heKTOPHBIX
KJIETOK, pearvpymoolllUX JBHXXEHHEM Ha HM3MEHEHMs BO BHellHeil cpefie
(puc. 2.4).

Y Takux paguaibHO-CHMMETPHYHBIX »KHBOTHBIX. KaK Mey3a Ml MOP-
CKHe 3Be3/1bl, B OpraHi3al i HEPBHOK CHCTEMBI OTMEYAIOTCS IPH3HAKH HEH-
Tpamu3awnn. Y Meny3bl HEKOTOPble OTPOCTKM HEHPOHOB YUIMHHIMCH U
CTPYIITHPOBAJINCH B NapaijieNbHble My4KH, TAK YTO OOpa30BalucCh Ba HEp-
BHBIX KOJIbLIA, 3aKJIFOYEHHBIX B KOJIOKOIe (puc. 2.5).

DneMeHTBI IIEHTpanu3alHn crocoOcTBYIOT 6ornee OGBICTPOMY NpOBene-
HHIO BO30OY>X[IeHHd, 4eM B ciydae nudpy3zHON HEPBHOH CHCTEMBL.

Vertebrata
a i <\

>y Arthropoda

Tunicata

a

MNepBoObbITHLIE
Metazoa |

Puc. 2.2. Cxema napannensHBIX psifoB TKaneBoil asontouny. ITo 3aBap3nny 1945.
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Puc. 2.3. CxeMa CTpOeHHs ifEPHOTO (CEBA) M 3KPAHHOTO (CTpaBa) HEPBHLIX LIEHTPOB.
Af — adepenThrie BonoKHa, Ef — achepeuTbie BonokHa. ITo 3apap3uHy, 1941.

[TepBhle HAacTOANME OpraHbl YyBCTB HallieHbl y Meny3bl. OfHu U3 HUX —
rja3ki — pearHpyroT Ha CBET, IPYrHE — CTATOLMCTHI — HA U3MEHEeHHE T0JI0-
sKeHusi Tena (puc. 2.5).

IToBeneHHne KHILIEYHONOJNOCTHBIX XapaKTepHu3yeTcsl MPOCTOTOH, COOT-
BETCTBYIONIEN NPOCTOTE OpraHu3allid HepBHOH cucTeMbl. B OCHOBHOM HX
NoBefieHYECKUE PeaKly CBSI3aHbl C NMUTAaHWEM, OBHXXEHHEM M 3alLUTOM OT
BpeHBIX BO3neHCcTBHH. Bce 3TH peakuun sBIAKOTCA MeNJIeHHbIMH. CTEPEO-
THIIHBIMH, ¥ H30IMpOBaHHbIE (PPATMEHTBI TEJIa PearupyroT TaK Xe, Kak H
SKMBOTHOE B 1je7I0M. OCHOBO#H NJIABATENBHBLIX IBUXEHUH y Mefy3bl ABIAETCS
CTIOHTaHHAst AKTHBHOCTB, CBOJICTBEHHAs! HEpBHOMY KonbLly. OHa 00ycnosmnn-
BaeT CWJIbHble COKpPAIEHHS BEHTPAJILHOU NMOBEPXHOCTH XWBOTHOIO, PHUT-
MHYHO BBLITAJKHBAIOIIEH BOAY H3 KOJIOKOJNA, YTO W 0OECNeYUBAET JIBUXKEHNE
Meqy3bl. XapaKTepHO IpH 3TOM, YTO B oONacTH cTaTonucTa (hOpMHUPYIOTCS
TPyNIbl HEHPOHOB, KOTOPBIM TIPHUCYINA IHAOME€HHAsi PUTMMYECKAs aKTHB-
HOCTB, H KOTOPbIE JEHUCTBYIOT. CJIEIOBATENLHO. KaK nelicMeKephl (BOOHTENH
pHUTMA).

Y MIIIOKOXHX pagHalibHas HEpBHaA CHCTeEMa JOCTUraeT BBICOKOI cTelle-
HH copeplieHcTBa. M B cOOTBETCTBIM € GONee CI0XHO OPraHi30BaHHON Hep-
BHO¥ CHCTEMOH TOBeleHHe CTAaHOBUTCS Gonee pa3HooOpa3HbiM. CaMoe BaX-
HOe COOBITHE B CTPYKTYpPe HEPBHOH CUCTEMBI 3TOH IPYIINLI XXKHBOTHBIX — NO-
fiBJieHMEe MPOMEXYTOYHbIX, aCCOLNATHBHBIX HeHpoHoB. B otmuume ot ku-
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Puc. 2.4. TIpocTefiuine HEPBHBIE CUCTEMEI.

4 — 3KTOJEpMAaNbHOE HEPBHOE cIuleTeHne Y Rhizostoma ¢ MansiMH B 60bLUMMH GHITOJISIPHBIMEH
H CONBLIUAMK MYJIBTUIIONSIPHBIME TaHITIHO3HBIMH KleTKamu. Ilo Bounepy. b — Beprkannubiil
cpe3 poroeoro AHcka y akrunui. [lo Jleruccy. B — aktogepma, C — 10§l HAPYKHBIX OHITONSIP-
HBIX I BHYTPEHHHX MyJILTHNOJISIPHbIX FTAHTTIHO3HBIX KIETOK, D — c1oit paguanbHOM MYCKyIaTy-
prl. E — cnioit raHrnuo3sHbIX KNETOK Me3ornen, F — ot uupkynsipHoit Myckynatypbl, G — croit
TaHTJINO3HBIX KIIETOK 3HTOREepMbI, H — 3HTONIepMA. ¢ — TOHKas CTPYKTYPa HEPBHOTO KOJIblia Me-
nmy3bl Gonionemus. ITo Xumany. (B — Bonokua. uuylune x HipkHemy nepBy (HH), [TH — no-
BEPXHOCTHBII HepB, CB — coepuuuTenLHBIE BONOKHA K CyOYMOpPeJUIsIpHO# ceTu).
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Puc. 2.5. Ipocreiiiie peyenTopHbie OpraHbl.

4 — CIOKHBIH ria3ok Menyssl. [To Xumany (B — sentom, ['— mirMeRTHBIH 60Kan rnaska, C— cra-
TouucT, CO — cyOyMOpEJUIAPHBIH 3MHaepMHC, 3 — YYBCTBHTENbHLUL annTenuil, 33 — 3k-
CyMOpEJUISIPHbIH SMHJEPMHC).

b — 3aKpBITHIM TR CTaTOLHCTa Y Meay3sl Obelia. [To Xumany. (C — cratonut, CK — ceHcopHasi
KJIETKA).
¢ — rnaza Meny3 (A — Catablema eurystoma. ITo Jlmsko: B — Sarsia mirabilis. ITo Jlunko;
C — Charibdaea marsupialis. ITo Illepsikopy).

HIEYHOMOJIOCTHBIX, TME PEneNnTOpHbIE KIEeTKH HaNpAMYIO CBA3BLIBAKOTCA C
3(p¢heKTOPHBIMMU. 3[eCh 3Ta CBA3L OCYIIECTRIsAETCSA NMPH NOCPEIHNYIECTBE ac-
COIMATHBHLIX HellpoHOB. TakuMm 00pa3oM. Bo3pacTaeT pa3HOOOpasHe CBfi-
3efl Mexay CeHCOpHBIMH (adpepeHTHBIMI) 1 MOTOPHBLIMH (3¢hchepeHTHBI-
MH) HefipoHamu, a 0Opa3oBaHKe OONbIIEr0 KOMMYeCTBAa CHMHAICOB M KOJIJIa-
TepalbHbIX NMyTell CyIeCTBEHHO yBeJIMUMBAaeT BO3MOXHOCTH HEPBHOW CHC-
TEMBbI. Y CIOXHAETCA U NOBE[ieHHEe: MHOTHE MOPCKHE 3BE3[Ibl H MOPCKHE €XKU
HNEMOHCTPHPYIOT HACHXKUBAHHE SIULl, MHOTHE BUJIbI POIOT HOpHI.
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C pa3euTHEM GHNATEPATHHOIO IJIAHA CTPOCHHMS TeNa OONBLIHHCTBO >KH-
BOTHBIX NPUOOPEIIO NPOAOBHYIO OCh U SICHO BbIpaXKeHHbIe TIepenHuil 1 3an-
Hui1 ioNrockl Tena. C 3Toro 3Tana Havdaljics HOBBIF LIMKJT Pa3BHTHS HEPBHOM
cucTeMbl, 061ajaro11ell OCPOMHBIMU BO3MOXXHOCTAMH K OCYIIIECTBIEHUIO Ca-
MBIX pa3HOOOpa3HBIX MOBedeHUecKUX peakiluil. OCOOEHHO cylllecTBEeHHOE
3HAUCHUE MMEJIA WeHTPalN3almMA KOHTPONMPYIOIETO MEeXaHH3Ma, TaK YTO
nepegHui KOHeEN Tena npuobpeTan Bee 60JIbWHHA 1 60NBIIHI KOHTPOJB, B TO
BpeMsl KakK Apyrve LHeHTPhbl NONYHHANKUCH eMY HITH UCYe3alln cOBCeM. Y XKH-
BOTHBIX C NPUMUTHUBHO! HEPBHOM CHCTEMON OTHENbHBLIE YACTH Tejia BENyT
ce6s B 3HAUMTENLHON CTENIEHH He3aBHCHMO IPYT OT APYra, B TO BPEMsl KaK y
>KMBOTHBIX C 3aMETHOM LIeHTpanu3aluyell HepBHOH cHCTeMBbl fieficTBHA Hac-
Teil Nog4YMHEHB] JEACTBUAM 1LIETIOr0 OpraHM3Ma.

B HepBHOI ceTH HEMPOHBI ¢ OTPOCTKAMHM paclipefiefieHb 6oree Uil Me-
Hee paBHOMEPHO B NPOCTpaHCTBE. B xo/ie 3BONIOIMI NyYKH HEPBHBIX BOJIO-
KOHEL, CTaNH YAJIMHATECH, YKPYTHATBLCA M UCTIONB30BAThLCA NPEUMYILECTBEH-
HO KakK TpOBOJALLHE 3TEMEHTRI, llepenaroliuMu Bo30y kIeHHe ObIcTpee, YeM
HEpBHAas CETh, B TO BPEMS KaK KIIE€TOUYHBIE Tena OO bEAUHANNCE B JIOKANIbHbIE
IPYyNIibl — FAHTIIHAM.

Haugbiciias CKOpOCTh NPOBefeHUs] HEPBHBIX MMITYJILCOB OblNa fOC-
TUrHyTa Ojaronaps BO3HMKHOBEHHKO THTAaHTCKHX BOJIOKOH, KOTOphIe
NIPOBORSAT OLICTPEe BCIEACTBHE WX OCONBIIOrO gUaMeTpa H HE3HAYMTENb-
HOI'O KOJIMYeCcTBa CHHANTHYECKHX CBA3eH, a cllefloBaTelbHO, Onaronaps
MEHBLIEMY KOJIHYECTBY NPENATCTBUHA HAa MyTH HMITYJhCa MO CPAaBHEHHIO C
OOBIYHBIM HEPBHBIM BOJIOKHOM. 3TH XapakKTepHBIe YEPTHI IIEHTPAJILHOMN
HEpBHOI1 cHCTeMBI OBIIH HaHNIeHbl Y AHHENH]T, MOJIJIFOCKOB. YJIeHHCTOHO-
TUX, Y KOTOPhIX OHU HCMONB3YIOTCS B 3AIIMTHbIX PEAKLHAX, TAKHX, Kak,
HanpHMep, 3HEPTHYHOEe OTOpachIBaHHE COOCTBEHHOrO XBOCTa OMapaMH.
B cBA3H ¢ 3THMY TEHASHIUAMHA PAa3BATHSA LEHTPAJIbHAS HEPBHAs CHCTeMa
B IpoLecce 3BONIONMN IMy0xKe NMorpy»xanack BHyTpb Tena, Tie OHa Obla
3allMINEeHa pa3fIHyHBIMH OMOPHBIME TKAaHAMH. B TaKHMX OTHOCHTEIBHO
rnyOOKHX MeCTaX OHa cTana LEHTPOM. K KOTOpPOMY CTEKAKOTCS! BOJIOKHA
OT pa3JINYHBIX YacTel Tena.

Tak, y nnocKHX YepBei NnaHapHil HePOHEI B OTAWYHE OT FUAPLI HE pas-
6pocaHbl paBHOMEPHO IO BCEMY TENY, a COOMPAIOTCA B TPYMIbI M KOHLEHT-
PHPYIOTCsl B TOIOBHOM KOHUEe. COOTBETCTBEHHO Y 3THX XHBOTHBLIX XOPOLLO
BBIPa>X€HO YYBCTBO HAIPaBIIeHHd, IepeMeELLiEeHUs Bllepe U Ha3ajl, Yero HeT
y THAPLI. B ronoBHOM KOHIIE y HMX COCPEIOTOMeHb! OpraHbl YyBCTB, B TOM
YHClle CBETOUYBCTBHTENIBHBIE ITIa3HbIE IMKH. Y IUIaHApHIl ecTh ¢phopMa Io-
Be[IeHHs, KOTOpas, BO3MOXHO, B Ipollecce IBOJFONMHA MOCTY>KHIIA OHOM U3
ocHOB (hopMMpOBaHUs pazanIHbIX (hopM o6y4denusi. CyTh €€ 3aKII04aeTcs B
crenyromeM. Eciy cnerka npHxaTh ITAHAPUIO CTEKJISHHON NANo4YKOM, OHA
CBepTLIBAaETCH B LIAPHK — 3TO PeaKIMA Ha YrpoXarllyto cutyanuto. Yepes
HeCKOJIbKO MAHYT OHA HAUMHAET OCTOPOXHO pa3BopavyuBaThca. Eciu 1o Hee
JOTPOHYTBLCA CHOBA. OHA CHOBA CBEPHETCH, a IOTOM ONATH pacnpsMutcs. Ho
€CITH TPHKOCHOBEHMS MOBTOPATH HOCTATOYHO YaCTO. PeakuMs MNMOCTENEHHO
ocnabeBaeT, TOKA IUTAHAPHA He MepecTaHeT CBOPAaYHBATLCHA, OHA KaK Obl
MPUBBIKAET K Pa3fipa>k€HUIO M yXXe He CUMTaeT ero onacHeiM. Takoe sBne-
HHMe Ha3bIBAeTCs MpMBbIKaHWeM, unu raéutyauued. Co BpeMeHeEM criocod-
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XKa6pa

Koxa cucpoHa (

CH.
(24)

lonoea

Pric. 2.6. CeHcuTusanus siBisieTcsl Takoii (hopMoli 06VYEHMs M TaMSTH, IPH KOTOPO#
OTBET Ha CTHMYJ YCHIMBAeTCs MOJ BJIASHHEM Npyroro, 6o5iee CHILHOrO CTHMyna.
3neck pedyieke BTArUBaHUsA Xa0phbl y aniu3HK YCHJIHNBACTCA B pe3yNbTaTe HOLMLETI-
THBHOTO pa3fpa’keHnst OGNACTH roJIOBEl. ITOT CTUMYJl aKTUBHPYET HEMPOHEI, KOTO-
phie BO3GVXKIAOT obJeryaroiue BcTaBoynble Heliponsl (B.H.), nocrnenHue okaHyH-
BAIOTCS Ha CHHANTIYECKHX OKOHYAHHSX CEHCOPHBIX HEHPOHOB. JTH HEHPOHEI MMa-
CTHYHBL T.e. CIOCOOHLI U3MeHSThL 3¢EKTHBHOCTL CBOETO cHHanca. MennaTop 00-
TIEr4atoILHX BCTAaBOYHBIX HEHPOHOB, TIPEANONIOKHTENLHO CEPOTOHMH (TOYKH B KPYXK-
Ke), MONyJIUpYeT BhbIfeNEHHE MEHATOPa CEHCOPHOrO HEIpOHa Ha BO3OYXKaaroluue
BCTaBOYHbLIE HEHPOHBI H MOTOHEHPOHDI.

HOCTBb pEarnpoBaTh HAa NPUKOCHOBEHHE BOCCTAHABIMBAETCA, M 9TO Ha3blBa-
erca nerabuTyaunelt (CHATHEM MPUBBLIKAHNA).

Y nnaHapHil perucTpupyeTcs U fipyras ¢oopMa KpaTKOBPEMEHHOIO
HAay4YeHHs — CEHCHTH3auMsl, TPOTHBOIMONOXKHAS NPUBLIKAHHIO. ITO —
YCHIJIEHHE OTBETA Ha clabbli crieuH(pHYeCKHi CTHMYJ, KOr[ja OH coYeTa-
€TCsi C HellPHATHLIM BO3REHCTBHEM, HANPHMEP, C 3JIeKTPUYECKHM yJia-
poM. Ecnin Ha mianapuro Bo3encTBOBaTH cnaboil cTpyHKOH BOAbI, OHa
Ha 3TO HHKaK He pearHpyeT. Ho eciin HOCTOAHHO cOYETaTh TAKOE BO3-~
nefiCTBHE € SJNIEKTPHYECKHM YAAPOM, TO €O BpeMeHeM XXHBOTHOE HAYHET
pearnpoBaTh Ha CTHMyJl. KOTOPBIH Npeskae He 3aMedasna. CeHCHTH3A-
1A — reHepaJi30BaHHBII Npoliecc, Tak KaK NOBBIIIAETCA YyBCTBHTENb-
HOCThL HE TONLKO K CTpyHKe BOMbl, HO U K MHOXECTBY APYrHX ClIaObIX
pasgpaxuTelned (puc. 2.6).

B xope sBosownn yepBen CTPOEHHE MX HEPBHOM CHCTEMbI YCIOXKHANOChH
B HaTIPABJIEHUH JalIbHEHIUEH LIeHTPaN3alHUH.
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Puc. 2.7. HepBHasi cucteMa noKneBOro Yyepssi M NOBEICHHUE.

a — TiepeHsisl YacTh HEPBHOK CHCTEMBI 3eMIsiHoro ucpBs (Lumbricus terrestris). Mo Hess, 1925

(611 — 6ykkaapHast NonocTh, I — rnotka. {1 ~ npocromuyM, 117 — NOJNHIIEBOAHBII TAHIIINIT,

P — pot, C — cromaroracTpuueckas HepBHasi cHcteMa, LI — 1iepebpanbhbii ranrnui). b — no-

cTpoiika Tpybkm uyepseM Aulophorus carteri, HCNONB3YIOWMM CTIOPbl BOAHOro pactehus. [o
Grasse, 1959.

Ha puc. 2.7 B kauecTBe npumepa npefcraplieHa OpraHU3alis HepPBHOMN
CHCTEMBI 3€MISTHOrO 4epBs. Kak BuiHO HanboJjiee CHITLHOE pa3sBHTHE IIpO-
U30LLIO B MEPEJHENOP3aNbHON 0bMacTH, rae choOpMUPOBANCH JOCTATOUHO
MOILLIHBIF HAMIOTOYHBIH, HITH HepedpanbHbli. raHIIMH, HUXKe pasBUBAIOTCS
MOAIJIOTOYHBIH i MOANUILEBOIHBIE FAHTITHH.

YcnoxHeHHe opraHy3anyy HEPBHON CUCTEMBI COIPOBOXANOCH YCIOXK-
HEHHEM TIOBEJIEHUECKUX peaKIMil: OHM CTalM MPOSBIATLCA HE TOJILKO B JIO-
KOMOIMH M MUILEBOM IIOBEEHUH, HO TAKXE B XapaKTEePHLIX NOCTYPabHBIX
pecnekcax (HalpuMep. IMONOXKeHHE, TPUHUMAEMOE OXKIEBLIMH YEPBSMH BO
BpEMSl KONYJSALMU), B IEPEHECEHUH JIHCTLEB B HOPBI JOXIEBLIMU UEPBAMH.
ITpu 3TOM YepBH Beerna 3aXBaThbIBAIOT JIUCTHS TAKUM 00pa3oM, uTobn1 obec-
Ne4YUTh HaMMEHbIIee CONMPOTUBIIEHUE TIPU BXOXIEHAH B HOpY. MHorue Bopsi-
HBI€ YEPBU CTPOSIT BECbMA COBEPLIEHHBIE HOPLI, B KOTOPLIX OHH XKMBYT, MC-
TOJIL3Ysl CMOPLI BOJHOIO pacteHus (puc. 2.7. b).

Y MHOroLEeTUHKOBBLIX Y€pPBEil HANIIOTOYHBHIN TAHITIHEA ABJIAETCA TOP-
MO3HBIM NEHTPOM, NOAINOTOYHLIA — MOTOpHBIM. bes mepBoro mopcko#n
uepBb Nereis He NMUTaeTCAd H HE POET HOPLI, CTAHOBHTCSA THIEPAKTHBHLIM U
MEHEE YYBCTBUTENLHBIM K CBETY U XUMUYECKUM BelleCTBaM, 6€3 BTOpOro oH
HUHAKTUBEH. Pa3BuTHe pa3sHOOOpa3HbIX MOBEEHUECKUX aKTOB obecleqUBa-
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Puc. 2.8. HepBHast cicTeMa OPIOXOHOTOrO MOJINIIOCKa MOpckoro 3aiina (Aplysia) u ee
cBs13M ¢ pasHeiMu opraHaMi. [To Kandel, 1976.

€TCsl COOTBETCTBYIOLIEH CTPYKTYPOI HEPBHOMH CUCTEMbI. B KOTOPOH FaHI UK
pa3BHBAKOTCSl KaK MOTOpHBIE pefieifiHble CTaHlMM. B kadectBe mpumepa
MOXHO NPHBECTH NEfaNbHBIN IAHIITHIA MOPCKOro YepeHka. AHallbHas U re-
HUTaNbHas OONACTH TAKXKE ABASIOTCA MecTaMH 0Opa30oBaHusl FAHITIHEB.

¥ pakooOpa3HBIX YeTKO MPOCHEXHBAETCs TeHAEHLMs K aucdepeHiy-
poBke peuentopoB. I'maBHBIMU cpeiu clieUalIUM3UPOBAHHLIX OpPraHoOB
YYBCTB SIBJISIFOTCSl CHOXKHBIE rJ1a3a, PAclONOXEHHBIE Ha IMOJBHXKHBIX CTe-
6enbKax, aHTEHHbI, HECYILME XEMOPELIENITOPLI, M CTaTOLMCTEL. MIMeroTest He-
CKONLKO TUIIOB MEXAaHOPELENTOPOB, PEarnpyolMX Ha MEXaHHYECKHE Pa3-
Npa>KeHUg W YYACTBYIOIME B YNPABICHUE JBHXKEHMSMHU YJE€HUCTBIX KOHEY-
'HOCTEH (pELENTOPLI CBA30K, PELENTOPh] pacTsikeHus). LlenTpansHast HepB-
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Hasl CHCTEMa XapaKTepU3yeTCsl HEGONBIINM KOJIMUYECTBOM KIIETOK (OKOJIO
100 000 y peuHoro paka). OIHaKO FaHIINK JOCTATOUYHO CJIOXKHO OPraHu3o-
BaHbI U HMEIOT MPOMEXKYTOUHBIE HEMPOHBI, KOTOPbIE CNIOCOGHBI BLINOJIHATL
(bYHKLMY LENbIX TPAKTOB MMO3BOHOYHBIX. BOJNBIIMHCTBO NMOBEAEHYECKUX e~
aKIHil MOXET ObITh O0BsicHeHO pedNeKTOPHBIMH MexaHu3mami. Hanph-
Mep. yOupaHHe rnasHoro crebernbka. OTKpBIBAHHE H 3aKPbIBAHUE KJICIIHH,
6ercTBo, 3alpiTa, THTAaHWEe, KONynsauus. XHIHbIe BUAb] CIIOCOOHLI MOAKpa-
ALIBaTLCS M HaNafaTh M3 3acajbl Ha JOOBIYY. TIOBEAECHHE YXaXKUBAHHS TAKXKE
OLIBaeT NOCTATOYHO CJIOXKHBIM.

Haubonee apko pacnonoXeHue raHriMeB B >KU3HEHHO BaXKHbIX IVHKTAX
OpraHu3Ma BLIPAXKEHO Y MOJUIIOCKOB, KOTOPBIE UMEIOT LEepeOpanbHbIil, mme-
OanbHbIHA M BUCLEPANBHbII NapHbie raHrmu (puc. 2.8).

Y 6prOXOHOr0 MOJUTIOCKA Aplysia 1leHTpanbHas HepBHasi CHCTEMa COCTO-
HUT U3 HECKOJLKHX TAHLIHEB, cofepxXalux He 6onee 20 ThicsY HEHPOHOB,
IpH 3TOM Y OpIOXOHOTHX MOJIJIFOCKOB (yJIHTKH W JIP.) HAAIrIOTOUHBIN (Lepe-
OpanbHbBI) FAHCIMI CTANl KOHTPOIMPYEOLMM LHEHTPOM AKTHBHOCTH YKUBOT-
HOro, obecrneuyuBarolUM CNOCOOHOCTU K OCYLIECTBJIEHUID JOCTaTOUHO
CITOXKHBIX (hOpM NMOBeEHUs (peaklusl yXxakUBanyst. o0yuenue B T-o0pa3HoM
nabupHHTE. MPUBS3aHHOCTL K THE3[Y U “3HaHue” Tonorpacpuieckux OTHO-
HICHUH).

V13 MONIJIIOCKOB BBLIIENSAETCS BRIPAXEHHOH CHIELHANU3ALHEN B pa3BUTUH
ITHC ocemuHor. CooTBETCTBEHHO H NMOBELEHUE €TO XapakTepu3yeTcs JOc-
TaTOYHO BbLICOKMM YPORHEM COBEPLIEHCTBA, IIPH 3TOM HAbNIOlAeTCs Y€TKO
BhIpaXkeHHasi moKanu3alusi QYHKIMiL. Tak, OCbMHUHOT € OCTABJIEHHLIMH y He-
ro TOJBKO TIOArAOTOUYHRIMH fOsIMH (puc. 2.9, A) mono6eH N03BOHOUYHOMY. ¥
KOTOpPOro (PYHKUMOHUPYET TOJNBKO CMMHHON MO3r (TaK Ha3blBaEMOE CIH-
HaNbHOE TO3BOHOYHOE), OH cNocoGeH NMullb K NMPOCTHIM pedIeKTOPHBEIM
ABIKEeHUAM. EcnK HU3IIHE MOTOpPHBIE LIEHTPHI COXPAHSIOT CBA3M C CEHCOP-
HBIMHU [IOTISIMU (B YACTHOCTH, € ONMTHYECKUMH), HO U30JHPYIOTCH OT OCTaNb-
HOIO MO3ra (pMc. 2.9, b), TO XXHBOTHOE IPUHHMAaET PUTHLHYIO N03y HANOAO-
6ue peuepeSpUPORAaHHOrO NO3BOHOYHOTO. Ilpy Hanu4MW HU3ILHX LEHTPOB,
ONTHYECKHX 1 TIOJOBUHB! HAAMHLLE BOJAHBIX Jonel (puc. 2.9, B) ocbMHHOT MO-
KET JIBUraThcsl. HO TOMLKO IO KPYTy.

B npepenax wapnuueBogHOR obnacty Mo3ra OaszallbHBIE HOJM — BBIC-
[IM€ MOTOPHBLIE LIEHTPLI. TIONOOHBIE CpefHEMY MO3rY MO3BOHOYHBIX. OHu
BBI3BIBAOT Haubonee ClOXHbIE U KOMOUHUPOBAHHBIE [BMXKEHUS SXHBOTHO-
ro. Jlexalnme Haj HMMH TISITH LEHTPOB CBSI3aHBI € €1le OoNee CIOXKHBIMU
0cOBEHHOCTSIMU TIOBEHEHUS U ¢ oOydenreM. OuH U3 HUX (BEPTUKANBHBIN)
CUYMTAETCA [Ja)K€ aHaIOroM MO3roBo¥ Kophkl MuekonuTarommx. Ilpu ynane-
HMM BEPTHUKAJIBHOH JIOJIHM YXUBOTHOE TEPSET CMOCOOHOCTh K BBITOJHEHHIO
TeX 3a71a4, KOTOPBIM OHO ObLJIO paHee 00y4YeHO, TaK YTO OHA, OUEBHHO, SIB-
JISIETCS YaCThI0 CHCTEMEI MAMSTH.

Hanbonee BbICOKOro ypOBHs pa3BHTHS cpeu GeclO3BOHOYHBIX CTPYK-
Typa HEpPBHO} CUCTEMBI H COOTBETCTBEHHO NMOBEJEHHE JOCTHTAkOT Y HACEKO-
MBIX, OCOGEHHO Yy nepenoH4aToKpuliblx (Hymenoptera). K KaKOBBIM OTHO-
CsTCSl MypaBbH, Tuedibl, ochl. LleHTpanu3saius BelpakeHa y HUX BECbMa 3a-
METHO, U liepeOpanbHble FaHI MU €1e CHIbHEE CIUBAIOTCA APYT ¢ npyrom. B
MO3T€ MOXHO BBIIENHTE sl OTAENOB: MpoToLepebpyM, NONyYaroLuii BXO-
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Puc. 2.9. Cxema. MIIIIOCTPHpYIOLLas BIMSIHHE YaT€HUs pa3fIMyHbIX YacTel Mo3ra Ha
no3y W IBHeHusi ocbmuHora. ITo Boycott. Young, 1950.

A — nonHOe yianeHne HaNNHLIEBOTHBIX fonel! (Hapylenne no3el), b — MOJNHOE ynaneHne Haj-

TIHILEBONHBIX JOJIEL MPH COXPAHEHHH HHTAKTHBIX 3PHTENLHO-MOAMIILEBONHLIX cBsA3el (pedie-

KCbI MONOXEHUs COXPAHEHEL, XXHBOTHOE HE MOXKET IBUI'aThCH). B — nepepeska 3puTenbHbIX Tpa-

KTOB H yJaJeHIle MONOBHHbI HAAMHLIEBOJHbIX IAHMIIMEB (3KHBOTHOE MOXKET IBHTATHCS TONBKO
110 XPYTY).

AbL OT rfa3, gedronepeSpyM, MONy4JaroIuil BXO OT aHTEHH, W TPUTOLEpes-
PYM. KOTOpPBIH MHHEPBHPYET NMEPENHIOK YacTh MHUILEBAPUTENBHOIO KaHana
U 00J1IaCThb rOJIOBLIL.

Ha rucronoruueckoM cpese Mo3ra BBISIBASIETCS CJIOXKHasi BHYTPEHHSS
CTPYKTYPa — pasfNYHbI€ TPYNILI T€l HEHPOHOB. HEAPOMHUIL H My4KH BO-
JIOKOH.

I'naBHBIM KOOPIUHUPYIOLIKM LEHTPOM SIBJISIETCS NPOTOLHEepedpyM., Ko-
TOpPBIHA COCTOMT B OCHOBHOM U3 ACCOLHATHBHBIX W UYBCTBUTENbHBIX HEHPO-
HOB. B ero coctaB BxoasT 6onbline onTHYeckde goau. B obnactu ontuue-
CKUX poJIeli OOHApYXKEHBI TPU CHHANITHYECKHUX NTEPEK/TIOUEHHUS], Yepe3 KOTO-
pbie OCYLIECTBIIsIETCA MPUTOK CEHCOPHOM HH(OpMaIUMU OT I11a3 B HEPBHEBIE
LEeHTphI. B npoTtonepeOpyMe UMeeTCs HECKONBKO aCCOLHATUBHBIX LIEHTPOB,
Cpey KOTOPKIX BRIIENSAIOTCS rpuboBuaHbIe Tena (cM. puc. 2.10). Onu npen-
CTaBJIAKOT cOOOH napHble, OUNATEPAbHO CUMMETPUYHBIE OOPA30BaHus, CO-
CTOSAILHE U3 PacCILUPEHHON Yalleyku U HOXKM (WM crebenbka). Ha BHyT-
pEHHE U Hapy>HOH MOBEPXHOCTH 4allleYeK COCPeOTOUMEHO MHOXECTBO
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YHUIIOJISIPHBIX UHTepHeHpPOHOB. OTPOCTKU 3THX HelipOHOB BETBSATCS: ONHA
BETBb MOCHLIAET BONOKHA B HOXKY M pa3fBauBaeTCs, HANPABISISCh K IMC-
TaNbHBIM YacTsiM anba- 1 6eTa-fnoneli, npyras nockbuiaeT BOJIOKHA B HEHPO-
nunb yaileuku, HefipoHbl yalleuks UMEROT BXOJIbl OT pa3JInyHbIX obnacreii
MO3ra (ONTHYECKUX U aHTEHHANBHBIX JJONiEH), U OHU SIBJISKOTCS HCTOYHHKOM
TOPMO3SILUMX BNUSIHAI. BBIXKMIaHNe 3TUX HEHPOHOB TEPMOKAYTEPOM BBI3BI-
BaeT 3HAYUTEJILHOE MOBbIIIEHHE [BUraTENbHON aKTHBHOCTH, 4 UX JIOKAJb-
HOE pas/ipakeH’e 3JIEKTPHUYECKUM TOKOM 3aTOPMa)KHBAE€T JIOKOMOTOpHEBIE
akThl. Anb(a- u 6€Ta-nonu ABASKOTCA MCTOUHUKOM IIPEMOTOPHOIO BBEIXOAA.
Hau6oneinee Yucio CUHAMTUYECKUX KOHTAKTOB COCPENOTOUEHO B HENPONH-
e yaiieyky U B QUCTANIBHBIX YacTsix anbga- u 6eta-goneil. FiIMenHo rpubo-
BHIHBIE T€ja BBHINOJHAIOT WHTErpaTUBHbIE (DYHKLMH M MIPAKOT BAXKHYIO
posib B npoueccax oOyuenus ¥ namsatH. MiMeercs koppensiiyst MEXAy ClIoOX-
HOCTBIO NMOBEEHHS] HACEKOMBIX U CTEMNEHBIO PAa3BUTHSl TPHOOBUIHBIX TEIL.
Hanpumep, y MypaBbeB 065€M IPUOOBMIIHBIX TN y pabounx ocobeit, caMOK
M CaMLOB OTHOCHTCS KakK 8:4:1 COOTBETCTBEHHO. Y [p030(hHibl KaXKI0€e H3
NapHbIX rPHOOBUAHEIX Ten copep:kuT 2500 napanienbHbBIX BOJIOKOH, 0Opa-
30BaHHBIX TaK Ha3blBaeMbIMM KJleTkaMu KeHboHa, mpoucuieqiuiumMu B OHTO-
reHese U3 YeThIpex HeHpoOnacToB.

B cpenneit yacTi npotonepedpyMa pacnosioXeH KOMITIEKC MOJ] Ha3Ba-
HHEM HeATpaILHoE Teno. LIeHTpanbkHOE TENO, pEryanpysi BO30yINMOCTb MO-
TOPHBIX [EHTPOB, YYACTBYET B KOHTPOJIE PUTMOB LIMPKATHOA aKTUBHOCTH,
TakXXe B KOHTPOJIE MBIILIEYHOro TOHyca. Ilocne BerkuraHust HEHPOHOB LIEH-
TPaJBHOIO Te€Jia TEPMOKAYyTEPOM BCE JTOKOMOTOPHBIE aKThI NMOJABISEOTCS.
HamnpoTuB, NoOKajlbHOE pa3fpakeHHe LEHTPAJbHOTO TeNa 3JMEKTPUUECKUM
TOKOM Y CBEpUKOB U CapaHUYOBBIX aKTHBUPYET XONLOY. NMpEDKKY U nojet. C
(PYHKLIMOHMPOBAHUEM LIEHTPAJIBHOIO TEja CBA3aHO COCTOSIHME KaTalelCuM
1 aKWHE3a y HaCeKOMBIX, KOIla OHM IPHXKUMAIOT HOTHU K TeNy U CBaINBAIOT-
Cs1 C pacTeHHs Ha 3eMJII0, IPUTBOPSASICh MEPTBBIMU.

B nenomM nosenenre HaceKOMOro peryiupyeTcst Ha OCHOBE cOanaHCHpo-
BAaHHOTO COOTHOWIEHUS] CHTHAJOB, NMOCTYNAKIUYMX B I'PYOHBIE TaHTJIMM OT
LEHTPaJBHOTO TeNa (BO30YXnatollide CHIHANb!) U OT LLASIIIKH rPUOOBUIIHBIX
Ten (TOpMO3SILHE CUTHANBI).

B npotouepebpyMe JIOKanH30BaHbl 1 HEPOCEKPETOPHBIE KIIETKH, BhI-
pabaTbIBalOIye HEHPOTOPMOHBI, KOTOPHIE YNPABISIIOT METab0IMYECKIMHU
peaKIusiMY, peryaupys MpoTeKaHue TMHEK, MeTaMopdo3a U nuanayssbl y Ha-
CEKOMEIX,

INoprnoToynslil raHrnuil BO30yXJaeT OBUIATEABLHYK) aKTUBHOCTB, HO
€aM TOPMO3UTCSH CO CTOPOHHBI MpoTouepebpyma. Ilocne ynaneHus rosoBHO-
TO MO3ra MOJBUXKHOCTh HACEKOMOTO BO3pacTaeT, MOTOMY UTO CHUMAETCS 3a-
TOPMOXEHHOE COCTOSIHME KaK IPY[IHBIX FaHINUEB, Tak M BO30yxparomell
cyOCTaHIMK NOATSIOTOUHOro ranrnus. Eiie oguH netouHnk Bo30yKnaroImx
BIUSIHAI, KOHTPONUPYHOILUX pUTMHUYECKYH) aKTHBHOCTE MBILLL], OOHapyKeH
TakKXe B TpuToLepeOpym.

IloBenieHHe HACEKOMBIX B COOTBETCTBHM € 3aKOHOM HMapasyIeNbHBIX psi-
noB A.A. 3aBap3nHa BO MHOTOM HallOMHMHAET MOBEIEHHE MAEKONUTAIOILUX,
CNOoCcOOHOCTH K 0OY4EHHIO TOCTUTaloT Y HUX BBICOKOTO YPOBHSI, Y BBICIIMX
(pOpM HACEKOMBIX OTMEYaeTCsl OMNpefeNeHHasl IIACTUYHOCTh MOBEJEHMS.
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3TU OCOGEHHOCTH MOBETIEHUS OOYCIOBNEHBI 3BOJIOLMOHHBIMI H3MEHEHHS-
MM OpraHN3alMy >KMBOTHOIO:

1. Hanuuue CNOXHBIX OpPraHOB 4WyBCTB, MO3BOJSIOIUMX OCYLIECTBAATH
BBICOKOIHU(D(hepEHIIMPOBAHHYIO OLEHKY OKPYKAIOLIEH CPeNbI.

2. Pa3puTHE COYNEHEHHBIX NMPUIATKOB (CYCTABHBIX COEIUHEHMH) C KX
NMpeoOpa3oBaHueM B HOTU U OpraHbl pTa, YTO CAENano BO3MOXHOM BEICOKYIO
CMOCOOHOCTE K Pa3HOro pofa MAaHUIMYJISILUSIM.

3. PasButue Mo3ra, JOCTATOYHO CiIOXKHOro, 00rafgaionero HeoOxouu-
MO#l UHTErPAaTUBHOM CMOCOOHOCTBIO [3isl OpraHu3alii OTPOMHOTO MOTOKa
CEHCOPHOH MH(pOPMaAIMM K YIIPaBE€HUs ABIKEHUAMH IPUIATKOB.

Y HaceKkOMBIX XOpOLLIO pa3BUTHI BU3yasibHasl, OOOHATENbHAS U TAKTH/Ib-
Hasl YyBCTBUTENBHOCTb. 3pUTENbHOE BOCIPUSITHE Y ITHX GECTO3BOHOYHBIX
pa3BUTO Nyullle, YeM Yy ASITiIa, YTO MMeeT COMNBIIOE afanTUBHOE 3HAYEHHE B
CBSI3U CO CKOPOCTBIO MOJIETA Y MHOTUX HACEKOMBIX. TOUHO TaK XK€ U OCTPO-
Ta OOOHsIHMSI COTIEPHHYAET ¢ TaKOBOIl y MO3BOHOUHBLIX. B cuny pasBUTOCTH
ITUX CHCTEM HACEKOMBIE CIIOCOOHBI MAaHAIYIUPOBATEL MpeMeTaMU BHELLHE
cpenbl U NMOAAEPKNBATh CIOXHBIE OTHOLIEHUs! MeXNy coboi. OHM cTposiT
BECHMA HCKYCHBIE THE3[1a, POIOILME MYENbI M OCBI BHIKANBIBAIOT MON3EMHBIE
THE3[la ¥ IOCTaBJISIIOT Ty[a Napanu30BaHHYH0 A00bIYYy B KAYECTBE MUILH A1Is
MosogHsika. OcCel, cOOpysKalollie rgesfga n3 Oymaru, BO3IBUrakOT UX U3 BH-
MOM3MEHEHHBIX [PEBECHBIX BOJIOKOH, MENOBBIE IYENBI CTPOSIT KOBEIHPHO
TOYHBIE BOCKOBBIE COTBI. TpONUUYECKUE MYPABEM, CTPOSIT FHE3[ja U3 JINCTHEB,
CBSI3bIBAEMBIX MpPH MOMOLIM IIENKOBBIX HuTeil. CaMH MypaBbH HE MOTYT
MpsICTh. 3TO AENAKT UX JIMYUHKYU. B3pocnele nepKat JHYMHKH B CBOMX 4Ye-
JIIOCTSIX M UCMONB3YIOT UX B Ka4ecTBe uenHoka. OOIIecTBEHHBIE HACEKOMEBIE,
B YaCTHOCTH, MYPaBbH UMEIOT MOP(ONOrHUECKH pa3inyuHble KACThl, KaX ok
H3 KOTOPBIX CBOMCTBEH XapakTepHbI TUN noseaeHns. Ilpu 3Tom Bece ocobu
MOTYT NPUHAJTIEXKATh K OJHOMY U TOMY XK€ F€HOTHUILY.

HMsBecTHBl ciyuad cBoeoOpa3HOH AKTHBHOCTH CIENNATN3MPOBAHHBIX
Kact. Hanpumep, oxoTa, 060poHa KOJIOHHH, 3aXBaT M NIPEBPALLEHNE B PaOOB
ocobeil Ipyrux BUROB, KYJIETUBUPOBaHHe “I'PHOHBIX CaIOB”, UCTIONb30BaHHUE
Ti€H B KadecTBe “KOPOB” (CaXapUCThIE BbIIesieHUs! ITHX XKUBOTHBIX OYEHb
JNHOOST MypaBbH M B OYKBAJIBHOM CMBICTIE CJIOBa IOAT UX).

Bypeie MypaBbH KONAKOT JOPOTrH, KOTOPBIE OHU MIOKPBIBAKOT CBOIOM U3
BBIOPOLIEHHOH CBIpO 3€MJIN. B OueHb OTKPHITBIX MECTaX, OHU NMpOOUBAIOT
TYHHeNIU, KOTOpHIE 3aTE€M OISITh NEPEXONSIT B KphIThiE Joporu. Korpa nyTe
MPOXOOMT B 3aIUIIIEHHOM MECTe, MypaBbH He NeNnaroT cBoja. KpeIThle nyTu
CIIyXaT A5s cooOIeHHst MeXy THE3NaMU ONHOl KOJNOHHH, a TaKXe BEAYT K
paCcTEHUsIM. MOKPBITEIM TPaBSIHBIMU TisiMU. Boodie crebnst pacTeHust Mypa-
BbH YCTPaMBalOT KPBITHIE 3EMJIIHBIE Fafiepeun. 3aMypOBBIBalOIUE TieH.

Eme B 1913 r. $pumn ycTaHOBUI BO3MOXKHOCTb BEIDAOOTKU YCIOBHBIX
pedniekcoB y nmyen. OH pacronaran Ha HECKOJBKUX KBalpaTaX, OKpalleH-
HBIX B CEphIii I1BET, YallEYKH C BONOIL, a Ha CHIHEM KBajpaTe — YaLeyKy € CH-
pornom. Ilocne psina npuneToB muesn YallleyKy ¢ CUPOIIOM YOHUpanu, OIHAKO
m4elbl IPONOXKaIN NpHieTaTh Ha CHHUH KBagpaT, pyKOBO[ICTBYSICh TOJIBKO
ero usetoM. Ppui 0GHapYKUIT TaKXKe, YTO MYeNbl CNOCOOHH! U depeHLH-
pOBaThk UBET U FreOMETPHYECKYIO (pOpMY NONCTaBKH. KOTOPBIE BHICTYNAH B
POJH yCIIOBHEIX pa3fipaXkuTeseil. Y mdesn u MypaBbeB OTKPBIT JjaXe CBOe00-
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pa3HBIA “s13bIK”, KOrfa 3TH XXMBOTHBIE C MOMOIILIO cOeH(pHIECKUX [IBHXE-
HUH NepenaroT Ipyr Apyry HeoOXoIuMY0o HHGOPMALHIO. “paccka3biBasi’. Ha-
TIPUMED, O TOM, KaK HaWTH IOPOry K IBeTaM st cbopa HeKTapa (Tak Ha3bl-
BaeMbIfl “TaHel] nmuen”, OTKphITBIH Ppuinem). EcrecTBeHHO, UTO Takue
CJIOXHBIE (POPMBI NOBEJIEHUS], IEHCTBUTENBHO HAMOMUHAKOILIME MOBE[IEHNE
MIIEKOTMUTAOLIUX, MOTJIH OCYLIECTBHTHCS TOJIBKO NPU HANUMMH COOTBETCT-
BEHHO BBICOKOT'O YPOBHSI pa3BUTHUsl HEPBHOH CUCTEMBI. ITOT ypOBEHBb 06ec-
NeYNBaETCs IIIABHBEIM 00pa30M CIIOXKHOCTLIO (DOPMUPYIOLLUXCS B MpoIiecce
OHTOTEHE3a MEXXHEHPOHHBIX CBA3€i, HOO KOJIMUYECTBO HEPBHBIX KIETOK B
MO3re HaceKOMBIX HeBeJMKO: 950 Thic. B Mo3re muenbl u Beero nuis 20
TBIC. — B MO3T€ IPO30(PHJIbI, TAKXKE XapaKTEPHU3YIOLLEIHCs] BECbMa Pa3BUTLI-
Mu ¢hopMaMy NMOBEIEHHS! U BBIPAXKEHHOH CNIOCOGHOCTBIO K OOYUYEHHIO.

W, HakOHEl, Y MO3BOMOYHBIX MBI HAXOIMM HOBYIO CHEIHAJIH3ANNIO B
9BONIOLMOHHOM Pa3BUTUHN HEPBHOMN cucteMbl. OHu 001agaroT €qUHBIM JOP-
3aJIbHBbIM HEPBHBIM TsI2KEM, OK@HUYHMBAIOIUMCS] BOEPENY GONbILOI TAHTIINO3-
HOI Maccoil — FOOBHBIM MO3TOM.

['0JIOBHO# MO3C JENNTCA HA TPU OCHOBHLIE OONACTH — MepeNHuiL, cpel-
HMH W 3aJ{HUA MO3T, TIOSIBASIOLMECS B PaHHEM 3MOpHoOreHese Bcex MO3BO-
HOYHBIX B BUJE TPEX MEPBUYHBIX MO3rOBLIX My3bIPEl HA IIEPENHEM KOHIE
HEpPBHOM TpyOKH.

Ilpu aTtom OpocaeTcs B riasa mapasieansM B OpraHU3aly Mo3ra Io-
3BOHOUHBIX M HACEKOMBbIX. TakK, y HACEKOMBIX Kax/blii U3 Tpex uepebpanb-
HBIX FAHTJIMEB MMEET CBOM IM1aBHBIA CEHCOPHBII BXOJ — COOTBETCTBEHHO OT
AHTEHH, [N1a3 ¥ KMUEYHUKA. Y [O3BOHOUHbIX NIEPEIHUIH MO3T NOJIy4aeT CUr-
Hanbl OT OpraHoB OGOHSIHUS, CPENHHI MO3T — OT OPTaHOB 3PEHUS, a K 3a[IHe-
MY MO3Ty HJIYT CUTHANBI OT HEKOTOPBIX OPraHoOB 1yBCTB (YXO, OpraHbl paB-
HOBECHST), 2 TAKXKE OT RHYTPEHHHUX OPraHoOB, BKJIIOYasl KUILIEYHUK.

ComaTHnueckue BXOJbl, TOCTYNAIONIME K CIMHHOMY MO3TY, HATIPaBJISIOT-
€51 OT HEro BIIEPEN KO BCEM TPEM HacTsSIM F'OJIOBHOTO MO3ra. Mi3ameHnenns Mo3-
ra MO3BOHOYHBIX B MpOLECCE 3BOJIOLUM OT TPOCTHIX POPM (A) K CIOXKHBIM
(b) npepcraBnensl Ha puc. 2.11. Ha pucyske BHIHBI IB€ OCOGEHHOCTH OC-
HOBHOI'O CTPOEHHSI MO3ra NMO3BOHOYHBIX. [lepBasi cBA3aHa € TEKTYMOM KpHI-
el cpefHero Mo3ra. Bxokl TeEKTyma IpeAcTaBIEHbI BOJIOKHAMH 3pHTENb-
HOro HepBa. KineTkuy TekTyMa B CBOIO O4epe[lb IOCPENCTBOM NPSIMBIX CBSI3€Il
WJIM CBsI3el € NMepeKIOUEHHIMHU Nal0T MPOEKUMH B CMIMHHOI MO3T, obecneuu-
Basi YNpPAaBJIEHUE MBILAMU. JTH BOJIOKHA OOpa3yHOT TEKTO-CITHHANLHBIH
TpakT. [Toka3aHel Tak»e ceHCOpHBIE BOJIOKHA, MIYLLHE OT TE€NA H BXONSIIIUE
B COMHHOH MO3r 4epes3 jop3alibHble KOPELIKM, a 3aTeM HanpapIsiIoIuecs
BBEPX YEPE3 ONIHO UJIM HECKOJIBKO MEPEKIIOYEHUH K LIEHTPaM CPEHErO MO3-
ra. Tem camMbIM MOOTBEPXKAAETCH, YTO CPEIHUIA MO3I SIBISIETCS KIIOUEBLIM
LEHTPOM, € NPOUCKOUT UHTErPALHs] CEHCOPHLIX BXOAOB H YNpaBJieHUE
MOTOPHBIMHU BXxofamH. B 0OOHATENBHYIO TyKOBUILY, KaK TTOKa3aHO Ha CXeME,
MOCTYNAIOT BXOMbl OT PELENTOPOB HOca. BrIxojiHbie BONOKHA 1Uepes nepe-
KIIOYEHUs] MOYT B KOHEYHBIH MO3r 1 Ha3aj B runotanamyc. [Ipennonaraer-
cs1, YTO B NpoLecce IBOMIOUMH MO3BOHOYHBIX KOHEYHLIH MO3I BOZHUK B TEC-
HOW CBSI3M C OOOHSITENBHOH CHCTEMOW. Y HEKOTOPBIX BHUIOB MO3BOHOYHLIX
OGOHSITENBHAS CUCTEMA HACTOJBLKO JAOMUHMpYET HaJ KOHEUYHBIM MO3TOM,
YTO MOXKET paccMaTPUBATHCS KaK OOOHSATENbHBIH MO3T.
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F'onoBHOI MO3T 3BOIOLMOHUPOBAI TakK, YTO Hall 33JHUM MO3rOM pas-
BHJICSI MO3K€4OK. OCYLIECTBISIONINI CIIOKHYIO CEHCOMOTOPHYO KOOPIIH-
HaLUI0, TaK YTO 3aIHUI MO3I pa3fie/IUiCA Ha BapOJIHeB MOCT (IPaKkTHie-
CKH YacThb MO3X€4Ka) U NPoAoIAroBaThiil Mo3r. B cpeHeM MO3re TeKTyM
crienManu3npoBalics s 6osee cI0XHoM nepepabOTKH 3pUTENBHOM U Cily-
xoBoil MH¢opMaluK. B nepegneM Mo3re npeTeprniesl HHTEHCHBHOE pa3BH-
THE BHEIIHRI MOKPBIBAKOILNI CJIOH (T1ali, Ha3bIBAEMBIN TaKXK€e KOpoii ro-
JIOBHOTO MO3ra), KOTOPblil BMECTE C HECKOJIBKMMM CBSI3aHHBIMH C HUM BHY-
TPEHHMMH CTPYKTypamH — MNOIKOPKOBLIMY, TaK Ha3bIBAEMbIMH 6a3aliLHbBI-
MH FaHIIMAME — oOpa3oBan nolymapua 6oasworo mosra. Ilpu sTom cne-
nyeT ocob0 OTMETHTB pa3BuTHE rummokammna (hippocampus — Mo NaTbIHK
MOPCKO#! KOHEK, YTO OO BSICHAETCS CXOICTBOM € U30THYTBHIM XBOCTOM 3TOH
PpBIOKU), KOTOPBIN UrPAET BaXKHYHO POJIb B Nporeccax o0yueHus 1 NaMsITH.
310 napHoe oOpa3oBaHKeE, YaCThb CTapOH KOPLI OONBUIOTO MO3ra, KoTopas
HaMmeuaeTcs yxXe y ampuOuii, a y pelITUIUN BIOJIHE Pa3BUTa U YE€TKO OT-
[€JIeHa OT NOJKOPKOBBIX CTPYKTYP. SIBNs€TCS LEHTPaNbHON YaCThIO JIUM-
OHuEecKOl CUCTeMBbI, YIPABAAOLIEH 3IMOLUOHANBHON XU3HBK), YYACTBYET
B OpraHu3auyi OPUEHTHPOBOYHOrO pehyiekca U BHUIMAHUS], pETHCTPUPYET
HOBYK) WH(OpMALMIO, MPHXOOSAILYH B MO3r, y4acTByeT B yIpaBIE€HUH
MPOU3BOJIBHBIMH [ABUKEHHSIMU, B MEXaHU3MaX TaMATH U 0OyueHHsl, B pop-
MHPOBaHHMH CJIOXKHBIX (hOpM MOBENEHHS, OCOGEHHO CBSI3aHHBIX C HEOOXO-
IUMOCTBIO aKTUBHOIO TOPMOXKEHMUS.

Y nTHn M MIIEKONMTAOIMX pa3BUTHE OONBIIOro MO3ra CBSI3aHO € TIO-
CTYIUIEHUEM 3PHTENBHOI, CIyXOBOH M CEHCOMOTOPHOH BXOHON MH(popMa-
LIMH, @ TAKXKE € YCIIOXKHEHNEM €€ TIepepabOTKH U OCYILIECTBIIEHHEM CIIOXKHBIX
JIBH>KEHMIA.

Crnenyet OTMETHTE CBO€OOpa3ye IBONIOLUN MO3ra HTHII, Pa3BHBAOLIE-
rocsi 1o MyTH YCIOXKHEeHUs! ITOKOPKOBEIX siiep, B OCOOEHHOCTH TaK Ha3blBa-
emoro Corpus striatum. a He GOpPMUPOBAHUSI KOPKOBBIX CTPYKTYP. ITa CTPY-
KTypa JOCTUraeT y NITHIl HaWBBICLIETO COBEPLIEHCTBA H. O-BHOMMOMY, TIPH-
HUMaeT Ha ce0s1 MHOXKeCTBO TeX (DYHKIMH, KOTOPhIE Y MIIEKOMUTAIONUX BhI-
MOJIHSIET KOpa rosioBHOro mo3ra. I'lo Beeil BEpOSTHOCTH, MMEHHO 3TO 06CTO-
ATENBCTBO OTpaXkaeTcsl Ha OCOOEHHOCTSIX IIOBEEHUS MTHLl, KOTOPOE TaK¥XKe
JOCTAaTOYHO CIAOXKHO, TAK YTO HEKOTOPBIE BHU/ILI ITHX XKUBOTHBIX COCOOHLI
paxe cantatb go 10.

HudppepeHIMPOBKa MPOMEKYTOYHOTO MO3ra COCOOCTBYET BBIMNOJIHE-
HMIO [IBYX BaXKHbIX (hyHKLUI — NepeKIKOYEHUS] HH(POPMaLMH Ha €€ Ty TH Me-
K1y TMOJyLIApHsSIME U OCTallbHBIMH OT[€JIaMH FOJIOBHOIO MO3ra B ynpasiie-
HUS THIO(PU3O0M, 3KEJIe30H, PErYIHPYIOILEN SHIOKPHHHYK) CHCTEMY OpPraHms-
Ma. Ha pucyHke BUIHO, 4TO, HECMOTPSI Ha MOIM(PUKALMIO KaXKHOH U3 YacTel
LIEHTpaLHOH HEPBHOI CUCTEMBI B IPOLIECCE 3BOMIOIMM, OCTAETCS OTUETIIN-
BO pa3/IMYUMOlH HCXOQHAs HelNb CTPYKTYP, KOTOpast, KCTaTH, OOHapy>XMBaeT
MOpa3sHUTENBHOE CXOACTBO € COOTBETCTBYIOLIEH LENbI) CTPYKTYp Yy Ha-
CEKOMBIX.

MHorue BUAbI IITUL] CTOCOOHBLI BOCIIPOU3BOJUTD YENOBEUECKYI) pPeUb.
I'Tpu a3TOM OTMeuaeTcst TpU THIA roBopeHust. IlepBriit THIT — GeccHTyannoH-
HOE TOBOPEeHHE, KOrjga NTHLA MPOCTO BOCIPOM3BONUT HEKYK MOCIIEqOBa-
TENBHOCTh CJIOB GE30THOCUTENBHO K cuTyaumu. Crnenyrouias (popma NThYb-
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ell “peunt” — CUTyauMOHHOE FOBOPeHHe, KOTAa NTHIA HE MPOCTO BOCNIPOH3BO-
OUT 3ay4YeHHOE, a CBSi3bIBAET CJIOBA C ONpeneNieHHoi cuTyanuer. Hanpumep.,
BOJIHHCTBIli MONMyrai4HK. MPOTOJIOAABIIACh, KpHaHT: “Xouy ecTh!” Hako-
Hell, CAMbIM CIIOXKHBIM THIIOM FOBOPEHUS ABINACTCS ACCOUMATHBHO-NIOHATHM-
HOE TOBOPEHME, KOTOPOE MPEANONATAET YMEHHE BCTYNATh B AHAJIOT € YENIO-
BEKOM.

CrnepyeT B TO e BpeMsi OTMETUTDb, YTO 3JIEMEHTb] CETEBOTO CTPOEHUS
HEPBHOMH CHCTEMbI COXPaHSIIHCh B XOJI€ 3BONIOLMY 1 Y BEICOKOOPTaHU30BaH-
HBIX >KMBOTHBIX, BLIMONHSS oNpefesieHHble (PyHKIUH, 4 HMEHHO TE, KOTO-
phble ceTeBoil opraHn3saieil MoryT obecneunBaThcst Hanbonee 3(pheKTHBHO.
3710, HALIpHMep. KOOPIUHALMS MEPACTANBTHYECKHUX JBIXKEHUH KULWIEYHHKA
NO3BOHOYHbIX, KOTOPast BbINOJHAETCS HHTPAMYPaJlbHLIM HEPBHBIM annapa-
TOM, IIOCTPOEHHBIMH IO TUMY HEPBHBIX ceTell, ayapOaXxoBCKMM U MelcCHe-
POBCKHUM CIJIETEHHSIMH.

37TH 3/MEMEHTHI, OIHAKO, HECMOTpPSt Ha M3BECTHYIO ABTOHOMMIO B HX
(PYHKIIMOHHPOBAHHH, KOHTPOJNMPYIOTCS BBHILIECTOSIMME OTAENaMH HEPB-
HOIl CHCTEMBI M BKJIIOYEHBI KaK 4acThb B OOLIYI0O HWHTETPATHBHYIO CHCTEMY
opraHm3ma.

B nenom paseuTHe MO3ra mO3BOHOUYHBIX NPOXOOUT psift 3Tanos. Ha ca-
MOM paHHEM H3 HuX, y 6ecuepenHbiX (JIaHETHHK) HaOMIONaeTCst OTCYTCTBHE
cneruanusanun B LIHC (cm. puc. 2.11). noaToMy y HUX MOTYT ObITh BBIITOJI-
HeHBbl TNIIL NpocTellne yenoBHopedneKTopHble peakiiy. Ha cnepyrolem
3Tane pa3BUTHs — y MIAacTHHYaTOXKAa0epHbIX pbi0 (CKAaTOB U akyJj) TalaMmu-
YecKHe CTPYKTYpPHI (LleHTphI, cofuparolnue adgepeATHyO HHPOPMALHIO U3
pasNHyHBIX NYHKTOB OpraHusMa) B TeneHIlietanndeckne oOpa3oBaHus
(CTPYKTYPbl KOHEYHOTO MO3Ta) ellle HEIOCTATOYHO Pa3BUTHI B MOP(odyHK-
LMOHaTbHOM OTHOLIEHNH. B cBsI3M ¢ 3THM npocThie U Gollee CIOXHBIE yC-
NOBHOpEe(IEKTOPHbIE PEaKUMH XOTA M Pa3BHBAKOTCA, HO MEIIEHHO M OHM
HENPOYHHI.

Y pentunufi, ocoGeHHo y yepenax, B KOHEUHOM MO3Te yXe BhIWIEeHsAET-
Csl ApPEBHsisA, CTApast U HOBast KOpa (apXd-, Naneo- 1 HEOKOPTEKC), YCIOXKHS-
etcs Striatum, HaMeyaeTcs IPUMUTHBHLIH HeoKopTeke. COOTBETCTBEHHO MO-
BeJICHHE 3HAYHTENBbHO YCIIOXHSIETCA TI0 CPABHEHHNIO C HU3IIMMHA NO3BOHOY-
HBLIMH, OIHAKO IO CPaBHEHUIO € MJIEKOIHMTAIOLIMH OHO €ILE€ B 3HAYNTEIb-
-

Puc. 2.11. 3Tane! pa3BUTHA YPOBHEH MHTErpalMH B (hpHiioreHe3se No3poHOYHBIX. [lo
Kapamsms, 1976.

a — OecyepenHble (JIAHLETHHK), CIHHANbBHBI yPOBEHb MHTErpaLMH (B LEHTPE — rHraHTCKas
kJeTka Pona ¢ akcoHoM, oGecrneynBalOLIHM HHCXOsIEE CBsi3k); 6 — KPYITIOpOThiE (MHUHOra),
6ynp6oMe3eHIeaTbHbIN YPOBEH:L HHTETPALHH: 6 — IL1aCTHHYATOXabepHBie pbIOkI (aKyma). Me-
3eHnedanonepebennspHblil YPOBEHb MHTETPALUIN: 2 — PEeNTHANN (Yepenaxa), Au3Huedanore-
n3HLe danbHbI YPOBEHL HHTErPALHE; O — HACCKOMOSIIHBIE (€3K), CTPHOKOPTHKAIbHBIN YPOBEHD
HHTErpaLin; € — MPUMAThI (00€3bSHA). HEOKOPTHKANbHBI YPOBEHb HHTEIPALIH.
cd — cortex dorsalis, cer — cerebellum, C.H. — rnazok Cecca. ¢. front — cortex frontalis, c.occ. — cor-
tex occipitalis, ¢. par. — cortex parietalis, diens diencephalon, fr — bormato reticularis, g.l. — n.
geniculatus lateralis, /.p. — n. lateralis posterior, med.obl. — medulla oblongata, mes — mesen-
cephalon, n.c. — neocortex, pul — pulvinar, str. — striatum, rel. — telencephalon, #.d. — thalamus
dorsalis.

Ha cxeMe noka3aHbl TOIBKO 3PHTCTIbHBIE aq)q)CpCHTHbIC MPOEKIWN. OTHOCUTENbHBIE pasMmepbl
MO3ra pasHbiX XHBOTHBIX HE COGJ’I}OJIEHH.
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HOW CTeNeHH NPUMUATHBHO H OTJIMYAeTCs, B YACTHOCTH, OTCYTCTBHEM CIIOCO0-
HOCTH K NPOTHO3HPOBAHUIO.

Y HHM3IIHMX MJIEKOIUTAIOINX (HACEKOMOSITHBIE — €3KH) MO3I XapaKTepH-
3yeTCst yBeNnHUeHHeM OOLEH MOBEPXHOCTH HEOKOPTEKCA H Pa3BUTHEM JIOp-
3aJbHBIX sifiep 3pHTENBLHOTO Oyrpa (Tanamyc). B TanaMmueckux syipax u He-
OKOpTEKCe HauWHaeTcs (pOpMHpOBaHHE acCOLMATHBHBIX cHcTeM. Benencrt-
BHE 3TOTrO y €XXef BO3MO>XKHO 06pa3oBaHue Gonee ClIOXHON NOCneqoBaTeb-
HOT Llelld IBUraTeNbHbIX MOBENEHYECKNX aKTOB Ha 3PUTENbHBIC 3afayn. Y
€Xeif, OlHaKO, cnabo pasBUTHI OPHEHTHPOBOYHO-MCCIIEOBATENIbCKUE PeaK-
IMH H B mpouecce o0yyeHHst HE UCTIONB3YETCsi TAKTHKA “TIPo0 M ommGoK”,
cBolicTBeHHasi 0oJyiee BLICOKOOPraHU3OBaHHbLIM MIIEKONUTAIOIIMM. Y HU3-
WKX MIAEKONHUTAIOIIUX BEAYas pOJb B OPraHN3alii CIOXHBIX hopM NOoBe-
neHus npuHaanexuT Neostriatum, KOTOPOMY NPHCYILM HEKOTOPLIE BHICIINE
¢byHKIHMH MO3Tra, CBOUCTBEHHEIE TOOHOM acCOLMaTHBHON KOpe BhICIIAX MIe-
KONHUTAKOWMX. Y NnociegHux HablropaeTcst fanbHeiillee pa3BUTHE HEOKOP-
Tekca, ocobeHHO noGHoro otpena. Ilpu 3TOM OTMeualoTCsl YCKOpeHHBbIE
TEMIIbI Pa3BHTHS aCCOLHATHBHON KOPBI, YTO O0ECTIEYNBaEeT OCYIIECTBICHHE
CaMbIX CJTIOXKHBIX TTOBEIEHYECKHX aKTOB.

Takum oGpa3om, B Ipoliecce IBONMIOLMM MO3Ta YCTaHABIUBAETCS CTPO-
rasi KOppensiuusi MeXJy CTeNeHbIO chenmanusauuv B cTpykTypax ITHC,
CBOMCTBAaMHM yCIIOBHOPE(DIEKTOPHOH [EATENBHOCTH H XapaKTepHCTHKOW
cnocoOHOCTH K (DHKCAIMA CIEAOB CIOXHBIX IBMTaTeJbHBIX pedhlieKCcoB, a
TakKXe cnocoOHOCTH K BEPOSTHOCTHOMY NMPOTHO3HPOBaHMIO, T.€. yAepXa-
HHIO B MaMSTH B TEUEHHE KAXK/IOI0 OTAENbLHOrO ONBLITA ONpefeNeHHON NMpo-
rpaMMBbl.

INo Mepe pa3BATHS KOPTHKANbLHBIX (DyHKUMHA H CrieHaTM3a1#H IOKOP-
KOBBIX 1 AHeHIE(PaTbHBIX CTPYKTYp BO3HHKAeT BO3MOXKHOCTh 0Opa3oBaHust
6osnee CIOXHBIX YCIOBHBIX PehJIEKCOB H OCYIIECTBIIEHHS GoMNee CIOXKHBIX
¢opM nosefeHust. Y BBICIIMX MJIEKONUTAIOLINX, XapPAKTEPU3YIOIIMXCsl Ham-
Gonee cnoXxHbIMHI (hopMaMH TOBEJIEHMsE, HHTEHCHBHO Pa3BUBAETCs acCOLHA-~
THBHAst TaTaMOKOPTHKAIbHAsl CHCTEMA, M CTENEHb YYacTHs 3THX MO3rOBbIX
CTPYKTYP B OPraHM3aLUl NIOBEEHNsI KOPPEINpYeET ¢ 3TanamMmM pa3BUTHA WH-
TErpaTHBHON €ATEJIbHOCTH MO3ra.

Oprannsanys HePBHOH CHCTEMBI W NOBEJIEHHE,
OHTOreHeTH1eCcKHH acneKkT

B npenpinyuiem paspesie Mbl BHfIENH, KaK B COOTBETCTBHH C YCJIOXHEHH-
€M OpraHn3aiiid HEPBHOH CHCTEMBI B (PHIIOTEHE3€ YCIOXKHAETCS NOBENEHNE
SKHBOTHBLIX. MOXHO NPEANonararb, YTo B XOfi€ HHAMBHAYaJILHOTO Pa3BHTHS
OpraHMW3MOB MMEKOT MECTO TE XK€ B3aHMOOTHOLleHust popMupyroieficsi B
OHTOTEHE3€ HEPBHONH CHCTEMON € COOTBETCTBYIOUINME MOBEAEHYECKUMH pe-
aK1MAMH, 32 OCYLIeCTBJIEHHE KOTOPBLIX OHA OTBETCTBEHHA (MHBIMH CIIOBAMH,
KaK COOTHOCSITCSt CTPYKTYpa M (DyHKINSE, mpepOpMHPOBAHA JIH B OHTOTEHE-
3¢ Ta OpraHM3ailisi MO3ra, Ha OCHOBE KOTOpOH (pOpMHPYETCSH OTBET Ha
BHELUHHE BO3[EHCTBMS).

B 30-¢ roasr E. XonTt (Holt) BbIgBHHYN rUNOTE3Y, COTNIACHO KOTOPOii HHU
onHa 13 (hOPM CHHANTHYECKHX CBSA3eil MEXJy YYBCTBHTENbHBLIMY, LIEHTPaJib-
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HBIMH W IBHraTeIbHBIMH HEPOHAMH HE MpefonpeaeneHa oT poxaeHus. Cu-
Jibl, HAMPABJISFOLIME PA3BUTHE, OCTABIAIOT HEPBHYIO CHCTEMY B BHOE HEOP-
raHH30BaHHON, SKBUNOTEHLHANLHON CETH, cIOoCOOHOM TONBKO Ha anddys-
Hble, CNy4aiHble peakipi. PyHKIMOHANLHAsE OpraHn3anyst HEPBHOH CHCTe-
Mbl BO3HHKAET 13 MEPBOHAYANBHO CMyYalHbIX JBHXKEHHI 1 MOCTENIEHHO CO-
BEPLUEHCTBYETCs 33 CYET NPEANonaraéMoro HeHpoOMOTaKTHYECKOTO NpPopa-
CTaHUs JEHOPUTOB K aKCOHaM, BO30YXIeHHbIM B npolecce yHKUHOHANb-
HO¥ akTHUBHOCTH. Ha ocHOBe (pyHKUHMOHANBHON HATPY3KH (DOPMHUPYIOTCS HE
TOJIBKO CaMble MPUMUTHBHBIE pehNIEKCH] U NEPBUYHbIE CHHANMTUYECKHAE CBSi-
3H, HO BCE BHICUINE WHTETPaTUBHLIE CBSI3H.

M3BecTHblit HecnenoBaTeNlb Kyo NbITalNcs NPHNOXHTL KOHIENLMIO
XonTa K pa3BUTHIO HEPBHO# crcTeMbl ITHL. OH oTpHLal HATHYHE BPOXK-
NEHHbIX KOMIIOHEHTOB MOBEIEHHSI M CMIOHTAHHOH aKTMBHOCTH KaK TaKo-
Boit. OgHako B3rsigbl Kyo He BhIflep>kany 3KCepHMEHTANLHOU NpoBep-
ku. B yactHoctu, B oneiTax Bukropa I'amOGyprepa (Hamburger) 6b110 yc-
TAHOBIIEHO, YTO y»Ke Ha paHHHX CTafusiX IMOpHOreHe3a IBH>KEHHS 3apo-
AbILIa UMEIOT HEHPOTreHHOE MPONUCXOXKICHHIE. DNeKTPpOohH3HONOTHYECKHE
HCCIEOBaHMst MOKa3alnu, YTO IEPBbIE JBIXKEHHS OO0YCIOBIMBAKOTCS
CNOHTAaHHBIMH 3HJJOT€HHLIMH NPOLIECCAMH B HEPBHBIX CTPYKTypaX KypH-
Horo aMOpuoHa. CnycTs 3,5—4 [Hs nocle NOSBIEHUS NEPBbIX €ro BHXeE-
HUil HaOIIO0aanuch nepBble 3KCLUEPOLENTHBHLIe pednekckl. MHOrne as-
TOpBI MOKAa3anH TaKXe, YTO TAKTIJIbHAs CTUMYJISIUsi HE OKa3bIBaeT Cy-
WECTBEHHOrO BIUSHHUS Ha YacTOTY M NEPUOAMYHOCTh [ABWKEHNH, IPOH3-
BOAMMBbIX KYpWHbIM 3MOPHOHOM Ha NMPOTSXKEHHH NMepBbIX 2—-2,5 Hepelb
uHky6aunn. CornacHo 'amOyprepy, nBHraTeNbHasi aKTHBHOCTh 3apOfbI-
12 HA HAaYaJIbHBIX 3Tanax aMOpHOTreHe3a CaMOreHEPHPYETCS B IEHTPaib-
HOM HepBHO# cucteMe. ['amMOyprep nocTaBui CleAyIOUHil 3KCIEPUMEHT:
nepepesaB 3a4aTOK COHHHOTO MO3ra B MEpPBbIN Xe eHb pa3BUTHSA KypH-
HOro 3MOpHOHa, OH perucTpHpoBal BOOCHEACTBUY (Ha 7-1 jeHb 3MOpHo-
reHe3a) pUTMHYHbIE JIBIDKEHMSt 3aUaTKOB NMEPENHNX M 3a[HHX KOHEYHO-
creii. HopManbHO 3Tu IBHXXEHUSI IPOTEKAIOT CHHXPOHHO. Y ONepHpOBaH-
HBIX e 39MOPHOHOB 3Ta COTJIACOBAHHOCTh HAapyLINNach, HO COXpaHUIach
CaMOCTOSITeNIbHAS PUTMHYHOCTE IBIDKEHMI. DTH pe3ynbTaThl YKa3bIBalOT
Ha HE3aBUCHMOE IH[JOTE€HHOE NMPOUCXOXKAEHNEe 3THX IBHXKEHMIT, a TEM ca-
MBIM H COOTBETCTBYIOILMX HEPBHBIX HMIIYJTLCOB, HA aBTOHOMHYIO aKTHB-
HOCTb IIPOLIECCOB B OTIENLHBIX Y4acTKaX CIMHHOTO M03ra. C pa3BUTHEM
FOJIOBHOTO MO3ra OH HAauWHaeT KOHTPOJIHPOBaThb 3TH PUTMbL. JTH [aH-
Hble CBHAETENBCTBYIOT H O TOM, YTO IBUraTENbHAast aKTHBHOCTL HE 00y-
CIIOBJIMBAETCSt WCKIIOYHTENBHO OOMEHOM BELECTB, HallpUMep, TaKUMH
¢akTOpaMi, KAK YPOBHH HAKOIUIEHHSt IIPOAYKTOB OOMeHa BEILECTB WIIH
CcHAOXEeHUsi TKaHell KHCIoOpOaOM, KaK NPEeANoiaraiu HEKOTOPbIE YYeHbIE.

KoHuemnuust Xonrta vMeeT B HACTOSILIEE BPEMsi JIHILIL HCTOPHYECKHN HH-
Tepec, HOO OHa He COTNAacyeTcsi C pe3yNbTaTaMH MHOTOYHCIEHHBIX HEHpO-
¢u3nonormueckux uccnenopanmii. OgHUM u3 HanGoNee NeMOHCTPATHBHBIX
ONBITOB, ONPOBEPTaloNX TOYKY 3peHnst X0oNTa, siBisieTcss o0paboTKa Kypa-
pe aMOpHOHOB pa3BUBAIOLUXCA KUBOTHBIX. B atom cinydae Gnokupyertcs
¢byHKITHOHNPOBaHKe cHHancoB B ucdepe HUNPYOLEHCA HEPBHOI CHCTEME.
HecmMoTps Ha 310, HEpBHAs cHCTeMa pa3BHBaeTCsi HOPMaJILHO, B COOTBETCT-

53



Po6epr Cneppn. Belnawmmiics Hefipo-
6uonor. naypeat Hobenesckoli npemuu.
- CdopmynHpoBan OCHOBHBIE HNPHHLMIIBI
Pa3BHTHS MO3Ta, I0Ka3a 1e TEPMHHHCTH-
YyecKull MEXaHH3M 3TOro PasBUTHA.

BHH ¢ 3aKoHamu Mopdorenesa. bo-
: Jiee TOTO, €CJIM OTMBITh NOJONBITHBIX
g V . ocobell OT Kypape, TO 3TH XHBOTHBIE
LTI 0Ka3bIBAFOTCSt CHOCOOHBIMU K OCY1LE-
' CTBJIIEHHIO BCEX TeX NOBEAECHYECKHX
aKTOB, KOTOpbIE BLINOJNHAIOT B 3TOT

IIEPHON KOHTPOJNbHBIE XXHBOTHBIE.
YunTeiBas pe3ynbTaThbl 3KCIE-
PHMEHTOB Takoro popga B. Xautep
(W. Hunter) B 40-e rofbl npHILEN K
3aKNIOYEHHIO, 4TO (popMHpOBaHUe
CHHANTHYECKHNX CBsi3€ll BO BCEH HEP-
BHOIl cHcTeMe MO3BOHOYHBIX XHBOTHBIX OPTraHM3YyETCsi BHYTPEHHHMM CH-
JaMM pa3sBuTHMsl Oe3 MomollH oOy4deHHA. VHpIMU cnoBaMmH, CyLleCTByeT
TaK Ha3bIBaeMblil qoGyHKIHONAIBHLIH NepHo pa3sBUTHS HEPBHO TKAHH,
T.e. HEHPOHHBIE CUCTEMBE AU EPeHLIHPYIOTCS O TOrO, KaK OHH Ha4yalu
(YHKIHOHMIPOBATHL H He3aBHCUMO OT (PYHKI[HIL, TaK YTO B ONpefieNeHHbIH
NepMoA pa3BUTHs OpraHmn3Ma (pOpMHpOBaHHe CTPYKTYpPhl NpefllecTBYET
¢yukuun. bonee Toro, nMeeTcst MHOXKECTBO IAaHHBIX O TOM, YTO Ha paH-
HHX cTafusiX (hOpMHPOBaHHsS MO3ra o0pa3yeTcsi OrPOMHBIH H3OBITOK CH-
HaNTH4YeCKHX CBsI3eil, KOTOPBIH 3aTeM IIOCTENIEHHO YMEHbBIIIAE TCST; M3IHIII-
HHe 1M BOoOLEe HEHYXXHbIe CHHAMChl HCYe3al0T, a OCTalbHbIE TEM HIH
HHBIM cnioco6oM ctrabunusupyroTesi. [Iponecc orMupaHus U crabunusa-
LHH CHHATCOB, BHIHUMO, CIYXXHT ONHMM H3 OCHOBHBIX MEXaHH3MOB. C
TIOMOIIBLIO KOTOPBIX ONBIT H3MEHSIET CTPYKTYPY MO3ra B XOJie €ro (hopMu-

pOBaHus.

BecbMa 1€eMOHCTpPaTHBHBI B 3TOM OTHOIIEHHH ONBITHI HOGENEBCKOTO
naypeata PoGepra Cnieppu (Sperri). On nosopaumnsan y amcpuOHil rnasHoe
sibnoko Ha 180° BoKpyr onTH4YecKoll OCH, He NOBpeX/asi 3pHTebLHOr O Hep-
Ba. I'ma3 npuXuBnswicsi, HO MpH 3TOM CHHHHOH KBaApaHT CETYATKH ObLI
pacnonoxeH B 0OpaTHOM HallpaBJIEHMH 110 OTHOILEHHIO K OpOHTE. a BUCOY-
HBI — nOBepHYT K HeMy. CoOTBeTCTBEHHO M3BpAalLlaNCh 3pHTENIbHBIE pe-
aKIjuy, H HallaiecHMe Ha MeJIKHe ABIDKYyLIHecs 00beKThl CTAHOBIWIOCH Ha-
NPaBJIeHO K COOTBETCTBYIOLINMM TOYKaM IPOTHUBOMOJIOXKHOIO KBagpaHTa
TIOJIst 3pEHUst MO OTHOLLIEHHIO K TOMY, B KOTOPOM pacIoyioXeHa NpHMaHKa
(puc. 2.12).

Peakmun, xapakTepH3yoliecs oIINO0YHbIM IPACNOCOONIEHHEM, COXpa-
HSIFOTCSE HEOrpaHW4eHHO fonro Ge3 ucnpaenenns. EcTh Takxe yGepnrens-
HbI€ 10Ka3aTeNbCTBA TOTO, YTO MPaBUJIbHAS NPOEKLHSA CETYATKH K LEeHTPaM
MO3ra pa3BHBAaeTCs flaxke B NONMHOIl TeMHOTe, T.e. Mpolecc OOy4YeHHS He
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BIIHSIET B JAHHOM CJIy4ae Ha OpraHH3alHIo CTPYKTYPhL., nepenarollieil 3TH pe-
aKIHN,

CrnenoBaTeNnbHO, CMOCOOHOCTD K BHIIONHEHHIO ONPEIesIeHHbIX [IOBEIeH-
YECKMX aKTOB I K 00yueHHIO npedopMHpoBaHbl B CTPYKTYPE HEPBHBIX ce-
Tell, cpopMUpOBaBlilelicsi B XOjle HHAWBHAYaJIbHOTO Pa3BHTHSI HA OCHOBE
mMopdroreReTHIECKAX 3aKOHOMEpPHOCTell. 3TO OTHOCHTCSt KO BCEM MHTErpa-
THBHBIM CTPYKTYpaM CIHHHOTO Mo3ra M cTBona mosra. Ha Gomnee BbICOKHX
YPOBHSIX MO3Ta, aXXe€ y NPHMaTOB, BCE CIOXHbIe B3aNMOJIEACTBHS, H3BECT-
Hble B HEHIPOAHATOMHH, B YaCTHOCTHU. Pa3jIiyHble MPOEKUHUOHHbLIE CHCTEMBI,
HAyIIHE K KOope OoNbLIHX MONyUIapHil H MO3XEUKY H OT HHX, 8 TAKXKe CUCTe-
Mbl COEOMHEHUI MEX]y OTMEIbHBIMH 30HAMH KOpHI FONIOBHOTO MO3ra — B
TOH Mepe, B Kakoil OHM NOCTOSIHHBI y Ka’kKJIOTO BHROa >XMBOTHBIX — TaKXXe
OOMXHbI OBITHE OTHECEHBI K TEM CBs35iM HEPBHOTO amnnapara, KOTophle Noa-
YHHSAKOTCS] BPOXKEHHOM OpraHU3alty.

B T0 xe BpeMs OYHKIMOHUPOBAaHHEe HEOOXOMUMO IS, TaK CKa3aTh,
OO3peBaHUsl Pa3BUBAIOIIMXCS CHCTEM HelpanbHpIX aHCcaMOneil, u ¢yHK-
IMOHAABHBII NMepHMo] O4YeHb BaXXeH JUIS UX OKOHYaTeNbHOTo o opMile-
HUs. I3BeCTHO, HANIpHUMeEp, YTO Y KOTSIT NEPBble TPH HEQENH XKU3HH JIO 1
ToCie OTKPBITHS T'N1a3 COCTaBNSIOT KPUTHYECKHIT mepuoj JUIsi pa3BUTHS
3pUTeNnbHLIX NpoBomsiiiX nyTell. [lokasano, HanpuMep, YTO NPH cofiep-
sKaHWH KOTST B 3TOT M€ PHOA B NOJHOH TEMHOTE HX 3pUTENBLHASI CHCTEMa
AOJKHBIM 00pa3oM He pa3BUBaeTCH, KOTSATA BUIAT, HO HE CIOCOOHBI KO-
OpAMHHPOBaTH CBOH ABIXKEHHS, NIONb3YsCh 3peHHeM, OOXOMUTh NPEnsITCT-
BHSL WIH pa3nuuate rnyOHHy. IlonHast TeMHoTa He oOsi3aTeinbHa, MO-
CKOJILKY CXOMHBI 3(ppeKT, XOTS M MeHee BhIpaXKeHHbIH. MOXHO TOJy-
YHThb, HAIEB HA PAaCTYWEro KoTeHKa Oonpluoli GymMakHblii BOPOTHHK, He
MO3BONSIIOLMIT eMy BHIeTh coGcTBeHHOe Teno. [TonoOHble nedekTh NO-
BefeHust 00yCIIOBNeHbl HapyLIeHUSIMH B OpraHH3aIl[liH MO3TOBBLIX CTPYK-
Typ. Ecnu, HanpuMep, BbIpallvMBaTh KOTAT B YCJIOBHSX, [[I€ €JUHCTBEH-
HBIM CJIOXKHBIM 3PUTENBHBIM CTUMYNOM OyaeT pUCYHOK U3 BEpTHKANLHbIX
GeJbIX M YEPHBIX II0JIOC, TO 3pUTENbHAs KOopa npHoOpeTaeT NOBbLIIIEH-
HYEO YYBCTBHTEJIBHOCTh K BEPTHKANbHBIM JIHHHSM, HO NPAKTHYECKH He
pearupyeT Ha ropM3oHTaNbHble. TakuM oGpa3oM. MO BIUSHHEM CEHCOP-
HOTO OIIbITa B MEPHOJ Pa3BATHS KOTAT XapaKTep cBsi3eil B UX 3pHTEJIbHO
CHCTEeMe H3MeHsieTCsl TakuM 06pa3oM, YTO KOJHYEeCTBO KJIETOK, pearupy-
IOIUX Ha 4YaCcTO BO3NEHCTBYIONIME CTUMYIbI (B JaHHOM Cjy4dae BEpTH-
KallbHble MOJIOCHI) BO3PACTAET. & [10JIs1 KJIETOK. YYBCTBUTEJbHBIX K PEJi-
KHM CTHUMyNaM (FOPH3OHTaJbHbIE MOJIOCKI) yMeHbIaeTcsi. MoxHo, cre-
HOBaTeNILHO, TOBOPHTD, YTO (PYHKIHOHANBHEIN NepHo]l pa3sBUTHSA Xapak-
TepHu3yeTcst cBoeoOpa3Hol cOCOOHOCTLIO 3PUTENBLHON CHCTEMEL K €aMo-
OpraHu3aliy, 3aBHCHMOI OT aKTHBHOCTH.

IIpn aToM BCcTaeT BONPOC, CKNAJABLIBAIOTCSA JIH CIOXKHbIE PEaAKIUH MOBe-
[IEHHs] B XOJIc OHTOT€He3a n3 Oonee MPOCTHIX, 3JleMEHTAPHBIX, HIM Xe nep-
BHYHBI Oonee “o01ue” MOBEJEHYECKUE aKThI, a 60Jiee NPOCThIe “BbIYJICHS-
10TCs 13 HUX . [1epBbIM NonbITancst faTh OTBET HAa 3TOT BOMPOC BbIJAFOLHI-
cst amepukaackuii aHaToM [Ix. Korxunn (Coghill). B onbiTax Ha akconotie
OH TNIOKa3aJl, YTO NMpeX/e BCEro NOsBNAIOTCS 001He yIOpsiioueHHBIE IBHXKe-
HHSI COMHTOB TYJIOBHILA 1 JIMIb O3IHEE BO3HUKAKOT JIOKaNbHbIE pehiieKChl
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KaK crnenuprueckie 3IeMeHTHI Ooree odUEero MexaHIi3Ma MHTErPAVH 1ic-
JIOCTHOTO OpraHn3mMa.

Korxunn Bbiientil ns8Th GU3NONOTMUYECKHX CTANHH B MEPUOJ PA3BUTHS
[OBEJIHUECKUX PEAKLU y aKCOJOTIIS.

1. Ctayiist HENOABUXHOCTH, KOTTIa COKPALLEHHSt MbILLIL| BLI3bIBA}OTCS He-
NOCPEACTBEHHON CTUMYIsiliien (OCTpast Iri1a, MEXaHHYECKOE MUIM 3NEeKTPH-
YeCcKOe BO30OYXAEHHE).

2. Crapgus paHHHX H3rHOOB, KOrna BliepBble OOHAPY>KMBAETCS peaklusi
Ha NPHKOCHOBEHHE K KOXKE.

3. Cranus netnd, XapakTepH3yOUIasicst CBePTHIBAHNEM B TYTYIO METIIIO.

4. Cragus S”, na KOTOpOii HaunHaeTcsi oOpaTHbIH U3rub 10 3aBepuic-
HHst METJIH.

5. JocTaTouHoe {715t NPOABHXKEHHS BLITOJIHEHNE PeakUMH “S™ cepHsiMH.

IepBoii cTyneHn CBONCTBEHHA COKPAaTHMOCTb MblLLI 6€3 HEPBHOT'O BO3-
OENUCTBUs, BTOPO# — IEPBOE HEPBHOE BO30YKAEHHE MbILIL C OCA3aTENBHOTO
PELENTOPHOrO NOJIsi. TPEThel — MNOJHOE Pa3BUTHE CHIIbI MbIIIL, YeTBEPTON —
nepBast KOOPAMHALWS ANt NMPOABIDKEHHS, MATON — 3aKOHYEHHOE MNPO/BH-
>KEHHE.

Ha ctagun HEMOABMXXHOCTH aHATOMHS B3AHMOOTHOILLIEHHA CEHCOPHBIX U
OBHIaTENBHBIX (MOTOPHLIX) 3JIEMEHTOB TAKOBA. YTO BO3OYKIeHHE HE MOXET
OBLITh MEpPEHECEHO € CEHCOPHOTO MyTH HA OBHraTeNbHbIH, XOTsl H CEHCOPHbIE
H MOTOPHBIE 3JIEMEHTHI y3Ke UMEFOTCs. Mbllibl cIOCOGHBI COKpaWaThest B
OTBET HA HEMOCPEACTBEHHOE UX pazApaXkeHHe. HO OHH HE OTBEYAIOT Ha KOXK-
HOe pa3fpa’keHhe, HE3aBUCHMO OT TOTO, TAKTUJILHOE OHO HIIH XHMHYECKOE.
3TOT OTBET MNOSIBISIETCS TONBKO TOI7a, Korjia (hOpMUPYETCS TPEThst rpyIna
KJIETOK, KOTOphle 00pa3yloT MOCT MEXly CEHCOPHOI U MOTOPHOI CHCTEMOH
(puc. 2.13, a).

Tena 3THX KJETOK JIEXAT Ha MJIACTHHKE, COCTABISIIOLIEH OCHOBaHME
NMPOJONATOBAaTOrO MO3Ta U BEpPXHEH YacTH CHHHHOTO Mo3ra. Ha craguu ne-
TIOIBY>KHOCTH OHH OJJHONIONIOCHBI (YHHNoONsipHbl). Korna oHu craHoBsiTcst
ABYXMOJIFOCHBIMH. OMNOJNISIPHBIMH, OHH 3aMbIKaIOT MyTh OT CEHCOPHOT'O MO~
Nst K MBIIINAM, MPUYEM 3TOT NyTh BERET k MbILILAM HE pa3gpaskeHHOH

-
Puc. 2.12. Oxcnepumentsl PoGepra Crieppn.

a — THIIMUHbIE MPHMEPH] OLIHOOK MPOCTPAHCTBEHHOH JIOKANIsallMH MENKHX 0OBLEKTOB mnocie
MOBOpPOTa U HHBepcHH rna3a. [lo Cneppy (A — npu nopopote raaza Ha 180° nsryuika Hauenn-
BAETCS HA TOYKY B NOJIE 3PEHUS, IHAMETPANIbHO MPOTHBONONOXHYIO AeHCTBHTENBHOMY Pacno-
JIOXKCHHIO TpUMaHKH: B — nocne cnvHHO-OpIONIHON HHBEPCHN I7a3a NsSryllika HaleTHRaeTcs
TIPABHJILHO B BHCOYHO-HOCOBOKH NMIOCKOCTH TOJIST 3PEHHs, HO H3BpalleHHO (B MPOTHBONONOX-
HyI0 CTOPOHY) B CIIHHHO-OproIUHOI miockoeTr; C — noce BUCOYHO-HOCOBOH MHBEPCHH r7la3a
JIATYLIKA HALENWBAETCS MPABAIBHO B CTHHHO-GPIOLIHON MIIOCKOCTH 3PEHHSI. HO M3BPALIEHHO (B
MPOTHBOMNOJIOXKHYIO CTOPOHY) B BHCOUHO-HOCOBOI1 TIIOCKOCTH).
b — u3BpalleHKE 3PUTENBHO-IBHIATENbHBIX PeaKlUil nocie XMpypruieckoi NepecTpoiKy CBsi-
3eit MexJy ceTyaTKoit B uenTpami mMosra. [To Cneppu. B Tpex 0CHOBHbBIX NPOEKLHSIX OKa3aHa
HOpMAanbHasi NOKCKOBast §a3a PeakiiHi BMECTe C H3BPAIEHHBIMH [NOUCKOBBIMY PEAKLINSIMH. Bbl-
3BaHHbIMIL 1) moBoporoM rnas Ha 180°, 2) cmuHHO-GproIuHOil uHBEpCHei, 3) BUCOYHO-HOCOBOI
MHBEpCHE. 4) NepeKpecTHbIM COEIMHEHHEM 3PHTENBHBIX HEPBOB. bonble cTpe:TKN yKa3biBa-
JOT ICHCTBHTENBHOE HANPABIICHHE IBIDKEHHS nons 3penus. M3ppanienue Boi3BaHo: B A — 1. 3.
4,8B-1,2 4,8 C- 2. 3. bonee cnoxnble KOPPeJsLMH JOCTHTAKTCH NPH NOBOPOTE a3 Ha
90° 1 npH coYETaHUSIX OBOPOTA I71a3a, €0 HHBEPCHH H IIEPEKPECTHOTO COEIMHEHIS 3PUTENb-
HBIX HEPBOB.
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Pric. 2.13. PazBuTHe HEpBHOH CHCTEMBI aMGJIHCTOMBI.

a — cXeMa MexaHu3Ma aMOJNIECTOMBI, HA KOTOPOM OCHOBAHA PEAKLUs NETIH, pacnpocTpaHeHne
IBIDKEHHIT OT FONOBbI K XBOCTY H JBIDKEHHE B CTOPOHY. NPOTHBONOJIOXHY K pasnpaxaeMoii. Pas-
ApakeHHe KOXII BliepeH Yxa Bo3bykaaeT NpHBORsIHIT HefipOH. KOTOPEII B CBOIO oYepes BO3-
OyxyiaeT cnaeyHyo KJIETKY B OCHOBHOIT IlacTiHKE. 3Ta KJeTKa flanblile HanpaBlieHa K XBOCTY B
ABHraTesIbHOM MyTH Ha MPOTHBONOJNOXHOI cTopoHe Tena. Pasgpakenne nosanu yxa. 6yab oHO
MPUIOXKEHO K KOXe (IKCTEPOLENTOPHOE) WIH K MyCKY1y (NPONPHOLENTOPHOE), BO3OYXAAET
MPUBOMALINE HEHPOHDBL. TAKXKE BO3OYX/IAIOLINE CaeyHble KJIETKH OCHOBHOH MJIACTHHKH, Yepe3
KOTOpble MMIYILC NEPEeXONKT K IBHraTeIbHOMY MYTH HA NPYTYI0 CTOPoHY. Tak Kak npusopsias
CHCTEMA NepeJaeT UMIYJIbCHI K ABIraTesIbHOM CHCTeMe NPOTHBONOJOXKHOI CTOPOHBI M TaK KaK
KJIETKM OCHOBHOM MIACTHHKH Ha 3TOI CTynesn o6pa3yloT cnaiiky TOJLKO B FOJIOBHOM MO3TY H B
riepenHeM OTHeNIe CIIHHHOIO, TO UMMNYALCHL. BO30yXAeHHBIE B 000 Touke Te1a, OmixXe K ro-
JIoBE K 6MXKe K XBOCTY, € KOXKH HJIH B MYCKYJlaX, MOTYT BCTYNHTbL B HEPBHO-IBUraTeIbHbIH
MEXAHW3M TOJIBKO C €0 NEPEJHEro KOHIA. a 3aTEM pacnpoCTPAHSKOTCS K XBOCTY. B pe3ynbrate
OTIeJIbHbIE H3ruOaHUs HAYHAKOTCS € FOJOBbI 1 IEPEXOIAT K XBOCTY.

6 — cxeMa HePBHO-IBHIATEILHONO MEXAHN3Ma IL1aBaHNs y aMONHCTOMBL. CeHCOpHbIN MexaHHu3M
He HapucoBad. CTpenky yKa3blBaloT HanpasieHuie nposepedds. CTpenkoit a 0603Ha4eH nepeo-
HayanbHbIil 1IMITYJIEC, KOTOPBIIi. NEPEXonst B HAMPABJIEHHIL K XBOCTY K ¢ H Jlanbllie, BO30YyXIaeT
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CTOpPOHBI, a IPOTHBOMOJNOXHOM (cM. puc. 2.13), Tak 4TO ABMXEHUSE 3aPO-
AbIlIeli B paHHEM MepPHONe HanpaslieHbl B MPOTHBONONOXHYKO OT pa3fpa-
KE€HUs CTOPOHY.

B T0 BpeMsi, kora HauWHaeTCs MIaBaHHe, OT BOJIOKOH NepegHeil YacTH
OBUTATeNBHOTO TPAKTa OTXONAT KONINAaTepanu H pacTyT 0 CBS3H C ICHAPU-
TaMu KJIETOK OCHOBHOI MiacTHHKH (puc. 2.13, b). Bnaropapst aTuM Kosuiate-
pansiM Bo30yX/IeHHe, HalPaBIeHHOEe K MBILILaM OHOH CTOPOHHI, IepefaeT-
Csl YEpE3 craeyHble KJIETKH OCHOBHOM MIACTHHKH K OBUTATENBHOH cHCTeMe
NPOTHBONONOXHOI cTopoHbl. Ha 3TOM nepexone K Mbliuam gpyroii cropo-
HBI BCTpedaeTcsi 6onblilee KONMWYECTBO CUHAINCOB, Y€M Ha MYTH K MBILILAM
nepBoH, TaK 4TO BTOpoe U3rnbaHne OTCTaeT OT NePBOTO HA OYEHb KOPOTKHUH
IIPOMEXYTOK BpeMeHH. TeM ke crioco6oM, Kak HUMIYJILC IS TIEPBOTO H3TU-
GaHust BO30y M1 BTOPOE, Aanblile HMIYINLC 715 BTOPOTO BBHI3LIBAET TPEThHE
U T.J1.

CrnenoBaTenpHo, (POPMHPOBaHNE CIIOCOOHOCTH K IJIaBaHUIO B XOf€
MHAMBHAYANBHOT'O pa3BUTHS aKcoJOTAs 0O0yCIOBNEHO NpaBUNBLHOH NOC-
JIeIOBaTENBHOCTLIO ONpefieNIeHHbIX (ha3 pocTa HEPBHOH CHCTEMBI, OCY-
LIECTBJIEHNE KOTOPBIX CO3/1aeT CTPYKTYPY, B KOTOPOii NpedopMUPOBAHEI
3TH CNIOCOOHOCTH.

Kpome Toro, n3 nanubix Korxuna cnenyet, 4yto no kpafiteii Mepe B OH-
ToreHe3e amcpubuii nepBu4HbI Gonee “oOue” NoBefeHYeCcKHe aKkThl, a 60-
Jiee NpocThie KaK Obl BBIUNEHSAIOTCA U3 HUX, TaK YTO JIOKAJbHBIE pedyieKChl
BO3HHMKAIOT KaK CrelMalu3poBaHHble 3neMeHThl Oonee OOIIEero MeXaHu3-
Ma HHTEerPAaLHH 1eJIoro OpraHusmMa. JleHcTBITENbHO, Y 3apofbllila AKCONOT-
Jist BHavane nosiBIstioTCst OOLHe yNOPSIOUEHHBIE IBUXEHNSI COMITOB TYJIO-
Buuja — C-o6pa3uble H3rubkl, Mos3anee S-o6pasHble W3ruObl, KOTNA TYJIOBH-
1lle coBEpLIaeT BOMHOOOpa3Hble ABIKEHNS], PACIPOCTPAHSIIOIINECS OT TOJIO-
BBl K XBOCTY, KaK IIpy mNaBaHui. KoHEeYHOCTH IBHXKYTCSt BMECTE C TEJIOM, HO
TIOCTENEHHO, no Mepe Mnh¢hepeHUHPOBKH COOTBETCTBYIOILIHMX OTHENIOB HEP-
BHOW CHCTEMBI OHM HAaYHHAIOT BLINOMHSATE CAMOCTOSITENLHBIE [IBHXKCHMUSE,

IMono6uast mocnenoBaTeNILHOCTL B pasBUTHH ABUKeHUIl Oblna oOHapy-
>K€Ha Y MHOTMX HH3MINX IO3BOHOYHLIX. Y KOCTUCTBIX phIO, HallpuMep, NBH-
KEHHS TPYOHBLIX IIJIaBHHKOB, YENIOCTEN W KaOepHbIX KpbIIIeK BHauaje He
micepeHIPOBanbl H MPOHUCXOAST CHHXPOHHO C IBHXKEHHSIMU BCETO TYJIO-
Bruja. [lo3nHee 3TH [ABHXKEHNSI CTAHOBSITCS CAMOCTOSITENLHBIMA H KOOP[IH-
HUPOBaHHbIMH. CXOfiHblE 3aKOHOMEPHOCTH OBINMM HaiifleHbl y GecXBOCTBIX
aM¢pudnii, y aMOproHOB sitieprLbl. ITloxoxkas KapTuHa ObiNia BbISIBIIEHA B Y
LbIIVIEHKa, Y KOTOPOTO ABMXXEHHMSI HAYMHAIOTCS €O crubaunmus 1ien yepes 3-5

-

BOJIHY coxpameunﬁ MBIIEYHbIX CErMCHTOB, PaCNPOCTPAHSIOLIYIOCH OT IMOJIOBBL K XBOCTY. K TOMY
BPEMEHI, Korga XKHBOTHOE CNOCOOHO MIBITh, OT 3THX HCﬁpOHOB ABUI'AaTEJIBHOIO NYTH B HCpCHl{Cﬁ
HacTH OTBETBAKOTCA KOJJIATEPaNil. pacTyIIHE B HANPABICHHH K cpenl{eﬁ NITOCKOCTH TE€Aa OO CH-
HAICOB CO CNAEYHbIMH KJIETKAMM OCHOBHO# I1AaCTHHKH. TaKue OTHOLIEHNs l‘[306pa)Kel{I>l B@&,Ine
CTpe.ﬂKOﬂ 0003HaueH nepexon #MIynbca K OBUraTENBHOH CHCTEME l'lpOTHBOl'IOJ’I)KOHOﬁ CTOPOHBI.
B pBuratenbHoil cucteMe oH HAMNpaBJIsi€TCA K XBOCTY COIJIAHCO CTPENKAM ¢ H c’. 3tot UMNYJbLC,
KOTOpblﬁ cyiiTanu Bo36ymaro1um\{. MOXET OblTh TOPMO3SILLHM. C5'] Kolnatepani. cny>xaT Ju
OHH BO36Y>K11€HII}O HJIH TOPMOXKEHIIO, SABJISKOTCS CyLUECTBEHHO HOBbIM nobaBiaeHEM K CTPOEHHIO
MEXaHH3Ma, li306pa)KCHHOI‘O Ha NpEAbLIAYVILEM PHCYHKE, H JAaK0T BO3MOXXHOCTH >KIIBOTHOMY C yC-
NEXOM HCNOML30BATh CBOKO MbILIEYHYHO IHEPIHIO 1715 JBHXKCHUA. ITo KOI'XI[JIJ’Iy.
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Tabanuya 2. Cxema pa3BuTHSI COMATHYECKHX BHraTe/ILHBIX PEeAKLTIA
B (puambpnorenese (no Bonoxosy, 1968)

THNbI COMATHYECKMX PEAKLIHIA

KuporHre Cnoutannsie | CnoHrauHbie Pecpnekrop-
MUOIEHHbIE HEAPOMOTOPHBIE HbIE

bBecno3soHouHbIE:

I'y6kn + - -

KuireyHononocTHeie + + —
Husiune no3BoHOYHBIE

Pri6b1, ampnronn + + +
BhIc1uHe NO3BOHOYHbIE

TTITis - + +

MinexonuTarouue - — +

CYTOK, KOTIa KOHCYHOCTH HaXOJSITCS €LUE HA CTAHU 3apObILIEBO MOUYKH.
Ha 5-7-e¢ cyTku BonHOOOpa3sHbi€ [BHXKEHMsl TYJOBHILA, HAYHHAFOLIHECS C
LLIEU, PACPOCTPAHSIIOTCS Ha3af, i KOHEYHOCTH COBEPLUAOT NACCHBHBIE IBH-
>KCHHST BMECTe ¢ TynoBuieM. CNIOHTaHHbIE HE3aBUCUMBIC JIBUXKEHUSI KOHEY-
HOCTEi1 NOSIBNSFOTCS JHNIL NO3[HEE. XOTS HX MOXHO BbI3BaTh 3JIEKTpHYE-
CKHMM pa3/lpa>kCHHeM Ha Gonee paHHNX CTajinsX.

Opnako npuHiun Korxuna HENPUMEHHM K MJIEKONMMTAIOWIAM, ¥ KOTO-
PBIX IUCKpETHBIE pehIEKTOPHBIE PEAKIMA BOZHUKAIOT OYEHb PaHO, OHO-
BPEMEHHO € JIBU>KEHHsIMH 3MOpHOHA B LEJIOM MIU Jlaxke paHblie. Pe3ynbra-
Thl CPaBHHTENbHO-OHTOTEHETHUYECKHX HCCIIENOBAHUI CBHAETENBCTBYIOT O
TOM, YTO B 3BONIOLIMOHHOM Psifly YCIOXHSIIOIMXCS (hOPM JKHBOTHBIX OTMeE-
4aeTcsl NEPEXOf OT CNOHTAHHBIX MAOTEHHbIX peaklmil K HeHPOMOTOPHBIM U
nansiie K pehIeKTOPHBIM (Tabn. 2).

YcranoBneHbt MOP(ONOrHYECKHE KOPPENsThl PaHHHX pedleKkTop-
HBIX aKTOB y 3apOpfbillieil MIEKOMUTaoWuX. Tak, nepseie pedhiekTop-
Hbl€ JBIKEHUS Y MI€KOTTMTAIOLIMX BBI3bIBAIOTCSl HA TAKTHIIBHYIO CTHMY-
JSHI0 0651acTH Hoca, 0COOEHHO 30HbI BHOPHCC, a TaKXKe Apyrax obnac-
Tei MOPIOYKH, HHHEPBHPYEMbIX BEPXHEUYENIOCTHOM H HHXKHEYETIOCTHOM
BETBSIMM TPOHHUYHOrO HepBa. LleHTpanbHasi NpoOEKIUsl 3THX YyBCTBHU-
TEJNbHbIX BETOYEK, MOJJHUMAIOILIMXCS KBEPXY OT racCEpOBa y3Ia, JIEXHUT B
oGnacTu BaponueBa MocTa, rie 6epeT Havano agpCpCHTHbII TPHUreMu-
HO-CIIMHANbHbII TPAKT, UAYLUNI K BEPXHAM NI€HHBIM CETMEHTAM CITHHHO-
ro Mo3ra. ['ucronornyueckue faHHbie NOKA3bIBAKOT, YTO appepeHTHbIE U
acdepeHTHbIE NYTU ITOH CUTCEMBbI, & TAKXKE HX LIEHTPalbHbie 0Gpa3o-
BaHHUs CTPYKTYPHO 0POPMISIIOTCS K MOMEHTY NosiBlieHus pediiekcos. B
NEPUO]], NPENLIECTBYOUINA NOSIBICHUIO MEPBLIX PE(QIEKCOB C MOPROY-
KM, y 3MOpuOHa xponuka (15-if peHb pa3sutis) oGHapyKeHO Gomnblioe
KOJIHYECTBO 3aKNafloK BHOPHCC H BbICOKUI YPOBEHb Pa3BMTHSI HX HEPB-
Horo anmapata. Ha 16-i1 fens (cpok nosiBnenust peeKcoB) KONHYECT-
BO 3aKnajoK BUOpHUCC yABanBacTCsl M Kax<aas H3 HUX cHabXKaeTcsi CBOUM
HEPBHBIM CTBOIHUKOM. B 3TOT nepuop Koxa o61acTH Hoca 110 HHTEHCHB-
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[1.LK. AvoxuH. Bmipgarommiica poccuit-
ckuit ¢pusnonor, ydyenuk HL.IT. TTapnoga.
ABTOp KOHUENLNH CHCTEMOreHes3a.

HOCTU pa3BUTHUSI CJIOXHbIX perern-
TOPHBIX anmapaToB — BUOPHCC Ha-
MHOI'O IpPEBOCXONHUT BCE JIpyrue
YYACTKH KOXH.

CnenoBaTenbHoO, (uznonoruye-
CKHE JIAaHHBIE ¥ KOPPENHPYIOLHE C
HUMH Mopdonornieckie (hakThi
CBHJIETENLCTBYIOT O TOM, 4YTO NEp-
Bbi€ [BUTATENbHbIC PEAKLMH Y INO-
OB MIIEKOIUTAIOLIUX, SIBISISACL TIO
cBoeldl mpHpone pedrieKTOPHBIMH,
OCYLIECTBISIEFOTCS Yepe3 OrpaHHYEH-
HbI€ CO3PEBILIHE OYaru EHTPATIbHOM
HEPBHON CHUCTEMB] (IPOROJTOBATH
MO3r, NIEHHBIA OTAEN CIHHHOTO Mo3ra). TakuMm o0pa3oM, CIIHMHHON MO3r
MIIEKONHUTAIOIIMX Pa3BUBAETCS HE MO THIY MPOXOJLHO MPOBOMASILIEH CHUCTC-
MBi, KaK 3TO Noka3aHo KOrxunom y akconotnsi, a mo THIy CO3pEBaHHsl OT-
AenbHBIX cerMeHToB. O000Was aTh gaHHkie, pycckuil ¢usmnonor IT.K. Ano-
XUH BbyBHHYN B 40-50-¢ rofibi KOHIIEMIHIO CACTEMOreHe2a HEPRHOH Jef-
TeabHOCTH. CyTh 3TOH KOHIENIUK COCTOUT B TOM, YTO OHA pacCMaTpUBaeT
OHTOTE€HETHYECKOE pa3BUTHE pehIEKTOPHOMN JIEATENBHOCTH KakK MPOIEece
reTepoXpoHHOTO cO3peBaHMsl (DYHKIMOHANBHbIX cucTeM. [lop dyHk1moO-
HanbHOW CHCTEMOI Kak MOp¢OYHKIHOHANBLHON €IMHUIICH TIOHMMAaETCs
KOMIIJIEKC 1[€HTpaNbHbIX HEPBHbIX OOpa30BaHUI H CBSI3aHHbBIX C HUMH [1EPH-
bepryecknX BOCIPHHUMAIOLLUX 1 paboyHX annapatoB, 00 LEIHHEHHBIX JIJIs
BBIIOJIHEHUS] KAaKOH-IMOO CIENMANM3UpOBaHHON (DYHKIMHM OpraHM3Ma, Ha-
NpUMEp COCaHHsl, TOKOMOIMH, NNIaBAHHSI, XBATAHWSI U 3ariaThiBaHUsl IHIIU
# T.J. C TOUKM 3peHnsl TEOPHH CHCTEMOreHe3a HeT NMPUHIUITHANBHON pa3Hu-
(bl MCKJly IEPBUYHBLIM NPOSIBIICHAEM JIOKAJIBHBIX HITM TOTANBHBIX (DOPM 110-
BefieHus. B 3aBUCHMOCTH OT TOro, Kakasi (OyHKLIMOHAIEHAs CHCTEMA MPEsK/Ee
BCEro HEODXOMMA OPraHKu3My ANl NPUCNOCOOIEHNs K ONpeeneHHOMY ¢a-
KTOpY BHELUHEN CPefibl, paHbllie NOSBIsiETC OO TOTaNbHas (ITABAHUE Y
akconotns), 1160 JoKanbHas (COCAHUE, XBATAHUE Y MIEKONUTAKOMKX) hop-
Ma IBHUraTelbHON aKTUBHOCTH. MicnonHeHne Takoll peakiiu oGecre YuBaeT-
€51 YCKOPEHHBIM CO3PEBAHAEM COOTBETCTBYIOLIEH MOPOIOrHIeCKOi CHCTE-
Mbl HEHPOHOB (MOJlyJIEN), €€ OCYLIECTBAAIOMIEH.

Takum oOpa3oMm, crienucrKka NOBelEHYECKUX PEeakiUil U YpOBEHb HX
CIIOKHOCTH ONpENENSAIOTCS CJIOXKHMBIIMMUCS B NPOLECCE IBOMONUHU U dop-
MHPYIOUTHMHCS] B XOJI€ UHAHBUYANbHOIO pa3BUTHs OCOOEHHOCTSIMU OpraHH-
3alld HEPBHOWM CUCTEMb! U XapaKTEPOM B3aUMOMICHCTBHI COCTaBISIIOLINX €€
KOMIIOHEHTOB (HEHpOHHBIE aHCaMONu, MOLYJIH).
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Yacte II

3AKOHOMEPHOCTH PA3BUTHA
HEPBHOHN CHUCTEMBI
U EI'O 'rEHETMYECKMH KOHTPOJIb

TFTnasa 3

HEVMPAJIbHASI MHOAYKIIMS: ®EHOMEHOJIOTMS
1N MOJEKYISIPHBIE MEXAHN3MBbI

®eHOMeH HefipanbHON HHAYKIHA (T.e. HHAYKIHU OOpa30oBaHus niepBHY-
HOrO 3a4aTKa HEHTPANbHOH HEPBHOH CHCTEMBI) B paHHEM 3MOPHOHAaNBHOM
Pa3BUTHH ITO3BOHOYHBIX, OMHCAHHBHT B Hayane XX B., OTHOCHTCS K Hau0bo-
Jiee HHTEPeCHbIM M MOKa JIOBONBHO 3arafto4yHbiM nporeccaM (puc. 3.1). Tpyn-
HO, IoXany, Ha3BaThb HHYIO poOseMy IMOpHONOrun U 6HONOrNY pa3BHTHSA,
KOTOpasi puBnekana Obi ¥ NPOJIOIKAET NMPUBNEKATh TAKOE BHUMAaHHE MHO-
TUX HAYYHBIX TPy Tak Clny4Hioch, YTO MPOLECC HEHpanbHOW WHAYKIMH,
XapaKkTePHBIit JTTs1 pa3BUTUSA NIO3BOHOYHBIX, H3y4alcsi B OCHOBHOM Ha 3apo-
Ibitax aMgubuil. 3Ta TeHAEHIUS NPOCIEXKUBAETCS U B HACTOSILEE BpEMs.
XOT$ nosiBnsieTcsl Bece GoJibliie MyONHUKAHi, MOCBSIIIEHHbIX HEfipaJbHON HH-
NYKIMM Y 3apofbillieii ppib, MTUL H MIeKonuTarmwmx. Yto ke kacaetcs Gec-
MO3BOHOYHBIX JXHBOTHBIX H B MEPBYIO O4YeEpe/b KINacCHUeCKoro o0bekTa re-
HETHKH Pa3BUTHA — miofoBoli Myuwiku Drosophila, To 37ech siBNeHHs THIA
3IMOpUOHANBHBIX HHAYKIMH HMEEOT MEHbILEE B CPABHCHHUII € MO3BOHOYHBIMH
3HaueHue. Ckopee Becero. y Drosophila npucyTcTByeT psiji aHadOTrHYHBIX
npoueccoB B (hOPMUPOBAHHN HEPBHOI CHCTEMBI, KOTOPbIi MPOCIICXKUBAETCS
U y ApYrux 6ecrno3BOHOYHBIX. 3TO CBSI3aHO C Pa3NIMYUSIMH B CTPATErUsIX 3M-
OpHOHANBHOTO pa3BUTHsI MEXMyY. CKaXKCM, IUMOPLEBOH MATYIIKOHA (Xenopus
laevis) — w3moONEeHHbIM OOBEKTOM OHONOTHM Pa3BUTHS NO3BOHOUHBIX U
nmnonoBoil Myuikoil (Drosophila melanogaster) unu noYBeHHON HeMaTOnOH
(Caenorhabditis elegans) — MopenbHbIMH OOBEKTAMH TCHETHKH Pa3BUTHS
0€Crno3BOHOYHBIX.

Kaxk u3BecTHO, am¢pHOUH — ManonoOAXONsitUMi OOBEKT AJNsl TeHeTHYE-
CKHX 3KCIIEPUMEHTOB BCIICACTBHE GONBIINX pa3MEepOB reHOMa U OY€Hb JIITH-
TENBHOI'O FEHEePAMOHHOTO (T.€. 0T siiina o sifina™) nepuona. [T1oaTomy gon-
roe BpeMsi (peHOMEH HeHpalbHON HHIYKLMH, POJEMOHCTPUPOBAHHLINH Ha
MopienH pa3BUTHS aMpuOuil, GbIT HEJOCTYNEH JiJIsl AHANK3A C UCNOJIB30BaHN-
€M TpaJULMOHHBIX reHeTHYecKHX MeTofoB. CHTyaiust Hayana MEHSThCS
BCJICACTBHC OTKPBITHS NPUHIIITA yHHBEPCANBbHOCTH F€HETHUECKHX pPerys-
TOPHBIX NPOLECCOB, MPUBOASANMX K (DOPMHPOBAHHIO OCHOBHBIX OCEBBIX
CTPYKTYP 3apofibillla (Tak Ha3biBaEMOrO “‘TjlaHa CTPOEHHS Tena’ 3apojibi-
uia). Mbi iMeeM B BUJY. B IEPBYIO oY€peNlb, OTKPbITHE TOMEODOKC-COfepKa-
IIUX PETYISTOPHBIX F€HOB, KOTOPBIE ONPENENSIIOT pa3sBUTIIE MHOTHX, €CIH
He BCEX M3YUYEHHBIX MHOTOKIETOYHBIX )XMBOTHbIX. CTPYKTYpHOE 11 (DyHKIH-
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Puc. 3.1. 3apopbiiud am¢uOuil Ha cTaguu paHHeil racTpynbl (A) W paHHeli Heii-
pyasl (B).
A — pOHTANILHOE CEUEHNE BONb BEHTPO-AOp3asibHOil (V-D) ocH 3apofpla (/ — BeHTpasibHas
3KTOfIEpMa; 2 — IKTOIEpMa aHIMAIBHOIO NONIoCa; 3 — qop3ankHas akTopepma: 4 — nop3anspHas
ry6a 61actonopa, (Tak Ha3bIBAEMBbil LINEMaHHOBCKHHIA “OPranu3aTop”, CM. TEKCT).
b — BHEILHUIL BUJ1 32 pOMILILIA CO CTOPOHBI HEPBHOY TiacTHHKH (/ - HepBHast 60po3aKa; 2 — Hep-
BHbBIE BaJIHKH).
B HOpManbHOM pa3BHTHA 334aTOK LEHTPANBHOI HEPBHOM CUCTEMbI (HEPBHAs TUTACTHHKA) 00pa-
3yeTCs U3 JOP3allbHOM IKTONEPMBI MOl BIASRKEM HEUPO-HHRNYLMPYIOLIHX CTHMYNOB, MOCTYNIa-
IOLLUX OT AOpcabHOM ry6pl Gactonopa.



OHAalBHOE CXOJICTBO 3THX FEHOB MO3BOJMIIO “NMEPEHECTH ™ HA MO3BOHOYHBIX, B
TOM 4Hicae U aM(puOUl, TEHETHYECKNE PETyNSITOPHbIE NPUHLMNLI PAHHETO
passutnst Drosophila. C apyroii cTOpoHbI, BHEPEHHE B OHONOIHIO Pa3BUTHUS
N03BOHOYHBIX MONEKYNISIPHO-TEHETHYECKHX METOIMK NO3BOTHIO UIEHTU(DH-
IIHPOBATh FEHbI-PErYASITOPbI H HX OENKOBbIE NMPOAYKTHI HEMOCPEACTBEHHO B
3aponbiliax. Hakonnenue onucaTenbsHO-MONEKYIsIpHON HH(pOpMallK € BO3-
MOXXHOCTBEO F€HETHYECKOr0 MaHUNYJHUPOBAaHUSl pa3BUTHEM IPHBENO K H3-
MEHEHHIO BCEW CHCTEMBI NPEACTABIEHNI O HElpanbHOM HHAYKIIUH U O MeXa-
HU3MaX, ONPENENsIOIMX BbIOOp aMOpUOHANBHBIMU KNETKAMH HelpallbHOro
HanpasneHns nucgepeHUpoBkH. BMmecte ¢ TeM, HecMOTpsi Ha SIBHBIH
nporpecc, npoGneMa HeApanbHON HHAYKIMH Elie iaieka OT OKOHYATENbHO-
TO pa3pelleHus ¥, Kak Mbi YBHHM J1aN€e, COXPaHsieT HEKOTOpbiE “MHCTHYC-
CKHE™ CBOWCTBA.

Bonpmasi 4acTh akTyanbHOH HH(poOpManuy o HeHpanbHOU HHAYKIMH
Obina mosydeHa C WCMONB30BAHHEM 3apofbilieii ampubHid, B 4aCTHOCTH
wInopLeBoi Narymku (Xenopus laevis). T103ToMy OCHOBHOI MaTepHan, mpejs-
CTaBJIEeHHBIH B 3TOH INlaBe, KACaeTcsl MEXaHM3MOB PaHHErO pa3BHTHSI HMEH-
HO 3TOro Buja amcubnii, ¥ TUILL B 3aKITKOYEHHE IENaeTcs MOMbITKA IKCTpa-
MONSIMHU MOJYYEHHBIX JJAHHBIX HA IPYIHe MOJieTIbHbIE OO BHEKTHI (3apOJIBILIN
pbIO. NTAI] U MIEKOMHATAIOLUX).

Heiipansnas napykums,
ImOpuonornveckas (peHoMeHo10Tns

Y 3apopsbiineir amgpubuii nepBbie MOPGHONOTHYECKH pa3TUYMMbIE
MpU3HAKK HelpanbHON A dEPEHIIUPOBKH O0OHAPY>KHMBAIOTCSl HA CTafuM
MO3[HEN TacTPylbl U NPOSIBISIOTCS B YTONIIEHNH CPENMHHO-OP3albHOI
obnacTh 3KTOACpMbI, NOKpbiBalollell 6onee rnyboKo pacnonararlMics
TKaHEBOH CJIOH, cofiepxkalluil xopaoMe3onepMy. B aToit obnacTu KJIETKH
9KTOAEPMbI Y/UTMHAIOTCS, @ UX HapyXXHasi NOBEPXHOCTh yMeHblIaeTcs. B
pe3ynbTaTe Ha fOp3anbHOH CTOPOHE 3apofiblllia HaMevyaeTcsl MPOJIONbHAs
6opo3naa. BNOIb KOTOpOi (hOpMUPYETCsl YTONHIEHHbIN Y4aCTOK I'PYLLIEBH]I-
HOW ¢pOpMBI. ITO H €CTh MEPBUYHbII 3a4aTOK LIEHTPANLHON HEPBHOII CHC-
TEMbI, TaK Ha3blBa€Masi HEpBHasi ITaCTUHKA (CM. puc. 3.1). Y amcpubuii 06-
pa3oBaHHE HEPBHOM MIACTHHKH ONMPEAENsIeTCsl CUIHAIAMH, NOCTYMAKLIH-
MH M3 cleliianbHOM 06JacTH paHHETO 3apOofbilla, MONyYUBILIEH Ha3BaHHe
‘“opranusaTtop’.

ITouyeMy 3TOT HECKOJBKO apXaHuHbIi TEpMUH Hayania XX cTONeTus
HE yTpaTHUJ CBOETO 3HAYECHHs [0 HaumMx AHel? [Ins oTBeTa Ha 3TOT BOI-
poc obpatumcst K knaccudeckoi pabote I'anca lllmemanHa (Spemann) u
Xunpasl Manronsy (Hilde Mangold), onybnukosanHoii B 1924 r. B Heit
Ob11 3KCTIEpUMEHTaIbHO NMPOJIEMOHCTPUPOBAH M KOHIENTYaNnbHO OIpere-
neH (peHOMEH IMOpPHOHANBHON MHAVKIIMH. ABTOPbI HCMONB30BANU 3apO-
AbILIEH ABYX BHA OB TPUTOHOB, Pa3NHyarolIuXxcs [0 OKpacke IMOpHOHANb-
HbIX TKAaHEH, YTO MO3BONSNO MPOCNENUTE 3a CyALOOH KJIEeTOK NpH TpaHC-
nnanTayuu. Ha crapuu panHel racTpysibl H3 ofHOTO 6onee “TeMHOro” 3a-
pOABIIIa BbhIpe3aNlH y4acToK Oyayweil (Mpe3yMITUBHON) XOpAOME30fep-
MbI (TaK Ha3biBaeMas “miop3anbHas ryba 6nacronopa”) W HMITaHTHPOBA-
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I'anc llnmemarn (Hans Spemann). AB-
TOp OTKpbITHSI (eHOMeHa 3IMOEpHO-
- HaJIbHOM WHOYKLMU B pa3BHTHIL MO3BO-
Tt Lo HOYHBIX (¢poTorpachust u3 cemelHOrO
’ * apxuea ceiHa Ulnemanna). Beigaroruufi-
cs1 HeMelKHii I9MOPHOJNIOT, YbU OTKpPbI-
I THS oNpeAeNUIM MHOTHe HanpaBleHHs
IKCNepHMEHTANbHOI  3MOpHONOrUM

s B XX Beke.

. o JIK €r0 B BEHTPaJbHYIO 3KTOJepMY

T | Gonee ‘‘cBeTnOro”  3apojmilia

(puc. 3.2). B HOpManbHOM pa3BH-

THH BEHTpasnbHasi 3KTOAEpMa faeT

Ha4yano MOKPOBHOMY 3MHUAEPMMUCY,

He yd4acTByeT B (OpMHpOBaHUH

HEPBHOII CHCTEMBbI U HE COIEPXHUT

HEHpAaNbHBIX KIEeTOK-NpealecT-

BEHHUKOB. B pesynbTaTte y 3apo-

AblLIA-pelUNUEeHTa HaObnoaanu oOpa3oBaHUE JIBYX OCEBBIX KOMILIEKCOB:
OIHOTO — KaK OOBIYHO, Ipyroro — Ha MecTe UMIUIAHTAllUH JONOJHUTEN b-
HOHM pop3anbHO¥ ry6si 6mactonmopa. Kaxmeiii oceBoil komMnnekc couep-
’Xall 3a4aTOK HepBHOI1 cucTeMbl. B HanGonee ygayHbix cnyyasix ¢opmu-
poBanich “yaBOCHHBIE” THYUHKH, HAMOMHHAIOIIHE CITaMCKHUX OJIM3HELIOB.
IM'icronoruyeckyili aHanu3 Moxkasan, YTO MMINATHPOBaHHasl Op3anbHas
ryba 6nacronopa cioco6Ha peKpyYTHPOBATH 3KTOiEpMalibHBIE KJIETKH 3a-
PONbHLA-DENUNHEHTA K BHIMOJIHEHHIO HE CBOXCTBEHHLIX UM (DYHKLHIT 3a
CYET H3MEHEHHUs] THITUYHOTO [17151 HUX HanpaBlenus qudgpgepenposkr. B
pe3ynbTaTe B npefienax 3KTOAEpMaIbHOrO M0Js 3apofbllla-peUMIUEHTa
G OpPMAPYIOTCST ME3OlepPMANILHBIC TKaHU (MBILLIEYHBIE COMUThI), BTOpPHY-
Hasl KHMILKa U 3a4aTOK LEHTpallbHOH HepBHON cuctemMbl. Ho 4To camoe
HHTEPECHOE, UMIUTaHTHPOBAaHHAas Jop3anbHas ryba 6nacronopa He TOJb-
KO MHAyLApOBaNa pa3BUTHE 3THX pa3HOOOpa3HbIX TKAHENH, HO U ONpefe-
nsina nepemHe-3afdHIoI MONSPHOCTH MHHU-3apOofbIlla, T.€. MPOCTPaHCT-
BEHHO “OpraHH30BBLIBana’ pa3BUTHE HHAYIIHPOBAaHHOIO 3apOJbILa—IBOi-
HuKa. UMEHHO MO3TOMy HOp3anbHYIO ry0y GracTonopa paHHel racTpylibi
amcubuil cTand Ha3biBaTh “‘OpraHM3aTOpoM”, a B MOCIEOHHE TOMbL. B
YecTh MEPBOOTKPLIBATENS €€ HHAYIMPYIOIIMX CBOMACTB. — IUMEMaHHOB-
ckuM opraum3aTopoM. Kceratu. 3a 370 otkpbeitie I'. lllmeManny Obina
npuceoeHa B 1935 r. HoGenesckasi mpemust — neppasl 4 [OJIIOE BpeMs
enuHcTBeHHass HoGeneBckas mpeMust 3a uccnegoBanust B o6nactn aMO-
puonorun. Hy a uto cnyuunoch ¢ Xunbno#i MaHronie — OCHOBHBIM COaB-
TopoM I'. lllnemanHa? IMouemy ee uMeHH HeT cpenH naypeaTtos HoGenes-
ckoit mpemMun? COBpeMEHHIKH OTMEYalOT, YTO 3Ta MHUINasi, OT3bIBUKBAs]
>KEeHIIMHa o6nanana GONBIIUM HAay4YHBLIM HMOTEHOMAlOM M Oblla 61ecTs-
IMHM 3KkcrepuMeHTaTopoM. Henennlil cyyail obopBan €€ XU3Hb [1Ba ro-
[a CITyCTsl MOCNE 3aBepPILEHHs] OCHOBHEBIX OnbiTOB (1921-1922), Hesaponro
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Puc. 3.2. [TpunuunnaneHast cxeMa onsita I'. lnemanna n X, MaHronba (Tak Ha3biBa-
eMblii organizer experiment; Hcnionb3oBanbl pparmMeHThl pucyHKOB n3: Gilbert, 1997).

| — 3apopbILl- JOHOP JOp3anbHOi ryobl 61acTonopa: 2 — 3apofblil-peMIHEHT HMIIAHTHPOBAH-
Holi fop3anbHOI ry6e1 GnacTonopa: 3 — THUMHKH-IBOIMHIKY. KaX/as 3 KOTOPBIX CONEepXXNT no-
MHMMO APVIUX CTPYKTYP XOpOLLO pa3BUTYIO HEPBHYIO CHCTEMY.

710 BbIXOMa B cBET X coBMecTHOH ¢ I'. IllmemanHoM craThu (1924), noces-
1IEHHO 9MOPUOHANBHOMY “OpraHu3aTopy’.

B 1932 r. rpynna uccnenoBaredeil, Bosrnaensiemas . llnemanuom, akc-
[IEpAMEHTANBHO IEMOHCTPUPYET, UTO: (1) HHAKTHBHPOBAHHBIE HATPEBAHHEM
TKaHH “OpraHH3aTopa’’ COXPaHsIIOT CBOM WHAYLNUPYIOLHE CBOMCTBA NMpPH HX
HMIJIAaHTALUK B BEHTPaNbHYO 3KTOAEPMY; (2) KyJbTypalibHas cpefia H3-Nop
U30JHPOBAaHHOIO “opraHn3aropa’ obnajaeT HHOYLUHMPYIOWEH aKTHBHOCTHIO.
CTano scHO, YTO HHAYLMPYFOLLHE CHrHAJBI “‘OpraHu3aTopa’ NOJXKHB HMETh
XUMHYecKyro npupofy. C 3Toro MoMeHTa npedNpHHHMAFOTCSI HEOTHOKPAT-
HBIE NONBITKH HAEHTH(PUIIMPOBATh HHIYIIMPYIOLUHE MOJIEKy b, ONpENelInTh
HX CBOHICTBAa M MEXaHN3MBI JICHiCTBYSL. 3Ta TPyJOEMKasl, OIYac repouveckast
paboTta no 6GnoxuMmuyecKoMy (hpakilMOHUPOBAHHUIO OECKIIETOYHBIX 3KCTPAK-
TOB U3 IMOPHOHANBHBIX TKAHEH OCJOXHSNACH TAKXKE HECOBEPLUCHHOH H
TPYAOEMKO# cHCTEMOH OMOTECTHpOBaHUS MONYYeHHBIX ppakuuii. B coot-
BETCTBUH € UCXONHBLIMHU NanHbiMU Illnemanna u Masronbep (1924) B kayecT-
Be 9MOPHOHANILHON TECT—TKAHH HCNONbL30BANH BEHTPANBHYIO 3KTONEPMY
paHHefi racTpynbl am¢uOni. 3Ta 3KTOIEepMa ee 10 MCTPYJibi KOMMHTHPO-
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Xunspa Manronsn (Hilde Mangold:
ypoxenHas Proscholdt) — ocHoBHOI co-
aprop I. IllneMaHHa NO M3y4YeHHIO
CBOACTB “opraHu3aropa” B Ppa3BHTHH
amcubmit (u3: Fabler P.E., Int. J. Devel.
; : Biol. 1996, v. 40, p. 49-57). Kak orme-
i yaet Bukrop I'amGyprep, X. Manronsg
GnecTslle BLIMONHANA CAMBIE CIOXHBIE
MaHUNYNSLUNA N0 nepecagkaM 3IMEpHO-

“ o HaJIbHBLIX TKAHEM.

e BaHa K pa3BUTHIO B snuiepMuc. [log
BIUSIHHEM “OpraHu3aTopa’” BEHT-
panbHasi 3KTOJlepMa yTpauuBacT
cnoco6HOCTL K CHHTE3y I3MUAEP-
ManbHBIX MapKepoB (IMUMYLUH, He-
KOTOpbIE IIMTOKEPAaTHHb), U B HEH
HaYHHAIOT OOHApPY>XUBAThCSI TPaHC-
KPHITTBI Hefipocriennpuyeckux re-
HOB, XapaKTEPHbIX B OCHOBHOM NSl
NEPEJIHETO U CPEAHErO MO3ra (Tak Ha3biBaeMasl NiepefHe-TOJIOBHasl, MITH ap-
xeHuedannyeckas, uHaykuust). Ilo ananorvu c Drosophila, MOXHO ToBO-
PUTh, YTO “OpraHu3aTop” NPHMBOAWT K HefpalbHON TPaHCAETEPMHHAIWH
BEHTPANbHOH 3KTOAEPMBI TacTpylibi, T.€. K “NEpPEeKNIOUCHUIO” € 3MHACp-
ManbHOW Ha HelpanbHyIO g epeHIINPOBKY.

B cBsi3M ¢ 3TUM yMECTHO MPEACTABUTH psifl (POpPMaJBHBIX ONpefeNeHH
MHAYKIIMOHHBIX B3auMOAeMcTBUfl. B mepBoM npubnu>keHuu nop 3aMOpHO-
HaNbHON HHYKIJMEH MOApa3yMeBaeTCsl CUTYalusl, B KOTOPOH MyTh pa3BHTHS
OJTHO#1 KJIETOYHOM NOITY NISI{HH KOHTPOJUPYETCS CUTHAIAMH, NOCTYAKUMH
OT JIPYrOf IpyInnel 3MOpHOHaNbHBIX KeToK. I1o cBouM mocnencrBusiM 3mM0-
pUOHANBHBIE HHAYKIMH MO>KHO NOJIPA3/ICIUTh Ha JiBe GOJBLIME MPYNIILL: [H-
pEKTHBHbIE (MpefNNChIBAIOIINE) W NEPMUCCHBHbIE (pa3peliaironme). 3Ta.
npennoxkeHHas Jlaypu CaxceHom (Saxen) knaccHdukalps, HECMOTPST Ha
KPHTHYECKHE BBICKA3biBaHHsl, OKa3anach yJOOHOH B NOHSTHIHOM CMBICIIE U
MOJYYHNa NMOTBEP>KIEHHE BO MHOTUX 3KCNEPUMEHTANbHBIX cuTyauusix. Pa3-
JIMYHE MEXY MUPEKTUBHBIMH M NEPMUCCHBHBIMU WHYKUHMOHHBIMH B3aUMO-
JefCTBUAMH YKJIaJIbIBa€TCsl B OYCHb NPOCTYIO cxeMy. B ciyyae nepmMuccus-
HOM HHAYKLWH OTBEYAIOIHE KINETKH O] BTUSHHUEM Cnel{H(pHIECKOro CUrHa-
Jla HAYMHAIOT CBOO, NPEAIUCAHHYIO HM paHee. fudhepe HLHPOBKY; B OTCYT-
CTBHE CHIrHaNla TaKHE KJETKH HE CIOcOOHBI K pa3BUTHIO. TakHM oOpa3oM,
NIEPMHCCHBHBLIE WHAYLMPYIOIINE CHTHANBI JIHLIE pa3pellialoT peanu3aluio
yXe UMerollelicst mporpaMMbl AU EepeHIIMPOBKH JAHHOW TPYNIBL KJIETOK.
B cnydae gupeKTHBHOI HHAYKIWM NPOUCXONUT Ka4eCTBEHHOE M3MEHEHHE
NporpaMMbi pa3BHTHS KieTOK-MuUIeHef. Ecau no kakuM-nn6o mpuumHam
pearupyrouine KIeTKH “yCKONb3aloT W3-NOA AMPEKTUBHBIX CHTHAJOB, TO
OHH CrIOCOOHBI CIIEHOBATh B AaJbHEHUIIIEM MO NYTH CBOEH HCXxOOHOI mudde-
peHpoBKU. HeTpygHO 3aMeTHTh. UTO Hefipanusyromasi aktuBHocThb ne-
MaHHOBCKOTO “OpraHu3aTtopa’ XOpoUIO BIUCLIBAETCS! B ONpeAeTeHHe AUpe-
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KTHBHBIX 9MOpHOHANbHbIX UHAYKIMA. Tak, akTogepMa ractpynsl amcbnoui
MpH €€ U3OMALNH OT UHIYLUPYIOIINX BIHSIHHUIA “OpraHu3aTopa” crmocoOHa K
“camonudepeHpoBke” B 3nugepmuc. “OpraHu3zaTop” OTMEHSIET 3Ty
nporpamMMy gu¢ppepeHIUPOBKH U NMPENINHUCHIBAET IKTOJEPMaNbHBIM KIIET-
KaMm HeHpanbHbIA NyTh pa3BUTHSI.

IlIneMaHHOBCKHH “OpraHM3aTOp” CEKPETUPYET KOKTEHNb pa3mHYHbiX
CUTHANBbHBIX MOJIEKYJ, KOTOpbie MHAYIMPYIOT B OTBEYalowWeH 3IKTOMepMe
o0pa3oBaHHE Kak HEpBHOH TKaHH, TaK U MPOU3BOAHLIX Me3ofepMbl. Ilpu
3TOM (hOpPMHUPOBaHHE HEPBHOH IMMACTHHKH SIBJISIETCSI, TIO-BHIUMOMY, CYMMH-
PYIOIUM PE3yNnbTATOM JIBYX COMNPSKCHHBIX MPOIECCOB: HMHTHOMPOBaHHSA
annpepManbHol U ghepeHIUPOBKH U aKTHBHPOBAHUS HEHpanbHOW MpO-
rpaMMBbl pa3sBUTHS! B KIIE€TKax 3MOpHOHaNbHON 3KTOEPMbI.

Hejipaabnasi MHRYKIHs: MOJIEKY/IbI-AKTHBATOPHI
Bubix0o0 u3 3acmotinozo nepuoda

Pa6oTs! T'. IllmeMaHHa U €ro LIKONbI MpOOYIUIH XHBOH HHTEpPEC K NPO-
OnemaM 3MOpHOHanbHOH UHAYKLUH. HeckonbKO Hay4Hbix naGopaTopuii B
I'epmanny, Aurnu, lonnanpnn u PUHNSHAMM NPUCTYNMHIH K MMOMCKaM HHA1Y-
IUPYIOUIMX areHTOB, UCNONb3ysl B KAYE€CTBE TECT-TKAHU 3KTOJIEPMY paHHEH
racTpynibl ampubHii. B0 MONy4YeHO MHOro pe3ynsTaTOB, YTO, OHAKO,
MPHBEIIO He K TpuyMy, a K 3abeenuto uaen lllnemanna. Oka3anock, YTO He
TOJIBKO “KUBBIE WMIH “yOUThie” 3MOpHOHANBHbIE 3a4aTKH-OPraHH3aTophl,
HO M MHOTHE JJPYTHE TKaHH H OpraHbi B3pOCIIbIX XXHBOTHBIX. a TAKXKE Ppsifj Op-
TaHHYECKHUX H HEOPraHM4YECKHUX BELIECTB CNOCOOHLI NPOBOIIIPOBAThL Helpa-
NU3alIo 3KTOAEPMBE B 3KcrepruMeHTe. Pa3zHooOpa3ue 3THX arcHTOB W HX
IIHPOKOE paclpOoCTpaHEHUE B TKaHSIX MHOIHX >KHMBOTHbIX He MOMaBajioch
palMOHaTbHOMY OO BACHEHHIO, YTO MPHBENO K CMYIIECHHIO B Psiflax NOCHENo-
Batenell lllnemanHa U mMOCTaBUIO NOJ COMHEHHE (heHOMEH HeHpaJbHOM WH-
NYKLHH.

B pesyneTaTe BenyiuMe sMOpuonornyeckue nabopaTopjin NoCTEMeHHO
yTpaTUIN HHTEpeC K MOJOOHbIM HCCIeOBaHusIM. JIMIIb OTAEbHBIE TPYTITb
3HTY3HacTOB MPOJOXKANA NOUCKH MOJIEKYJISIPHBIX MOCPE/IHMKOB MHAYKIH-
OHHBIX B3aMMOAEHCTBHIL. OHAKO UX YCHNIMSI HE NPUBOOUIU K OLLYTHMbIM
pe3ynbTaTaM. XOTs yXe OBbIIO SICHO, UYTO HelpanbHbie HHIYKTOPH HMEIOT
OENnKOBYIO NPHPONY, OOHAPY>XUTh COOTBETCTBYIOLIME MOJEKYNH Y 3apOfibl-
11e# MO3BOHOYHBIX HE ynaBanochk. ['naBHasi npH4KHa 3aKkmoYanach B He3Ha-
YUTENILHOM KOHI|EHTPALMU 3TUX PEryAsSITOPOB B 3MOPHOHANBHBIX KIIETKAX H
B HUYTOXKHBIX KOJNMYECTBAaX HCXOMHOI TKaHHU “OpraHu3aTtopa’.

Crpemsics 000ITU 3TH METONHYECKHUE 3aTPYIHEHNs], TPYTINA HCCELOBa-
Tenell, Bo3rnaensieMas XefnnieM TunemannoM (Heinz Tiedemann), mpennpu-
HsITIA MOTBITKH 3KCTParupoBaTh HEHpanu3ylolfe areHThb! He U3 OTAENbHBIX
IMOpHOHANBHBIX 3a4YaTKOB, a W3 LENbIX 3apofibiueld amcpubuii, yro, no
Kpa#Heil Mepe, NO3BOJSNO MONYYUTh CTAPTOBBi MaTepUan, JOCTATOYHBIH
AJisl IOCTIEMYIOIErO MHOTO3TAMHOTO OHOXUMHYECKOTo (hpaKIIHOHUPOBAHHS.
3ToT npueM onpaspan cedsi: GbUTH NMONyYeHbl YACTHYHO OYHLIEHHBIE GeNKO-
Bbic (ppakiiy, BhI3bIBAIOWIIE 06pa30BaHIC HEPBHOI TKAHU B 3KTOIEPME ra-
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Xeitnny, Tupemann (Heinz Tiedemann) — u3-
BECTHBIH HEMEIKHII OHOXHMHK H MOIEKY-
NAPHBIA GHONOT, OIHH H3 OCHOBaTeneH OHO-
e v XIIMITYECKOrO HaNpaBfleHns B HCCIIENOBAHIN
) > aMOpHORANBLHON HHAYKIHH. Ero HeGonvluas
HayyHas rpynna ¢Moria BIepBhie B MHpPE
Z - BHIIENHTEL H3 3apONbIUIEll OYHUIEHHBIH [O-
. o NMHNENTARNbH] PaKTOP. CHOCOOHBIHN HHAYIH-
S { . pOBaTh NPOH3BOJHBEIE ME3OJEPMbl H 3HTO-
nepmy. INospuee OBINO MOKA3aHO, YTO 3TOT
¢hakrop cxopeH ¢ akTHBHHOM. C 1967 no
o 1991 r. Tupemanr Bo3rmaensn MucturyT
' OHOXHMEH H MONEKYAspHO# 6nonorun Ceo-
Gopsoro ymusepcuteta B Bepmuwe. Brm-
XaflIHM NOMOLIHAKOM H COaBTOPOM B T€
roabl Obina ero xena Xunwperapn Tupe-
mann (Hildegard Tiedemann), npoBoauBLuas
OHOTECTUPOBAHHE MHAYLHIpPYHOLIEH AKTHB-

HOCTH OenKOBBIX (hpakiuil.

cTpysbl amubuil B 1030BOH 3aBucuMOCTH. OpHako ¢UHATBHAST OYMCTKA
HENpanu3ylolux (akTOpOB He Obina NOCTHTHYTA U, CIENOBATENBHO, MX
CBOMCTBA W MEXaHN3MBI IEAICTBHSA CITV>KWITH ITPeIMeTOM ISl IOBEPXHOCTHBIX
CIEKY AU,

MbI n136panu HHOH MOAXOM, OCHOBAHHBIA HA TOHCKAX HE “€CTECTBEH-
HbIX” HHAYKTOPOB, 3KCNPECCHPYIOILUXCS B LIMEMAaHHOBCKOM “"OpraHH3aTo-
pe” amcduouil, a HX PYHKIMOHANBHBIX aHAJIOTOB, KOTOPBIE. KaK MbI TIPEIIO-
Jarajgd. MOTYT CHHTE3HPOBATLCSI B HEHpaJbHOI TKAaHH 3apopbillla Ha Npo-
ABHHYTBIX CTANUAX 3MOPHOHANBHOTO pa3BUTHS WIH BO B3POCIOM T'OJIOBHOM
Mo3re. bonee TOro, Mbi HCXOAMNH U3 cOOOpaXkeHust 00 OTHOCHTENLHO HEBbI-
COKOI1 BUIIOBOH CHELU(PUYHOCTH HEHpaNbHbIX HHIYKTOPOB. IMEHHO MO3TO-
MY B KayecTBE TKAHEBOIO HCTOYHUKA Mbl OCTAHOBHIIH CBOH BbIOOp Ha TIeper-
HEM MO3re KYPHHBIX 3apOABILIEii, YTO NO3BOJSIIO ONYYaTh 3HAUHTENbHbIE
KOJIMYeCTBa HEPBHOM TKaHM Oe3 NpuMecell ApyruX TUNOB KIeTOK. Buore-
CTHPOBaHHE IKCTPAKTOB M ¢hpaKLHil H3 FOJIOBHOTO MO3ra KYPHHBIX 3apOfibl-
LIell TPOBOMNN HA IKCIINIAHTATAX 3KTONEPMbI PaHHEH racTpyJbl aM(puOHiL.
ITepBbie pe3ynbTaThl KA3a:TUCh HAM MHOrOO0€IIAkOIIMME: Ob1nl HueHTHhH-
LUpOBaHbl HEHpanH3ylolue (PpaklUH, COpepKalliie HH3KOMONEKYNsIpHbIE
TIOJIUTENTHBL, NPOSBISIIOIIME CPENCTBO K renapiHy. OnHako Ha (pHHAIbL-
HBIX 3Tamax OYMCTKM Heflpanu3yloiiasi akTHBHOCTb 3THX pakuuit nubo
TIOJTHOCTBLIO VTPAYHBANach, MTHOO 3HAUUTENBHO CHHXKANACh.

He nye o6ctosino geno H ¢ naeHTHdHKALHER fPYTUX HHIYLIIPYIO-
LIHX areHTOB. Onpepestoux quddepeHNpoOBKY NPON3BONHBIX Me30- H
aHTOfEpMbI. Bee yatie u yaiie cTasH BbICKa3bIBaThCSA COMHEHHSA B pealib-
HOCTH CYIIECTBOBAHHSI MOJEKYJISIDHBIX NOCPENHHKOB 3MOpUOHANbHBIX
MHOYKIMA. TPAKTHYECKH “BBILLIH U3 MO MyOJNUKALHH Ha 3Ty TEMY B
MeXXIYHapOIHbIX XypHanax. B pe3ynbraTe HeOMHOKPATHBIX OOCY>KeHHIl
aroit cutyannu c JI. Cakcenom A.T. MuxafinoB NpHilIEesN K BbIBOY O He-
OOXOIUMOCTH KPUTHYECKOH PEBH3UH HAKOIIIIEHHOTO 3KCIIEPHMEHTAIBHO-
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3acToifHble BOCBMHAECIThIE: JUCKYCCHH O IPHPORE M MOJIEKYISPHLIX MOCPEHY-
KaX aMOpHOHANBLHON HHEIYKLUHH NPONOIDKANUCh H B rocTenpuUMHOM jome JI. Ca-
KCEHa, pacnonoXeHHOM HEANEKO OT OTAENa naToNorui XenbCHHCKOro VHHBEp-
cureta. Cnpasa mpogeccop JI. Cakcen, cnesa npogeccop A.T. Muxaiinos
(“Sasha™, Kak Bce mMeHs 3Banmu B XenbCHHCKOM yHHUBepcuTeTe. — A.M.). He Tonb-
KO TaJIaHT, IPYIHLHS H JIOMHKA, HO H TEXHMYECKOE MacTEPCTBO U 3HAHHE “TIOJIBOJ-
HBIX KaMHeH ™ 3KCNepHMEHTaNbHOM “KYXHHI™ 103Bonunu JI. CakceHy BHIIBHHYTh
PsIA OPMIMHANBHBIX THIIOTE3 O MEXaHH3IMaX 3MOPHOHANLHON MHIYVKUHH, OKAa3aB-
KX BIMsIHIIE HA MHOIMX HCCnefoBaTeneil, paboTaBlUux B 0OnacTH 3KCNEPHMEH-
TaJbHol 3MOPHOIOrHH IIO3BOHOYHBIX.
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ro Matepuana B o6nacTy 6MOXUMHHM 3IMOPHOHANbLHON HHAYKIHU. B cBOEM
o63ope: “MopdoreHbl: 3KClepUMEHTANbLHASA HITIO3WS UK peabHOCTh?”
(“OnTorenes”, 1984), OH OTMETUN TPU OCHOBHLIX MOMeHTa: (1) HeoOXo-
IUMOCTb MHOTO TE€OPETHYECKOTO OCMBICIEHHUS! (hbCHOMEHAa IMOPUOHATIbL-
HOI HHIYKU UK HA OCHOBE MOJIEKYNSIPHO-TEHETHYECKHX 3aKOHOMEPHOCTEH
pa3BuTHS; (2) HEOOXOMUMOCThL MOJIEKYJSIPHO-OMOXUMUYECKOrO aHau3a
CBOIICTB OTBEYAIOLIUX KJIETOK A0 H MOCIE UHAYUMPYIOLIUX BO3NEHCTBUIA;
(3) HeOGXOOHUMOCTH TECTHPOBAaHHS (PAKTOPOB U3 [PYTHMX TKaHEH, BKIIO-
yasi M [OCTYNHbIE OHONIOrMYeCKH aKTUBHbIE MOJIUNENTHIBI, Ha UHIYLUDY-
IOLIYI0 aKTUBHOCTb, T.€. CTpaTerusi, OCHOBaHHAas Ha NMOMCKaX (PYHKIIHO-
HalbHBLIX aHAJOrOB 3MOPUOHANbHBIX HHIYKTOPOB. DTa nmyOnukauus Obi-
Jla BCTPEUYEHA B HaLlIEl CTpaHe C ONpeneieHHbIM CKENTAIA3MOM.

BMmecre ¢ TeM psii 3apyOeskHbIX OHONOTOB Pa3sBUTUS U, B YACTHOCTH,
Jxxonatan Cnak (Jonathan Slack), caM akTHBHO paboTaroiuii B 0611acTH IM-
OpHOHANBLHON MHAYKIUM, OOpaTH/ BHHMAaHME Ha TO, YTO MOMCK (PYHKIMO-
HaNbHBIX aHAJIOTOB 3MOPHOHALHBIX HHIYKTOPOB CpeNiy yKe OXapaKTepH30-
BaHHBIX OHOJIOTHYECKM aKTHBHBIX (PaKTOPOB — HaUGONee peabHb MOIXON
K pewennto npoonemsl. ITpouuto Beero tpu roga, u JIx. Cnek nokasan, 4ro
Tak Ha3blBaeMblilt “pakTop pocra ¢ubpobnactoB” (Fibroblast Growth
Factor — FGF), BolgeneHHbIi U3 rOJIOBHOIO MO3ra Obika, OKa3blBaeT MOILHOE
UHIYLHPYIOLee BO3NEHCTBHE HA IKTONEPMY racTpynbl aMgubuii. BbI3bIBas
¢opMHpOBaHUEe B HEH Me30HepManbHbIX NPOH3BONHLIX (Slack et al.. 1987).
Takum 06pa30oM, BrEpBbIE MOCTE OTKPBITHS “OpraHu3atopa’ ObLIO ONHO-
3HAYHO MPOJIEMOHCTPHPOBAHO, YTO MHANBUAYAIbLHLINM MOJUNENTH/|, OTHOCS-
LHICSl K pOCTOBBIM (PakTOpaM, MOXKET UMMUTHPOBATh €r0 aKTHBHOCTD H W3-
MEHATH Cyb0y IKTOEPMAJIbHBIX KIETOK B 3MOPHOHAIBHOM pa3BHTHH TI0-
3BOHOYHBIX.

IMoutH opHOBpeMeHHO co cTaTthell JIk. CneKa nosiBUICS psAx APYrHX Co-
OOIIEHUI O TOM, YTO CyNepHAaTaHTbl W3-TION Pa3J/IMYHbIX KIETOYHBIX THHUMA
TaK>e XapaKTepHU3yHTcA Me30onepManu3yroliel akTHBHOCTBIO. [TOCKONBKY
KYJBTUBMPYEMBIE N Vitro JIMHUU CEKPETUPYHOT cnenudryecKue MONMNern-
THIHBIE (PAKTOpPHI, PETYIHpPYIOHME (MO ayTOKPUHHOMY MEXaHM3MY) NPONH-
depanuio U BbIKUBAHUE KIETOK, MPENCTABISIIOCH BIIOJHE JIOTMYHBIM MPO-
BEPHTH, CITOCOOHBI T Takue (hakTOpbl OKa3blBaTE Helpamu3yrollee BIIHS-
HHe Ha 3KTONEPMY racTpyibl amcpuduil. [lonroe BpeMst aTOT NONXON He PH-
HOCHIT OKUIAaeMbIX pe3ynbTaToB. TeM He MeHee, aTa cTpaTerHs Bce Xe OKa-
3aJyach IIONOTBOPHOM U MpUBeNa K UAeHTU(UKALKU GeTKOB, 00Iaarolix
HeHpanu3yrolleidl aKTUBHOCTBIO. 3TO, B CBOKO OY€peNb, MOBIEKIO HIEHTH-
¢UKaLKIO H KIIOHUPOBAHUE COOTBETCTBYIOLIMX I€HOB, H3YUEHHUE UX IKCIPEC-
CUM B IUTNEMAHHOBCKOM “OpraHM3aTope’’, HHAYKIMIO MX THIEP3IKCIPECcCHH
U GJ10Kany aKTHBHOCTH TAKUX T'€HOB B Pa3BUTHM U T.1I.

Takum 06pa3oM, KaK ¥ Tpeqnonariiock, BLIXON NPOGIEMbl 3MOPUO-
HanbHON HHOYKIMM W3 CTarHanuu OCyulecTBHICA Gnaropaps maeHTH¢pUKa-
[[HH COOTBETCTBYIOIIUX MOJIEKYJSPHBIX MEHATOPOB. YTO MOBJEKIO 3a CO-
00i1 ENYI0 CEPHI0 TOHKHX, ONECTSINUX IKCIEPHMEHTOB, 3aCTaBHBLIMX MO-
HHOMY TPaKTOBaTh NMPOLECCHl HEHPATBHOR JeTEPMUHAIUK ¥ MU gepeHI-
POBKH B 9MOpHOHAIbHOM Pa3sBUTHH.
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Helipaabhble UnOyKmMopbl-aKMU8amopbt

EcrectBenHbie Helipanuayrolye (pakTophl MNEMaHHOBCKOTO “OpraHn-
3aTopa” OTHOCSITCA K pa3psifly CEKPETHPYEMBIX W CHOCOOHBIX K nudgy3un
curHanbHeIX Monekyn. Haubonee ueTKo 31O ObiJIO NMPOAEMOHCTPHPOBAHO
rpynnoii ¢huHCKuX uccnepoBaTeneil nmpu yuactun Jlaypu Cakcena u Cyno
ToiBoHena (Sulo Toivonen) B U3SIIHBIX 3KCHEPUMEHTaX NO pa3fe/IeHUIO K-
TomepMbl M ‘“‘opraHm3aTopa” (gopcanbHasi ry6a GrmacTonopa) TPHTOHOB
(pnnbTpaMu pa3HOM TOMIMHEI U C PA3HYHBIM pa3MepoM nop (TaK Ha3blBa-
eMas “TpaHcUNbTpOBass™ HelpanbHas UHIYKIUs). ITocne HECKONbKUX Ya-
COB “TpaHC(PUIILTPOBOTO KOHTAKTa™ 3KTOHEepPMAaJIbHbLIE 3KCIIAHTATHl OTAE-
TSN OT (PUILTPOB H KYJIBTHBUPOBANH OTHENBHO; NPH NOCAENYHOILIEM THCTO-
TJOTMUEeCKOM aHaNN3€ B HUX ObIN OGHApPYKEHbI TUMWYHBIE NEPEIHE-TONOB-
Hbie KOMILIEKCHI (puc. 3.3).

Kanmnnatst Ha ponb €CTECTBEHHBIX HEHPANM3YIOIMX areHTOB [OJKHb!
OTBEYaThb, 0 KpadHell Mepe, ABYM TpeOOBaHUSIM: OHH JTOIDKHBI IKCIIPECCU-
poBaThHCA B LIMEMAHHOBCKOM “OpraHH3aTOpe” M OTHOCUTHLCS K CEKpETHPY-
MbIM OenkaM, crnocobHbIM K nughdysuu. OpHUM U3 NepBbIX TakKHX OENKOB
OKa3aJcsl CeKpeTUPYeMbIil MOMMNENTHI HOITHH (noggin). I'eH HOITHHA 3KC-
MIpecCHpYETCs B IUNEMAaHHOBCKOM “OpraHu3aTope” H H3Ha4aabHO Npefnona-
ranoch, YTO HOITHH NPMHHMAET Y4YacTHE B PerMOHANTU3AIME Me30[ePalbHO-
ro niacta, cnoco6cTyst popMupoBaHHIo XOpabl. OHAKO ONbITHI 10 HHHEK-
nun MPHK HOrruHa B OILNOAOTBOpPEHHBIE sIHNAa WIH HONOCTh paHHHX 3apo-
nbiiel aMpuOUil BLISIBIIIH COBCEM HHbIE 3¢h¢pekThl. B mepBoM ciyuae Teno
3apofbIIEH COCTOANO MPEHMYILECTBEHHO U3 F'OJIOBHOTO OT/ena (orcona u
Ha3BaHue (akTopa; OT aHIJL. NOgEin — royIoea). Bo BTOpOM TuHMe ONBITOB Ha-
Omiofany BbIpa>KeHHYHO Hepanu3aniioo 3KTONEPMAaNbHbIX KIIETOK.

3aTteM ObLIo 0OHAPYXKEHO, YTO OfHA U3 TPaHC(POPMUPOBAHHBIX KIETOY-
HBIX JIMHUIT CEKPETHPYET HOITHH B KYJILTYPAJbHYIO CPE/Y, UTO 3HAYUTEIILHO

Cyno ToiBoren (Sulo Toivonen) — oc-
HOBaTenb 6Monoruu pa3sutusi B Gugr-
asugun (13: Leikola A., Int. J. Devel.
Biol., 1989, v. 33, p. 15-20). B 1940 r. . EY
OH TIPOAEMOHCTPHPOBAJL, UTO 06pa3o- s .
BaHHE Pa3NVYRBLIX OTNENOB HEPBHOMH .
CHCTEMBI (TIepeIHUi, CPeRHHH, 3aJHHI
H CNIHHHOW MO3r) perynupyveTrcs pas-
JIMYHBIMH HHIYUHPYIOIMMH BIIMSHHSI-
MH, KOTOpbIE HMEKT, BEPOSITHO, Gen- )
kosyto npupony. C 1960 r. — pykoBo- N «2
AuTENb OTAena (pHIHONOrHUECKOH f
300n0ruu XenbCHHCKOIQ YHMBEPCHTE- ¢
Ta (B 3TOM OT/leJie HAa4YUHAI HAYYHYIO -
kapeepy JI. Caxkcen). C. ToiiBonena
oTnnyana KpatiHsisi 1[eneTHIBHOCTEL B ¥ e /
O1ieHKe paboT JPYTHX aBTOPOB, ROOPO- '
KeNnaTeJlbHOCTh 1 FTOTOBHOCTE MOMOYb

KOJLIeram. a ' /!
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Puc. 3.3. Mupykupst Tak HasbIBAEMBIX “TIepeHe-TONOBHBIX KOMINEKCOB' B 3KTONED-
Me racTpyJibl amcpuOnii.

I - xpyctanuk: 2 ~ rnas (ceTyarka ¢ IUTMCHTHEIM SIUTENHeM): 3 — TKAHBL MO3Ta: BUIHO Pa3fe-
neHne TKaHH Ha “cepoe™ (HellpOHB1) H “Genoe™ (1X OTPOCTKY) BELIECTBO.

YIOPOCTHIIO €70 BhIIENEHNE B YMCTOM BHie. OUUIIEHHbIH BeTOK HHIYIHIPO-
BaJl B 9KCIIJIAHTATaX IKTONEPMbI FACTPYJIbl HEPBHYHO TKaHb 6€3 KaKuX-JIHHO
PH3HAKOB Me3oaepManbHbiX utcepeHuHpoBoK. IIpr 3TOM. OOHAKO, Bhi-
ABUJIOCH OTHO cnaboe 3BEHO: HOITHH OKa3biBaeT Helpamusyromuil aggekT
NpH HAHOMONSIPHBIX KOHUEHTPaUMsIX B KyNbTYPalbHOM cperie, TaK Kak “Tu-
[NHYHblEe" CUTHaNbHblE MOJIEKYJNbI (HanpuMep, TOPMOHBI UJIH MHTOTEHHbIE
cdakTOphl) pabOTAIOT Ha MZKOMOMISIPHOM ypoBHE. CUTyalNsi OCIOKHSIETCS U
TEM, YTO aMUHOKHCJIOTHAs! ITOCIENOBATENBLHOCTL HOITHHA HE OGHAPYXHBAaeT
obnacrell NpOTAXEHHON TOMOJIOTHH HU C OHUM H3 W3BECTHBIX OENIKOB H Me-
XaHM3M JICHCTBYSI HOTTUHA NIOKa HeusBecTeH. ITpaBna. nokasaHo, YyTo fBa re-
Ha-MMIIEHM HOTTHHA (downstream target genes), a uMeHHO otx 2 1 X1Pou 2,
YYacCTBYIOT B IIPOLIECCAX HEMpaNu3alii 3KTONEPMbI LIMOPLEBOH JISTYIIKMY.
CrnenyrolMM KaHIUAATOM HA pOJb HEHWpalbHOTO HHAYKTOPa OKa3aucs
nonunentyaHbiil daktop ¢ommicratun (follistatin). Paunee donnucratun
ObiN MAEHTH(UIMPOBaH Y MIEKOIMUTAIOLHMX KaK ceKPeTOPHbII 6€JI0K, KOTO-
Ppbiit OOKUPYET CIOCOBHOCTL HHOTO (hakTOpa, akTHBHHA (activin), cTUMyu-
poBaTh BLICBOOOXKIEHNE (DOITHKYN-CTUMYIHPYIOIIET0 ropMoHa. CBsi3biBa-
HUE W HHAKTUBALMSl aKTUBHHA — OCHOBHAS (DVHKLUA ONIMCTaTUHA Ha MPO-
OBMHYTBIX CTafUsIX 3MOPHOHATILHOTO Pa3BUTHSI H BO B3POCIOM COCTOSTHUM.
Bmecrte ¢ TeM y panHHX 3apopbilledl ampubuil 3TOT PakToOp ydacTByeT B
npoueccax HelipanbHO#N MHAyKIMH. [lokazaHo, uTO hONNMCTATHH IKCHpec-
CUpYEeTCsl B IUIIeMaHHOBCKOM “‘OpranusaTtope” M, NogoOHO HOTTMHY, MHHEK-
st MPHK ¢donmicratuna B 3aponbilin aMpuOuil BbI3bIBAET Helpanusa-
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{0 3MOPUOHANBHON IKTOHEPMBI, MpUdeM 3hEKT SIBIsIETCS [O30BO-3aBH-
cuMbiM. OgHAaKO PeKOMOMHAHTHBIA YelloBeyeckHil ¢ponnucTaThH, nodaB-
JIeHHBbI B KYJILTYPaIbHYIO CPeNy ¢ 3KCITaHTAaTaMH 3KTOJEPMbI PaHHEN ra-
cTpybl amMcuouii, He MPOSBIAN HUKAKOTO HENpaNIU3yIomero neicTBus.

HuTepecHO. YTO aKTHBHH TaK¥XKE CEKPETUPYETCH “OpraHu3aTopoM’ aMm-
¢ubHil ¥ B HU3KHX KOHLEHTpalUsAX CocOOeH NONIEP>XKUBATh 3MUEPMalb-
By nuddepeHMpOBKY 3MGPHOHANBHOI 3KTONEPMBI. 3TO HAaBeJNO Ha
MBICNTb, YTO Hefpanusyroinee pneiicTBue (POITUCTAaTHHA SBISETCS HEMpsi-
MBbIM: CBA3BIBAsICh C aKTHBHHOM, (DOJUTHCTATUH T€M CaMbIM MHTMOUPYET 3Mnu-
nepManbHyo nugpepeHIHPOBKY, YTO SBISETCS, KAK OTMEYANOCch BbILIE, Off-
HHM W3 YCIOBMI Havala Hefpaiu3aluu 3KTONEPMbl TacTpysibl aMpuOHi.
Cxkopee Bcero, Hefipamusyromuli agexT onnmuctaTiHa SIBISIETCS aKTH-
BUH-OTIOCPENOBAHHBIM (OAPOOHEE CM. CIENYIOLMIT pa3nen).

OueHb NEPCIEKTUBHBIE JAHHbIE OBLIIH NOJNyYeHbl NPH HCCIEeNOBaHUH
CBOIICTB e11le OfJHOTO CEKPETUPYEMOrO NOIUNENTH/A, HA3BAHHOTO XOPIUH
(chordin). Kak u yka3anHbie BbILIE (PaKTOPHl, XOPHAMH 3KCIIPECCUPYETCS B
1ITIEMaHHOBCKOM “opranu3atope”, u ero kJIHK okasanace HauGonee npef-
CTaBUTENBLHON Cpeny TyJia Tak Ha3biBaeMbiX “nop3o-crenucinunbix” kK THK
3TOro 3auaTka. B HOpManbHOM pa3BUTUU XOPIUH BIlEpBbie OOHAPY>KUBAET-
csl B IPE3YMITUBHOM ““OpraHu3aTope” Ha cTaguy MO3[HeH OnacTynsl, riue u
MIPOOJIKAET IKCIPECCHPOBATLES B Npolecce ractpynsuuy. Ha Gonee nosp-
HUX CTafUsIX Pa3BUTHSI €rO IKCIIPECCUs] OTPaHUMYUBAETCS XOPHOH (OTCIona
HaspaHue (haktopa). Mawekius MPHK xoppuna B BeHTpanbHyro oOnacTb
onactynsl ampubHii NPUBOAUT K (POPMHPOBAHIIO BTOPUYHOIO OCEBOTO KOM-
nnekca. MHaue roBops, in vivo XOpAuH ciocoGeH HMUTHPOBATH 3¢eKTHI,
BbI3bIBAE€MbIE€ MMIUTaHTAIMEH “OpraHu3aTopa” B BEHTPAJIBHYIO 3KTOHEPMY
3apoppiitieii. In vitro, nobaBneHne BHICOKOOYHIIIEHHOTO Gellka XOpIvHa K
KyJbTUBHPYEMBIM 3KTOJE€PMaJIbHBIM 3KCIJIAHTATAM 3KTONEPMbI racTpyJibl
MIPOBOAMT K BbIpa>KE€HHbIM HeHpaan3youmM addekTaM.

CpaBuenue xoppgHHa aMQuOuii ¢ H3BECTHBIMM TIOCIE[OBATENBHOCTSIMU
OGHApYKUIIO 3HAYHTENbHOE €0 CXOCTBO € reHOM sog Drosophila. Y 3apo-
meiel Drosophila konuyecTBO HEHPOTEHHOH 3KTOmEpPMbl PEryIHPYETCS
[OP30-BEHTPANBHON CUCTEMOI TO3HIIMOHHOH HH(popManiu. Baxxnyro pons B
3TOH CHCTEME UTPAIOT JiBa TUIA CEKPETOPHBIX TOMUNENTUIHBIX (PaKTOPOB C
AHTOrOHHCTHYEeCKHMH QyHKIUAMH. Onun 6enok KOgHPYyeTcsl TEeHOM
decapentaplegic (dpp), a ero pyHKIHOHANILHBIY aHTArOHUCT — TeHOM Short-
gastrulation (sog). Y TO3BOHOYHBIX, TOMOJIOrOM dpp sIBNISIIOTCS YJIEHbI ce-
MeficTBa Tak Ha3blBaeMbiX MOpgoreHeTuyeckux 6enkop Koctu  (Bone
Morphogenetic Proteins — BMPs), B TO BpeMsi Kak TOMOINOIOM $0g SIBISICTCS
xopnuH. CymecTtBeHHO, yTo BMPs, kak M aKTHBHH, 3KCpeCCHPYHOTCS B
LITEMaHHOBCKOM “‘OpraHu3aToOpe” U PYIUX TKAHSX ractpyyibl aMubuii. ITo
ananoruu ¢ Drosophila, MOXHO fyMaTb, YTO B Pa3BHTHN aMubuil Helipanu-
syrolui adpcheKT XOprUHa NpOosBIseTcs Ha POHE aHTATOHUCTUYECKUX BIIH-
stuuii BMPs 1 akTHBUHA (T.€. BIUSIHUIL, CIOCOOCTBYIOIMX 3MHAEPMATbHOM
muddepennupeske akTonepMbl). XoTsl y 3apoybliieil ampubuil peanbhbie
MeXaHU3Mbl IpernonaraeMbiX aHTarOHUCTHYECKUX B3aUMONENCTBUI B cuC-
TeMe “xopruH><BMPs” Hen3BeCTHbI, IOKA3aHO, YTO in Vitro XOpJHH CBA3bI-
BaeTcsi ¢ BMPs.
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Y amMdubwuii, perynanus Helpanu3yrOIIel aKTUBHOCTU XOPOHHA HaXoO-
IOMTCS TIOf KOHTposteM MeTannonpoTeas. OpHa U3 HUX, a HMEHHO CEKPETHDY-
eMass Metannonpoteasa Xolloid OTMeHsleT HelpaNiM3yIoLYH0 aKTHBHOCTh
XOpIMHA, HO He HOITHHa UM donnuctaTiHa. XOpHUH. oOpaboTaHHbIi
Xolloid, yrpauuBaet cnocOGHOCTD cBsi3biBaThLCS ¢ BMPs. Takum oGpasoM, Ha
NPUMEPE XOPAMHA MOKHO BUIETD, CKOJIb CJIOXHBIM MOXKET OKa3aThCsl MEXa-
HH3M [ieficTBHST HEHpanU3yIOLHX areHTOB B 3apOfiblLIe.

BTopbiM nocne XxopauHa reHoM, Haubolee NPeCTaB/IEHHBIM CPeNH KO-
3o-cnenupuynbix KJTHK nocnenoBaTenbHOCTEl HINEMaHHOBCKOTO “OpraHu-
3aTopa”, okasaycs r'eH, Ha3BaHHbII 1epbepyc (cerberus; MO KIHYKe MUDO-
JIOTHUECKOT O Tpexroyoeoro mca LlepGepa, oxpaHsiBlilero BXof B IOA3€MHOE
napcrBo). CoorBercTByromas tepbepycy k[IHK konupyeT ceKpeTOpHBbIi
nonunentun U3 270 aMMHOKHCIIOTHBIX OCTAaTKOB, HE UMEIOLIUI CYII[ECTBEH-
HOIi TOMOJIOTHH € U3BECTHBIMHU OelTkaMM. BBefieHue B paHHHe 3apObIIN aM-
uduit MPHK nepbGepyca NpuBOUT K 3KTONMHYECKOMY OOpa30BaHHIO HO-
BbIX, [IOTIOJIHATENBHBIX TONOB (OTCIOfla U Ha3BaHue (pakTopal), Kaxiass u3
KOTOPBIX CONEP>XXHT TKaHb MEPEHETO-CPEHEr0 MO3ra, HUKJIOMUYECKHH
rnas u OOOHATENBHBIE KNETKH. T€ e CaMbi€ NepefHErOJIOBHbIE CTPYKTYPHI
00pa3yroTca NpH KyJIbTHBHPOBAHMH IN VItr0 KyCOYKOB 3KTONEPMBbI, Bbifle-
JIEHHBIX H3 MHBENUPOBAHHBIX 3apONbIIeil HA CTaflUH paHHEeH racTpyibl. B
9TOM Clly4yae, OfHAKO, B IKTOEPMe Hapsiiy C HEHpalbHBIME OOHAPYXKUBa-
FOTCS M Me30[IEpMalibHble MapKephbl.

EcrecTBeHHO, UTO IpUeM, OCHOBaHHBII Ha BBEIEHMH B PAHHME 3apO[Ibl-
um MPHK, ctpapaeT ogHMM cymiecTBEHHBIM HENOCTATKOM: Mbl HE MOXKEM
KOHTPOJMPOBaTh PEKPYTHPOBaHUE HHBEIMPOBAHHON NOCNEIOBATETLHOCTH
Pa3HbIMH 3MOPHOHATLHLIMM TKaHSAMH. COOTBETCTBEHHO, 0 T€X TOP. NOKa
He OypneT BbieneH OesnKOBBLIN Npenapar uepdepyca, NpEnCcTaBlsieTcs 3a-
TPYOHHUTEJBHBIM CYIUTh O ME€XaHU3MaX ero feilcTBUsl HMEHHO Ha 3KTONEP-
MaJskHblE KIETKH. B HopManibHOM pa3zButun amgpubuil nepbepyc akcnpeccu-
pyeTcst B HanOoJlee riybOKUX CIOSX “‘OpraHH3aTopa” ¥ ero TpaHCKPHIIus
aKTUBUPYETCs (POJNIUCTATHHOM, XOPIUHOM M HOTTHHOM.

E1e HeckONbKO pOCTOBBIX haKTOPOB MIIEKONHUTAIOLIMX, HIEHTU(PHIIN-
POBaHHBIX B IIIEMaHHOBCKOM “‘OpraHu3aTope’. clOcOOHbI HeHpalu30BaTh
3KTOfEPMY paHHell ractpynbl am¢puoni. OnuH w3 HuxX, Xnr 3, OTHOCHTCS K
CeEMENCTBY TakK Ha3bBaeMbIX “TpaHcdopmupyronmx ¢(akTOpoR pocra”
(Transforming Growth Factors — TGFs); Beenenne 3aponsiuam ero MPHK un-
OYUMPYET 3KCnpeccyio HelpocnenuuyuecKHX EHOB B 3KTOHEPMAaNbHbBIX
kneTkax. JIBa npyrux daktopa (FGF 3 u FGF 4) npunannexat K ceMEHCTBY
¢akTOopoB pocTa hubpob1acTOB H CIOCOGHBI BHI3BIBATS N Vitro Hefipanusa-
I[FIF0 SKTOEPMbI racTpynbl aMpuOKi, HO TOJIBKO NPU YCIIOBHH €€ TIpENBaph-
TENBHOI je3arperalHy Ha OTHENbHbIE KIETKH (CM. CIIENYIOLMIT pasnen).
I'lpu ucnonn30BaHUM LENBIX (T.€. HEIHCCONMUPOBAHHBLIX Ha KIIETKH) 3KTO-
IEPMaNIbHBIX 3KCIJIAHTATOB Helpanu3syrouine aggeKkThl HABIIOHaNIH JTHIIbL
NIPU OY€Hb BBICOKMX, “Hedhnzuonoruueckux’ KoHneHTpauusix FGFs B kynb-
TypanbHoli cpege. [TocnenHee yka3biBaeT Ha TO, YTO 3TH (PaKTOPhI CKOpee
nefiCTBYIOT B COBOKYITHOCTH C NPYTHMH HEHpanH3yXOLHMH areHTaMu Iimne-
MaHHOBCKOTO “OpraHu3aTtopa’, IpHBOISA K affUTUBHOMY TOJIOXUTEIbHOMY
apdekTy. BO3MOXKHO TakKe, YTO OHH CIOCOOCTBYIOT BOBIIEYEHHIO IKTOIEP-
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MasibHbIX KJIETOK, COCEICTBYHOIIMX C TIEPBHYHOMHAYIHPOBAHHBIM HEPBHbBIM
y4acTKOM, B HeiiporeHes (T.e. siBNAOTCs akTOpaMM 3KCIIaHCUM HeHpanb-
HOH ucpepeHITHPOBKH B Npefenax 3KTOHePMaIbHOTO NOJs).

He Tonbko cekpeTHpyeMbie “OpraHH3aTOPOM’” CHIHAJIbHBIE TTOIMIENTH-
nbi-3(phpeKTOPBI, HO H HEKOTOPbIE TOMEOBOKC-CONEPKAIIME MEHbI TAKKE UI-
paroT 3HAYUTENBLHYIO poNb B HellpanbHOl MHOYKIMH. ONHH U3 TaKuX reHOB
(Xlim-1), orHocsimiicst Kk LIM-cemeiicTBY romMeoB0OKC-cOfepKalux reHoB,
akcnpeccupyetcs B LllneMaHHOBCKOM *“OpraHu3aTope”, ¥ BBEIEHHE 3apOJbl-
maM ero MPHK BbI3biBaeT MHAYKLUIO CHHTE3a HeHpocnenuHYecKHX
TPaHCKPUNITOB B 3KTOREepMe ractpy’sil. Bonee Toro, Xlim-1 uHunuupyet
3KCNPECCHIO XOPAHHA, HO HE HOITHHA H (OJUTUCTAaTHHA, YTO YKa3biBAET Ha
OnpefieIeHHbIE PA3NIMYUMS B PETYISIMH CHHTE3a 3TUX TPEX HEHPANIbHBIX HH-
IOYKTOPOB B HOPManbHOM pa3sBUTUH aMbUOHI.

Hakowuer, Xlim-1 u e1e onun roMeob0Kc-cofepkaiyii rex, Siamois, on-
penesitoT cnocobHOcTh IlIneMaHHOBCKOTO “OpraHu3aTtopa” K HHOYKIHM ro-
JIOBHBIX CTPYKTYP. B 4acTHOCTH, 3KCIEPUMEHTATIBHO CIPOBOLUPOBAHHAS TH-
niepakcnpeccus Siamois in vivo NpUBOIHT K (POPMUPOBAHHIO Y TOJIOBACTHKOB
[OMONHUTENBHOTO NEPENHE-TONIOBHOrO OTHEMNA € rfa3aMu M NPHCOCOYHOM
xkeJe30il. B HopManbHOM pa3BuTHH aMpubHil Haubosiee BbICOKHE YPOBHU
9KCIPECCHH 3TOrO reHa OOHAPYsKEHbI HA CTafHU NO3AHEN ONacTysibl — paH-
Hel racTpyJibl, T.e. B HA4YaJIbHBIH TIepHoOf, IPOSIBNEHAsT HeApann3yomed ak-
THBHOCTH 1UIIEMaHHOBCKOTO “OpraHusaTopa’.

B nopapnsitomeM OONBIIMHCTBE CMy4YaeB WAEHTH(UKAUHIO W AHAJIH3
neicTBUS HeHpaTu3yIoIMX aKTHBATOPOB NPOBOUIIH HA OHOM U TOM XK€ BH-
ne amcubuit (umopuepas nArymika, Xenopus laevis) ¢ HCTIONb3OBaHMEM
CXO[IHBIX METONMYECKHUX ITPHEMOB. JTO BO MHOTOM OOJIEr4yaeT CONOCTAaBlIe-
HUe TMONYy4YeHHBbIX pasHbIMH AaBTOPaMM [AaHHBIX W NO3BOJSET CHelaTh P
TIpENBAPUTENBHBIX 3aKN0oueHIH. OYEBUIHO, YTO U HA MOJIEKYJIIPHOM YpPOB-
He HelipanbHast HHIYKIHS — HE OfHOMOMEHTHAs akIMsl, 2 MHOrOCTyneHyva-
ThII IPOIIECC, B KOTOPOM Y4YaCTBYHOT HECKOJIBKO CHTHANbHBIX ar€HTOB-aKTH-
BaTOPOB, CHHTE3UPYEMBIX LINIEMAHHOBCKUM “OpraHM3aToOpOM”. DTH cur-
HalbHbie MOJIEKYJIbLI PAa3IMYaI0TCsI TIO CBOEH CTPYKTYpE. CBOICTBAM U MeXa-
HU3MaM peliCTBHS HAa IKTOAEpPMAalbHBIE KIIETKH-MHIUeHH. MHave rosops,
HefipanbHble aKTUBATOPbI HE SIBISKOTCS CEMEMCTBOM POICTBEHHBIX (PakToO-
poB. HanpoTHB, KaXiblil H3 HUX XapaKTepH3yeTcst CBOMM, TIofyac BecbMa
cnenMpuIeCKUM MEXaHH3MOM [eficTBUS, H BbI3bIBAaEMbIH MMU KOHEYHBIH
cXOnHbi 9¢hpeKT (T.€. Helipanu3auust IKTOIePMabHbIX KJIETOK) 3aBUCHT OT
MHOTHX [IPYTHX (PaKTOPOB H YCIOBHH.

Panee Mbl MOrITH 00'BSCHATD pa3HOOOpasue Takux GakKTOPOB Kak OTpa-
>XeHUe ornpepeneHHOl “HecneludAYHOCTH” HEHpaTU3YIOWIETO HeHCTBUS
IITIEMaHHOBCKOT'O “OpraHu3aTopa’, poJib KOTOPOIro 3aKkNrovanach Obl JTHIIb
B TIEPMHACCUBHBIX BO3IENCTBUSAX HA IKTOAEPMY, KOTOpas 10 Ha4ana ractpy-
JISIIUM TIPEpacoNoXeHa (TIpefeTepMUHHPOBaHHA) K HeHpalbHOH nH(ge-
peHUMpPOBKe. B HacTosiiiee Bpemsi, OOHAKO, CHTYyalMsi U3MEHUIIach KOPEH-
HbIM 00pa3oM, Tak KaK OKa3aJloch, YTO BhIGOp 3KTOREpPMO#l HefpanbHOro
HarnpasJieHusl nrc g epeHIIUPOBKY NpeACTaBNsieT COOOI pe3ynbTaT aHTaro-
HICTUYECKUX B3aUMOJIefICTBAN MeXy akTHBaTOpaMH M uHruéuTtopamu. [on
NMOCHENHUMH NOIPa3yMeBaloOTCs NMOIUNENTHAHbIE CHIHATbHBIE MOJEKYIIbI,
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CUHTE3WpyeMble KakK IIMeMaHHOBCKUM “OPraHH3aTOpPOM . TaK H pearupyro-
el 3KTONepMOll paHHel racTpynbl amMpuOHil, KOTOpble NPENsTCTBYIOT
Hefipanu3anuy B HOpManbHOM pasputiii. MHrnouTopsl o0uiero Metabonus-
Ma W BEIIECTBA, OKa3blBaKOLIIE TOKCHYECKOE, TIOBPEX/Jaloliee neficTBue Ha
3MOpUOHaNbHBIE KNETKH, HE OTHOCSATCS, 1O OIPENESIEHHIO, K €CTECTBEHHBIM
aHTaroHUCTaM HellpanbHBIX aKTUBATOPOB.

HeifipanbHas HHAYKIUS: MOJIEKY/IbI-HHTHOMTOPBI

B HOpManbHOM pa3BUTHH HeHpanbHasi WHAYKLUS MPOSBISIETCS B 0Opa-
30BaHHHU B fpepesiaX aKTOAEpMalbHOrO MO HEPBHOM IMIIACTUHKM, HMER-
e XapakTepHYIO opMy, NeperHe-3aIHIO NONSPHOCTh U OCEBYH) CUM-
Metputo. Ilpennonaranock, YTo NPOCTPAaHCTBEHHAsT OpraHu3auis H “pasme-
IIeHUE™ HEPBHOIO 3a4aTKa H3HAYaIbHO ONPENeNSIOTCA rpagHeHTOM THIIOTe-
TUYECKOrO HeHpallbHOro MHAYKTOpa, aKTHBUPYIOLIETO 3IKTOIEpMalibHbIE
KNETKH K NPEBPALIEHHIO B KJIE€TKH, XapaKTEPHBIE [l TlepeHe-TOMOBHbBIX
MO3TOBLIX CTPYKTYp. Ecnu ata runotesa He jmllieHa cMbICia, TO MOXHO
[PENNONIOKHTb, YTO NPOCTPAHCTBEHHAst OpraHM3alls H O0BEM HEpBHOMH
TKaHM ONpefessieTCs], TIaBHbIM 00pa3oM, HAJIMYHEM HEMpalbHOrO aKTHBA-
TOpa M €ro JIOKaNbHOI KOHIIEHTPpalHell B 3aKkTolepMe (npuHHMast, KOHEYHO.
YTO BCE IKTONEPMAJIbHbIE KNETKH KOMIIETEHTHBI, T.€. CIOCOOHBI BOCTIPMHH-
MaThb HelpanusyoLle CHTHaNbI).

Hackonbeko 3Tu coobpaxkeHHsT OTBEYaIOT CHTYaLUsIM, UMEIOIIIUM MECTO
B HOpManbHOM pa3BuTuM? [Ins1 oTBeTa Ha 3TOT BONPOC OOpaTHMCS K JiaH-
HBIM, CBUIETENBCTBYIOIUM O HAJTHYHH B 3KTOIEPME TacTpyJibi aMpuOuil HH-
rHOHTOPOB HelpalibHOMH N pepeHIHPOBKH.

Idghexmbr dezazpezayuu—peazpeayuu
IKMOOEPMAABbHBLY IKCHAAHMAMO8 .

ITpopolMpyOIIHM MOMEHTOM B NOHCKAaX €CTECTBEHHbIX HeEHpasbHBIX
HHTHOMTOPOB MOCITYXXHWJIH OMBITEI IO H3yYEHHUIO BIMSHUA OUCCOUHALMH Ky-
COYKOB 3KTONEPMBI panHeit racTpynbl ambubuii Ha gudgepeHIIIPOBOYHYIO
cynb0y H30NUPOBAaHHBLIX K1eTOK. HecKONBbKO HayuHBbIX KONTEKTHBOB, PYKO-
BOJICTBYSICh Pa3MYHLIMM MIESIMH M HCTIONB3Yysl pa3HOOOpa3HbIE METONMYE-
CKHUe TIpAeMbl, TIPOIEMOHCTPUPOBAIN HEW3BECTHBIN paHee (PeHOMEH: e3ar-
peranus 3KTONepMbI IPHBOMNT. 0€3 KaKNX-THOO IONOJIHUTENBHBIX BHEIIHHX
BO3H€lCTBUI, K NpEBpallle HUIO U30IUPOBAHHLIX KIETOK B HEHPOHLI, YTO CO-
MPOBOXAAETCsT aKTUBaLUel HeHpocneigHYHbIX TEHOB H THIIHYHLIMY CTpY-
KTYPHBIMH H3MEHEHHUSIMU.

He Gepemcsi yTBep>XnaTh, HO KaK HaM KaxkeTcsi, TONbKO Xopet I'pysry
(Horst Grunz, 1997) ¢ xonneramu mpenBHuens NonoOOHble pe3yNbTaThl, U
HMEHHO OHM HaubOoJee MOJHO OXapaKTepH3OBalN OOHapyXXeHHbie 3dek-
Tbl. Bo-nepBbiX, ObIJIO OKAa3aHo, YTO U BEHTpallbHas U nop3albHast obnac-
TH 3KTOEPMBI cOfEp>KaT KJeTKH, ClOCcOOHbIE MOCTE HApYLUEHHs KIEeTOY-
HBIX KOHTAaKTOB U3MEHATH 3MuIepMalbHOe HanpapneHue nudpepeHIHpoOB-
KH H BCTaBaTh HA NyTh HEHPaNBHOTO Pa3BUTHs. BO-BTOPLIX, OKa3anock, 4TO
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KOHIIEHTPUPOBAHHBIE CpeNbl H3-TIOX IKTONEPMANbHBIX KIETOYHBIX CYCIEH-
3uil. HHTUGHPYIOT Helipamu3anuio 1enbiX (hparMeHTOB 3KTOOEPMBI, COBMeE-
LLEHHOM in Vitro ¢ mop3anbHOIl ry6of 6nacronopa (1neMaHHOBCKHI “opra-
HHU3aTOp").

XoTs COOTBETCTBYIOIHE HHIHOUTOPBI HE UIEHTH(PUIMPOBaHbI, O4eBHI-
HO, UTO OHM SIBJISTEOTCS €CTECTBEHHLIMH KOMIIOHEHTaMH 3KTOEPMbI IacTpy-
nel amubuil. [TocnenHee ykaspiBaeT Ha TO, YTO MPOLECC HEHPAILHOH MH-
OYKIHH B HOPMAJLHOM Pa3BUTHM HAXOOUTCS, BO3MOXHO, NOJ HEFaTHUBHBLIM
KOHTPOJIEM IHAOTEHHBIX 3KTOEPMANIbHBIX HHTHOUTOPOB, KOTOPbIi€ HHAKTH-
BUPYIOT HEHPATU3YIOIHE CUTHANBI, NOCTYNAKOLIHE B 3KTOREPMY OT LUTE-
MaHHOBCKOro “opraHuzatopa’’. B OTcyTcTBMe Hefipanu3yronux BO3feHCT-
BUI1 3TH IHIOTEHHBLIE HHIHOUTOPHI, BO3MOXKHO, HIpalOT HHYH pOJib: cTabu-
JNU3NPYIOT WITH NOANEPXHBAIOT 3MHAEpMaJIbHOE HanpapblieHNe nupdepeHnn-
POBKM KIETOK 2KTOEPMBI. BO BCSIKOM crydae, IpU COXpaHeHHH KJETOYHbIX
KOHTaKTOB 3KTOflepMalibHble€ IKCIIJIAHTAThl Pa3sBUBAIOTCS B TaK Ha3blBae-
MBI “aTUNHUYHBIT aNUpepMUC (ATUNHYHBIHN, TaK KaK OTCYTCTBYET COEMHU-
TeJIbHOTKaHHasi CTPOMa), KOTOPBiil 3KCIpeccupyeT cneluuyHble 3NUnep-
MarbHble MapKephbl.

AHmazorucmbl U UHUOUMOPDL Helipaau3ayuu IKMooepmbl

PesynepTaThl OnbITOB NO fe3arperaluy 3IKTOAEPMAlIbHBIX IKCIINIAHTATOB
BCKOpE MOJIYYHITH HOBOE M HEOXHJAHHOE 3HA4YEHUE B CBETE COBCEM UHBIX
3IKCNEPUMEHTANBHBIX NAHHBIX. Y3Ke ObLIO XOPOIIO U3BECTHO, YTO aKTUBHH
SIBNISIETCST MOLIHBIM Me30IepMaliN3yIoLUIMM MHIYKTOPOM M 4TO 3KTOJepMa
6rnacTynpl-racTpynbl aMuOHil 3KCIpecCUpYeT COOTBETCTBYIOLINE aKTHBU-
HOBbIE PEeLENTOPbl. IKCIEPUMEHTaNbHOE HHAKTHBUPOBAHHE 3THX pPeLENTo-
POB NMPUBEINO K HEOXHIAHHOMY pe3ylbTaTy, a UMEHHO K Hellpalin3aluy 3K-
TOnEepMbl B OTCYTCTBHE KaKUX-THOO0 Helipanusyromux BosneicTuil. Takum
006pa3omM, ellle pa3 OblIO MPOHEMOHCTPHPOBAHO, YTO 3KTOHEpMa racTpyJibl
cnioco0Ha K Tak HasblBaeMOJ “‘ayToHelpanusanuu’, T.€. cIoCOOHA NpeBpa-
LAaThCd B HEPBHYIO TKaHb “cama Mo ce6e”, 6e3 KOHTaKTa €O 1IMeMaHHOB-
CKHM “OpraHu3aTopoM”.

HanomunM, 4To PONnUCcTaTHH — 3HIOTeHHBIH (QaKTop, CEKPETHPYEMBIit
LINMEMaHHOBCKHM “‘OpraHu3aTOpOM™, HHAKTUBUPYET aKTHBHH M Bbi3bIBAE€T
Helipalu3aiMio 3KTOAEPMbl, ITU PE3yNbTaThbl HABOOUIN Ha MbICAL O TOM,
yto “OpraHn3arop’” CEKpeTHPYET CMTHANIbHBIE MOJIEKYJIbI, KOTOpble HE MO-
YT aKTHBUPOBaTb HEHPOreHe3, HO CHOCOOHBI MOArOTOBUTHL IKTOLEpMarb-
Hbl€ KJIETKU K BbIOOPY HEHpaNbHOrO MyTH pPa3sBUTHS, “‘CHUMAsT 3allpeT Ha
BO3MOXHOCTb TaKOTO BbIOOpa UITH NMOJaBTIsisi fileicTBUE HEfpO-aHTarOHUCTH-
4eCKHX (PaKkTOPOB.

Koneuno, peanbHast cuTyalpsi HAMHOTO CHOXHEE TaKUX MOCTATOYHO
[OPSIMOJIMHENHBIX MPENONOXeHUil 0 MeXaHM3MaX HeHpanbHOH MHIYKLIWH.
3To JEMOHCTPHUPYIOT, B YACTHOCTH, PE3YNBTaThl 10 TECTUPOBAHHIO MHIYLH-
pyrolliell akTHBHOCTH HOPMANILHOTO H MYTAHTHOI'O TPAaHCKPHUIIIUOHHOTO tha-
kTopa Brachyury. HaTtushbtil hakTop HHEYUHPYET B 3KTOLEPME 1NOPIEBOIH
JATYLIKH pa3BUTHE Me3onepMalibHbIX MPOH3BONHBIX. BMecte ¢ TeM, MyTa-
TIHs1, BLI3BIBAKOLAA “yKOpOYeHHe” nocnenosaTeIbHOCTH (hakTopa oT C-KOH-
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13, TIOTHOCTHIO OTMEHSIET €ro Me30[epMau3yIoILYy0 aKTUBHOCTL. Bonee
TOro, MyTaHTHBLIH (DaTKOp HHAYLUPYET B IKTOflepMalbHbIX IKCIUIAHTATaX
MO3IOBELIE N€PEIHE-TOIIOBHBIE CTPYKTYPbl, BKIIOUast INla3a ¢ XpycTaluKaMu,
3KCTPECCHPYIOILNE COOTBETCTBYIOLIHE TKaHE-CIELH(pHYECKHE MAPKEPhI.

B Kakux OTHOUIEHHSIX HAXOJMTCS MyTaHTHBLIN ¢akTop Brachyury ¢ no-
NUNENTUAAMY, AKTMBHPYIOLUIUMH MM MHTUOHMPYIOILMMU HEUpanu3anuio
komreTeHTHOI 3kTofepMbl? [1pu n3beiTke FGFs unmm npy HU3KHX KOHLIEHT-
paiumii aKTHBUHA MYTaHTHBIH haTkop Brachyury xapakrtepusosancs Gonee
MOILHBIM HEUPANU3yoIuM 3(P(EKTOM, HTO CBUAETENLCTBYET O MOJOXKH-
TEJILHOI KOOTEpaLHU 3TUX areHTOB Ha KIETO4UHOM yposHe. C apyroii ctopo-
HbI, HATUBHBIA Brachyury, XapakTepH3yIOILLUMIACS Me30fiepManu3yIoeil ak-
THBHOCTBIO, TTOITHOCTBIO OTMEHSN HeHpanu3yrolpe 3(p¢heKTE MyTaHTHOTO
¢akTOpa Npu UX COBMECTHOM BBEAEHHH B 3apofbILIH. Takum oOpa3oM, MOX-
HO TMpefloyiaraTh, YTO HATHBHBIA Me3ofepManu3upylolumii (HakTop
Brachyury BoBne4eH B NPOLECCH HHTUOHPOBAaHHS BLbIOOpa 3KTOAEPMAaITbHbI-
MU KJIE€TKaMH{ HEHPAJIBHOIO MYTH Pa3BHTHS.

Hanomunm eile pa3, uro HatiBHBIA GakTOp Brachyury v akTHBUH SIBIIsi-
FOTCSI ME30JiEpMAalIbHLIMM, @ HE 3NUAEpMalbHBIMH MHAYKTOpamu. OnHako
TIPY HU3KHX KOHIIEHTPALMAX OHU CIOCOOHEBI, NO-BHAMMOMY. NOAJIEP>XABATEL
TIpoOLIECC MPEBPALLEHHs] KIETOK 3KTOAEPMBI B 3MUAEPMHUC (MMEETCS Psifl yKa-
3aHHI Ha TTPUCYTCTBUE B KIIETKAX 3KTOAEPMEI ractpyiibl amgpubuit “marte-
puHckoro™ daktopa Brachyury B clenoBbIX KOHLIEHTpaUusix). B aTom u Mo-
JKeT 3aKIIH0YaThCs HENPSIMOE HHTHOUPYIOLIEE AEHCTBUE TakUX (DaKTOPOB Ha
npouecchi, aKTHBHPYIOLHE HEHpalbHYI0 TpaHcOpMalHIO 3KTOAEpMAalib-
HBIX KJIETOK B pa3BUTHH.

AKTHUBUH TIPHHAQIIIEXUT K CYNEPCEMENCTBY TakK Ha3bIBaE€MbIX ‘‘TpaHC-
copmupyrowux daktopos pocta” (Transforming Growth Factors — TGFs).
Bwmecre ¢ Tem, apyrue 4ieHnl 3TOTO CyNepCEMeCTBa, TaK Ha3bIBacMbie
“mopdorenetudeckue ¢akTopel KocTH (Bone Morphogenetic Proteins —
BMPs), nposiBIsSIOT CBOICTBA 3MUjiIepManbHbIX HHOYKTOPOB. B yacTHOCTH,
BMP 4 BbI3pIBacT MOLLUHYIO “3NHMAepMallU3alio0” 3KTOAEPMBbI U, yXKe NpU
MTUKOMOJISIPHBIX KOHIEHTPALUsSIX B KYNbTYPAILHOI cpeae, MOIHOCTHIO Oo-
KHPYET COCOGHOCTH AMCCOLUNPOBAHHBIX Ha KIIETKH 3KCIUTAHTAaTOB NMPpEBpa-
IaTHCS B HEPBHYIO TKaHb (cM. Bhille). C apyroil cCTOpoHEL, 3KCIIe pUMEHTAMN b-
HO MHIYLIMPOBAHHAsI FUTIEPIKCIPECCHS! B PAHHUX 3apOfbilliaX MYTaHTHOrO
(dyHKuHOHaN bHO HeakTUBHOrO) BMP 4 BrIsbIBacT Helipanu3auuto 3KToAep-
MBI ractpyibi. [To-BUANMOMY, MyTaHTHBIN (DaKTOP YCHEIIHO KOHKYPHPYET €
HATHBHbLIM 33 COOTBETCTBYIOIIME PELENTOPLlI 3KTOEPMaNbLHLIX KIETOK.
Kak cnepncrue, HapylaeTcst npoLecc anuaepMaisHoi 1 ge peHIMPOBKH
KJIETOK 3KTOIEPMbI, YTO SIBIISIETCS YCIOBMEM €€ Tociaenyrolleil Helpaiu-
3a1MH.

CxonHpIMH cBOHCTBaMHM OONafaroT elle ABa ¢akTopa 3TON TPyMNIibi,
BMP 2 u BMP 7. B npouecce racTpyJsitMu 3TH (pakTOPbl 3KCIPECCUPYHOTCS
B 9KTOJIEpME aHMMaNBHOT'O MONOCa, M HX CHHTE3 NOCTENEHHO yracaeT B 06-
nacti (opMUPOBaHUs TPEe3yMNTHBHOH HEPBHON nnactuHkH. Bonee Toro,
uHbekIus B 3apopbitiin MPHK BMP 4 nonnoctsio GIOKHPYET mponecc Hei-
palbHON HMHAYKIMH, ONOCPeAoBaHHbIN xopauHOom. [lokasaHO Takxke, HTO
XOPIUH, HOTTHH 1 (POIINMUCTATHH COCOOHLL, XOTS H € pa3HOl cTeneHbIo ad-
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¢uHHOCTH. cBsi3pIBaThcst ¢ BMPs, npensTcTBYst TeM caMbIM aKTHBallMH
BMP-penentopoB Ki1eTok 3KTOflepMbl. Ellle OfiMH HEApO-ak THBUPYHOLLUI
¢haktop, Xnr 3, o6pasyer ¢ BMPs reteponuMepel, NHILIEHHbIE (DYHKLHO-
HallbHOW aKTHUBHOCTH. IHTEPECHO, YTO JMIOGHIE UHBIE IKCMEPUMEHTAIILHbIE
BO3JICHCTBUs1, HapylaroLue nepepayy BMP-curnanos B npefienax aktogep-
Mbl, IPUBOASIT K HeHpaln3anii €e KIETOK.

Takum o6Gpa3oM, B KJIEeTKaxX 3KTO[IEPMBbI, KOTOpas €LLUE 0 racTpyiibl
JIETEPMHUHUPYETCS. K pa3BUTHIO B 3MTUAEPMHC, IKCNPECCHPYIOTCH COOTBET-
cTByroume dakTophl InupepMansHoil audgepennnpoeki. ITo kpaiinen
MEpE YacTh U3 HUX cocoGHa 06pa3oBLIBATL KOMIUIEKCHI C HefipanbHBIMU
WHOYKTOpaMH, CEKPETHPYEMbIMH ILNEMaHHOBCKUM “OpraHuzaTopom”,
4TO [0 ONpefeIEHHOro MOMEHTA NPENMATCTBYET HEApaIUu3aluu 3KTo/iep-
MaJIbHbIX KIETOK.

Ha ocHoBe 3Tix 1 psifia fONOJIHUTEN BHLIX CBEIeHuil Ob1na chopMynupo-
BaHa MPUHIHNHAILHO HOBasi MOfieNs HeHpanbHOI HHAYKIHHU B PAHHEM pa3-
BUTHY aMmubHil, MONyyHBILIAas Ha3BaHHE “MOJeNb HEPabHOTO YKIIOHEHUS
(neural default model) (cMm. cnepyromuit pazaen).

HeiipanbHast HHIYKIHSI: MOEJIU U MEXaHH3MBI

Cpenn coBpeMEHHBIX CHEKYISIMI O MEXaHU3MaX HelipabHON HHAYKLMK
JUMPYIOLLYIO TO3ULHIO 3aHHUMAeT “MOfieNlb HEHpalbHOIO YKIOHCHHS .
CyTb COOTBETCTBYIOIIHMX JIOTHYECKUX NMOCTPOEHUI COCTOUT B CNEMYyIOLIEM.
JKTopepMa paHHeil racTpylibl aM¢uOuii BCIEACTBUE HESICHBLIX TTOKA MeEXa-
HH3MOB [IeTEpPMUHUPOBaHa K Ju¢pepeHuupoBke B anupepMuc. Ecnn Hapy-
HIHTE OpoLece InuaepMansHOi JugdepeHIMPOBKH (AUCCOLMALIIA 9KTOHED-
Mbl Ha OJJUHOYHLIE KJETKH, HHAKTHBALUsi PELENTOPOB aKTUBMHA W (MIIH)
BMPs u 1.11.), TO 3KTOflepMa Kak Obl BLICKANIL3BIBAET H3-M0f1 JNHAEPMAIBHO-
ro KOHTpOJs ¥ cnocoGHa “BOCHPHHSTL ™ HHOM, HEpaJIbHBIN NyTh pa3sBHTHS.
CornacHo 3T0il MOfleNT Hefipanu3yrolie (PakTopsl, NOCTYNAOUME K IKTO-
OEepMe OT LUNMEMAaHHOBCKOTO “OpraHm3aTopa’, B 30HE CBOEW HauBbICILEH 1O-
KallbHOW KOHLEHTPpAanUy HapylialoT NPOLECC 3NUAEpPMallH3aLii IKTOIEPMBI
U “IipeAnUchIBarOT” €l HepallbHbli NyTh pa3BUTHA.

Bo3MO>XHO, 4TO 00Hapy>XeHHOoe MHOrooGpasHe HelipallbHbIX HHAYK-
TOPOB-aKTHBATOPOB CBSI3aHO C peanu3auueil 3THX AByX (YHKIUII: OfHH
areHTbl, AEUCTBYSI B OTHOCUTEIBHO BLICOKMX KOHLIEHTPALHAX, CBA3bIBAIOT
dakTophbl anHae pMabHOM [l hepeHIIUPOBKH 1 (I/1M) HHAKTHBHPYIOT HX
KNETO4HbIE PEHENTOPEI; APYrU€ ar€HThI P OTHOCHTENILHO HU3KHX KOH-
LIEHTPaUUsiX HHAYIHPYIOT 3KTOAepMalbHbIe KIETKH, “OcBoGonUBILIKECS
OT 3MHUAEPMaNbHOTO KOHTPOJIA, K HefipalbHOMY NyTH paseutus. I1py xKe-
JIaHHH 3Ty CXEMY MOXKHO YCIIOXXHHTEL, BBEisi B He€ KPUTEPUH KOMIETEH-
LMY 3KTOIEPMbI K 3MUAECPMATN3yIOLIUM (Hepalu3yolUM) BO31e i CTBY-
AIM, a TaK>XX€ BPEMECHHbie U NPOCTPAHCTBEHHBIE BEKTOPhl COOTBETCTBYHO-
HIHX NPOLIECCOB.

MeI1, opHako, npegnounTaem oGCYAUTh HE AETANH, a OOUIMIA NPHHIHII
“mMofenH HeflpalbHOro YKJIOHEHHs” 3kToaepMpl. CornacHo mopenn NMpHH-
LHN “YKJIOHEHHMs1" (BBICKAJIb3bIBAHUS H3-TI0]] NPEAILECTBYIOILErO KOHTPOS)
paccMaTpluBaeTCst Kak Oyayliasi NOTEHIUS, KOTOpasi MOXKeT OBbITh aJalTHPO-
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BaHa KJIETKOIfl. €CIIH H30JIUPOBATE €€ OT NPEAILIECTBYIOILHX BHEKIIETOYHBIX
curuanos. B HanlieM KOHKpeTHOM ciydae oOpa3oBaHue Pe3yMITHBHOI Hep-
BHOIl TKaHH JOJIKHO TPaKTOBATHCH KakK “YKJIOHEHHE” KIETOK 3KTOREepPMBbI
racTpynbl OT 3NERepManbHOro NyTd N EPEHIMPOBKH (“BRICKAL3LIBA-
Hue” U3-TIOf 3MMAEPMANIEHO-NPEANKCHIBAIOLLETO KOHTPOJIS) H afanTaius Ta-
KHX KJIETOK K HelpallbHOMY NYTH Pa3sBUTHSL.

YTo CKpHIBAETCS 3a CTOMb HeoNpefeleHHbIM TEpMHHOM, Kak “afarn-
Tagusi”? O3HavyaeT JIM 3TO, UTO KIETKH 3KTOAEPMBIL, CEAYS IO IUAEP-
MaJILHOMY NYTH, COXPaHsIIOT 3a co0oil MpaBoO Ha HHYIO, B IaHHOM cllyqae
HefpansHy1o tnd e peHIHPOBOYHYIO Cynb0y. MITH Ke IJIs BBIXOa B Hell-
porcHes OHH HYXKJAaKTCst B NONOJMHUTENbHBIX, BHEIIHWX HHCTPYKTHBHBIX
Helpanu3yomux Bo3neiicTBusAx? YeTKMX OTBETOB HA 3TH BONPOCH] NOKa
He MOJIy4YEHO.

HanGonee pacnpocrpaHeHHas TOYKa 3pEHUsi: OCHOBHasi (DyHKUHsT HEli-
PaJbHBIX HHAYKTOPOB IUNEMaHHOBCKOIO “oprainsaropa’” 3akJI04aeTcs B
UHrHOMpOBaHUH 3MMAEPMANILHOTO pa3BUTHSI IKTOAEPMBI, YTO SIBJISIETCS J10C-
TaTOYHLIM YCIOBHEM JJIsi BCTYNJIEHHS! KJIETOK Ha MyTh HeifpansHoil qudde-
peHiMpoBKH. [Tpn 3TOM ynyckaeTcst M3 BUja. YTO 3KCINaHTaThl 3KTONEPMBbI
racTpysnnl aMgubuii cnocoGHL1 K Hefpanu3annu 1npu:

1) coxpaHeHun KJIE€TOYHLIX KOHTAKTOB (aKCOJIOTIIH);

2) U3MEHEHMH CBOICTB IOBEPXHOCTHBIX MeMOpaH 3KToAepMalbHbIX
KJIETOK MOf, fIefiCTBUEM HEKOTOPHIX JEKTHHOB (KOHKaHaBanuH A, durore-
MarJrOTHHHH);

3) akTHBaIMH BHYTPHKJETOYHBIX MPOTEHH-KUEA3 U allCHHI-[IMKIa3.
TpynHO NOBEPUTH B TO. YTO BO BCEX 3TUX CIyu4asix B OCHOBe Hefipalu3anuu
3KTOEpPMbI JIEXKUT ONMH U TOT K€ MEXaHH3M HMCXOHNHOIO MHruOHpOBaHHs
3MUAEPMAaNBHOTO Pa3BUTHs IKTOAEPMBI, 11OCJIE Yero ee KIETKHU “CaMOCTOs-
TEJILHO ™ BBLIXOAST B HefpalbHyI0 AudhepeHIHPOBKY.

31eces NpeAcTaBIIsAeTCs YMECTHBIM CRENaTh €1Le ORHUH IKCKYpC B KJlaccH-
YECKY10, “TOMONIEKYIsipHY10™ aMOpuonoruio. [JaBHO GBIIO IPOIEMOHCTPH-
POBaHO, YTO 3KTOEPMAJILHBIE SKCIIIAHTATHI NNPY KYJILTUBIPOBAaHHH B HEOTI-
TUMaJIEHBIX YCIOBUSAX (9KCTpeMalbHble 3HaueHusi pH, runo- unu runepto-
HHYECKHE CPeNibl) WA B IPUCYTCTBIY BEIECTB, OKa3bIBAIOLINX TOKCHYECKOE
AeiicTBUE, NPEBPAILIAIOTCS B HEPBHYIO TKaHb. JTO MPHUBEJIO K NPEANosoxe-
HUIO O TOM. YTO B IKTOJIEpME TacTpyJibl aMuOUil HIMEIOTCS KNETKH, cofep-
»Kamue Helipanusyomme akTopsl B HeakTuBHOH hopMme. ITpu psime Hecne-
G UUECKUX BO3JIEACTBII 9TH 9HAOTEHHBIE (PaKTOPBI MOTYT aKTHBHPOBAaTh-
s M BBI3BIBATh HelipallH3aluio SKTOIEPMaNIbHbIX KJIETOK [0 MEXAHN3MY ay-
TO- U (MITH) MapaKpPUHHON peryJsiun.

JeificTBUTENNBEHO HMEIOTCSA IKCIIEPUMEHTANBHEIE NaHHBIE, CBUAETEINBCT-
BYIOLI[H€ O TPHCYTCTBHH B 3KTOREPME racTpyiibl aM(puGHil SHIOTEHHLIX da-
KTOPOB C Hefipanusyrowe akTUBHOCTERIO. [IpeanosnoxeHne 0 napakKpuHHOM
MeXaHM3Me TPAHCMHCCHH HERPaNM3YIOLU{NX CHTHAJIOB B 3KTOlEpME MOATBEp-
2KJaeTcsi CIOCOOHOCTBIO yXKe HEMpaln30BaHHLIX KIETOK OKa3bIBaTh Hellpo-
HHIYUHpYIOllee NENCTBHE Ha COCElHME C HMMHU KIeTKH 3KTofepMbl. Bos-
MOXHO, YTO JUCCOLMALMS IKCIJIAHTATOB Ha OTAENbHBIE KJIETKH U (1K) UB-
ruGuposanie (pakTOpoB anuAepManbHofl AugpepeHIMPOBKH NTPHUBOIHT K
aKTUBaL{} H[Or€HHBIX HeHpalnu3yoHux (hakTOpoB B 3KTOfIEpME.
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TMpeacTapnenusi 0 MPUCYTCTBHH B 3KTOOEPME IHJOT€HHBIX HEHpallH-
3yrOMHX (paKTOB MOAPa3yMEBAIOT HAIIHMYKME Ha riasMaTiyieckoll MeMOpa-
HE 3KTONEPMANBHBLIX KJIETOK COOTBETCTBYIOLUX penentopos. Jlornyno
NPEANOJIOKUATh, YTO TONBKO aKTHUBALUs 3THX PEUENTOPOB MOXET ObITh
ROCTATO4HA JIJISi BCTYIJIEHHsI KNETOK Ha MyTh HelipansHoi auddepeHuu-
poBkH. K coxaneHnuro, 3Ta runotesa 1oka He rnojpepranach 3KCnepuMeH-
TalLHOH MpoOBepKe.

XoTs HefipanbHasi UHAYKIUS (POPMANIEHO HHTEPIPETUPYETCS KaK IPo-
LiECC. B IKCMEPHMEHTE 3ITOT K€ (PEHOMEH BOCIHPHHHMAETCH KaK ONHOMO-
MEHTHasi aKuHsi, 6e3 y4eTa NnpeecTByroLleil “aMOpHOHANBHOIT UCTOpUl™
KIIETOK, CEKPETUPYIOLLHUX W BOCIPHHUMAIOILUX HEHpPaH3yIOLME CHTHAIBI.
Ha camomM pene, HelipanbHas HHAYKLMSA NMPEACTABNSAET COOOM TONBLKO YacTh
MOJIEKYJISIPHO-KJIETOUHBIX aKLHil COKHOro, MHOrOCTYIIEHYaTOro npouecca
HEHpANbHOH fieTEPMUHALMM 3KTOAEPMANbHBIX KJIETOK B 3MOPHOHAILHOM
pa3BuTid. Bo BcskoM cnyvae, y amcuGuii Oyayiuuin HefipanbHeli Mpenat-
TEPH HaMeyaeTcs A0 racTpyJIsiLHi.

CooGpaxkeHHsi O TOM, YTO Y NIO3BOHOUHBIX 9KTOAEPMa “"HACIECTBEH-
HO™ nmpefleTepMUHHPOBaHa K HellpalbHOMY NyTH pa3BHTHs 3a CUET IHIO-
TETHUYECKUX MaTEPUHCKUX “NEeTEPMHHAHT OITOJOTBOPEHHOrO #illa, HeE
HAULTH OCTATOYHOrO 3KCIEPUMEHTANBHOIO noaTeepxaeHusi. HanpoTns,
NosiBAIsieTC Bce Oonblile NaHHBIX. CBUAETENILCTBYFOLIMX O NOCTENEHHOM
nMpouecce KOMMATHPOBAHUSI SKTONEPMBI K HEHpPOTreHe3y B PaHHEM pa3BH-
THM, BIUTOTH IO MOMEHTA, KOIfla 4acTh €€ KJIeTOK HeoOGpaTUMO HETEPMHU-
HUPYIOTCsi K HefipalbHOH nuddepeHIMPOBKE. B HOpMaJlbHOM pa3sBHTUH
3aBepliarolue ITanbl HedpalbHOH eTepMHHAIIIHN NPUXOANTCS Ha CTaguH
no3jiHell 6nacTybl — paHHEH IacTPylibl U HAXOASATCA NMOJ KOHTPOJIEM MO-
JeKYJISIPHBIX CUTHAJIOB, NOCTYNAMUX B 3KTOAEPMY OT ILNIEMaHHOBCKOro
“opraHusaTtopa’.

HeiipanibHasi HHIYKLHS: CPABHUTEJILHBIE ACTIEKTHI

IMocMoTpuM, HACKONBKO CXOJHBI MPOLECChl HEHpalbHONH MHAYKLHH Y
am¢ubuil ¢ nmpoueccamm HefipanbHOH AETEPMHHALNH Y IPYTHMX >KUBOTHBIX.
OMGpHOHaNIBbHBIE 3a49aTKH, (PYHKIUOHAIIBHO aHAJIOrM4YHbIe [INEMaHHOBCKO-
My “opranusaropy’” am¢ubuil, Gb1MHM UACHTUhULHPOBAHE] Y APYrHX NO3BO-
HOUYHBIX >KMBOTHBIX, HA OCHOBaHUH CIIOCOOGHOCTU TakUX oCpa3zoBaHuil HHAY-
UMPOBaTh BTOPHUYHBIA OCEBOH KOMIUIEKC B 3MOpPHOHANBHOH 3KTOAEpME
(puc. 3.4).

Y KypuubIx 3apoppiilei cepnoBupiHas nonocka Konnepa (Koller sickle)
U reH3eHoBckuil y3enok (Hensen node), pacnono>keHHBIH B nepeiHEM OTAE-
Jile TaK Ha3bIBaeMoii “‘epBHYHOI NOMOCKH~, O0NafaloT WHAYLHPYOUMMU
AKTHBHOCTSIMH, CXOJHBIMH C TAKOBBIMU 1LIMEMaHHOBCKOro “opranusatopa’
amcpubnii (puc. 3.5). Bonee Toro, coBMelLeHUE in Vitro reH3€HOBCKOTO y3€l-
Ka C 3KTOoAepMoii racrpyJisl aM(puOnii NpUBOANT K 0Opa3oBaHHIO B NMOCTE[-
HEN BTOPUYHOIO OCEBOrO KOMILIEKCA C HEPBHOI TKaHBIO. 3TO yKa3bIBAJIO HA
BO3MO2KHO€ CXOICTBO COOTBETCTBYIOIIHX CUTHAJILHBIX MOJIEKYJI, CEKPETHPY-
eMbiX “opraHu3atopamu” amcbubuil ¥ nTul. Y nelcTBUTENBHO, OHUM M3
¢haKTOPOB, CEKpETUPYEMBIX r€H3€HOBCKUM Y3enkoM, oKazancs FGF, koro-
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Puc. 3.4. Cxema onbITOB 110 nepecajke FeH3eHOBCKOTO Y3€/Ka y 3apojiblilieii nTuI
(u3: Gilbert S., 1997; usMeHeHO).

I'enseropckmil y3enok (/) 3apombllia YTKYM MMIUIAHTHPOBAIM B 3MOPHOHANLHYIO 3KTOOEPMY

(Tax HazpIBAacMBIH “3INUORACT™) KypHHOTO 3apopka (2) Ha cTanuu racTpy:ast. tepes Heckonb-

KO 4acOB Pa3BUTHs B IKTOREPME 3apoJbillia-peLMnMeHTa Habaonany o6pa3oBaHue 1BYX Oce-
BbIX KOMIUIEKCOB: NOJHOCTHEO C(POPMUPOBAHHOTO XO3AHCKOTO (5) M AOnoNHNTeNbLHOIO (4), cO-
CTOSALLEro, KAK NPABIIO, U3 HEPBHOM TPYOKH.

pBlli BeI3bIBANl HEHpaNU3aLMIO 3KCIJIAHTAaTOB 3KTOoAEpMBbI (3nHM6nacT) paH-
HUX KYpUHBIX 3apoasilieil. HanoMumM, uto Takue xe pakTopbl CHHTE3UPY-
IOTCsi B IUMEMaHHOBCKOM “OpraHu3aTtope” M clocoGHBI NIPH ONpeneeHHBIX
YCIIOBHAX MHAYLHPOBaThH HENUPANbHYIO Nu(ppepeHIMPOBKY B 3KTOAEPME ra-
cTpyasl aM¢pubuil.

Eiie opHuM ¢hakTOpoM, MpOSABISAIOLINM Helpallu3yIolyl0 aKTHB-
HOCTB 10 OTHOLIEHHIO K 3KTOAEpPME KYPHHBIX 3apojblllieil, oKasalicsi TaK
HazblBaeMblil “akTop pocra renatonutos” (Hepatocyte Growth Factor —
HGF). Otot ¢akTop GbLT BBIRENEH U3 CHIBOPOTKH KPOBH B3POC/BIX XH-
BOTHBLIX Ha OCHOBAaHUHM €ro criocobHoctd crumynuposaTs cuHtes [JJHK B
renatouuTax. HGF cxofieH ¢ chIBOPOTOYHOI cepuH-CofiepKaied nporea-
301 (IUTa3MMHOrEH), HO B OTJIMYHME OT NOCJENHEN THIIEH KaKOH-THGO0 npo-
TEONUTHYECKOI aKTUBHOCTHU. [lpyrasi UHTepecHasi xapakTepuctiuka HGF
3aKJIFOYAETCSA B €0 CNOCOOGHOCTH NMPOBOLMPOBAaTh BLICBODOXJIEHHE KIle-
TOK U3 NHUTENUATBHBIX IUTACTOB Y B3POCIBIX XXABOTHBIX. Mexy TeM aHa-
JIOTHYHBIHA NPOLECC IMEET MECTO NPH MOPhoreHeTH4E CKUX NMepeCcTpolikax
Yy PaHHUX KYPUHBIX 3apOfBIILEN, YTO W CNPOBOLMPOBANIO HCCIEAOBAaHUE
¢yuknuit HGF B pasputun.

¥ kypunsix 3apopsiitieii HGF skcnpeccupyeTcst B nepBUYHOH NONOCKE H
FeH3€HOBCKOM Y3eJIKe; Nopacaka noj aMOpuoHanbHyro 3kTofepMy HGF-co-
nepxxaiux rpanyn win HGF-cuaTe3npyroiux knetok BbI3kiBana oGpa3oBa-
HHE MHO>KECTBEHHBIX IONOHUTENBLHBIX OCEBBIX KOMIJIEKCOB C HEPBHOM TKa-
He10. [IpH HCONB30BaHNH B KauecTBE TKaHM-MHUIEHH 9KCTpasMOPHOHANb-
HOI1 3KTONEPMEI (T.€. TKaHH, KOTOpasi B HOPMAITBHOM pa3BUTHH HE y4acTBY-
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Puc. 3.5. “Oprauusarop” amubuii 1 (PyHKIMOHANBHO-CXONHbIE 0Gpa30BaHUs Y
3apopabuniell peI6. nTUn ¥ Mnekonmraronmx (3: Lemaire, Kodjabachian, 1996: u3-
MEHEHO).

Ha crannu panseit racTpynbl 3aponpiuny amcubii 1 poib umeroT chepuyeckyro (opmy, 3apo-

ObilI KYp YIJIOLIEH | KaK Obl paCniIacTaH MO NOBEPXHOCTH JKENTKA, a 3apOfbILI Mbilllell HMEET

qaukoo6pasnntil BHEWHAN BYA. [lepekpecTHO-3alITPHXOBaHHbBIE OBadbHbIC KPY>KKH — 061acTH

PAcroNoXKeHus “OpranusaTopa’; CTPEIKH yKa3biBalOT HANpaBICHUE MHIPALMH KIETOK ‘‘opra-
HU3aTOpa” B NpOLlECCe TACTPYJIALMA.

€T B Heliporerese) 6niuno nokaszaHo, yto HGF xapakTepusyeTcst TONBKO Heil-
panmusyromuMn a¢ggekramn (akTHBanus HefipocneunuyecKux reHoB, MH-
nyKnusi o6pa3oBaHusi HEAPOHOB C AKCOHaMH U T.11.). TakuM 06pa3oM, MOXKXHO
paccMaTpHBaTh 3TOT (pakTOp Kak OAMH H3 BEPOSITHBIX TPETEHACHTOB Ha
POJIB HEHpaNU3YIOLUX areHTOR “‘opranuzaTtopa’ Kyp.

Opnako tectuposanre HGF ¢ cronbs3opaHneM 3KCIIaHTAaTOB 3KTOAEP-
Mbl paHHEH racTpyJibl HECKONILKUX BHAOB aMcuGuii He oGHapy»HUIIO KaKoro-
nu6o Helipanusytouiero agpdekta. CiegoBatenbHO, (PyHKLIHOHAIBHOE CXOM-
CTBO “OpraHu3aTopoB’” aM(HON ¥ NTHUL, HE O3Ha4aeT 00s3aTeNILHOro Mono-
OHsl COOTBETCTBYIOLLUX HEMPANH3YIOIUX CUTHATBHBIX MOJIEKYJL.

HanHele o Helipanuzyrowux dakTopax “opraHusatopa” y MIEKONUTAK)-
L[MX OrpaHUYMBalOTCA YKa3aHUEM Ha ceKpeTHpyeMblii hakTop Hopen (nodal),
oTHocsuiics K ceMectBy TGFS; oH HeoGxonuM niisi popMUPOBaHUS MEPBUY-
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HOI1 MONIOCKH Y MBILIHHBIX 3apojbilleii. MHTEpECHO. YTO 3KCNEPHMEHTAIBHO
CTNPOBOLPOBAHHASI THIECPIKCIPECCHsi F'eéHa HONEN B PaHHHX 3apOoAbilLax pbi0
TPUBOAKT K HHAYKIHH AOMONHUTEIBHBIX OCEBBIX KOMIMIIEKCOB,

T'omeo6okc-conepKaiuii red Lim-1, KOTOPBI [pHHAMAET y4yacTHE B
WHIYKLIUH TOJIOBHBIX CTPYKTYpP y am(puOHii. xapaKTepH3yeTcsi, NO-BUAUMO-
My, CXOAHBIMHM (PYHKIMSIMU H B pAHHEM pasBUTUU MblLEil. Y 3aponbiiueil
MbiLeil 6p1TH Takke ugeHTuguuuporanbl FGFs u donnucratun, yyactsyro-
11Me B Npolieccax Helpanu3aluy 3KToAepMbI racTpynbl aM(uGHE. OnHako y
MBlIell, HOKay THPOBaHHBIX N0 FGF-reHaM, Habmogam HopMankHOE pa3By-
THE NEPBUYHOI TIOJIOCKH U HEPBHOM CHCTEMBI, @ NOrudanu Takue IMOpPHOHBI
B pe3yJbTare MTyOOKHX HapyleHUH B npouecce (PopMHPOBaHUs TIEYEHH U
nnaneHTrl. CXoHBIM 00pa3oM. HHAKTUBALMS (PONITHUCTATHHA HE BbI3bIBANA
HUKaKMX NaTOJOTHYeCKUX H3MEHEHHI B Pa3sBHBaOLieHCsi HEPBHOI TKaHU Y
3apoiblllied MBILUEH.

Y pbi6, PYHKIUHOHABHBIM TOMOJIOTOM IUTNIEMAaHHOBCKOIO “OpraHl3aTo-
pa” sBJSIETCS TaK Ha3bIBaeMBIi “3apofibILIeBplil I{HTOK”, COCOGHBII K HH-
AYKIHMU BTOPHYHOTO OCEBOro KOMILIEKCA C HEPBHOH TKaHBIO; MOJEKYJsAp-
Hbl€ (PAaKTOPHI, BBI3BLIBAIOLNE HelipanM3alilo KIEeTOK GJlacTOAEPMBI 3apo-
mblueil pei6, NOKa He HASHTU(PHIHPOBAHEIL.

Takum o6pa3oM. dyHKIuH “opraHusaropa’. Hanfosee MoJHO HCCTIENo-
BaHHBIE Ha 3apofblluax aM¢uONil, ABNSIIOTCA, NO-BUTHMOMY, YHHBEPCAJIBHBI-
MU 1711 MHOTUX BHOB II03BOHOYHBIX. JTO, OfHAKO, HE O3HAYAET CTPYKTYp-
HOIO TOXAECTBA BCEX COOTBETCTBYIOIIMX MONEKYJAPHLIX MeAHATOPOB HH-
IOYKIMOHHBIX B3auMopelicTBHiL.

ToT, KTO HE MnoxaneeT BpeMEeHU H BHUMATENILHO NPOYTET 3TY INaBy,
YBHAUT, YTo TipoGiieMa HelpallbHOM HHAYKINH €LIE “HE BhllNa U3 IKCTIEpH-
MEHTANBHBIX NeJIeHOK ™. TToKa MBI BLIHYKA€HE! TOJBKO ONHUCBIBATh KOHTYPbI
MOJleIId, YTO HE NMO3BOJSIET FOBOPUTE C YBEPEHHOCTHIO 00 yHUBEPCATBHBIX
MeXaHM3Max W NpuHIunax ee pyHkunonuposanusi. HanGonee nonHo oxapa-
KTEpU30BaHbl NpOoLEecchl HEUpalbHOM WHAYKLUH y 3apofbnueil amgubuii.
INoneITKN 3KCTpanonsinuy JaHHBIX Ha JipyTHe BHAbI KUBOTHLIX BCTpE4aroT
3aTpyIHEHHsI. CBSI3aHHBIE C OTCYTCTBHEM HHpopMannu.

O6unne “OenbIx NsATEH” HE NO3BOJISIET TaKXe NMPEMTOXUTb CKOIBKO-
HUOYOb CEPBE3HYH) TEOPETHYECKYK) HHTEpPNPETALHIO MPOLECCOB Heil-
panbLHOH MHEYKIMH B paMKax COBPEMEHHOIT reHeTHRM pa3BuThs. Crapa-
siCb BOCIIOJIHATB 3TH NMpOOebl, Mbl NOMNBITAJINCE NPEACTaBUTL YHTATENIO
JIOTHKY HCCNeJoBaHuil MO0 HelpallbHOM MHAYKLVH BO BTOPOH MONOBHHE
XX BeKa, B HafexkAe nepefats “acradeTHyrO Nanoyky” Gyaylueil renepa-
LUH OTE€YECTBEHHBIX OHONOroB pa3BuTHsA. IMEHHO NO3TOMY B TEKCTE Tak
MHoro gortorpaduii uccnejoBareneil, KOTOpbIE B NPOLIIOM BHECNIH 3Ha-
YMUTENbHLI{l BKJAN B pa3sBUTUE TEOPETHUYECKMX NPEACTaBleHUll 0 Mexa-
HU3MaX HellpallbHO HHYKIMH.

HNuTtepec K npobGieMaM 3MOGpUOHANLHOM HHIYKLUH YBEJTHUHBAETCS C
KaXXbIM FOfOM U Bce GOJipllI€e YUCNO HUCCIefoBaTeNneil HaunHaeT pabo-
TaTh B 37Ol o6nactu. CpeAn HUX €CTh HEMAJO ONECTSALUX UMEH, KOTO-
pbl€ UNTaTeNb BCTPETHUT B PEKOMEHIyEMbIX HIXKE MOHOTpadusax u o63op-
HBIX CTATbSIX.
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Fnaga 4

INEPBUYHAY PETMOHAJIMU3ALIMSA HEPBHOH CHCTEMELI:
MOJIE/IN, MOJEKYJAPHBIE ®AKTOPDBI
U MOP®OTEHETUYECKHUE T'PAIUEHTHI

llenTpanbHasi HEpBHAsi CHCTEMA MTO3BOHOYHBIX COCTOUT M3 HECKOJIBKUX
OTHENOB, KAXAbIM U3 KOTOPBIX BKIIOYAET Pa3HOoOOpa3HbIe TUTILI CHEHANK-
3HpPOBAHHLIX HEMPOHOB M NOAAEPKHBAIOLLUX KJIETOK, (POPMHUPYIOLLMX AHHA-
MuYHble MOP(O-(DYHKI[HOHAJIEHBIE H ONEPALHOHHO-aCCOLUATHBHLIE CBSI3H.
[lo ypoBHIO cTpyKTYpHOIl Oprann3anum, onepanioOHHON NaMsiTH H aHaJIuTH-
YECKHMM TNOTEHIMAM LieHTpanbpHas HEPBHasi CHCTEMa HAaMHOTO NpeBLILIAET
AHAJIOMMYHEIE NapaMETPhl CAMOIO COBPEMEHHOIO U MOL{HOIO KOMMBLIOTEPA.
KakiM o6pa3oM CTONb CIOXKHO OpPraHU30BaHHAs MHOTOKOMIOHEHTHAs! CUC-
T€Ma BO3HHMKAET B 1poliecce 9MOPHOHANBHOTO Pa3BUTHSI H3 MPOCTOrO Of{HO-
CJIOHIHOTO HENPO3NUTENHS?

IMaTTepH hopMUpOBaHNs U NPOCTPAHCTBEHHOII UpraHu3alii HEPBHOI

CHUCTEMBI CO3[AETCA NOCTENEHHO B MPOLECCE paHHero pasBuTHs. ITponeccsl
NEPBHYHOIN PETHOHANMN3ALMY HEPBHOH CHCTEMBI, 3aKJH0Yarolllerocst B Mpo-
CTPAaHCTBEHHOH “pa3MeTke” OyayHIUX MOpdONorutieckH-(OyHKUAOHATBHBIX
OTAEJIOB B NpefeNiax TOMOreHHOTO HEHpalIbHOro 3a4aTKa, SBISIFOTCS HEMNo-
CPEeACTBEHHBIM NPOJIOMKEHHEM HefipanbHoll uHpyKimnu (cM. rn. 4). Ecnu oc-
TaBHTE B CTOPOHE OMNPEJEINIEHHYI) TPENPacNONOXEHHOCTh NMPE3IYMITUBHOM
(T.e. Gyayuieif) HelfpO3KTOIEPMBI TaCTPYNbl K PEBPAILEHHIO B HEPBHBII 3a-
YaTOK, TO MOXHO CHMTaTh, YTO HEHpalbHasi HHAYKIHS CO CTOPOHBI XOpPHO-
Me3ofepMbl (Tak Ha3bIBAEMbIll “OpraHu3aTop”) SIBISIETCS NEPBBIM aKTOM,
onpenesomyUM o6LHil KOHTYp NMPOCTPAHCTBEHHON OpraHW3alui HEpBHOMN
CHCTEMBI B pa3BUTHUH MO3BOHOYHBIX.
“* B nponecce racTpynsilUd CUTHAJBI, NOCTYNAKIME B 3MOPHOHATLHYIO
3KTOEPMY OT NOJIEKaero 3ayaTka Xopaome3onepMel (“opranmsaropa’),
OTMEHSIET 3NUEpMaTEHYIO AnchhepEHIMPOBKY 3KTONEPMAabHBIX KJIETOK U
NpEANUCHIBAET UM HelpalbHBI TYTh Pa3BuTHs. bollee Toro, “oprannsaTtop”
yuacTBYeT B ONPEAENIEHUU OCEBOH MONAPHOCTH H pa3MEPOB NEPBHYHOrO
HEHpanbHOro 3ayaTKa, Ha3bIBAEMOIO HEPBHOI NNAacTUHKOM (cM. puc. 4.1).
[anHple onvcaTeNbHOH U 9KCIEPHMEHTAIBLHON 3MOPHOJIOTHH CBUACTENLCT-
BOBallM O TOM. UTO Y»Ke B KOHLIE racTPyJIsiiMy pa3JINyHble€ 0GIaCTH HEPBHOMN
NIAaCTHHKE XapakTEPU3YIOTCA pa3liuiHbIMH U EPEHIIMPOBOYHBIMH N0-
TEHIIHMAMH, “Pa3sMELLCHHBIMH™ B OIPEAENIEHHOM MOPSiJIKE BAOJL €€ NE€peaHe-
3agHei ocu. Tak, Opy KynbTHBHPOBAaHUM in Vitro HanGomnee nepenHue ¢par-
MEHTbI HEPBHON MIACTHHKH (POPMHUPYIOT NMEPEAHUN M CPEIHHIT MO3I, cpe-
OUHHBIE €€ 00NaCcTH [TPEBPAILAIOTCS B 3a[JHEMO3TOBBIE CTPYKTYPEI, B TO Bpe-
M5 Kak HanGoliee 3afHUE 30HBI HEPBHOH NNMACTHHKH OOpa3yrOT HEpBHbIE
TpYOKM (CnMHHOII MO3T).

Kakie MexaHH3MBbI ONPENENSIOT NPOCTPAHCTBE HHYK) KOMITADTMEHTAIH-
3aiMI0 HEHpaTbHOIO 3a4aTKa Ha COOTBETCTBYIOLHE OTAEIbI HIN. APYTHMHA
CJIOBaMH, KaKUM oOpa3zoM B Mpefeiax HEPBHOU MJIACTHHKY BO3HUKAET, CTa-
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.
NepeaH. mo3r
Tnasa

CpepfH. Mo3r
3aaH. Mo3r

3aaH. mMo3r
OToyncTbl

Hepsen. Tpybka
Meiwtbl

1 2 3

Puc. 4.1. Cxema npocTpaHCTBEHHOIO pachpefiel/IeHUs HENpanbHbBIX NOTEeHUWA B
HEPBHOM NIAcTHHKE (CTPEJIKM) 3apoaklnieii amgpubmii (no: Slack, Tannahill, 1992,
W3MEHEHO).

1 — mnchcpepeHLMPOBOYHas cynbba Pa3HbIX OTAEIOB HEPBHOM NIACTHHKH B HOPMATILHOM Pa3Bi-
THI 2 — CTPYKTYPHL. (hOPMHPYIOLITHECH TIPH M3OJSLIA ¥ KyJbTHBHPOBAHIN ¢(hparMeHTOB HEPB-
HOIl MIACTHHKN (T.€. CNOCOGHOCTDb Pa3HLIX OTAEJOB HEPBHOM MIACTHHKM K CAMOCTOATE/ILHOMY
Pa3BUTHIO): 3 — BIIMSIHMSA, KOTOPLIE OKA3bIBAIOT (DParMEHTbl HEPBHOM MJIACTHHKH TIPH BO3JIEH-
CTBHH Ha 3KBHNOTCHLUANLHYIO (TOTHNOTEHTHYIO) 3KTOMEPMY PaHHCH racTysibl (3TH [aHHBLIE
YKa3bIBAIOT HA TO, YTO KaX/1asl 30Ha HEPBHOM IIJTACTMHKH COfIEPXXHT THIOTETHYECKHE (haKTOPLI,
cniocoOHbIE HHIYLIMPOBAaTL B KOMIETEHTHOI 3KTOREpMe pasHoo6pasHble HefipanbHble CTPYKTY-
pon. B obiem mabniopaercs coorsercTsre e PEHIHPOBOYHLIX MOTEHLMH M cCMOCOOHOCTH
K TaK Ha3bIBAEMOMY CAMOCTOATEILHOMY Pa3BUTHIO PA3HbIX OTHE/IOB HEPBHOH MIAaCTHHKH BAOJbL
€€ nepegHe-3aHeENR ocu.

OHIIH3MpYyEeTCs M pealu3yeTcs MJaH nocneayoieid Mopgo-QyHKIHOHAb-
HOHN pervoHalu3alyi LHEHTpallbHOI HepBHOH chcteMbl? HacTosiuas rnaea
NpeacTaBmsieT NONBITKY OTBETHTH HA 3TH BOMPOCHI B NEPBOM NPHGIMXKEHUH,
TaK KaK MbI €1lle OYEHb JaJIEKH OT NOHAMAHUSI HCTHHHBIX MEXaHH3IMOB 3THX
CIIOXHBIX MOp(OreHeTHYECKHX IPOLIECCOB.

B HacTosilee BpeMsi NPOLECCHI MEPBHYHOI perMoHanu3aliu HepBHOIl
IJTACTHHKH UCCNENYIOTCS C HCIIONMB30BAHNEM 3apofiblilieii MHOTHX BHIOB 1O-
3BOHOYHBIX >KUBOTHBLIX. PaHee, ofHako, NpeanoyTeHHe OTAABaIOCh 3apOfbl-
1maM am¢puGuii, ¥ TO3TOMY HEYIUBHTENBHO, YTO COOTBETCTBYIOIIHE OGLIHP-
HBIE jlaHHBIE 10 CHUX MOp CNYyXKaT OTNPaBHOIl TOYKOH NPH NIAHUPOBAHUH
OIBITOB Ha IPYrHX MOJENBHBIX 00beKTax. B nmocnenune 10-15 net BHenpe-
HHE B 3KCNIEPUMEHTAIIEHYIO 9MOPUOIIOrHIO METONUECKUX NPUEMOB MOJIEKY-
JIAPHO# TEHETHKU cNocoGCTBOBANIO NPOrpeccy B HACHTU(MHKALUH MOJEKY-
JIAPHBIX MOCPEAHUKOB NMPOLECCOB HelpanbHoil pernoHanu3anuu. IMapanok-
CallbHO, YTO OCHOBHBIE TEOPETUYECKUE NPEACTABICHHS O MEXaHH3MaX MNep-
BUYHON PETHOHANHN3aLHK HEPBHOII ccTeMbI, cchopMysHpoBaHHble B 60-x ro-
pax XX B., OCTarOTCs NOKA HEU3MEHHBIMH (UJIH NOJIBE PraroTcsi HEMPH HITUTTH-
aNbLHBIM MOAUQUKAIHSM).
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Pernonanuszanus HEﬁpO3KTO;‘Ieprl: FHINOTE3bI H MOICIH

Cumnraetcss oOIIenpi3HAHHBIM, YTO PErHOHANI3aLus (patterning), HEN-
PO3KTOAEPMANILHOTO 3a4aTKa ONpeNeNieTcss B OCHOBHOM €TO B3aUMOJENCT-
BHUSIMH C TIofJIeXKallleil qop3ankHOi Me30€pMOil (TaKk Ha3biBaeMas “‘Kpbilla
nepBNYHON KUIIKK™, wiu archenteron roof) ¥ B MeHbLUEH CTENEHH € OKPY»XKa-
HOLUM 3NHAEpPMHCOM. BO3MOXHBI TPH OCHOBHbLIX BapHaHTa, 00begHHAIO-
1LIJI€ MHOTHE BEPOSITHLIE MEXAHM3MbI PETHOHANIN3AINN HEHPO3KTOREPMBI.

IlepBbiii BApHAHT OCHOBBLIBAETCS] HA MPENNOJIOKEHNN O TOM, UTO Hell-
PO3NHTENHI y>KE UMeeT “coOCTBEHHBIN ™ nnaH (mporpamMmy) 6ynyiien pe-
ruo”Hanu3auuy. VlHaue ropopsi, Mopdorenerniyeckass u gudepeHuupo-
BOYHasl cynbba pasnuyHbIXx obnacTell HEHPO3NHTENHNANLHOIO NacTa on-
pefiesieHbl 3apaHee M OISl peanu3alfi COOTBETCTBYIOLMX IIOTEHLHIT KaX-
nasi U3 HUX HY>KOaeTcs TOJNbKO B pa3pellarolliiix (Tak Ha3blBaeMbIX IEp-
MHCCHBHbBIX) CHTHAaNax, NoCTYNAIOLUX OT JOP3a/lbHOI ME30OHEPMbI B NPO-
1IECCE HERPYNSALHH.

ANbTEpHATHBHEIN BapHaHT NoapasyMeBaeT JuepEHLIPOBOYRYIO Of-
HOPOIHOCTD (TaK Ha3bIBaeMYIO “HeHpPalbHYIO TOTHIIOTEHTHOCTD ) BCEH Hep-
BHOI MIIACTHHKH. B 3TOM clly4dae €e nocnegyoliiasi pEFHOHANTN3aLMs MOXET
ONpenensThCsl KaYeCTBEHHO Pa3fNHYHBIME CHTHAJaMH. IOCTYNAKOIMMH U3
Pa3’HBIX OTAENOB JIOp3arbHOIl Me3onepmbl. [1pu 3TOM oueBHIHO. YTO pErNo-
HaJH3auusi HEMPOIKTONEPMBI OyHeT ONpeNensThCs NPOCTPaHCTBEHHON KOM-
NapTMEHTANN3auuell nop3albHON Me30mepMbl, KaXkabIl OTHEN KOTOpOil
HOJI’)KEH CEKPETHPOBATH PAa3HbIE CUrHANILHBIE MOJICKYJIBI. BBI3LIBAOLLME
(OpMUPOBaHIE B HEHPOIKTOAEPME HITH NEPENHETO, MIIM CPEIHETO, UITH 3a[-
HETo, WIHM CNMMHHOTO MO3ra.

HakoHewn, BO3MOXKE€H KOMIPOMHCCHBIH BapHaHT, Oa3suMpyrolLuiics Ha
NIpENCTABIEHHH O CYLLECTBOBAHHHU B ME30E€PME IBYX TUIIOB CHIHAJIbHBIX MO-
JIeKyJN: “IepegHEroJIOBHOTO U “3aIHEr0JIOBHOTO™ HUHAYKTOPOB. 3TH rHIoTe-
THYECKNE HBOYKTOPBI JOJKHBI (DOpMHpOBaTh (BOJIb nepepHe3anHell ocH
Hop3anbHON ME30lepPMBbI) [BA ONNO3NTHBIE KOHLEHTPALHIOHHbIE rPagueHTa.
Tonbko npu 3TOM ycnoBHH OyHeT IOCTHrHYTO KOPPEKTHOE “pasMelnenne’”
COOTBETCTBYIOLUUX MO3TOBbIX KOMNApTMEHTOB BOJIb NEPENHE3ATHEN OCH
HEHPO3NIITeNanbHOro nacra.

Kak 6ygeT nokasaHo, Hi OfHH M3 NpeglUIeCTBYIOLIMX BbILE BAPHAHTOB
HE OTpaXkaeT B “4HMCTOM Bupe” pealbHbIe CHTYal[lH, MMEIOILME MECTO B PaH-
HeM 3MOpHOHANBHOM pa3BUTHH HepBHOI cHcTeMbl. Ckopee MOXHO IOBO-
pHTE O Npeobrnanalki TOro UM HHOTO MEXAHHW3MAa B IIPOLIECCAX PErHOHAIIH-
3alH HENPOIMNTENNS y Pa3sHbIX BHUOOB XXKMBOTHEIX. Te€M He Menee, o0LwmnM
3NIEMEHTOM BCEX MOfeNeil sIBIseTCs HaTuuue MOP(OreHETHYECKHX CHIHA-
JI0B, NOCTYNAKILUX B HENPO3IKTOAEPMY U3 HOP3a.1bHOI ME300EPMBL.

ITpesymnTuBHasi HEMPO3IKTOZEpPMAa XapaKTEPU3YETCsl ONpENE;IEHHOI
“NpespacnoNokEHHOCTBIO K (GOPMHUPOBAHUIO TOTO UM MHOFO OT/ENa Hep-
BHOI1 CHCTEMBI, O KpalHEll MEpe Ha MOJIEKYJIIPHOM YPOBHE, OOHAKO TAKOI
MOJIEKYISIPHBIN “Tipe-naTTepH’” He SIBISIETCS XECTKO 3a(pHKCHPOBAHHBIM 1
cynb6a TOTO MM MHOTO OTHENA HEHPO3KTONEPMbI MOXET ObIThb 3KCIEPH-
MEHTAJIbHO H3MEHEHa. TakuM o6pa3omM, MOXKHO Npeanoararh, 4o cnocod-
HOCTb HEMPO3KTOIEPMANILHOTO MNIAacTa K TaK HAa3bIBAEMOH ayTOpermoHanm-
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Pic. 4.2. OnpiThl O. MaHronbA: perHoHanbHO-CIENU(HYHAS HHRYIUPYIOIIas aKTHH-
BOCTb IOP3aJIbHOH Me3oiepMbl (“‘opranusaropa’”) y 3apopbiiiefi amcubuii Ha cTafinn
no3jiHe it racTpysbl — paHHeil Helipyant (no: Gilbert, Saxen. 1993; u3meHeHo).

Bronb nepenHe-3agHeii ocl TeJla 3apofibIiia-floHOpa (A), OTceNapoBbIBATIH Pa3HbIE 30HBI HEPB-

HOIl NITACTHHKHM M BBIPE3allH COOTBETCTBYIOILHE (PParMeHThl (HA PHCYHKE OTMEYEHbI YE€PHbIM

LBETOM) NOMNExalLleit nop3anbHoil Me3ofepMbl. PparMeHTh! JOP3albHOH 3KTONEPMBI NIOACAXKH-~

BaJTH NOJ1 3KTOAEPMY 3apOibIIeii-PELHITIEHTOB HA CTANHH paHHeH racTpynbl. CIycTst HECKONIBKO

AHell y 3apopbillel-pelHnieHToB HabMIonan pa3BHTHE “BTOPHUYHbIX KOMILIEKCOB™ (CTPEJIKH),

cojepakallIIX: ro:10BbI ¢ Ganancepamil (), royoBbI ¢ GanancepaMil. iepefiHIIM MO3TOM H Ia3aMu
(2), 3anHe-TONOBHBIE CTPYKTYPDI (3), TYJIOBHIIHO-XBOCTOBbIE CTPYKTYPHI (4).

3alMM WI'PaeT JIHLIb JONOJHITENBHYIO PONb B NMPOLIECCAX MEPBHYHON KOM-
NApTMEHTAIM3a1UH HEPBHON CHCTEMBI.

Hpyrue Monenu HelipanbHOH perMOHANN3aIMM OCHOBLIBAKOTCA HA Kade-
CTBEHHO Pa3NMMYHbIX HHCTPYKTHBHBIX (“IMPEeKTUBHBIX") CUTHAMNAaX, NOCTyna-
HOLUHEX B 3KTOONEPMY OT nop3anbHoil MezomepMel. Eute INanc llInemanH (aB-
TOP OTKPBITHA (heHOMEHA 3MOpHOHaNBbHOI HHIYKLAM; CM. TI1. 4) Tipeanona-
raj, 4To “oprau3aTop” (3a4aTOK XOPIOMe301epMbl) CONEPKHT IBa HHAYK-
Topa. OnlH U3 HUX BBI3bIBAET OOpa3OBaHUE B IKTONEPME FOJNIOBHBIX CTPYK-
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Typ (Tak Ha3bIBaeMblil TOJIOBHOH HHIYKTOP), IPyroii MHOyHHMPYET B 3KTOOEP-
Me TYJIOBHILIHBIE CTPYKTYPbI (TaK Ha3bIBA€MbIH TYJIOBUIHBIH HHOYKTOP). ¥
amcpuOnil Ha cTaguu paHHel racTpynbl “opraHu3arop” XapakTEPH3YETC B
OCHOBHOM CBOICTBaMH “rOJIOBHOTO”, a Ha CTaguM MNO3[0HEH racTpyibl — “Ty-
JOBHULHOTO” MHAYyKTOpa. HanoMH10, UTO Ha cTagui paHHei racTpyJibl “‘op-
raHu3aTop” JefcTBYET Ha 3KTOgepPMaNbHbIE KIETKH, N00yXnasi UX K Helipo-
reHe3y, B TO BPEMs KaK Ha CTauH NO3[HeN racTpysbl OH OKa3bIBaCT UHAY-
LMPYIOLIME BO3JENCTBHS Ha yxKe CpOpMHPOBAaHHBIN HelipalbHbiil 3a4aTOK
(HEPBHYIO MIIACTHHKY).

OnnH u3 corpygHukoB llInemanHa, OnecTsiuit 3KCnepUMeHTaJIBHbII M-
6puonor, OrTo Mauronbn (Otto Mangold) geTansHo uccnegoban HHIYLMPYO-
LY aKTHBHOCTb pa3/IMYHbIX 06nacTel “opranmsaropa” amM¢puOHi Ha cTagun
NO3JHEN racTpyJibl~panHell HeHpyJibl M MOMYYHIT JHOOONBITHLIE Pe3yNbTaThbi
(puc. 4.2). OH IMNIaHTHPOBaN pa3NHyYHble 00JIACTH IOpP3aihLHOI ME30[epPMbI
Helipyn nop 3KTofepMy 3apoblled-peNUNNEeHTOB Ha CTaflul paHHEH racTpy-
nbl. Kak ¥ oxxHpganock, y Bcex 3aponbllieii-pelinieHTOB pa3BUBAIIICE HONOJ-
HHUTENBHBIE “BTOPUYHBIC KOMIIIEKCHI . COEpKalliie pa3/iuiHbi€ TKAH! U Op-
raHbl, OHaKO Xapakrep IHddepeHIPOBKY TAKUX KOMIUIEKCOB ObLT Pa3iiu-
yeH. Tak, camble nepegHye OTHENBI “OpraHM3aTOpa’ HHIYLMPOBAIH B 3KTO-
HIEPME NMEPENHETONOBHLIE CTPYKTYPBI ¢ 6anaHcepaMu, CpeHUE €ro OTHeINbI —
rONOBbLI ¢ MO3TOM M rila3aMmi, a 3aJHHe OTHeNbl “OpraHusaTopa’ BbI3bIBAIH
o6pasoBanne 3agHE-TOJIOBHBIX U TYJIOBULIHO-XBOCTOBBIX CTPYKTYP.

Dty pe3ynbraThl, KaK 3TO NOYTH BCeTAa CNyyacTcs B GMOJIOTUM, HHTEP-
NpeTUPOBANUCh C OBYX NMOJSIPHBIX TOoYeK 3peHus. OHN uccenoBareny no-
Jlarany, YTo pasHble o0nacTH fop3anbHON Me30epMbl CEKPEeTHPYIOT Kave-
CTBEHHO PAa3/IMYHbIE CHTHANBHbLIE MONEKYJIbI, YTO U MPUBOOUT B HOpMAlb-
HOM Pa3sBUTHUU K PErHOHAIM3aLNN HEHPO3KTOOEPMbI BIOJb NEpeaHe-3amHe
ocu. [Ipyrue cunTani, ITo K KOHIY FACTPyJISLHY BOONb NepejiHe3anHeil ocu
“opranusaropa’ (pOPMHUPYETCS TPAgUEHT €IMHCTBEHHOTO HHOYKTOPA 1 4TO
KJIETKH HEHPO3KTOHEPMbI CIOCOOHBI TI0-Pa3HOMY pearupoBaTh Ha pas3iHy-
HbIE €70 KOHUEHTpauuu. Kak Mbl yBUAMM B fanbHEHIIEM, PasIHylis MEXKIY
3TVMH JBYMsl TOUKaMH 3pPEHHsS] OKa3alliCb MEHEE NPOTHBOPEYMBBIMH. HEM
NpejcTaBIsUIOCh B HAYane.

I'pynna ¢unckux amOpuonoros, posrnaensiemass Cyno ToiiBoHeHOM
(Sulo Toivonen; cM. rn. 4), NIpeaCTaBia JJOCTATOYHO BECOMBIE 3KCTIEPUMEH-
TalbHBIE OKA3aTENbCTBA NPUCYTCTBHS B IOP3aJbHOH Me301epMe, N0 Kpait-
Hell Mepe, IBYX THNOB CUTHaNbHBIX MOJEKYI, CIOCOOHKLIX BBI3BAThH 00pa3o-
BaHKME B KOMIICTCHTHON 3KTOJEPME HIIH rOJIOBHBIX, HJIH TYJIOBHILHLIX CTPY-
Kktyp. bonee Toro. psim nony4yeHHbIX HMH JaHHBIX KOCBEHHO CBHIETEILCTBO-
Ball 0 HEPaBHOMEPHOM (rpaMeHTHOM?) paclpefieIeHHH TaKUX HHIYKTOPOB
BJIOJIb NTEpeaHe3agHel OCH AOp3abHOR ME301€PMBb.

Ho uro camoe rnaBHOe, — BCE Hall€ CTany BbICKA3blBATHCA NPEANo:io-
>KEHHS O TOM, YTO KIIETKHM HEHPO3NUTENHANILHONO IJ1acTa cnocoOHb! nrudde-
PEHLHPOBATHCSI B pa3/iYHbIX HANMPABICHUSIX B 3aBHCUMOCTH OT NOJYYEHHOI
UMH “HO3bI” OgHOrO W TOTO e uHAyKTOopa. COOTBETCTBEHHO, B 3MOPHOIIO-
T'MH NMO3BOHOYHLIX BCE Hallle M ualle CTan ynotpedisaThesi TEPMUH “Mopdo-
reH”, OO BbEaNHAIOMINH KAYECTBEHHYO M KOITMUECTBEHHYIO XapaKTCPHUCTHKH
neficTBUS IMOPHUOHANBHBIX HHIYKTOPOB.
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Yrto Takoe mopgoren?

ITo onpepenenuto, mopghozer — armo UHAYKTOP. KOTOPBIN cnocoGeH no-
pasHomy onpegenats @ depeHIMPOBOYHYIO cyIb0Y MHOIMX KJIETOK-MH-
uieHeH, HAXORALMXCA B 30He rpajueHTa ero 3¢ ek THBHLIX KOHIEHTPaLUH.
TakuM oGpa3oM, meliCTBHE HA PacCTOSIHMM OT MecTa CHHTE3a (CeKpeuyH) —
OCHOBHAs1 XapaKTepHUCTHKa MOP(ONOrnieckoil akTHBHOCTH. JleficTBHTEND-
HO, €CIIM MHOYKTOp aKTHBEH TONbKO HA PACCTOSHUM, HE NPEBBLINANOLIEM
OQMH KJIETOYHBLIH gUaMETP. TO OH HE MOXET ONpenensTh CynbOy ApPYIux
(YnaneHHbIX OT Hero) KJIETOK BOCIPHHHMAIOIIEro 3auatka. OuYeBHIHO Tak-
K€, 4TO MOp(oreHbl — 3TO CEKpPEeTHPYEMBIE H cnnocobHbIe K nH(¢y3HH MO-
nexkynei. BepostrHee Bcero, anddysus MopdoreHa siBNsieTCsl NMAacCHBHBIM
MPOLECCOM, ITO H NPHBOIUT K (DOPMHPOBAHNIO B TKAHSIX TaK HAa3bIBAEMbIX
Mop(oreHeTHYECKUX FPAaHEHTOB.

MopdoreHeTnueckuil TPajHeHT SIBIISIETC TEPMHHOIOTHYECKHAM OIpe-
OETIEHHEM, NPHJIOKHUMBIM K NMIOGON cUTyaiM, NMpHU KOTOPOH KieTka WIH
TPynfia KIeTOK-HHAYKTOPOB ceKpeTHpyeT CHrHanbHbie ¢akTopkl, inddyn-
OVPYIOLIME B OKPYXXalOIIYIO KIETOYHYK) CPERY, YTO COMPOBOXAAETCS Il0-
CTENEHHBIM NOHIXEHNEM UX KOHLIEHTPALMM N0 MEPE ynaseHust OT HCTOYHH-
Ka X cuHTe3a n(unn) cekpein. Han6onlee BaxkHBIM MOMEHTOM, OJIHAKO, SIB-
Jasercs, CNOocoGHOCTL OKPYXAaIOLMX KJETOK BOCHPHMHHMATEL pa3sHblie KOH-
neHTpanuy MopdoreHa Kak panuinblie M opManMoHHble CHrHabl. B pe-
3ynbTraTe FpajueHT eIMHMYHOro MOp¢oreHa MOXET MPUBECTH K (hOPMHPO-
BAHHIO B UCXOHO TOMOTEHHOH KJIETOUHON Macce HECKOJIbKHX cyOnomnyns-
Luil, IPOrpaMMHMPOBAHHBIX K pasiMyHbIM TH¢depenimposkam. [1puueM ta-
koe nudppepeHLIpOBaHHOE MporpaMMHpOBaHue OymeT UMeTh ONpefesieH-
HYI0 M 3aKOHOMEPHYIO NMPOCTPAHCTBEHHYIO OPHEHTALHI0 B NpeEmenax BOC-
NPUHUMAIOLLErO KJIETOYHOTO NOJISt B 3aBUCHMOCTH OT Npodpuis MopdoreHe-
THYECKOTO TPafiHEHTA.

Taknm o6pa3oM, egUHMYHAsi akU¥sl B Pa3BHTHH, 3aKIIOYAIOLIAsCS B
KPAaTKOBPEMEHHOH M JIOKAJIBHO CEKPELMH TOJNBLKO OHOro Mop¢horeHna, Mo-
3KET UMETh Haneko HAYLIHE NMOCAENCTBAA B OPYIUX TKaHAX. BbI3bIBasl B HIX
MPOCTPaHCTBEHHO 3aKOHOMEPHOE pa3MeLLIEHNE Pa3InIHbIX MU dEPEHUIPO-
BOK. B pe3synbrare pa3smnyHbie THIIBI KIETOK MOTYT (POPMHPOBATbCS B HY K-
HOM MECTE B PE3yJbTATE U3MCHEHUS] KOHLICHTPALMH OTHOTO M TOTO XK€ MOp-
¢orena.

XoTa cylLiecTBoBaHKE MOpP(OreHoB NpeANoNaranoch o4eHb JaBHO, MO-
JIEKYTbI € COOTBETCTBYIOLIMME CBOHWCTBAMH ObLIHM MIEHTH(PHLHUPOBAHbI B
pa3BHTHA NO3BOHOYHBIX NMHINL B KOHLEe XX B. bonbinas 3acnyra B uccnego-
BAHUI MEXaHHU3MOB [IE€HCTBUsI MOp(OreHOB B paHHEM pa3BUTHU NO3BOHOY-
HbIX IPHHAAJIEXUT M3BECTHOMY aHINHICKOMY amOpuonory IIxkony I'éprony
(John Gurdon). Mcnonbsys Me3opnepmanusyroinil akTop — aKTHBHH, OH
pa3paboTan M npegloXHui HECKONIBKO MOJIEKYIIIPHO-KIIETOYHBIX MOesei,
NO3BOJISIFOLIMX HCCICHOBATh 3aKOHOMEPHOCTH (PyHKIIHMOHHPOBaHHNsS MOpdo-
TEHOB B PAHHEM 3MOpPHOHaNIbHOM pa3BuTHl. OKazanoch, 4TO KNeTKH aMOpH-
OHAJILHOM 3KTOREPMbI CTIOCOOHSI: (1) meTEKTHPOBATHL OUEHb HU3KHE KOHIIEH-
Tpauuu mopdoresa (MeHee 20 nukorpamm); (2) pasnidaaTh BCEro JHilb ABY-
KPAaTHOE U3MEHEHHE KOHLEHTpalyH MOp(GOreHa, aKTHBUPYS! IBE COBEPIIEH-
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IMpodeccop Hoxkon [éppon (1-it koH-

rpecc 6uonoros paisuTus cmawmn,

YuusepcuteT Crpanbl Backos. pekabpb

1996). Ilpodeccop M. I'éppoH okazasn

- . BIHSHIE HA POPMIHPOBAHHE MHOTHX Ha-
' npaBJIeHH COBpEMEHHOI OMOJIOTHH pas-

BHTHS. 3HAYHTENILHO YNYYIIHB METOnM-

. Ky nepecafiku sinep B sfieKJIeTKH, OH
LA ) NMEPBBIM B MHPE MONYYHI >XH3Hecnocob-
W HBIX KJIOHANbHBIX aMuOuil. mokasas
TEM CaMbIM TPHHIHMHAIBHYEO BO3MOX-
HOCTb MCHOJIB30BaHHSI 3TOM HAECOJNOTMH
) . MPHMEHNTENBHO K APYrUM BHAAM XHBOT-
SN B HbIX. B oGnacte MonekyJsipHoi GHono-
THH pa3BUTHS OH TaKXe€ OCTaBUJI 3Ha4M-

TEeNBHBI clef], Hcenenys (akTophl, pe-

‘ rymipymouie paboTy reHoB B paHHEM
aMbpuoreHese. B obmacTi Mosexynsp-
HbIX MeXaHH3MOB 3MOpPHOHANBHON HH-
OYKLIH, HMEHHO OH BIEPBbIE TEOPETH-
Yeckn 060CHOBA/ H 3KCMEPHMEHTANILHO

NPOAEMOHCTPUPOBAN Kak (PYHKUUOHNPYIOT MopcoreHbl y 3apopbilieil NO3BOHOY-

HeiX. Ero Bknajg B Gnonoruto pa3BuTHs ObUT OTMEYEH MHOIHMHE NMPECTHXKHBIMH ME3K-

AyHaposaHbIMH NpeMusiMil. B nepuop ¢ 1987 no 1995 r. oH siBisificst ipe3npesToM Me-

XIyHapoiHOro obuiectsa 6uosoros passutis (MOEP). B Hacrosiuiee Bpems JIxk.

I'épnon — mupekrop MHCTHTYTa paka 1 OHONMOTHIH Pa3BHTHS NMpH YHHUBEPCHTETE B
Kemb6pumske.

HO pa3uble MporpaMMbl JuepeHLIMPOBKH, COOTBETCTBEHHO: (3) HE TONBLKO
1136HpaTeNbHO AKTHBUPOBATh, HO H PENpPECCHPOBaTh HAGOPbI TEHOB B OMHUX
U TeX Xe€ KJIeTKaX-MHIIEHSIX B 3aBHCUMOCTH OT NOIOXKEHHs NMOCIeNHHUX B
MopdoreneTnueckoM rpaguenTe. CKOpocTh pacnpeneneHnsi MOpgOT€HOB B
3MOPHOHANILHOH 3KTOIEPME NMO3BOHOYHBIX cocTaBisieT okono 10 knerou-
HBIX [[1AMETPOB 32 HECKOJILKO YaCOoB.

B 3MOpHOHANBHOM Pa3BUTHHM [O3BOHOUYHBLIX IPamgueHTbl MOPGOreHOB
HTPAIOT BEAYLIYEO POTlb B PErHOHANH3ALIHY ME30AePMbI H HEl[POIKTONEPMbI.

Pernonanu3auust Hefipo3IkToIepMbl:
ABYXIrpagHeHTHAasA MopdoreHeTHYeCKasa MOIeb

B nauane 50-x rogos fBa ¢puHCcKuX 3M6puonora, Cyno Tofionen u Jla-
ypn CakceH (cM. 1. 4) MPEANIOXUIH OPUTHHATBHYIO IBYXTPagUEHTHYIO MO-
H€nb NMEPBHYHOH perioHaNu3alHy HEPBHON NIACTHHKN B Pa3BHTHA aMdpu-
Ouii. ITpoeepka BpeMEHEM NOKa3ana, 4To 3Ta MOJIENb HE TONbKO HE MPOTH-
BOPEYHT, HO BO MHOIOM COBNApacT C PEANIbHBIMH NPOLIECCAMM.

JIByxXrpaguieHTHasi MOJENb HeApanbHOH pernoHanm3aimy o6neguHsna
NOCTYNaThl KINacCHYeCKOH Mgeonorny XMMHYECKHX TPaMEHTOB C OTBETHEI-
MH PeakiIsiMi 3MOPHOHANBHBIX KNETOK, BOCIPHHUMAKOILUX MOp(OreHeTH-
deckue curHanbl. CorjlacHoO 3TOH MOMEIH HHOYUHPYIOILIHE BIMSAHMSA IOpP-
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3aNbHOM Me30pepMbl NPUBOAAT K (POPMHPOBAHHIO B HEPBHOH HIIACTHHKE
rpagMeHToOB IBYX MOP(OTreHOB: HEPaTU3yIOLIEro H MENO3€PMaIIH3YIOLLETO
(puc. 4.3). Heiipanusyrowuii pakrop HopMUPYET CHMMETPUYHO H3MEHSHO-
LUHIICsl TpagHenHT BONb JOP30-BEHTPAIIbHON OCH HEPBHOrO 3auaTKa (C Mak-
CHMYMOM B CpPEOHHHO-1Op3anbHOIl 30He). Takofl rpagueHTHbI npoduib
NOIJIEPKUBAETCS MPAKTHYECKHY HEM3MEHHbIM IO BCeH [UIMHE HEPBHOH nia-
criuHkn. Hanporus, MesogepMann3yroumii ¢paktop popMUpyeT KOHLIEHTpa-
LIHOHHbBIA IpageHT BIONb NEPENHE3aNHENR OCH HEPBHON NMIACTHHKH, C MaK-
cuMyMOM B 3apseil ee obnactu. I'pagnenT Me3ogepManusyroulero dgakropa
“o0pbIBaeTCs1” HAa YPOBHE NEPEJHEr0 OTHENA HEPBHOH MJIACTHHKH.

B cooreeTcTBHM € 3THMH NPENCTABIIEHHAMH Ka’KIbIH M3 OCHOBHBIX OT-
OeJoB OyayLell ueHTpanbHO HEPBHOH CHCTEMbI IETEPMUHUPYETCS K pa3BU-
THIO TIOJ BIMSIHAEM Pa3HbIX COOTHOLICHMI HEMpaNu3yIOIEro U Me30epMa-
nu3yroulero nHaykTopoB. M36biTok Helipanusyromero gakropa Ha ¢oHe
HE3HAYUTENBHOH KOHLEHTPALMH Me301ePMaIH3YIOLLErO UHAYKTOPA JOIKEH
66111 IpOBOLMPOBATE OOpPa30BaHKE NEPENHETO i cpenHero Mosra. I1pu akBu-
MOJSIPHBIX COOTHOLIEHHsIX 000X (hbaKTOPOB NOJI>KHBI (GOPMHPOBATLCH 3aj1-
HEMO3IOBbIE CTPYKTYphI. B 30He siBHOrO m36bITKa ME30[epMaU3yIOLIEro
HMHIYKTOpa OKHaIoch NONyYNTh 06pa3oBaHKe HEPBHOI TPyOKH (CTMHHOrO
Mo3ra). HeTpynHo 3aMetirhb, 4TO B paMKax 3TOI MONENH pErHOHANM3aLMs
HEPBHOI! CLICTEMBI ONPEAENSIETCS B OCHOBHOM I'PAIHEHTOM ME30[CpMau3y-
IOLLETO (hakTopa, Nof JeiicTBHEM KOTOPOTO “H3HaYarnbHasl NepegHEMO3ro-
Bas IeTEPMUHALMSA BCE HEPBHOI NIACTHMHKH NOCTENEHHO CMeHsIETCsT (BONb
ee nepepHe3anHeil 0CH) Ha CpeHe- ¥ 3aJHEMO3TOBOH THIBI KOMMHTHPOBA-
HHSs! HEHpaNbHBIX KJIETOK.

[NockonbKy B Te rogbl MOJIEKYIsAPHbIE MOPQOTEHSI ellie He ObUII HEH-
TH(PHLUHPOBaHLI, TPOBEPKA FHNOTE3bI 6a3HPOBaNach Ha HENPSMBIX JAHHBIX,
NOJIyYEHHBIX € NMOMOLUbK) OPHTMHANBHBIX 3MOPHONIOIMYECKHX MaHMIYIs-
wiil. McxogHo Tpe6oBanock Nony4uuTb JOCTYN K TKAHSM. NPOSBIISTFOLLNM
TOJIBKO Hefpanu3yrolee HIM TONBKO ME3ojgepManu3ymolee neicTBHE Ha
3KTONEPMY PaHHHX 3apopbliiei aMpHuOHil. D10 OKa3an0ch BO3MOXKHBIM Ona-
rojaps ynopcty v HactoliunBocT C. TOHBOHEHA, KOTOPBII HCCeJOBAJ UH-
OyLUPYIOIIYIO aKTUBHOCTE Gonee deMm 40 pasnuusHbIX TKaHEH H OGHApYXHN
IBE TKAHII, OTBEYAIOLHE NOCTABJIEHHBIM LENsAM. 3aTeM H3 3THX TKaHeH [pii-
TOTOBIISITUCh “CMECH”, XapaKTEPU3YIOLIHECS Pa3fIMYHbIM COOTHOILICHHEM
Helipaau3yollell 1 Me3oIepMaln3yIOLIE aKTHBHOCTE . DTH “cMecu™ noMe-
manu Mexnay OByX ()parMeHTOB 3MOPHOHANBHOI 3KTOgEpMbl Il TAKHE C3H-
OBUYH KyJIbTHBHPOBANIN HA NPOTS>KEHNH HECKOJIBKHX cyTOK. B pesynbrate
yAalock u3bupaTeNbHO MHOYLHpPOBATb B 3KTOgEpPME (POPMHPOBAHNE BCEX
OCHOBHBIX OT/IENIOB LEHTPAJILHON HEPBHOM CcHCTeMbi. MTak, nepBasi akcne-
PUMEHTANbHAsl TIPOBEPKa MOKa3aia, YTO JBYXIPagHEHTHAst MOJClb HMEeT
MPaBO HA CYLIECTBOBAHHE.

Mexny TeMm. gpyrasi Fpynna uccnenoBaTeneii, BO3raBsieMasi BbIIaio-
LIMMCsT ToranncKuM amopuonorom Iurepom Herokyno (Peter Nieuwkoop).
nokasasna, YyTo MpOLECC NPOCTPAHCTBEHHON PpEerMoHanM3alMi HEpPBHOM
CHCTEMbI XapaKTEPH3YETCs ONpefelleHHOl BPEMEHHOH MPOTS>KEHHOCTHIO
H peanu3yeTcss B TEYEHHME HECKONBKHMX cTagMi. BHauane (B mpouecce
racTpyJisiiHH) HMMEET MEeCTO TaK Ha3biBacMasi “akTHBauusi”, KOTO-
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Prc. 4.4. Cxema ONMBITOB, AEMOHCTPHPY-
HeTepMunainmns FOLIMX, YTO B Pa3sBHTHHI HElpanbHasi pe-
FHOHAMU3ALMs OCYLIECTBIISIETCS mocie-
JOBATENBHO H BKIIKOYAET HECKOIBKO 3Ta-
nos (no: Gilbert, Saxen, 1993, naMeHeHo).
“IlepenHe-rofloBHOI ™" (A) MK “CIHHHO-KaY-

naneHBIi” (5) TKaHEBOH MHOYKTOP NOMEILa-

% MM MeXAy fIBYX (PparMeHTOB 3IKTOECPMbI

Jiuzarrperauust
% % panpeii ractpynel aMopubui. [Mocne 24-uaco-
BOWH 3KCTMO3HLMH HHIYKTOPhl yansiy, a 3K-

TOflepMy [€3arperypoBalli Ha OfHHOYHBIE

PeKoMﬁ“Hau"ﬂ KJIETKH. 3aT€M FOTOBMIIN Pearperarthl, BKITIO-
p YaloLMe HEHPATM3OBAHHbIE WIH Me3ofepMa-
JIM30BAHHBIE KNIETKR HIHM HX CMECH B pa3nnu-
HBIX NIponopuuMsAx: | — noj BIMsHHEM “TiepeN-
HE-TONIOBHOTO” MHAYKTOpa KIETKH (POpMH-
poBani TKaHb NEpEHEro/CpeNHero Mo3ra c
rnasaMu; 2 — 1o BIIMSHHEM “‘CIIMHHO-Kay-
AanbHOro™ HHOYKTOPA KIeTKH (hopMHpOBanu
HepBHbIE TPYOKU (CNIMHHOI MO3r) M XBOCTO-
Bbl€ CTPYKTYphL: 3 — cMech HeilpaiM30BaH-
HEIX M ME30[IEPMaIH3OBAHHbIX KIETOK faBa-
12-¥4 days na Hayano Kak NEpeHEMy H CHHHOMY MO3-
q)q)epeﬂunpomca Ty, TaK H CTPYKTYPAM, Xapak TEPHBLIM JI71s 3a]1-
HETO MO3ra, BKIIOUas CAVXOBBIE NMy3LIPHKIL.

D ' a % Brino cnenaHo 3akiioueHne, MTO B NpoLiecce

HEPBHOM CHCTEMBI OTIPEAENAETCS B3aUMOICIH-

CTBMSIMM PaHEEe HeMpalu30BaHHOW 3KTONEP-

Mb1 (B NIPOIIECCE IaCTPYJISIMK) € [OP3albHOM
Me30[1epMO#i (B Ifpolecce Heltpynsuun).

N HOpPMaJIbHOrO pa3BUTHA pPErHoHalnH3auusa
¢

pas MPMBOAMT K Helipanu3anuu Bcell Oynmyuiell HENPO3KTOgepMbI; Ha 3TOMN
cragun 1r00as 30Ha HENPO3NUTENNs O6pasyeT NPH M3OIALME TONBKO Nepel-
HEMO3TOBbI€ CTPYKTYpbl. OTBeTCTBEHHBIMU 3a “aKTHBAIMIO” 3KTOHEPMBbI
SIBIISIFOTCsST Hepanu3yowue pakTophl, CEKpETHPYEMbIE “OpraHn3aTopoM” B
Hauane ractpynsiupn. [TosgHee (KoHel racTpynsiME—Havano Heilpynsmun),
CpefgHNE M 3agHME OTHEIbl HEIPOIKTOHNEPMBI NOABEPTAIOTCS TAK Ha3bIBac-
MbIM “TpaHCOPMUPYIOLINMM BIMSIHUSIM “OpTaHu3aTopa”, 4TO NPOSBIAETCS
B (pOpPMHIPOBAHUH 3a{HEMO3IOBBIX CTPYKTYp U COMHHOIO MO3ra.
O6nenuHeHne IPOCTPAHCTBEHHBIX (MPaIUEHTHBIX) H BPEMEHHbIX napa-
METPOB BO3[ENCTBYsS “OpraHn3aropa’ Ha 3KTOAECPMY NPHBENO K CO3IAHUIO
CHHTETHYECKOH MOJIeNH pErMOHANM3AIMH HEPBHON CUCTEMBI B PaHHEM 3MO-
puonHanbHoM passutun. Jlaypu Cakcen, Cyno ToifiBosen u Tanno Baitnno
(Tapio Vainio — TananTnuBbIi (PUHCKHI HCCNemoBaTeNb, XXH3Hb KOTOPOro
paHo obopBanachk B pe3ynbTaTe aBTOMOOHIBHOI KaTacTpogbl) 3aKIIOYany
TKAHHM, XapaKTePH3YIOUHECS TOJILKO HeHpalH3yrouledl UM TOMBKO ME30-
HIEPMAaNIN3YIOILEN aKTHBHOCTBIO, B Pa3HYHble 3KTONCPMAalbHbIC CIHABMYH.
Ilocne 24-dacoBon 3KCNO3MLMH TKAHU-HHIYKTOPBI Y[AJSJIM, a 3KTOHEp-
MaJibHble C3HBHYH [JUCCOUMMPOBAIN HA ONWHOYHBIE KNETKHU (puc. 4.4). U3
3THX CYCTNEH3MI FOTOBMIH arperaThi, CopepsKalie B pa3sHbiX MPONOPLHIX
KIEeTKH, 06paboTanHible paHee HEHPaNH3YIONM RN ME30JEPMaNH3YIOIHMM
“RHOyKTOpaMHU™ . Arperathbl KJleTOK, 00paGOTaHHBIX TONBKO HEHpanmu3yo-
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MM TKAHEBBIM HHIYKTOPOM, (POPMHPOBAIH, KaK U OXHOANOCh, TONLKO ME-
penHEMO3roBbIe CTPYKTYPbI (NEPeHHil MO3T € I71a3aMH). AHAJIOTHYHBIM 00-
pa3oM, KJIeTKH, TOZBEPraBILHecs TOJbKO ME30IEPMANU3YIOILEMY BO3geHCT-
BUIO, OOpa30BHIBANIM HEPBHBIE TPYOK# (T.€. COMHHOH MO3r) M XBOCTOBbIE
CTPYKTYpBI. BMECTE ¢ TeM B arperarax, COCTOSILLUMX U3 HENPANTU30BAHHBIX H
ME30/IEPMANTM30BAHHbIX KJIETOK, OOHApYyXMBAJiCsi BECH CIEKTP MO3rOBLIX
CTPYKTYP. @ MMEHHO: IepEJHHIA MO3T C I71a3aMu, 3aJHHI MO3T €O CIIyXOBBIMII
Ny3bLIPbKaMU M CTHHHOMO3roBble TpyOKu. TIpH yMO3puTENnbHON 3KCTpano-
JISIUE MTOJY4YEHHBIX PE3YNIbTATOB HA MPOLECCHI HOPMAJIBHOTO pa3BUTHS Obl-
JI0 CAENIAHO 3aKJIOYEHIe, YTO (POPMHPOBAHME 3a/THETO MO3ra SIBJISIETCS BTO-
PUYHBIM aKTOM M IPEACTABNSIET pe3y/IbTaT B3aUMOJIEIICTBUS MEXIY paHee
Hepanu30BaHHLIMY KJETKaMu M Me3ofiepMoil. COOTBETCTBEHHO, aBTOPHI
BBCJIH B CBOIO HCXOHYIO JBYXIPafMEHTHYIO MONEJb HEMpanbHON pernoHa-
Nu3auiy QONOJIHUTENBLHBIT BpeMeHHOIT napaMeTp. Tenepb aTa Monens NoOx-
pa3yMmeBana TakxXe JBYXCTafHIHyIO NMOCIENOBATENbHOCTL COObITHH: Ha Ha-
YyanbHbIX 3Tanax MHAYKIHN 3MOpHOHAaJIbHAsl 3KTOIEpMa NETEPMUHHPYETCS K
Pa3BUTHIO B Me30LIEPMY, a 3aTEM — B HEPBHYIO TKaHb; Ha 3aBEpILAIOLINX 3Ta-
nax MHIYKIHU PerHoHajbHas cneunguka HEHpalbHOTO 3a4yaTkKa onpeners-
€TCs1 B3aUMOIEHCTBUSAMU MEXY HENPOINUTENHEM U ME30IEPMOI.

3TH npefcTaBeHNs HAIUTY MOITBEPXKIEHHE BO MHOTHX APYTHX OMNbITAX,
BKJTIOYAst 3KCNEPUMEHThI HA JKMBBIX 3apopblilax. 3a UCKIIIOUEHHEM OTETb-
HBIX J€Talell, BCe 3KCNEPUMEHTANLHO-3MOpHONOTrNY€eCKIE ONbITH MO HEIl-
panbHON HHOYKLMHA M HEHWpanbHON PErMOHANIM3ALMA CBUIETENILCTBOBAIHN B
1onb3y Cleayoliell NocnenoBaTeIbHOCTH COOTBETCTBYIOIIHMX COOBITHI B
Mporecce HopManbHoro passurus. “Opranmusarop” (mop3anbHasi Me3ofep-
Ma) NPOSIBISIET BHAYasle TaK Ha3bIBAEMYIO “IepeqHEMO3IOBYI0” Helpanu3y-
IOLLYH0 aKTHBHOCTDL M, BO3IEHCTBYS] HA KOMIIETEHTHYIO 3KTONEPMY, IPHBO-
muT K 06pa30BaHUIO B HEN OIHOPOIHOTO MEPBHYHOrO 3aUaTKa HEPBHOH CHC-
TeMbl (Tak Ha3bIBaemasl akTHBanus oOuleil HelipanbHon norenuun). [No3p-
Hee “OpraHu3aTop” XapaKTepH3yeTCs Me30ePMANTH3HPYIOIIeil HHIYKIIOH-
HOIl aKTHBHOCTBIO H, BO3[ENCTBYSl HAa YXE HEHpalN30BaHHYIO 3KTOHEPMY,
NPHBORUT K €e Nonpa3fesieHuio Ha obnacTu ¢ pasinuYHbIMM HEHPabHBIMU
NOTEHUMAMH (TaK Ha3biBacéMasi TpaHcopMals HelpaldbHbIX NOTEHLMI).
PernonanbHasi cnetpuyHOCTb TpaHChOPMUPYEMBIX CHTHAJIOB JOP3aJIbHOM
Me301epMbI focTHraeTcst 6naropapst (pOpMHPOBaHMIO B HEPBHOII MIacTHHKE
rpagueHTa Me3ojepManu3yrolilero MopgoreHa(os).

BHezipeHne B akcnepAMEHTaNIBHYIO 3MOPHOJIOTHIO MONEKYJIISIPHO-TEHE-
THUYECKUX TEXHOJIOMUA NO3BOMUIIO NPOBEPUTHL CNPaBEANMBOCTE ABYXIpajy-
€HTHO¥ rUnoTe3bl Ha MONEKYJSIPHOM ypoBHe. B panHux racrpynax amdu-
6mit ObUIO UAEHTU(PHLUPOBAHO JOBOJIBHO OOJBLIOE YHCIO FEHOB U GenKo-
BBIX MPOYKTOB, KOTOPBIE CHHTE3UPYIOTCS M CEKPETHUPYIOTCS “OpraHu3arTo-
POM” B KOTOPbIE BHI3bLIBAIOT (POPMUPOBAHKE B 3MOPHOHAIILHOH 3KTOEpME
TOJNBKO TKaHM NEPEJHErc Mo3ra ¢ raasamu (“aktuBanus” oOLLel Hefpanb-
HOMl TMOTEHUHH 3KTONEepManbHBEIX KneTok). Hanbonee oxapakrepusoBaHo
HENMCTBUE ABYX M3 HUX: HOITHHA M XOpAHHa (cM. 1. 4). Hinke MbI OcTaHOBHM-
¢s1 Ha Ipyrux akTopax “OpraHusaTtopa”, XapakTepH3YIOUIMXCSl CIOCOOHO-
CTBIO K ““TpaHc¢opManiun’™ NOTEHIMH yxke Helpain30BaHHbIX KJIETOK.
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Pernonannzanisa HeHPO3IKTOIEPMBbL:
thaxropni, Tpancdopmupylome HefipalbHble NOTEHIIHH

Cpenn Monekyn, CHHTE3UPYEMBIX H CEKPETHPYEMbIX “OpraHu3aTopoM” B
KOHIIE TacTpyJsLMH-HaYale HeHpyJsiua, 0ocoO00r0 BHUMAHUSL 3aCITy>XKHBAET
GEeNIKOBHIH HPORYKT roMeoOoKCe-cofiepxkartlero reva Xhox 3 (3To M3BeCTHBI
Hox 3 reH. naeHTA(HUMPOBaHHbI1 TakXKe y LINOPLEBON NSATYLWKu Xenopus
laevis). Ha ctagun panseil Hefipynbl 3TOT OEJIOK pacnpefesieH B JOp3aNbHOM
Me3ofepMe (T.e. “OpraHH3aTOpe”) B BUJIE KOHLEHTPALMOHHOTO TIpagiieHTa
B{IOJIb NIEpeHe3agHe OCH ¢ MAKCHMYMOM B HaHOOJEE 3a0HUX €€ OTHeNax.

Ipu KynbTUBHpPOBAHUM in vitro, 3agHUe 00JaCTH HOP3anbHON Me30Iep-
MBI, cofiepKailiue Xhox 3 B OTHOCHTENBHO BBICOKHX KOHLEHTPALUSX, HHIY-
LUPYIOT B 3KTOJEPMAalbHBIX TKaHEBBIX (pparMEHTax 3aJHEMO3IOBLIE CTPYK-
Typbl. HanpoTus. nepenHue oTHeNb! AOp3albHOA ME30IepMbl, XapaKTepHn3y-
FOIHECS] HU3KHM CONIEP>KaHNEM 3TOTO MOp(OoreHa, NpoOBOLMPYIOT 3KTOEP-
MaJlbHbI€ 3KCIUIAHTATHI K Pa3BHTHIO B TKaHb NepeHero M(HIM) CpemHEro
Mosra. In vivo HCKyccTBEHHOE yBeM4eHHe KOHLeHTpaLuun Xhox 3, BbI3BaH-
Hoe BBepieHHeM ero MPHK B pannne 3apopbiim am¢puouil, npUBOOHT K pas-
BHTHIO JINYMHOK C PEIyLIMPOBAHHBIM T'OJIOBHBIM OTHEJIOM HJIH TAK HA3bIBAE-
MBIX O€3ronoBLIX FONOBacTUKOB (pHC. 4.5). HamportuB, HCKyccTBEHHOE
YMEHBILEHHE €T0 KOHUEHTPALUH B PE3Y/IbTATE BBENEHUs B 3aPOMbIILIHN CBSI-
3bIBAIOILIX AHTHUTEN HE 3aTParuBaeT pasBUTHE NEPENHOrONOBHBIX CTPYKTYP,
HO CYLIEeCTBEHHO HapyllaeT (POpMHPOB2HHE CIIMHHO-KaynaJbHBIX OTHENIOB
(BKITIOYAs M CTUHHOM MO3T) TeJNa TUYHHOK. J[laHHbIe 3THX ONBITOB NPEAnosna-
ranu. uto 6enKOBbIil NponyKT reHa Xhox 3 sIBNsI€TCS THMHYHBIM Mopdore-
HOM, CNOCOOHBIM TpaHC(hOPMUPOBATh NOTEHLHH HEPaJIbHOTO 3a4aTKa B 3a-
BUCUMOCTH OT KOHLEHTPaLHIL

M peficTBUTENBHO, NEpenHe3aNHNI IPagUEHT 3TOro Genka ObLT oOHapy-
3KEH HE TONbKO B “‘opraHMsaTope” (Hop3alibHasi ME30epMa). HO TakKXKe B
HEPBHOI1 NIIaCTHHKE 3apoAblilieli aMmcpuoduli. I[IpaMmeuarenbHo, 4To npogunib
rpaguenra 6enka Xhox 3 B HEpBHOH IIAacTHHKE HOPMAaNbHBIX 3apofbillei
COBIAAET C TAKOBEIM [IJIs1 THIOTETHYECKOI O Me30€pPMaNH3yOILETO (PaKTO-
pa (CM. JIByXTpagHMeHTHYH) Mojenb HeilpanbHoll permonanusaimm Cakce-
Ha—ToiiBoneHa). bonee Toro, 3toT 6enoK 6611 OOHAPYXXEH B 3aJHEM M Cpe-
OHEM, HO HE B NEPEOHEM OTHEJNIE HEPBHON TUTACTHHKH.

Y zapopnbriiueit ampubHil KaHIUZATAMH Ha PONEB BO3MOXKHBLIX areHTOB.
y4aCTBYIOLIMX B IIponeccax “TpaHchopMalyy HENIPO3KTONEPMBL, SIBISTFOTCS
6enkn U3 cemelicTBa Tak HasbiBaeMBIX “‘¢hakToOpoB pocra (prOépodnacros”
(Fibroblast Growth Factors — FGFs). Ipu cdusnonoruueckux KOHLEHTPALHSX
3TH GEJIKN NPaKTHYECKH JIMIIEHBI HEHPAM3YIOLIEH aKTHBHOCTH (CM. [J1. 4),
HO crocoOHbI BBI3BIBATD i1 Vitro “rpaHcdopManiio” NepeqHEMO3TOBO TKa-
HI B TKaHb, XapaKTepHYIO 1715 3agHero u(im) CIHHOTO Mo3ra. MexaHH3Mbl
Heliporpancdopmupytroiero gefictsust FGFs noka wenssectibl. [lokaszano
TONBKO, uT0 3ppexThl FGFs He cBsi3aHbl ¢ mpe3eHTaunell COOTBETCTBYIO-
[IHX PELENTOPOB Ha KieTKax Hejipoanurenusi. Bo BCIKOM cnyuae, akcnepu-
MeHTanbHoe uHakTHeHpoBaHne FGF-pelientopoBs, 1OCTUTHYTOE y TpaHCTEH-
HBIX LUINOPLEBBIX NATYILEK, HE BIUSUIO HA HEPO-TPaHC(OPMUPYIOLLYIO aK-
THBHOCTb 3THX (DAKTOPOB.
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Puc. 4.5. Benkosbiii npogykr Xhox 3
reHa — MOJIEKYNSPHBIN (pakTop perno-
Haalnui HeHpoIKTONEePMbl B paHHEM
pa3BuTHI aMduobnit (no: Gilbert, Saxen,
1993, n3McHEHO).

1 — KOHTpONBHBII1 3apofbIIL: 2. 3 — BBENCHIIE
B 3apopbliun MPHK Xhox 3 reua npueopuna
K (hOPMHPOBAHIIIO JIMUMHOK ¢ PEAYLHPOBaH-
HBIM TOJIOBHBIM OTHEJNIOM HIH “Oe3roio-
BLIX~ rOJIOBAaCTUKOB; 4, 5 — BBEIEHNE B 3aPO-
AL @HTHTEJN. CBA3LIBAIOILHX OeNKOBbIN
nponykt Xhox 3 reua, BbI3BIBana Hapylle-
HHS B Pa3BHTHH TYNOBHIIHO-XBOCTOBBIX

CTPYKTYP- 4

Y 3apoppitiell pei6 HMILUTAHTa-
st FGF-cogepxxariux rpanyJ B 00- 5
nactb Oygyuell HeApO3KTOAEpMbI
BbI3bIBANIa 3HAYUTENIbHEIE MOpgo-
Jornmyeckrue HapylIEHHst B pa3Bu-

THH TIEpegHero Mos3ra, 6€3 Kakmx-

160 MOpPQPONOrnIecKUX HIIM MONIEKYJISPHBIX IPU3HAKOB “"TpaHcopManim™
€ro TKaHH B 3aJ{HEMO3IOBbie CTPYKTYpbl. MOXHO nonarark, 4yto FGFs cno-
cOOHBI HHTHOMPOBATh peau3al|io NepENHEMO3TOBbIX NOTERIHI HEPO3NU-
tenus. BMecTe ¢ TeM ux Heiipo-TpaHcOPMHUPYIOLLast aKTHBHOCTE OCTAECTCS
NoKa Moy BOOPOCOM.

B pabGoTax Ha 3apojbllliax MHOTHX BHOOB OBbLIO NOKa3aHO, YTO HEKOTO-
pble HENENTUAHbBIE POCTOBLIE (PAKTOPHI. HANPUMEDP PETHHOU/BI. BOBJEYEHDL
B MPOLECCE NEPBHYHOI perHOHANN3aIMN HEPBHOH CHCTEMBI.

Petunoesas kucnora (PK) u coorBercrByronme €ii peuentopb! Oblnu
obuapy>KeHbl B 3apopbiiuax amc¢udnil B npouecce ractpynsiuu. In vitro o6-
paboTKa 3KCINIAHTATOB 3KTONEPMBI racTpybl aMpuouiit PK ne npusonuna
K Pa3BUTHIO B HUX HEHPANIBHBIX HITM ME30OLEPMAaNbHBIX CTPYKTyp. TeM He Me-
Hee, UHKYOauus nenbix 3apogbiueil B npucyTcrBun PK BbI3biBana nsbupa-
TEJIbHOE HapylleHUE (POPMHPOBAHUsSI HEPBHOM CHCTEMBI B JO30BOI 3aBUCH-
Moctu. Ecnu npu HU3KUX KOHLEHTpauusaxX ak3orensoi PK nabnroganu Tone-
KO YMeHbllIeHHE Pa3MEPOB NepenHell TPETH HEPBHOI! INTACTHHKI, TO NPH Bbi-
COKHX €€ KOHILIEHTpauUsiX y 3apofblllell OTCyTCTBOBaNK NEpEmHNI U cpen-
HUI1 MO3r, IPH COXPaHEHHH, OHAKO, 3aJHET0 M CIHMHHOro Mo3ra. B akcrpe-
MAanbHbBIX Cy4asx, BBICOKHE KOHLEHTpanun ak3orenHoil PK nposouupoBa-
JIM pa3sBUTHE “OE3TONOBBIX™ JIIMUUHOK.

Ha MonekynsipuoM ypoBHe panHue 3¢ dekThl PK nposiBnsiincs B HHIH-
OMpOBaHMM TPAHCKPHNLMH TE€HOB, CHELM(UYHBIX JJIsi NEPEAHEMO3IOBBIX
cTPYKTyp. Ilpu aTOM 3akcnpeccust 061HUX HEHpO-cnelipUUHbIX FEHOB M Map-
KEpPOB. XapaKTEPHBLIX HJs1 3agHEMO3IOBBLIX OTHEJIOB, HE Hapyllanacb
(puc. 4.6).

K aTtoMy BpemeHH yxe crano usBectHo. 4yto PK cnocobna akTneHpo-
BaThb pa3Hble HA0OOPLI TEHOB-PETYISITOPOB, ONPENEASIOINX (POPMUPOBaHIE
obLero Ni1aHa CTPOEHHsT TeNa 3apobllia B 1O30BO# 3aBUCHMOCTH. IToaTomy
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MOSTBUNHCH BBICKa3bIBAHHUS, YTO TPAfUEHT KOHLEHTpaumit PK MoxeT KOHT-
pONUPOBAaTE HE TONHKO OOIIMI TUTaH CTPOCHHS TEJA 3apOJBIILA, HO MOXKET
TaKX€ AETEPMUHNPOBATDL NEPEJHE3AIHIO PETHOHANN3ANNIO “OpraHm3aTo-
pa” H, COOTBETCTBEHHO, HENpanbHOTro 3a4aTka. [lepBrie pe3ynbraThl NOKa-
3aJTMCL OOHANEXKMBAIOLLMMI: BBEJIEHHE B PAHHHUE 3apOJibIiM aM(prOHii 3K30-
reHHo# PK (T.e. obllee NOBRILIEHNE €€ KOHUEHTPAIHH BO MHOTHX 3MOpHO-
HAaJBHBIX IJIACTaX) NPHUBOJIUIO K PAa3BHTHIO YPOIJIHBBIX JIMYHHOK C YpeE3MeEp-
HO Pa3BHTBLIMH TYJIOBHILHO-XBOCTOBBIMH OTienaMi. OfHaKoO Psiji COMyTCTBY-
1OLIMX 3¢h(heKTOB HE BIHUCHIBAJICH B 3Ty NPHBJIEKATENBHYIO H NMPOCTYIO 9KC-
MEPUMEHTANBHYIO MOJIENb.

Torpa npennonoXunu, 4To Heitpo-TpaHcopmupyome apgexktsr PK
MOT'YT OBITh CBSI3aHBl C FHTUOMPOBaHUEM NPOLIECCOB HEHPaTbHON HHIYKIIMH.
JlefcTBUTENBHO, OKa3an0Cch, YTO “OpraHu3aTop”’, BbIjleJIEHHbIH U3 3apO/bI-
weii, o6paborannbix PK, yrpaunBan cnocoGHOCTE K HHIYKIMH IIEPEAHEMO3-
TOBBIX CTPYKTYP B 3KTOfEpMe ractpyibl ampubnii. Kazanock, 4To npobne-
Mma pewieHa: PK nHruGupyeT HeHpanu3yolyo akTHBHOCTD “Opranu3atopa”
U, KaK CJeICTBHE, M3BpalilaeTcs npolecc MOCNEAyYIONiei nepefHe3afHel cre-
unHKaNUK HEPBHOH TUTACTHHKH (BMECTO MEPETHErO MOo3ra (hOpMHPYIOTCS
3aJHEMO3TOBLIE H(MITH) CIMHHOMO3IOBBIE CTPYKTYpPhI). OfHako B APYIUX
onbITax GbINIO ITOKa3aHo, YTO 3KTOJIEPMa, BLIJIENIEHHAS U3 3apoAbIlLel am-
¢bubmit, o6paborannbix PK, He oTBeuaeT Ha Helipanu3yoLHe CUTHANBI, Ce-
KpETHPYEMbIE HOPMATIBHBIM (MHTAKTHBIM) “OpraHn3aTopoM’ .

ITocnepnee 3acraBuio npepnonoxuTh, 4To PK MoxeT BIusITL Ha Heil-
panbHbIE NOTEHIMH HETMOCPENCTBEHHO B 3KTOoAepMe. [lobasnenne PK B
KyJIbTYPalbHYIO CPEfly C 3KCINAHTHPOBAHHON HEHPOIKTOAEPMON aM(pubHil
MHTAOHPOBANO pa3BUTHE B HEHl NEpPeTHEMO3TOBBIX CTPYKTYp. Bonee Toro,
M3YUEHHE 3KCIPECCHH MapKEPOB, XapaKTEPHBIX /ISl Pa3fM4YHbIX OTHEIIOB
HEPBHOI MacTuku ampubuil, Nokasano, 4To 3k3oreHHast PK npoeomupyet
“cMelNEeHNe” IKCIPECCHH TE€HOB, CNENU(PMYHON JNs 3a[HETO U CIHHHOTO
M03ra, B IEPEHKE OTAENbI HefpanbHoro 3a4atka. Cregyet 0oco60 nmoyepK-
HYTh, YTO UCXOAHbIE MONEKYNSIPHbIE PEe3yNbLTATHI ObLIK NONYYEHb]I B aHATIO-
THYHBIX OMBITAX Ha 3apOfBIILAX MTULl # MIeKonuTaromux. COBOKYNHOCTh
3THX JJAHHBIX TIO3BONSAET FOBOPHUTbL O MPAMOM HEWPOTPaHC(OPMUPYIOLLEM
peiictBun PK B npepenax HEPBHOM IIaCTHHKH.

ITepBuuHyIO0 permoHanu3alHo HEPBHOH CHUCTEMbI HeNb3s YBHJETDH MO
MHKPOCKOIIOM, TOYHO TaK XK€, KaK, TS Ha KOTJIOBaH s (DyHaMeHTa,
HEJIb3s IpeAcTaBUTh cebe Gyayluee 3naHue (€CIMN Thl, KOHEYHO, HE SIBNISIEIb-
Csl TIaBHBIM KOHCTPYKTOpOM). ITepBrie Mopgponoruyueckue KOHTYpBI Gyny-
LLIETO TOJIOBHOTO M CNIHHHOTO MO3ra Ha4MHAIOT MPOCTYNaTh Ha 6onee nozp-
HUX 3Tanax paspuTusi. OHAKO NpefBapUTENBEHO HEPBHAas MIaCTHHKA JIOIK-
Ha chopMUpOBaTH HEPBHYIO TPyOKy. CBOpauMBaHue HEPBHOM MIACTHHKH —
CIOXHBIH MOP(OreHeTHUECKHIT M MeXaHO-XUMUYECKHi NpoLiecc. ITOT Mpo-
LECC HAYMHAETCS B obnacTu 6yAyLIEro ro1OBHOIO MO3ra H MOCTENEHHO pac-
IMPOCTPAHACTCSA Ha CIIMHHOM MO3T (puc. 4.7). Ha aTux ctagusix onbITHBIN a3
3MOpHONIOra yKe MOXET Pa3NuuUTh NepBble MOPGONOrnyecKre MPU3HAKN
OynyliHx OTHENOB 1IeHTPANbHOH HEPBHOH CHCTEMbl. 3aMbiKaHHE HEPBHBIX
BaJlMKOB (Ha I0P3anbHOli CTOPOHE Tena 3apofibllla) NPUBOHNT K (hOPMUPO-
BaHUKO BHYTPEHHEN IOJIOCTH LIEHTPabHON HEPBHON CHCTEMBI W K Havaiy
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Puc. 4.7. Tonopxas o6nacte 3apoppiula Kyp Ha

craguu 6 comuToB (1o: Le Douarin et al., 1998, 13-

MeHeHO). HepBHbte Banuk () yxe COMKHYTH Ha
YPOBHE Cpe[IHEero OTAENA rOJIOBHOrO Mo3ra (2).

E nmponecca KOMNAPTMEHTaIU3auU TKaHH
- : HEPBHOH TPYOKHM BJONb [OP30-BEHTPalb-

HOM €€ OCH.

. B Hayane 310l rMaBel MbI BCKOJIb3b
2 YIOMSIHYJH O TOM. YTO OKPY2KarOIui 30u-
IOEPMHC OKA3BIBAET ONpENeNIeHHbIE BIHS-
. ; HUS Ha NPOLECCH PErMOHANHM3AlNHI HEPB-
HOH IIaCTHHKH BJIONb €€ JIOP30-BEHTPAIb-
Ho# (1) ocu. ITocpeHUKamMu Takux 3Muep-

2 ManbHBIX JOP30-BEHTPaNbHBIX HEHPO-
coLE TpaHc(hOPMUPYIOIUKX BO3ACHCTBUN sBNS-

IOTCSI, BEPOSITHO, TaK Has3bIBaeMble ‘“MoOp-
I ¢orenernueckue Oenku kKoctn’ (Bone
P Morphogenetic Proteins — BMPs), otHocs-
’ lpecs K cynepcemeiicTBy “TpaHcdopMupy-
oumx ¢akropos pocra”’ (Transforming
Growth Factors). Hanomunm, 4t0 y 3apojibl-

- weil ampubuit BMPs spnsitorcs 3mupep-
MaJIbHbIMH MOP(OT€HAMH M NPENSITCTBYIOT

HEpannu3anui 3KTOACPMbI PaHHEHN TacTpyaibl (cM. 111 4). 3T pakTOphl MPO-
NOIKAKOT 3KCIPECCHPOBATECH B NMOBEPXHOCTHOM (Jop3anbHOM!) 3KTONEp-
MasnbHOM 3MUTENHNH U B nepuon Hedpyisiuuu. Ilpu neHcTBHU Ha 3KCIaHTa-
Thl PAHHETO HEHPOINHTENNS 3TH (PAaKTOPH MHAYLMPYIOT TPaHCKPHUIILHIO B
HEM OP30-crnetuYecKuX HEHPaNbHBIX T€HOB.

XoTs npefcTaBneHust 0 MexaHn3MaX NepPBIYHON perHoHanu3alul HEpB-
HOI1 cucTeMbl 6a3upyroTcst, Kak MPaBIIIo, Ha MOJIENSX € O0sS3aTENbHBIM y4a-
CTHEM “OpraHn3aTopa’, BO3MOKHO, YTO cOOCTBEHHO HEMPOIKTONEPMa TaK-
>Ke CcTIocOGHa B OnpeNesieHHOl CTENEHH K TeHePalMy Pa3iinyii BAOJb CBOEH
nepenHesanHeil ocu. B npoliecce pa3sBuTHs 3TH PErMOHANLHBIE TEHJIEHLINH
*“3aKpEMNAIOTCS” ¢ MOMOIIBIO “opraHu3aTopa” U B JanbHefilieM 6onee TOH-
Kasi M JIeTanbHasi KOMIIAPTMEHTANN3a1Us UEHTPanbHON HEPBHOH CHCTEMbI
Bce Gonblile u Gonbliie 060cobauBaeTcs OT BHELUHKX BIMsinui. Ha npopsu-
HYTBIX CTAJIHSIX Pa3BUTHUS BEAYLUAst pONb B npoLieccax MOpGo-hyHKIMOHATbL-
HOTO NOJApas3fieNeH st HEPBHOH CUCTEMbI TTIO3BOHOYHBIX OTBOJMTCS r€HaMm, ro-
MOJIOTHYHBIM T[E€HaM CErMEHTalUHH Tejia 3apofsiiell ITOJOBON MYILIKHI
Drosophila.

Hawm ne xotenock, 4ToObl ¥ YMTATENs] CIOXUIOCH BIEYATIEHHE, YTO
npobnemMa NMEPBHYHON PErHOHAIN3ALHN HEPBHOM CHCTEMBI MO3BOHOYHbIX
yxe pewreHa. HanpoTus. Mbl HaxogmMcsi TONbKO B Hayane nytu. Hoctyn-
HOCTb HEMpanu3yoUMX ¥ ME30IEPMATN3YIOLLMX MONEKYISPHbIX (haKTOpoB
MO3BOJISIET IIAHUPOBATH ONBITHI 110 HCKYCCTBEHHOMY CO3/IaHHIO COOTBETCT-
BYIOILMX MOP(OTEHETHYECKNX TPAJHEHTOB B NpPEfENax KyNhTHBUPYEMBIX
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¢parmentos HelfipoanuTenus. C apyroit cTOPOHBI, HANTMYKE MOJIEKYJISIPHBIX
MapKepoB NO3BOISET OLEHNBaTh MOPoreHeTH4ecKne 3¢ppeKThl OYeHb Obl-
CTPO M Ha MOJIEKYTSIPHOM YPOBHE, HE IOXKH/1asiCh (DOPMUPOBAHHSA B KYIbTY-
pax TeX WJIM UHBIX HEAPaNbHBIX CTPYKTYP (KaK 3TO MPHXOAUIIOCH AENaTh B
XX B.) Bce ato obemaeT nporpecc B NIOHUMaHHH MOJNEKYJISIPHO-TEHETHYE-
CKHMX MEX2HM3MOB PErHOHANN3aLNN HEPBHOM CHCTEMBI, HO TONBKO NPH YCIO-
BHH NIPHTOKA HOBBIX KOHCTPYKTHBHbIX HAICiT B 3Ty 06nacTh OGHONOrNH pa3Bu-
Tus. ITonbiTarbes NPOOYANTL HHTEPEC HOBOW reHepalii GHOJIOTOB K KJiac-
CHYECKUM Mpo6aeMaM HeNpanbHOIl HHAYKLHN B HEMPANBLHOH pernoHanusa-
LUK 4 COCTaBIISIIO Hally 3ajayvy. [JONoNHUTENBHYIO “INLLY ™ 17T TEOpeTHYe-
CKUX pa3MbILLIEHUH U pabo4MX TMIOTE3 YUTATENb CMOXET HailTH B peko-
MeHjyemoil Gubnuorpacum.
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IFnasa 5
TEHETUYECKUE OCHOBBI HEMPOI'EHE3A

Bce HemipanbHble (PYHKIMM OT IPOCTOrO CEHCOPHOIO OTBETA U MOTOP-
HOIl KOMaH/Ibl ¥ JIO CJIOXKHOI'O IO3HABATENLHOrO IOBEJACHUS — 3aBUCAT OT
CraxKeHHOH paGoThl aHCcaMOeH HEPBHBIX KJIETOK, (POPMHPYIOLIUXCS B XOAIE
VHMBHJIyallbLHOTO Pa3BHTHSL.

IMpouecc nuchhepeHIMPOBKE HEHPOHA, NPOXOXACHHSA KIIETKOH MHOTrO-
CTYNEHYaToro MyTH OT HE3peNnoro HeitpobnacTa 0 crieMaIn3HPOBAHHOIO
HEMPOHa,00CIyKUBAETCH HEPAPXHYECKON CHCTEMOM I'€HOB, B3aWMOAEHCTBY-
IOLLUMX APYT € APYTOM W (pYHKIIMOHUPYIOIIMX Ha pa3HbIX YPOBHSAX (pHcC. 5.1).

1. T'ennl, pyHknuonnpyrowmue B camom audepenumpyrolemcs Heiipo-
ne. Hanpumep, ped (Purkinje cell degeneration) w Lurcher Hapymaror pa3Bu-
THE MO3XK€YKa y MblIIEH. Y KHUBOTHBIX, TOMO3UIOTHBIX 110 3THM [€HaM, B
ONpeeNeHHbI MOMEHT ITOCTHATANBHOTO OHTOTEHE3a CENEKTUBHO NOrnba-
10T KIeTKN [TypKMHBE CO BCeMH BBITEKAaIOIMMH OTCIONA MOBEJEHYECKMMH
MOCNEACTBMAMU. AHAIIN3 XMMEPHBIX JKUBOTHBIX

ped  + Le |+
F—e—n —o—
ped  + + +

MO3BONUIT 3aKJIKOYMTh, YTO I'eHbl rubenu KieTok [1ypkuHbe 3Kcmpeccupy-
I0TCS B CAMHX 3THX KNeTKax. AHOMaNWKM B MX 3KCIPECCHH BBI3BIBAIOT Xapa-
KTEPHYIO JIISl MyTaHTOB KJIETOUHYIO JIET€HEPALHIO.

Takwe “BHYTPHKJIETOYHbIE ' T'€H-
HBIe KOMIJIEKCBI, JEHCTBYIOLIME B
npefenax caMoi KIeTKH U HeMocpe-

Puc. 5.1. Mlepapxusi reHeTHUE€CKHX CUC-
TE€M. KOHTPOIHPYIOLIHX NMPOLECCHI HEM-
porenesa. [To Kopouknny.

| — reHeTHueckne CUCTeMBI, AEHCTBYIOLME
BHYTPH camoro pAHgpepeHIHpYIOILErocs B
OupeJieicHHOM HanpapelieHrH Hefipona: 2, 3 —
reHeTHYECKHE CHCTEMB, JIEHCTBYIOILNE BHYT-
pu APYTHX HEHPOHOB M TKaHell ¥ 0OHapy»Xu-
BarouiHe cBoH a(pchekT Ha ero nHdepeHLH-
PORBKY Y€pe3 BIHMAHHE ITHX TKaHER 1 0Opasy-
€MbIX B HUX NPOAYKTOB (BKJIIOYas HEHPOpPO-
cTOBbie (haKTOPhI); 4 — FeHETHUECKHUE CHCTE-
Mbi, IEHCTBYIOIHE B 3HNOKPHHHBIX ¥ HERPO-
3HIOKPHHHBIX OPTaHaX U OCYILECTBISIOLLHE
cBo# ahchekT Ha MHbGepeHLIMPOBKY Heipo-
HOB Ha OpraHM3MEHHOM YpORHe yepe3s 3chepe-
KThl Pa3UYHbIX TOPMOHOB M BOOOIlE BE-
LECTB, NPOSBJIAIOIIMX CBOIO aKTHBHOCTD Ha
YPOBHE 11€JIOr0 OpraHusMa.
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CTBEHHO (POPMHUpYIOLME €e (DEHOTHITMYECKHE NPH3HAKM, MOXHO MOJpasfe-
JIUTDb 10 KPAHHENR MEpe HA YETBIPE F€HETHYECKHE NIOACUCTEMbI, KOHTPOIHPYIO-
LMX pa3NU4HBIE 3Tansl HEHpOreHesa.

a. 'eHeTueckas mnopcucTEMa, KOHTPOJHMPYIOLIAsi MO3ZHMUMOHHYI0 WH-
thopmanmio, HeKUH reHETHYECKHI MEXaHM3M, OOLLMi /1715 INHAEPMICa U HEP-
BHOM CHCTEMbI, KOTOPBIIl HCTIONB3YETCS IS peann3alii NO3NIHOHHON UH-
cdopmanum UK perynsuui KIETOYHbIX B3aWMOOTHOLLEHHI, (POPMHPYIOLLIMX
MO3UIHOHHYIO HH(OPMALUIO.

6. 'eHeTuyeckas NoficucTeMa, OTBETCTBEHHAS 3a JIOKANbHbIE B3aHMO-
JelcTBHsA JaHHOU KJIETKH C COCETHUMU. JTO — FEHBI. BKITIOUYEHHBIE B pEry-
NALMIO JaTEPanbHOr0 TOPMOXEHHS HEHpOONacTaMM COCEJHUX KIETOK,
TPOU3BOIHBIX 3KTOREPMBI, AU(PQEPEHIHPYIOLUXCS BCIEACTBUE 3TOTO
TOPMOXEHHS B HE-HelpanbHble MPOU3BoiHbIe. ECnu ¢ noMouibio nasep-
HOTO ny4ya YOUTb KJEeTKy, BCTYNHUBIIYIO Ha NyTh HEHpanbHO#N nuddepeH-
LIWPOBKH M CHATh TAKUM 00pa3oM JlaTepaibHOE TOPMOXEHHE, TO OfiHa M3
COCEIHNX KJIETOK 32HHMAET €€ MECTO M BMECTO 3MHJEPMaNbHOTO MYTH
pa3BuTHS BbiGHpaeT HelpanbHblil (puc. 5.2). FI3BecTHBI HeAPOT€HHBIE NO-
KYCbl, OTBETCTBEHHBIE 32 OCYI(€CTBJIEHHE 3TOTO BH/a PErYJSILIMH, HUXE
OHH Oy[yT PaCCMOTPEHbI.

B. leneTnyeckas nopcucremMa, OTBETCTBEHHAS 32 AeTEPMHHALNIO Hell-
POOIACTOB M rAHISINO3HBIX MATEPUHCKUX KJ1eTOK. [I7s1 cTONb BaXKHbIX B
HelporeHese cOGLITHH, KAKOBBIM SBIISIETCS JI€TEPMHUHALHS, OINpeEeie-
HHE KJIETOYHOI CYABOBI, CYIIECTBYIOT CIelMalbHbIE T'eHbI, 0 KOTOPbIX
MOKa YTO U3BECTHO Mallo, HO MpeANnoNaraeTcs yyacTue B 3TOM Iporec-
Ce rOMEOIOMEHOB H TeHHBIX KOMIIIEKCOB Tuna Antennapedia (ANT-CY n
bithorax (BX-C).

r. IeneTuyeckasi mopcucTeMa, KOHTPOJMPYIOLast CErMEHTAPHYIO
cnenM(UKANMI0O HEpPBHBIX KieTOK. MeXcerMeHTHbIE HEHpPOHANbHBIE
pasnuYKs NPOSIBISIIOTCH B YHCIE NPeAIeCTBEHHHKOB HEPBHBIX KIJIETOK,
KOJNHMYECTBE UX JeleHNit, 0COOEHHOCTSIX rHGesH KIETOK, COCTaBISIIOMMX
HX MOTOMCTBO, U B 0COOEHHOCTAX AN hepeuipOBKU 3TOTO MOTOMCTBa.
ITockonbKy HM3BECTHO, YTO Yy Apo30(unbl, HanpuMep, KayecTBEHHas
crenuruKa CErMEHTAIUN 3MTAJEPMICa KOHTPOJIHUPYETCH TOMEOIMCHBIMHA
reHamMu ANT-C u BX-C KOMIIIEKCOB, MOXXHO ObINO Mpeanonarath QyHK-
LIMOHANBbHOE Y4acTHE 3THX KOMILJIEKCOB B NPOLECCE pervoHann3anyu
HEPBHOM CUCTEMBI. ITO NPEAIOIOXKEHNE MOJTBEPXKAAETCS IKCNEPHMEH-
TaMH € UCMIONb30BAHUEM HMMYHOTMCTOXUMH YECKOH TEXHHKH H METONOB
rubpupu3anum in situ Ha cpe3ax ¢parmentoB [THK, copepsxarux
ANT-C unu BX-C.

B aTux 3akcnepuMeHTax 6bI7I0 MOKa3aHO, YTO 3KCIMPECCHS! TOMEO3INUCHBIX
TEHOB cerMeHTocnenuuIHa B UEHTPaNBHON HepBHO# cucreMe. [TonoGuble
JaHHbIE GbITU MONYYEHBI, KAK MBI YBH/IUM, 1 TIPH HCCIIENOBaHHH PErHOHANN-
3allUuH HEPBHOJI CHCTEMbI NIO3BOHOYHBIX, TaK YTO YYaCTHe TOMEO3NCHBIX re-
HOB B CETMEHTAPHON CNELMANM3ALMH Pa3JIMYHbIX 3JIEMEHTOB HEPBHOM CHUC-
TEMBI MOXKHO CHUTATh IOKA3aHHbLIM.

2. enbl, pyHKIONNPYIOLIKE B JPYTHX HEHPOHAX. Y TeX XK€ MYTaHTORB
Lurcher napany c knetkamm ITypknnse nornGator go 80% KneTOK-3epeH
Mo3xkeuka. OTYEro OHM IETeHEPHPYIOT: BCIEACTBHIE MeifoTponHoro agde-
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Puc. 5.2. Cxema, HIUTIOCTPHPYIOLIAA (PeHOMEH NaTEPANbHOIO TOPMOKEHHS.

A — Bce KneTKu HelipoakTopepmbl (nECs) 3KBHBaNeHTHB! U B3aUMOMEFICTBYIOT IPYT C IPYroM
(cTpenku). B — ofHa KJIeTKa HauMHaeT YBEJTHYMBATECA W NpeBpailarhbes B Heilpo6aact (VB) n
TOPMO3HTh COOTBETCTBYIOLINI MPOLECC B CocelHuX kKaeTkax. C — cpefiive k1eTKH auddepeH-
uupoBanick (VB, a TakXe [Be COCefIHHE, 3alTPHXOBaHHLIE ONOPHBIE KIIETKH), laTepanbHbie
Nbs wayanu yrpynHAThCH U TopMo3uTh cocennue nECs (crpenkn). Ecnir ygenwunBiuutics B pas-
Mepe Hefpobrnact (ouepueHHbIH YHKTHPOM KPYXXOK CrnpaBa) ynanuthk, cocemHie nECs ocgo-
6oxna0Tcs OT NaTepallbHbIX TOPMO3HBIX BAHAHUA M HAUMHAIOT YBEINYUBATLCA B pasMepax, 3a-
MeLUas ynaJeHHpl geifpobnact. D — Bce KNeTKH J@HHOro accounarta QudepeHIpoBaIich.
ITo Gudman.

KTa reHa Lurcher Wnu B cuily HEKOTOPBIX pyrux obcrosirensbcTs? Okasa-
JOCh, YTO y MYTaHTOB pcd KneTkn IlypkuHbE IeTeHepUPYIOT HE paHee 4Yem
4epe3 Mecsil, OCIIE POXKAEHHS U KIETKM-3€PHa YCIIEBaOT YCTAHOBUTD C HH-
MH KOHTaKTbl U B CBSI3U C 3THM IPOHTH MYTh B CBOEM Pa3BUTHH, JOCTATOY-
HbII, 4TOOH! He NOTHOHYTh. Y MyTaHTOB Lurcher xnetku IlypkuHbe ferexe-
PHPYIOT 3HAYWTENBHO PaHbliE, MO3TOMY KIETKH-3€pHa HE ycneBaloT o0pa-
30BaTh CHCTEMY OTPOCTKOB UM CHHANTHYECKHX CBSI3€H, MPENOXPAHSIIOLINX MX
ot rubenu. Ix cMepTh 3aporpaMMHpOBaHa, TAKMM 06pa3oMm, B reHax (amor-
TO3), HapyLIeHHe 3KCITPECCHH KOTOPEIX cKasblaeTcsl MEPBUYHO Ha Cyb6e co-
BCEM [IPYTHX HEPBHBIX KJIETOK, XOTS C HUMH M cBSi3aHHbIX. [Topaxkenue Kne-
TOK-3€PEH SIBIIIETCS B TAKOM Cllydae BTOPUYHBIM, PEATH3YIOIUMCS 110 HHO-
MY MEXaHH3MY.

Y MyT@HTOB-BEPTYHOB (reeler) NEpBHUHBIM SBIISIETCH IECTBUE MyTHPO-
BaBLIETO T€Ha B KIJIETKax-3€pHaxX, KOTOPHIE BCE TEPSIOT CNOCOOHOCTH MUTPH-
poBaTth 1 3aIEPXKUBAIOTCS B [IOBEPXHOCTHOM CJIOE, B PE3YJIBTATE YEro Hapy-
IaroTcst 0ObIYHBIE OTHOLIEHUS MEXKAY CTIOSIMH H, KaK CIENCTBHE, Habmoga-
€TCsl YMEHBLICHHUE YIC/1a NTAapalieIbHbIX BONOKOH, a ¥ KJeToK IIypkuHbe oT-
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Puc. 5.3. Tune! k1€TOK B MO3XeuKe HOPMaIbHOI MBIILH (A) # B MO3XKEYKE HECKONb-
KHX MYTaHTHBIX JTHHHI (5-1).
KK — xop3nHyaras KIeTKa, JIB — nnaHoBuaHble BonokHa, K3 — kneTku-3epHa, I'll — kneTka
Tonemkn Tnna 11, MB — wmunctbie sonokna, KIT — knetku Iypkutbe, AKIT — akcOHBI KNETOK
Iypxunre, 1B — napanientHoe BollokHo. 36K — 3Be3myaTas kiaeTka. Lladpel B kpyskrax
03HAYaloT COOTBETCTBYHOLME THNB! cuHancos. 1o Caviness, Rakic, 1978.
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CYTCTBYET XapakTEpHOE BeTBNeHHE. 13MeHeHnsT KneTok ITypkuHbe yKazbi-
BaIOT Ha TO, YTO CO3PEBAHME IEH/IPUTHLIX BETBEN M JIECHAPHTHBIX BBIPOCTOB-
IUMMMKOB B CBOEM 3aKJIOYMTENLHON CTajiuil PErylIMpPyeTcs aKCOHAMM Kie-
TOK-3€pEH, KOTOPhIE B HOPME NPEACTABIEHBI NAPANNIENHHBIMUA BOJTOKHAMI
(puc. 5.3).

3. I'ennl, geiicTBylOLIAe B rIna’dbALIX KieTkax. Brionxe ecrecTBeHHa 3a-
BHCHMOCTb Pa3BHTHS HEHPAIbHBIX KNETOYHBIX aHcaMOneil oT crenenn pud-
¢hepeHUMPOBaHHOCTH IMHANLHLIX KIETOK. B KauecTse npuMepa MOXHO MpH-
BECTH HapylICHUsI B pa3BuTHN MO3ra npu cuxapomMe [layHa.

Opnunm K3 akTopoB, 00YCIOBNMBaIOIIMX HEAOPA3BUTHE HEPBHOI TKa-
HM Y GONbHBIX, SBISETCH, IO-BUANMOMY, HAPYLIEHHE TIHOreHe3a, 06ycIoB-
JIEHHOE TEM, YTO NpH AaHHOM BapHAaHTE TPMCOMMM BO3PacTaeT J03a IeHa,
Kopupyromlero S-100 6es10K M 3KCIPECCHPYIOLIETOCS OYEHb PaHo B XOJIE i€~
TepMHHaIuHU U i PePEHIMPOBKY [MHANBHBIX KieTOK. Cyll|eCTBEHHBIE Ha-
pyLU€HUsT B pa3BUTHM HEHPOHOB MOTYT OBIThL BBI3BaHbl MYTaI[USMH, 3aTParu-
BaIOLLMMH I'€Hbl, KOHTPONMUPYIOIHe 0Opa3oBaHile MUENIMHOBLIX U IIBAHHOB-
CKHMX 000JI0YEK B MPOBONISILINX HEPBHBIX MYyTHAX.

4. lenbl, IeHCTBYIOLIME B OKPYXKAIOWNX TKAHAX. JTO TeHbI, ONpefens-
IOILME OCOGEHHOCTH Pa3BUTHA TKaHCi-MULIEHEH H OKPYXKaIOIMX TKaHEei |
KOCBEHHO BJIMAIOLLIME Ha 3KCNPeccHIo HeitporeHos. Hanpumep, y gpo3odu-
Nl ipu MyTatmu Hairy wing pe3ko BO3pacTaeT YHCIO BOJIOCKOB Ha KphIIE,
YTO CONMPOBOX/AETCS, BO-NEPBHIX, YBEIHYEHHEM KOJHYECTBA COOTBETCTBY-
FOIIMX PELENTOPHBIX HEMPOHOB M, BO-BTOPHIX. HAPYLLIEHUEM (PyHI@aMEHTalNb-
HOrO NPHHIMMA, KACAIOLIErocs XOa OTPOCTKOB CEHCOPHBIX KIEeTOK. B HOp-
ME OHU HE BLIXOJAT 3a ITPEJIENbI CBOETO KOMIAPTMEHTA, Y MyTaHTOB 3TO
MPaBUJIO HAPYILAETCH.

Hanee HepBbI KpbLIa pacpoCTPAHSIIOTCA 110 XORY >KWITOK, HO Y MYTaH-
TOB, Y KOTOPBIX XXHIIKM OTCYTCTBYIOT, [IaTTEPH PaclpOCTPAaHEHHs] HEPBHBIX
BOJIOKOH coxpansiercsi. CnefoBaTenbHO, B TK@HH Kpblna (QYHKIHOHHPYIOT
TeHbI, KOTOPBIE AETEPMUHUPYIOT (DOPMHPOBAHKE TAKOIO NPOCTPAaHCTBEHHO-
ro pacnpeficieHns KOHIEHTPaUi KaKNX-TO BEILECTB, KOTOpoe npedopmu-
PyeT NMyTH pacnpoCTPaHEHNUA OTPOCTKOB HEPBHBIX KIIETOK.

Y MBILUM W3BECTHBI MYTALH, HAPYIIAKOUINE CTAHOBIEHHE CHCTEMBI IM-
6GproHanBHON MHAYKIHM, — 3TO MyTauuu cepun 1, Ki, Sd. OgHuM 13 cnepcr-
BUH NPOSBIEHUA 3THX MyTALMH ABISIOTCY aHOManuu B HeipoMopdoreHese:
y Ki/Ki aMOpHOHOB — rHNEpNna3us ¥ Oyniaukalnuy (yIBOEHUS CTPYKTYP) B
HelpoakTofepMe, ¥ MyTaHToB T/T —~ HefOpa3BUTHE HEHMPaNbHOW 3aKIIafiKH.
[TepBHuYHbIM B 3TUX Clly4asix ABISIETCS MOPAaXEHHE XOPAOME3OAEPMATILHOIO
MaTtepuana, T.e. TKAHW HHAYKTOpa. AHOManuu B (pOPMUPOBAHNM HEPBHOI
CHCTEMBI OTPaXaKOT B JAHHOM cllyyae He [lepBHYHbIE HapyYILleH!s 1 (PYHKLU-
OHHPOBaHHH COGCTBEHHOTO TEHETHYECKOIO annapaTa HeWpobnacTos, a siB-
JISIFOTCS CTIE/ICTBUEM HApYUIEHHI B (PyHKIIMOHHPOBAHUN FEHETHUECKOTO arl-
rapaTta OKpY>KaroIuel TKaHu.

5. Ienbl, jgeficTByroLMe Ha opramuMsMeHHoM yposme. K wmM cregyet
APHMYNCIHTE FE€HbI, KOHTPOJHPYIOIINE TOPMOHANbHBIA CTaTyC OpPraHu3Ma.
WsBecTHO, K KaKUM CYLLIECTBEHHBIM NEPECTPONKAM B CTPYKTYPE HEPOHOB U
HX accouMaToB BEJIET CABUI COOTHOLIEHUS 3KAM3OH/IOBEHMIIBHBIN OPMOH
npH MeTamMop(o3€ HaCEKOMBIX. 3aMETHBIE€ U3MEHEHUS NPETEPNIEBAET HEPB-
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Hasi TKaHb ¥ IIPY TUPEOTOKCUKO3€ M IPYTHX FOPMOHANBEHbLIX PAacCCTPORCTBAX.
Hanpumep, B KHIUKE FONOBACTUKOB »KaObI-MOBUTYXH MO/ BIUSTHREM HHBEK-
I1ii THPOKCHHA MOXET C(POPMHPOBATBHCS MEWCCHEPOBCKOE CIINIETEHHE, B
HOPME y HUX OTCYTCTBYIOIIIEE.

MeI noctpouny, Takum o6pa3oM, ECIIA TaK MO>KHO BbIPa3UTHCS, BEPTH-
KaJbHBIH NPOCTPAHCTBEHHLIH HepPapXHYecKHii PA MeHOB, PacCTaBIRIOLINX
Ha pa3HBIX YPOBHsIX “Hanpasnsiollye (hraxKy” Ha IyTH CTAaHOBJIEHUS HEPB-
HOW KIIETKH.

Ho rens! cnararorcs eiiie 1 B rOPH3OHTAILHLIN, BpeMEHHOH psAJl B 3aBH-
CHMOCTH OT TOrO 3(p(peKTa, KOTOPLIH OHH OKAa3bIBAIOT Ha I10CIENOBATENDb-
HbLI} BO BpEMEHH NIEPEXOJ OT OAHOM (ha3bl KNETOYHO! IeTEPMHHALIMH H JTi-
¢hepeHIMPOBKH K APYroi.

B ux yncne u Tak Ha3bIBaeMbie€ PAHHHE TE€HbI, JIYYIIE BCETO H3YYECHHBIE
y npo3ocunsl. BionHe ecrecTBeHHO, UTO OHH (T€HBI) JOJKHBI BECTH HEPB-
HYIO KJIETKY MO NMpEAHAYEPTAHHOMY €i [IyTH, HAYHHAas C TOrO MOMEHTAa, KO-
I7la OHa& OTAENSAET ce6sl OT OKPYXKaIOIUX TKaHEH W OHO3HAYHO BhIOHpAET
CBOIO CyAL0y.

OTH cOOBITHS MPOUCXOISAT B YK€ MOJAPU3OBAHHON pa3BHBAIOLLENCS
CHCTEME, CO3[1aBAEMOIi TeHaM I MONAPHU3ALMH, KOTOPBIX y APO30(UITbI H3-
BECTHO OKOJIO TPEX A€CATKOB. OT HHUX 3aBUCHT (DOPMHPOBAHUE KPaHUO-
KayfalbHOI H A0P30-BEHTPANBHON OCEN 3apopbiilia. MyTaHThI IO HEKO-
TOPBIM U3 3THX FEHOB MOTYT ObITh O€3roNOBBIMU, C AABYMS! TOJNIOBHBIMU
HITH KayJanbHLIMH MONIOCAMH WIH YTPauMBalOT OPIOILIKO M MONSIPHYIO
nnasMy # T.1. IIpOgyKTEI 3THX TEHOB. HaNpHMEP, reHa bicoid, obpa3yroT
TpafiMENT pacnpefeneHns, Hanolob61ue rpanueHTa pacnpefeeHUs] HHAYK-
TOPOB NO3BOHOYHBIX.

QYHKIIMOHNPYS B NEPHOJ CO3PEBAHNUS SNLECKIECTKH, F€HbI MONSIPU3ALNN
CHHTE3MPYIOT HEKOTOPBIE IIPONYKThI 3arOfsl, 10 TOrO KaK OHM MNOHa00STCS
3aponbiily. [TogOOHBIA MPIHIMI ONEPEXEHUS ABISIETCH OCOOEHHOCTBIO HH-
AMBAAYANBHOIO Pa3BUTHS MHOTOKIETOYHEIX.

Ha Ttakoil npepBapuTesBHO NONSPH3OBAHHOH OCHOBE OOHAPYKHBAET
CBOIO @KTUMBHOCTh CEAyIOLIas, 6oliee NO3/IHsIsA IPyNna reHoB. KoTopast 06y-
CNOBNMBAET PErMOHANN3ALINIO 3KTONEPMANbLHOI 3aKJIaNKi Ha NOP3anbHbIN U
BEHTpANbHBIA OT/ENbl. V3 nop3anbHOH 3KTOEPMBI B IOCHEYIOLIEM Pa3BH-
BAFOTCS TONBKO 3NHAEPMAaNbHBIE NPON3BOJIHBIE, BEHTPaNbHBIA Ha3bIBAIOT
BCHTPAIBHLIM HEHPOorenHsIM pernonoM (vnR), 13 KOTOporo OpMHUPYIOTCS
Kak 3MMIEpManbHbIE, TAK U HEipanbHbIE IPOU3BOJHEIE (puc. 5.4).

Helpocnenudnyeckue reHbl KOHTPOJIHUPYIOT MEXKKIETOYHBIE B3aHMO-
OTHOULIEHHS, KOTOPbIE UTPalOT CYLIECTBEHHYIO POJb I MPABHIBHOTO pas-
JENEHUsT KIETOK BHYTPH TaK Ha3blBAEMOH 3KBMBaJICHTHOH I'PYMIbI (equiva-
lence groups) B xoe 3MOpuoresesa 1 npu Metamopdo3se y npo30unbl.

“OKBUBaNEHTHas rpymnna’” cOCTaBIsIETCs U3 HA0Opa KJIETOK, YNEHbI KO-
TOpOro o6nafaT NOTeHIMeH K NPUHSTHIO (adoption) TOil UM MHOW KITETOY-
HOM cynbO0bI.

B HOpME, XOTSI BCe KNETKM BHYTPH TakKoil TPYIbl IMEIOT paBHbIE MO-
TEHIIHH, TONbLKO OHa MJIM HEMHOTO KIIETOK M3 Kaxk[O# JIaHHOIl IPYNIBI pea-
JNU3YIPT NOTEHUHUIO PA3BHTUS B HANPABIIEHUH HEMPOOIACTOB. B TO BPEMST KaK
APYTHE YJIEHDbI IPYMITbl PA3BUBAIOTCA 10 albTEPHATUBHOMY My TH.
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Puc. 5.4. Kapra npe3yMITHBHBIX 3aKNanoK y NPO30(HIIbI HA CTaIHH GNACTONEPMBI.

3awTpuxoBannbie ob6nacTi OyAyT HHBarkMHUPOBATL B XO[E TACTPYJALHH, YHCIA [OKA3BIBAIOT
pa3sMephbl pa3sNHYHBIX 3aK/Ma0K (KOMHYECTBO KAETOK) Ha OJIHOH CTOPOHE 3apofibilla Gnacto-
nepmet. lllkana nokasbiBa€T NPOUEHT UIMHEI sifina. vIVR — BEHTpallbHas HeilporeHHas o6nacThb.
PNR — npouedannyeckas HeliporeHHast 0ONacTb.
Kaxnpiii 13 T1-A8 cermeHTOB cOCTORT U3 32 lop3a/bHbiX ANNfepManbHLIX (d-epi-He-Helipores-
HBIX) KNeTOK. 60 BeHTpabHbIX 3MHIEPMaNLHEIX KNeTok (VIVR — HeiftporenHsbie), 13-16 13 koto-
PhIX (B 3aBUCHMOCTH OT ceTMEHTa) 6yyT pa3BUBaThCsA Kak HelfipoGnacts: (Vbl) u 4 Me3akTONEp-
MallbHbIX KJIETOK (#e).
CI-C3 — rHaTanbHble CErMEHThbi, BEPXHAA (MAKCHINA) W HIDKHAA (MaHanOyna) yemocTi, ryGa
(labium), T/-T3 — TopakanbHbIe CEIrMEHTB, AI-AJ0 — GpioLiHble (aGNOMMHANBHBIE) CETMEHTHL,
am — nepenHuii KHIIEYHHK. as — aMHuocepo3a. ¢l — clypeolabrum, es — mimueson. mal — Manbnn-
THEBBI COCY[IbL, MIS — Me3opepMa. ph — papHHKC, pl — nponedanuyeckas fonst, pm — 3anHuil Ku-
LIEYHUK, pr — ipokToaeyM. [To Campos-Ortega.

IlepBbIii BLIGOP, KOTOPLI OCYMIECTBIAET KIeTKA IKTOAepMAIIbHOI 3a-
KJIaJKH, — CTATh JOP3aJIbHON MIH BenTpanbHOi. TOYHO Tak Ke NMPUXOIHTCS
BBIOGHpATH U ellle ONHY MOJIAPHOCTD — NepeHe-3aHI0K).

KoHTponupyeMast COOTBETCTBYIOIIHMY T€HAMK JOp3aiH3alls H BeH-
Tpanu3alus KJIeTOYHBIX 3aKJIaflOK CTOJb CHITBHA, YTO Ha ee (poHe He Npo-
ABNAIOTCA 3 PEKTHI TEHOB, KOTOPBIE ONpPefeNsiioT NalbHeHnyio cynb0y
KJIETOK, 2 MMEHHO HX pa3BHTHE B HElpaJbHOM WIIH 3MMaepMalibHOM Ha-
npabBjieHHHd. Tak, BBEICHHE Pa3IMYHLIX ajuielieil reHa Notch, HHOynupyro-
LI{HX HeHMpay{3alii0 BCEro 3MHAEPMIca BEHTPalbHON HelporeHHON 3a-
KJIagKH, B oco0ell ¢ MyTaHTHBIM JOP3albHBIM (p€HOTHIIOM HE NPUBOIUT K
oxunaeMoMy 3(peKTy: KIIeTKH. TIE CONEeP>KUTCA MyTaHTHBIN TeH dorsal
B TOMO3HIOTE, TEPSAFOT CNOCOOHOCTh K Hepanu3allH NaXKe B 3KCIEPH-
MEHTA/BHBIX YCJIOBHAX. OOBIYHO CMOCOOCTBYIOIIHX TakoMy 3¢hpexTy.
Hanportus, BBenienue reHa Notch B TeHOM, copeprKaliiil akTHBHBIN TeH
BereTanu3sauuu Toll, BegeT K HefipanH3aluH 3NHAEPMECA He TOJIBKO BEH-
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TpanbHOMH, HO U NOP3aJIbHOIT NOJIOBHHB! 3apONbIIA, Yero B OObIUHBIX yC-
JIOBHSIX HE MPOUCXOIHT.

CnepoBaTenbHO, 06a yNOMSIHYTHIX TeHa 3TMHCTATHYHBI 1O OTHOLLE-
HHUIO K T€HaM, BKJIFOYEHHBLIM B MPOLECC KOMMHTHPOBaHUS 3KTONEpMallb-
HbIX KJ1eTOK. [TpH 3TOM ycTaHOBNEHO, YTO HElipOTE€HHBIE CIOCOOHOCTH 3K-
TOonepMasbHBIX KJIETOK CKOpEe 3aBHCAT OT aKTHBHOCTH TEHOB, KOHTPOJIH-
pyIOoLIHX 3MOPHOHANBHBIN TOP30-BEHTPANIBHBII NATTEPH, YEM OT IOJIOXKe-
HUSA KJIETOK.

Taxum obpazom, peanu3anus reHeTH4eckoll nporpamMmel HeliporeHesa
Ha NepBOM 3Tane 3MOpPHOHAILHOTO Pa3BUTHS monpasnernsieT 3MOpHOHAb-
HYIO 3aKNafiky Ha JJB€ YaCTU — BEHTPANBbHYIO0. CIOCOOHYIO Pa3BHBATLCS KaK B
HeHpanbLbHOM, TaK U B 30HIePMAJILHOM HANpPaBJIEHHH, 1 IOP3aNbLHYIO0, B KOTO-
Poli cnocOGHOCTD K Hefpamu3aliiy MonaBieHa.

Heifipanusanus ocyiectsisieTcss Ha (poHe akTHBHOCTI COBEPLIEHHO OIl-
pEeReseHHOoll reHeTnYeckol cHcTeMBl, TOATOTABIIHBAIOLIEH KJIETKH K BCTYII-
JICHUIO Ha HeHpanbHBIN WIN 3nHaepManbHbIN NyTh pa3Butus. B 3THX yeno-
Busx nepen 1800 xneTkami, COCTaBNSAIOLMMH BEHTPAIBHYIO HEHPOr€HHYIO
3aKJIanKy, BCTaeT BOMPOC. YeM OBIThL (YE€M CTaTh): HEHPOHOM HJIM 3MUAEp-
MasbHO# KieTKol. Kaxnas xjieTka cTOMT nepen TaKHM BLIGOPOM U pesaeT
ero. Kak okazanocs, BbIOGOp 3TOT onpepensieTcs cnenupuyeckoi reHeTuye-
CKOI1 CHCTEMOIL, KOTOpas NPeCTAaBIEHa IBYMs TPYITIaMH JIOKYCOB, KOTOpbIE
Kamnoc-OpTtera npennoxxun o603Ha4lTh Kak HEHPOTeHHbIE H AHTHHEHPO-
FEHHbIE.

AHnTHHelporeHHbie JIOKychl (ceifJac ux yamie Ha3blBalOT NMPOHeHporen-
HBbIMM). ITO TaKHE JIOKYCh], MyTaIliil KOTOPBIX OOYCIIOBIUBAOT HEJOPa3BH-
THE HEPBHON CHCTEMBI, NPOSIBIIAIOIIEECS B PAa3HON CTENIEHH H B pa3HbIE Me-
puone! pa3BuTHs npo3odunsl. OHH B OCHOBHOM cOOpanbl B KJacTep B pail-
one IB X-xpomocombl. K HuM upHHannekat crenyroiue reHwl: achaete-
scute (AS-C-complex), Ec-4, elav, ventral nervous system condensation defec-
tive (vid) u reH denerved. nokanuzoBaHHbI B 30He 31AB 2-if XpoMOCOMBI.
Kpome Toro, Mytanuu eme 6omnee 20 reHOB BLI3BIBAKOT aHOMAITHH B Pa3BH-
THH nepu¢epHiecKoil HEPBHOH CHCTEMB], K TaKOBBIM. B YaCTHOCTH, OTHO-
caATcs cut, lozenge M ip. BO3MOXHO, Takoe COBMECTHOE PacIoIOKeHHE aHTH-
HEHPOTEHHBIX JIOKYCOB SIBIISieTcsl ClIeAcTBHEM Gonee obLlero, KiacTepHOro
NMPHHLHNA OPraHu3alliil TeHOMA, BHISIBIEHHBIN B OTHOLUEHHH PAla CEMEHCTB
T€HOB y MHOTHX OO0 BEKTOB.

I'ennl, pacnonoxenrslie B unTepsane 1B1-1B10 n o6ycnoBnuBatomnue B
cllydae X MyTauHil MopgoNIOTHYecKH pericTPHpPYEMbIe€ HApYILEHHS B 9MO-
PHOHANBHOI HEPBHOI CHCTeMe, MOTYT OBITEL pa3ferieHbl Ha [IBE rpymnbi: 1)
sc, elav, vnd, MyTanyu KOTOpBIX BEMYT K 3aMETHBIM feheKTaM B Pa3BHTHU
LEHTPalbLHOR HEPBHOI cUCTEMBI. M 2) ac, sc-alpha w npokcHMalbHasi 30Ha
BIIPABO OT elay U vid, collepkalliasi psii TeHOB, IEJIELHH KOTOPBIX 00YyCIOB-
JIHBaKOT HECOMHEHHBIH MyTaHTHBIH (DEHOTHII, TeEM HE MEHEE UX POJb B pas-
BHTHH HEPBHOI CHCTEMBI 3aBHCUT TakXe OT 3(ppeKTOB Opyrux Heilpocneny-
¢hrueckHx reHoB (puc. 5.5).

AkTHBauus reHoB achaete, scute, lethal of scute, xomupyroimx helix-
loop-helix proteins, npeniecTByeT BHIYIIEHEHHIO MPOHEHPATILHBIX KIIETOK H3
vNR. Dxcnpeccus reHa achaete coxpausieTcs B fajlbHeHILIEM TONBKO B KJIET-
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Puc. 5.5. CxeMaTnueckoe nzobpaxenue a¢pdekTa fienenuii B obnacti NpOREHPOreH-
HBIX (AHTHHEHPOT€HHBIX) JIOKYCOB HA Pa3BUTHE JIHYUHOYHON HEPBHOH CUCTEMbI IPO-
30¢punel. ITo Campos-Ortega, Jimenez, 1980.

—— B8

@

Kax, CTaHOBSIIIMXcSl HefipoOnacTaMH, B OCTaNBHBIX KieTkax VNR oHa yTpa-
YHBAETCS.

Y HelpoMyTaHTHBIX 3MOPHOHOB HaualbHBIH NATTEPH 3KCNPECCHH
achaete cpaBHMM € TAKOBBIM y 3MOPHOHOB AMKOTO THIIA.

Kaxpas KineTka NOggep:KUBaeT kcnpeccuto achaete, YTo onpefessieT
cynbOy HeHpoOnacToB. JTH JaHHBIE HABOOAT HAa MBICIB, YTO 3KCIPECCHs
3TOro Jokyca Kak Obl “0OOpHCcOBBIBaeT” MNpOHeipanbHbIe “equivalence
groups”. U, ciepoBaTensHo, ¢hyHKIMS HeHporeHoB TpebyeTcs H As TOro,
4yTOoOBI “BbIOpaTh” NAaTTEPH 3Kcnpeccud achaete, KOTOPHI OTpaXaeT pasfe-
neHHe cyAbObl HelipoOnacToB U gepMo0IIacTOB BHYTPH 3MOpHOHANBHOM NPO-
HelpanbHOH “equivalence group”.
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Puc. 5.6. B3aumoneiicrusi HeifporeHHbIX J10KycoB. I1lo Campos-Ortega.

+" — OTHOLLIEHUs! 3nucTa3a—Tunocrasa. OObSICHEHHE B TEKCTE.

CuinkenMe ¢pyHkuuu reHoB AS-C BelleT K pefyKILHH KONMUYeCTBa KIETOK
B 3MOpHOHANILHOH HEPBHOH CHCTEME NyTEM CHHXKEHUS KOJIHYECTBA 3KTOHEP-
ManbHBIX KIETOK, KOTOPbIE KOMMUTHPOBAHBI K Pa3BUTHIO B HEHPOOIACThI.
H YBEJIMYCHIS rHOENHN KNETOK B Pa3BHBAIOLLICHCS] HEPBHOU CHCTEME.

I¢dexT aHTHHEHPOTeHHBIX JIOKYCOB CKa3bIBACTCA HA Pa3sBHTHH Kak
LIEHTPalLHOM, Tak U nepHudepuueckoil HEPBHOH CHCTEMBI, U JIHIUb JENCLHH
OGonbiuoro pasMepa, Bpone Dff!)sur, BbI3BIBalOT TakKe HEKOTOPHIE aHOMa-
UM He-HeHpanbHOH NpHPOLI.

Komnnexkc achaete-scute (AS-C), xkak OmHH H3 OCHOBHBIX HeHpoOcHeLH-
(bHYECKHX JIOKYCOB, JOBOJTLHO HHTEHCHBHO HCCIIE[OBAH C MOMOILLIO METO-
IOOB MOJIEKYJSIPHOIT T€HETHKH H IeHHOH HHXeHEPHH. JTOT KOMIUIEKC Obl
BbIJIeJIeH H KJIOHHPOBaH, pa3Mepnl obnactu sc-75 k6. Jlna reHa ac oOHapy-
>K€H OmMH TpaHckpunT pasmepoM 1,1 k6 (T5). Ilna nokyca scute — TpaHc-
kpuntel T4 (scute alpha), T3 (I'scute), T2 (scute beta), T1 n Tla (scute
gammay).

Oxasanocs npu 3ToM, 4to TpancKpuntsl T3 1 Tla cyliecTBeHHBI st
pa3BATHS LEHTPAILHON HEPBHOI CHCTEMBl, a TpaHcKpunThl T4 u TS — ms
pa3BuTHA nepucepuyeckoil HepBHOH cructeMbl. Tpanckpunt T3 otpaxkaer
¢dyHkimio rera lethal of scute B amOGproHanbHOM nepuope, TpaHckpunt T2
HEOOXOHM [UIS HOPMAJTBHOTO Pa3BHTHA MaKpPOXET.

INpuobpeTeHue onHolt (IWIH HEMHOTHMH) KJIETKOH M3 equivalece group
HeHpallbHOM IeTEPMUHALMY COIPOBOXKAAETCA MONABICHHEM MOTEHLHIT co-
CEJJHUX KJIETOK K Pa3BUTHIO B HEipaibHOM HalpaBlleHUHM. JTO NoAaBieHUe
OCYLLECTBIISIETCS B pe3ynbTaTe B3auMopeHcTBus HeifporeHHbIx no Kamnocy
— Oprera reHos.

HeiiporenHble renbl — 370 T€ TeHbl. MyTAlH KOTOPBIX BLI3LIBAIOT TH-
NnepHelpaiu3aiHiio B BEHTPAIBHOH HEPOTEHHOI 3aKnanke, Tak 4To Bce COo-
CTaBISIOLUME €€ KIETKH NpETEepreBaloT HelpansHyo TpaHChopMaLtio, Te-
psisi NOTEHLMH K Pa3BHTHIO B aNbTEPHATUBHOM HanpaBlieHWH. M3BECTHO He-
CKOJIBKO TaKHX reHoB (pHc. 5. 6, 5.7).

PopcteeHen HeiiporeHdbiM nokycaM U red Hairless (H — reneTHyeckas
nokanu3awus 3—69,5, yaroreHetTHueckas — 92J1-94A), oH MOXeT MPEeOTBpa-
THTh KJIETO4HYIO JIETANBLHOCTh, OOYCIOBIEHHYHO FOMO3HIOTHOCTBIO TIO HE-
kotopbiM Di-annensm. Ilpepnonaraercs, 4YTo MUILEHLIO reHa H ABIsAeTCS
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Pruc. 5.7. BianmoneiicTaiis Mexxay Heii-
pobrnacraMu ¥ anupepMoGiacTamMy.

ASC
und A — pBe B3auMONEHCTBYIOUIMX KIETKH
4 du HEWPOIKTONEPMEI MmiIKOoro Trna. Bonb-

UI0€ KOJHYECTBO HEHMPOreHHbIX T'E€HOB
(NG), BKIwo4Yasi TreHbl KOMIJIEKca
enhancer of split (E(spl)C). renwr achaete-

Heapobracm Jnudepmobinacm  Scute kommnnekca (AS—C), ren iepexTon
KOHJIEHCALHH BEHTPANbHON HEPBHOM CHC-

TeMbl (vad) U reH daughterless (da), xonu-

ASL e X L pywoie Genku uenell perynsTOpHBIX

ond 5, CMTHAJIOB, pa3pemaroT KJIeTKaM pa3BH-

5 Vs BaThcsl B HeHpoOnacTel HIH B 3nupep-
MoOnacTel. @yHKLHN, KONHPYEMbIE I€Ha-

M AS-C. vnd, daughterless, Tpebyiotcs

st Toro. 4roObl perynHpoBaTh aKTiB-

. - HOCTE I'eHOB B HelipobnacTtax. ®yHKigiO-
Hedpobracm Hedpobracm HalbHBIE UEMH, KONMPYEMEIE TEHaMH

E(spl)C xomrekca. HeoOXOnHUMbi TS pe-
ryIsigMK reHOB B anuaepMobnacTax.

B — MyTauust OOHOTO U3 HEHPOrEHHBIX re-

HOB BbI3BIBAET Pa3BHTHE BCEX HElPOIKTO-

AepManbHBIX KIETOK Kak HefipobiacTos.

C — myraunu reHoB AS-C, vnd. daughter-

less BBI3LIBAIOT WIH pa3BUTHE IPE3yM-

NTUBHbIX HEPBHBIX KIETOK KaK 3MHAEP-
Jﬂuﬂ?ﬁ;{ggﬂf/ﬂ Fnudepmobracm MoGnacToB M kieToqHyro rubens. ITo
III(ZI;IHKII Campos-Ortega.

nokyc E(spl). 3¢dext rena H na E(spl) u nocnepvero Ha N u DI nonrsep-
JKJAeTCsl TEM, 4YTO MYXH C TPEMs HOPMalbHBIMH KOMUAMH reHa H u nByms
E(spl) oO6Hapy>KHBalOT HEHOPMaJILHOCTH KPbIJIa, BECbMa CXOIHEIE C (DEHOTH-
NOM KPblJIa MyX. COiEp>KalliX TOJIEKO OfiHy Konuto E(spl). 3T HeHOpManb-
HOCTH OTCYTCTBYIOT, KOT/Ja MyXH HECYT NONOJIHUTESILHY IO Ny IIHKALKIO HOP-
MaJbHOro JIoKyca E(spl). TakuM oOpa3oM, HopManbHbI annens H BegeT ce-
05 Kak (pyHKUHOHaNLEBIA penpeccop HellporeHHbIX NoKycoB N, DI u E(spl).
I'lpu 3TOM HelporeHHbIE JIOKYChl OPTaHH30BaHbl HEPAPXHYECKH 10 OTHOILE-
HHIO K BIIMSIHHSIM JIOKYca H ¥ [0 OTHOLUIEHHIO APYT K apyry (puc. 5.6).

Tpu reitporennbix TeHa N, DI u bib KOIHPYIOT NPORYKTHI, ACCOLHUPO-
BaHHBIE ¢ KJIETO4YHO# MeMOpanoit. Notch u Delta kopupyroT Genku K1eTod-
HOIT MeMOpaHbl, KOTOPBIE MPOSBJIAIOT CJIOXHBIM U MHHAMHYECKHI naTTepH
3KCIIPECCHH B XO[i¢ Pa3BHTHA.

IMponykT rena Notch (puc. 5.8), cunresupyemblii Tpanckpuntom B 10,5
kO-TpaHcMeMOpaHHBIH 6enoK, cocrosuMil 3 2703 aMHHOKHCIIOT, HENpoLec-
cUpyeMblii H conepxkalliyii CHTHalbHLIA nentHy, 36 TanpeMHbIX MOBTOPOB
PONCTBEHHOTO 3nHiepMalibHOMY (pakTopy pocta (EGF) 40 aMuHOKHCIOTHO-
ro MOTHBA, 3 TaHJEMHBIX IOBTOPA, OOHAPYKEHHBIX B 3KCTPAKIIETOYHOM JI0-
MEHe, MOCIeNoBaTeNbLHOCTL HAEHTHYHYI) KONHPYeMOH reHoM lin 12
Caenorhabditis elegans, efMHCTBEHHBIN BKITFOUYEHHBII B MeMOpaHy noMeH H
BHYTPHKJIETOYHBII TOMEH. KOTOPHIH BKIIIOYAET 6 TAHIEMHBIX IOBTOPOB MO-
THBa, HalijeHHOTO B avkuUpHHE (ANK repeat) MO3BOHOYHBIX H IPOXXEBBIX
cdcl0 v SWI16 reHoB, Oopa-nocliefOBaTENBHOCTL ¢ MpeobiafaHueM TPHILIe-
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Puc. 5.8. CxeMa cTpykTypb! O€NKOB, KOOMpYeE-
MbIx reHaMu Notch u Delta.

Knerounass memOpaHa mpencTasneHa [ByMsi Mapal-
nenbHbIMU MemOpanamu. Belwe MemOpaHel npencra-
BJIEH 3KCTPaKNETOYHbIH KOMIIOHEHT GeNKa, HHXE —
BHYTPHKJIETOUHBIA KoMmnoHeHT Genka. ELR — EGF-
nonoGHBIA  NoBTOpsOWANCA MOTHB, LNR

linl12/Notch — noBropsiowiiics MoTie, ANK — avku-
pHH-TIOBTOpsiIOLMiics MOTHB, OPA — noAMrIIOTaMU-
HOBHIIi paiton, PEST — oGnactb, 6oraTas IPONMHOBBI-
MH, TIOTAaMATHBIMH, CEPHHOBBIMH N TPEOHHHOBbIMH

octarkaMu. Ilo Muskavitch.

ToB CAG 1 CAA. KOHpYIOIUX aMHHOKHC-
JOTY TIFOTAMUH. He TOJILKO TPaHCKpHOH-
pyeMasi, HO H TpaHciupyeMasi, HaliileBHas
TaKXe B HEKOTOPBIX FOMEO3UCHBIX IMEHax,
HanpuMep, Antennapedia, roe oHa o603Ha- Delta Notch
yeHa Kak M-noBtop, u PEST region, 6ora-

THIH NPOJIMHOM, FIOTAMHHOM, cepHHOM U TpeoHHHOM. ANK nosrop siensiet-
csl IOMEHOM, BOBIIE€YEHHBIM B MEXMOJIEKYIIsIpHbIEe B3auMoneHcTBus. OyHK-
LHOHAJNIBHAS POJIb M-NOBTOPOB, CBOOUTCS K TOMY, YTO OHH OOECNEYHBAIOT
cTabWIBLHOCTE GEJIKOBOIH MOJIEKYNBI HJIH COSMMHAIOT (PYHKUHOHANBHO 3Ha-
YHMBIE IOMEHBI B OfiHO 1jeNioe. BoamoxHO, uyto Notch BHYTPAKIETOUHBIH TO-
MeH B3aUMOJEHCTBYeT ¢ OgHYM Wit 6oslee UTONIIa3sMaTHYeCKHMHE OeTKaMi
B nporecce nepenayy curdana. Ctpykrypa Notch, clnefoBaTenbHO, COOTBET-
CTBYET MpeanoiaraeMoil ero pony Kak TpaHcMeMOpaHHOTO pelienTopa, Ko-
TOPBbIIl B3aUMONEHCTBYET € JIUFaHAaMH B 3KCTPaLEJUIFOJISPHOM KOMmap-
TMEHTe.

Delta 6Genok coctouT u3 833 aMHHOKHCIOT, COIEP>KUT CHTHAJIBHBIN Nen-
THA (cM. pHC. 5.8), aMHHO-TepMHHANBHBIN TOMEH, TOMOJIOTMYHBIH aMHHO-
TepPMHHANBLHOMY NOMeHY Oenka, KomHpyeMoro reHoM Serrate npo3o¢uiel, 9
TAHEMHBIX MOBTOPOB MOTHBA, PONCTBEHHOIO 3MHpepMalbHOMY (akTopy
pocta (i.e., EGF-nogoGueie nosropet wim “ELRS™), OgHH BIKrOYEHHBIN B
MeMOpaHy NOMEH ¥ BHYTPHKIETOYHBI [OMEH 0€3 CyLIECTBEHHON roMOJIO-
FUH ¢ KAKUMH-JTHOO U3BECTHHIME OeJIKaMH.

HefiporenHriii ren bib xogupyeT MeMOpaH acCOIHHPOBaHHLIH O€JIOK,
BKIIFOYAIOLLHIT 6 BKIIFOYEHHBIX B MEMOpaHy AOMEHOB M FOMOJIOTHYHEIH MHO-
3KecTBY KaHaJ-(bOPMHPYOIINX OEJIKOB.

Tpu Apyrux HEHpoOreHHBIX reHa — neu, mam u E(spl) — KopupyroT 6eNKH,
KOTOpble (PYHKLHOHHPYIOT B KJIETOYHOM siipe. I'eH mam xopgupyet 60mnb-
LIOM siEPHBIIT 6EJIOK ¢ YepenyOLIUMHCS KHCIILIME U OCHOBHBLIME JOMEHAMH,
KOTOpBIE MOTYT oTpaxkaTh Hx ¢yHkIHio Kak JIHK uin xpoMaTHH-CBSI3bIBa-
OIHX OEJIKOB.

I'en neu xomupyer spepHeIil 6eNMOK ¢ MOTABOM. HanoMuHaroumm JTHK-
cBsA3bIBaroLue 6eliku u zink-finger MOTHB.

Jlokyc E(spl) CTPYKTYPHO CNOXKEH, 3aHEMaeT o051acThb 36 KO, BepOsiTHO,
COCTOHT H3 HECKOJIBKHX TECHO CLIEMIEHHBIX TEHOB, COIEPXKHUT y4acTKH FOMO-
JIOTHH ¢ KoMmIJieKCoM AS-C U ¢-myc-OHKOTEHOM M BKIFOuaeT MHHUMyM 11
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TPaHCKPUNLMOHHBIX €IHHNL, KOTOPBIE KONHPYIOT MO KpaifHell Mepe nBa TH-
N2 Ka4eCTBEHHO Pa3INYHBIX OEIKOB.

TpanckpuUNUHOHHBIE eqUHIIILI M5, m7, M8 KONUPYIOT OeNKH, ABJISIOLIH-
ecsi unenamu cemefictea HLH TpaHCKpUNIMOHHBIX PEryisiTOpHbIX (hakTo-
poB. TpaHckpunuuorHas epuuuna m9/10 komupyeT sAnepHbIil 6€JI0K ¢ MHO-
>KECTBEHHBIMU KOMUsiMU NOBTOpsitoierocs Motiba (WD-40 repeat), HalineH-
HOro TakXe B OeTa-eAMHUNE TPaHCAYIHHA MO3BOHOYHBIX H B [POX KEBOM
CIIC4 Genke. SlmepHasi noxanu3aiusi 3TUX OENKOB CBHOETENBCTBYET 00 HX
¢yHKLHY B KayecTBe “downstream effectors” B CUTHANbLHBIX YTAX HEHPOreH-
HBIX TeHOB U 00 HX 3HAYEHWH B PETYNSAUMU 3KCMPECCHH MEHOB, HIPArOLIMX
ponb B cneyHpHKalMy KNeTOYHOH CyALORI.

B xone aMOprnorenesa oCOOEHHO 3aMETHO HAKOIMJIEHHE TPaHCKPHITOB
m4, m5, m7, m8. IleppoHauanbHO UX MOXKHO OOHAPYKHTH BO BCEX KJIETKaX
BEHTPANbLHON HEHPOreHHOM 3aKNajikH, 3aTeM JIMIIbL B KIeTKax, u30paBLIHX
3MHJEPMaNbHBIN NMyTh pa3BHTHSL

C HellpOreHHBIMH JIOKYCAMH B3aHMONEHCTBYIOT TakKe reHwl deltex u
Supressor Hairless, koTopsle, Kak OyneT pacCMOTPEHO HHXKE, YUacTBYIOT B
nepepaye HHpoOpMaLHK MEX]y KIETOUYHOH NOBEPXHOCTHIO U SAPOM.

CrnepnoBaTellbHO, (PYHKIHOHATBHOE 3Ha4YEHHE HeMPOreHHbIX JIOKYCOB
3akmoyaeTtcsi, 1) B o6ecneyeHUH HeHpansHOH JeTEpMUHALUHN KIIETOK, 2)
B o0ecneyeHrH KJIETOK, Pa3BHBAaIOIIUXCH B 3NUJEPMAlbHOM Hamnpasie-
HHH, OenkoM, cogepxxanmuM EGF-nogo6GHble JoMeHBI, 3) B o0ecneyeHUH
ux peyentopom EGF. ITpu atoMm cunTe3 6ynymmumu Heitpobnacrtamu EGF-
nopo6Horo 6enka co3naeT BOKPYr HHX Kak Obl aHTHHEHPOTreHHOe NOoJie, B
pe3yibTaTe Yero cnocoOHOCTbL OKpyXKatoLinx OynyLinii HeHpOH cocefel K
nuddepeHUHpPOBKe B HellpalrbHOM HanpabieHnM nopaeinsercs. Eciu na-
3epOM yOHTH TaKylO KIETKY H CHATh TaKHM cnocoO0M 00pa30BaHHOE €10
aHTHHEAPOreHHOE none, TO ONnuXxaiMii coce] TOTYAC 3aMONHAT npoden
H mnpeTepnuT HefipanbHyo nH((pepeHUHPOBKY BMECTO MpEeNHa3HauaB-
nreiics eMy anupepManbHOil cynbObl. Takoro poga TOpMOXKEHHE CTTOCO0-
HOCTH KJI€TOK BEHTpAlbHOH HEHPO3IKTONEPMaNbHON 3aKNajgKH K pa3BU-
THIO B HEeHpaJIbHOM HaNpaBJICHWN B Pe3yAbTaTe BO3NEUCTBHSA KJIETKH, Ha-
yapuiell HefdpanbHyH MU(p(pPEpEeHLUPOBKY, Ha3bIBACTCH IaTEpPalbHBIM
TOPMOXEHHEM (CM. puC. 5.2).

MexaHn3M HellporeHesa, BEPOSITHO, SIBISACTCA YHHBEPCATBHBEIM, O 4eM
CBHJIETENBCTBYET OOHAPYKEHHE M€HOB, TOMONOIMYHBIX HEHPOreHHBIX JTOKY-
caM Ipo30¢(UNbl y psifa IPyrux 00 beKTOB, KaK NO3BOHOYHLIX (Xenopis), Tak
U 6ecniosBoHOuHBIX (Caenorhabditis elegans). Y Xenopus Obln BbISBIICH TE€H
X-Noth-1, 3xcnpeccHpyIOLIMIACS B HEpPBHOH macTvHKe H reH X-Delta-1, Tak-
K€ 3KCNPEeCCHPYIOLIMHCA B HEPBHOH CHCTeMe paHHHX 3MOpPHOHOB, B KIIET-
Kax, SBISAOLINXCSH MPOCNEKTHBHLIME NepBUYHLIME Heliponamu. IlepBuuHbie
HEHPOHBL y ITO3BOHOYHBIX MOSBISIIOTCS BHAYANE B 3agHEH 4acTU HEPBHOM
nacTHHKH. VX NosiBJIEHHE CONMPOBOX/AeTcs 3KCIpeccHell Helipocnenudgu-
yeckoro reHa typell beta-tubulin (N-tubulin), MapKHpYFOILEH CaMYIO paHHIOIO
cTaauio HeitpanbHoit muggpeHiuposku. C noMopo rEOpUAM3aLMH in situ
Ha LenbIX 3MOpHOHax aKkcnpeccust X-Delta-1 B HepBHOH cuCTEeME BIEpBbIe
ObLTM 3aperHCcTpHpOBaHa B KOHIE FAcTPYNSALHH, B KIETKaX, PacnonoXeH-
HBIX B cneyupuyecKux OTHesax HepBHOH mnacTuHKH. JKenpecens X-Delta-1
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npenuiecTByeT akcnpeccu N-ty6GyniHa no kpaiiHei Mepe Ha 2 yaca. bonee
TOro, X-Delta-1 BbIKIIOUaeTcst B TOT MOMEHT, KOTTla HAUHHAET (PYHKLHOHH-
poBaTh reH Geta-TyOynuuHa. CxopHeIM oOpa3oMm reH X-Delta-1 nocnenoBa-
TEJILHO 3KCnpeccupyeTcs B 001acTsix BTOPHYHOTO HEHPOTE€He3a, HO He B 3pe-
nbIX HelipoHax. MIHbIMU ClIOBaMH, 3TOT I'eH IKCNPECCUPYETCsl B NPOCTIEKTHB-
HBIX HEHPOHAX KO BpeMEeHH X KOMMUTHpOBaHHUs K pa3BUTHIO B HelipalbHOM
HallpaBJIEHHH.

Y Caenorhabditis elegans Tax>xe ObLY HalleHbI FOMONOTHYHBIE HEHPO-
reHHbIM renam nokycbl [JTHK. 3to — linl2 u gipl, sensrommecst roMonoraMu
Notch, a Takxke lag2 v apx] — romonoru Delta.

Tomonoru Notch 06Hapy»XeHbI TakXe y pblO, FPHI3YHOB H U€JIOBEKa.

TakuMm o6pa3om, HayallbHBIE CTaNKH B NMpoLecce HEliporeHesa ABIsAIOT-
Csl yHHBEpcanbHBIMU ¥ 3aKJIF0YalOTCs B TeHepallMH MPOHeHpanbHOll obac-
TH, HeOONBLLIOTO KiacTtepa KJIETOK, MOTEHUMANBHBIX NpPEeALIECTBEHHHKOB
HEHPOHOB. ITOT NPOLECC BKIIIOYAET MHAYKIMIO 3KCNPECCHU MPOHeHpas-
HBIX M€HOB, KOUpyroLuX hakTophl TpaHckpunuun kinacca helix-loop-helix
(bHLH), nanGomnee 3aMeTHBLIM U3 KOTOPbLIX fiBNIsteTcs koMineke AS-C. BuyT-
PH KaXK0H npoHelpanbHoll 00nacTi, OfHAKO, HE BCE KJIETKH TpaHchOpMI-
PYIOTCS1 B HeHPOHBL, 1 npouece Hx TR hepeHEPOBKH CONPOBOXAACTCS CHI-
HaJIOM NIaTepanbHOrO TOPMOXKEHHS], ONOCPENOBAHHBIM HEPOTe HHBLIMH I'eHa-
MH, 0cOOEHHO BaXKHYIO POJIb CPEOHM KOTOPLIX Hrpatot rennl Delta u Notch.
3xkcnpeccuss Delta KoHTponupyeTcs npoHelpanbHBIMH TeHamH. Benox
Delta, TpancMeMOpaHHBIN THTaHM, aKTUBHPYOLHA red Notch, HHHuMHpyeT
BHYTPHKJICTOUHBIE CHTHANBI, KOTOPLIE BEOYT K PENPeCccHH MPOHeHpanbHBIX
reHOB U KaK clejcTBHe 3TOro K perynsuun Delta. TakuM oGpa3oM, akTonep-
MalbHBIE KIJIETKH SIBISIIOTCS TIPEOMETOM JIOKAIBHBIX B3aUMMOJEHCTBHI, 4TO
YMHOX2€T NepBOHAYAIBLHO MHHOPHBIC pa3Hunsi B ypoBHe Notch CHIHATIOB.
Knetxu, B KOTOPBIX 3TH CHTHANIbI OTHOCHTENBHO cnalble, CTAHOBATCS HEll-
POHaMH. B TO BpeMs KakK KIIeTKH, B KOTOPbIX OHH [JOCTATOYHO CHIIBHBI, TIpe-
TepneBaloT ajJbTepHAaTUBHBIE H3MEHEHH. MexaHH3MBl, C NOMOIMIBLIO KOTO-
PBIX KOHTPONHPYETCs: HEHporeHe3 y NO3BOHOUYHBIX U IPYTHX XWBOTHBIX, [10-
CTAaTOYHO KOHCEPBATHBHBI 1 CPABHHMBI C TEMH, YTO OOHAPYKEHBI y NPO30-
(pHIIBL

U peticrButensHo. 6enku bHLH skcnpeccupyroTcst B HepBHOH TKaHH ITO-
3BOHOYHBIX, 1 MHOTHE H3 HHUX CXOJHBI [0 CTPYKTYPHBIM IIPH3HAKaM C Mpo-
HelfpanbHBIMA O€IKaMI JIPO30HUITHI.

Ecnn mrbeuupoBath cMech TpaHckpHnta X-Delta-1 rena Xenopus u
TpaHcKpHnTa lacZ (cny»kaiero B KauecTBe MapKepa pacnpenelieHust HHbe-
LIMPOBaHHOI'O TPaHCKPHITA HEHPOFEHHOro reHa) B OOMH H3 OnacToMepoB
[BYXKJIETOYHOTO 3MOpHOHa Xenopus (He-HHBbEUHPOBaHHEIN OnacToMep ciy-
>KHMI B KA4eCTBE KOHTPONS), H NPOoaHaNM3UPOBaTh pa3sBUTHE HEPBHOI cHCcTe-
MbI, TO OKa3bIBA€TCH, YTO HAOMIOIaeTCsa PE3KOE CHUXKEHUE UITH MONHAs 3JTU-
MHHaNUs KIETOK, IKCnpeccupyrowmx N-TyOynue (mapkep niaddpepeHIpoB-
KH HEPBHBIX KJIE€TOK) Ha CTOPOHE HHBEKI[HH, B TO BPEMS KaK UHBLEKIHS Of-
HOTO TpaHckpunTa lacZ He naBana apexTa. PaitoHBl 3nMMUHALMH HEPBHBIX
KIIETOK COBNAamalH ¢ 30HaMH PacrnpefencHusi HHbeMPOBaHHbBIX TPAHCKPHII-
TOB, O YE€M CBHJIETENBCTBOBANIA NTOJIOXKUTEJIbHAS THCTOXHMHUYECKas peakuus
Ha NpOAyKT rena lacZ. Y tparta skcnpecci N-TyOynuHa oTpaxkaeT 3JIHMHHA-
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Puc. 5.9. Ponb HeliporeHiiHa, Hefipo-D u Notch curnanos B onpefieneHy HeMpOHaIb-
HOf1 cynbObl KIETOK.

IMpuoGpeTenue cBoiicTB, HEOOXOMUMBIX [ Pa3BUTHsI B HEPBHYIO KJIETKy, TpebyeT neficTBus
bHLH u Notch 6enkos. CxeMa A€MOHCTPHPYET, UTO IKCIPECCHs: HeHPOreHHHA B NIEBOI KNETKE
HHOyLHpYeT 3kcnpeccnio Delta, kotopasi B cBolo ouepens akTHupyeT Notch curnan B npasoit
KJIETKE, YTO MPUBOJIUT B HEH K PENPECCHM IKCIIPECCHH HEHPOTEHHHA H K CHHAKEHHIO 3KCIPECCHH
Delta. o asanorut co CXONHEIME CHTHANAMH Y BPO30MMIBI Y MO3BOHOYHEIX NOKOOHBIE (PYHK-
LHH OCYLLECTBASIOTCS nocpencTBoM Genka RBR-JK, ananora nposognnntoro Supressor Hairless
[Su(H)] u 6enka HES (bHLH Genka nossoHousbIX, Knacca Hairy/enhancer of split [E(spl)]). 3xc-
npeccitsi HefiporeniHa nHayuHpyeT NeuroD. koTopblii cnocobeTsveT nucpepeHINPOBKE B Heii~
palbHOM Hanpas/eHHH, B TO BpeMsl Kak 6JI0Kafia 3Tl JKcnpeccuy o0eCneynBaeT naTepanbHoe
TopmoxeHHe. ITo Tanabe, Jessel, 1996.

LJHI0 HEPBHBIX KJIETOK Ha MOJOMBITHONH CTOPOHE pa3BHBArOILINXCs 3MOpHO-
HOB. B onbiTax ¢ uHbeKk1Mei TpaHckpunta reHa X-Delta-1STH, ytpaTuBiie-
rO BHYTPUKJIETOYHBII JOMEH, ObII OOHAPY>KEH MPOTHBONOJIOXHbIN TOJILKO
YTO OmnucanHOMy 3(p(eKT — KOMNYECTBO HEPBHBIX KJIETOK Ha HHbELPOBaH-
HOII CTOPOHE Cy1LIeCTBEHHO BO3PACTaeT, O YeM CBHAETEILCTBYET YBETHYCHHE
N-TyOyJIHH-TIONIOXHUTEIIBHBIX KNETOK. COBMECTHBIE HHBEKLHH TPaHCKPHII-
TOB X-Delta puKOTO 1 MyTaHTHOTO THIA NPENOTBPAINatoT FHNEPIPORYKLHIO
HEMPOHOB U BEAYT BMECTO 3TOIO K CynpeccHy HEMPOreHesa, Kak ObINTO Hai-
NeHOo B sKcnepHMeHTax ¢ BBeneHneM oguoii PHK X-Delta-1. Ha ocnoBanuu
aHanHM3a CpaBHUTEJIBHBIX MAHHBIX Oblna NpeIoXKeHa MONENb MOJIEKYMsip-
HBIX OCHOB '€ HeTHYECKO iIeTepPMHHALHU CYIbOBI KJIETOK B XOJIE HelfporeHe-
3a y NO3BOHOYHBIX (pHc. 5.9). M3 3T0Ol MOfienu ciefyeT, 4YTO CBEPXIKCIpec-
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cust reda Delta unu aktusupoBaHuoil (hopmbl Notch TOPMO3UT reHepanuio
HEPBHBIX KieTokK. HanmpoTuB, 3KcnpeccHsi JOMHHAHTHOH HeTaTHBHOI (op-
Mbl Delta BbI3bIBaeT réeHepanyio NONONHUTEIBHBIX TEPBHYHBIX HEHPOHOB.
OdeBHpHO, cyllecTByeT NporpaMma Helporenesa, B paMKax KOTOpOil Ha
PaHHHX CTamusAX HHOMBHIYaNBLHOTO Pa3sBHTHS OmnpenensieTcss o0nacTh HEpB-
HO# IJIACTHHKH, BHYTPH KOTOPOM KJIETKH crnocoGHBI TeHepHpOBaTh Heipo-
Hbl. Peanu3saius 3Toi mporpaMmMbl y NO3BOHOYHBIX, KaK H Y HACEKOMBIX, CBSi-
3aHa ¢ ¢yukuroHuposannemM bHLH 6enkos. [losiBnenre ogHoro us takux
6eNKOB NO3BOHOYHBIX — HelpPOreHnHa. MpefiBapsieT akcnpeccuro reda Delta
B Tex 00J1acTsX HEPBHOII IITACTHHKHU, KOTOPBIE NPEAPACNONOXEHEI K FreHepa-
1JHH MEPBUUYHBIX HEHPOHOB.

Ceepxakcnpeccusi HEHpOreHHHa BETET K paclUMPEHHMIO 00J1acTH, rae
akcnpeccupyetes red Delta, 1 COOTBETCTBEHHO K YBENHYEHUIO KONHYECTBA
KJIETOK, Pa3BHBAIOLHXCs 1O HeHpanbHOMY nyTu. I1pu 3Tom Hefiporexnes He
orpaHn4HBaeTtcst 6ornee TpeMst NOJIOCKaMH, HO ¥ B He-HEHpalIbHOI 3KTOREp-
Me NOSABIISIFOTCS 3KTONNYECKHE HEHPOHEL.

Ceepxakcnpecclisi HeHiporeHHHa HHyUPYET TaKXXe MOsiBIeHHe BTOPO-
ro, 6onee nospHero bHLH Genka — Tak HasblBaeMoro Helipo-D, kxoTopbii
Toxe cnocoOeH BbI3bIBaTL AUM(epeHINPOBKY 3KTONHYECKHX HEHAPOHOB B
He-HeitpanbHoit akTonepMe. OUeBHIHO, HEHPOreHHH Y MO3BOHOYHLIX SBJIf-
eTcsi paHHHM CTAMVYISITOPOM HelporeHe3a M OOyCIOBIHMBaeT MNOC/IENOBa-
TEJBLHYI0 akTHBaLMIO pa3nuunabix bHLH ¢akTopoB, KoTOpHIE IETEe pMHHHPY-
10T pa3BHTHE KJIETOK B HEMPAJIBHOM HanpasJIeHHH WK CnOCOOCTBYIOT Goree
NO3AHUM acnekTaM nH¢pdepeHIHPOBKH HEPBHBIX KIIETOK.

Bsaumopeiicteue Delta n Notch B npoliecce HeHporeHe3a H3y4eHo B Oc-
HOBHOM y npo3ocgunel. ITokazaHo, 4To 3kcTpauelmonspHbii nomen Delta
cniocobeH B3auMOjelcTBOBaTh ¢ OeJKOM Nofch Ha NOBEPXHOCTH NPOTHBO-
cTosiel KJIETKH.

Ipu atom Notch GyHKUMOHHPYET KaKk peLenTop, KOTOPbIil B3aUMoJieil-
CTBYET € NUIaHOOM B 3KCTPAKIETOYHOM KOMMAapTMEHTa H TPaHCAyLUpyeT
Nony4eHHy0 HH(popMaInio BHYTpb KJIETKH. B yacTHOCTH, 3TO OBLTIO NpOQE-
MOHCTPHPOBAHO ¢ MOMOLLBIO KIIOHATTBHOIO aHaNK3a pa3BUBAIOIIEerocs 3ITH-
nepmica aMOpHOHaNBHOI ViR, notum B KpBIJILEB B3POCIOH MYXH Y COMaTH-
YecKHX MO3aHKOB.

Notch B aTOM cniyuae (pyHKIIHOHHPYET B KJIETKaX aBTOHOMHO, YTO ObIIO
npefcka3aHo HAa OCHOBE MpeJCTaBIeHus, 4To 6enok Notch siBnsieTes penen-
TOPHON MOIIEKYJIOI.

B TO ke BpeMs nonoOHbIH aHaIH3 pa3BUTHS 3NUAEPMaJIbHBIX KJIETOK
B KPBUILAX COMaTHYECKHX MO3aHKOB APO30(PHITbI, COlep XKallVX KIIETKH C
myTtauueil Delta, noka3san, yto ¢yHkuus Delta ne aBTOHOMHA, TaK 4YTO €C-
nu Delta 3xcnpeccHpyeTcst B OfHOI KJI€TOYHO NMONYNAUHY, TO 3¢(¢eKT
3TOTO T€Ha MOXET PaclpOCTPAHHUTBCA Ha COCEAHHE KIETKH. DTO CBH[E-
TENLCTBYET O TOM, YTO €ro MPOAYKT MOXKET ObITh MEXXKJETOYHOMN CHr-
HaJNLHOI MOJIEKYJIOM.

B KynbTypax in vitro KJI€TOK Opo30(hHIIbl C NOMOLBLI HMMYHOTHCTOXH-
MUyYecKol peakijii ObUI10 NOKa3aHo, YTO NPORYKTHI reHoB Notch u Delta mo-
I'yT B3aMMONEHCTBOBATh Ha KJIETOYHOI NOBEPXHOCTH B pe3ysibTaTe arpera-
urn Delta-akcnpeccupyolux K1eTok ¢ Nofch-3KcpeccupyroluMe KileTKa-
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MHU. DTO CBUAETENLCTBYET O BAXKHOCTU poficTReHHoro Delta-Notch casizvia-
HUSl Ha KJIETOuHOMH nosepxHoctd. Okazanock, yto ELRs 11 umu 12 3kcrpa-
UENNIONAPHLIX IOMEHOB HEOOXORMMSBI U TOCTAaTOUHBI N csi3biBanus Delta
¢ Notch. Crnenosarensho, ELR Motueel 6enka Notch urpator npsmyro pons
B MEXKNETOYHLIX BlaUMOpEHCTRAAX, NpH 3ToM Delta amMuno-Kouel BKIIO-
YeH B foMeH, cpsiabipatoniitit EGF-motug. 3uauenue Norch ELR 12 Bo B3au-
mopeiictusix Delta-Notch nogTeepxpaetcsi ¥ TeM, 4to aHTuMopgmbii Notch
annens (N M1) xapakTepH3yeTcss HATMUUEM MUCCEHC MyTauMu B 3TOM I1O-
BTOPpE.

Kpowme Toro, Genku, Kogupyemble resamu lag-2 v apx-1 C. elegans, B3a-
uMopelcTBYIOT ¢ aHanoroM Notch, koaupyembim y C. elegans reHoM glp-1. u
cofiep>kaT aMMHOKMCIOTHYIO MMOC/IEAOBATENBHOCTL, TOMONOruuny Delta
EBD BHYTpPH aMMHO-TEPMHHANIBHOTO KOHUA COOTBETCTBYIOLIErO 3KCT-
paleTUTIOISIPHOTO TIOMEHa.

B npouecce B3aumoneiicteust Delfa u Notch BoBneveHbl U APyrie TeHsl,
Kak Hanpumep deltex u Supressor Hairless (SuH). Tak, penykuust 8 (byHKIHK
deltex BeneT K pacluMpeHUIo XUNOK (veins) Kpblia ~ adwpekTy, CXORHOMY €
HaGnrofaeMbIM NMpU cCHUXKEeHUN pyHKuuu Delta.

Benok SuH dyrkumnonupyet kak “downstream” acdekTop B onocpeno-
paHHOH Delta-Notch curnanusauvu 8 xope pa3suTus. [IpH COBMECTHOM KyTib-
TUBMPOBAHHH KNETOK IpO030(hUlbl, B KOTOPLIX 3IKCIAPECCHPYIOTCs Oenku
Notch u SuH ¥ kaeToK, B KOTOpbIX 3Kcnpeccupyetcs Delta, SuH Genok o6-
HapyXUBaeTCs NPEeMMYHIECTBEHHO BHYTPH SifIep KJIETOK. 3KCNPECCHPYIOMUX
Notch. Cneposatenbuo, B3auMopeucteus Delta-Notch Ha KneTo4Hon mno-
BEPXHOCTH MOTYT OOYCIIOBNABATE SNEPHYIO noKanusaumo oenka SuH, cno-
coGHoro k nmpsMomy cBsizbisanuio ¢ JIHK. SuH Genok, BizaumonedcTsyst ¢
komnnekcoM Delta-Notch, TpaHCIIOPTUPYETCS B SIAPO, YTO SABNSAETCH MONEKY-
JISPHBIM MEXAHN3MOM, O0eCneYHBaOUITM HEHPOTreHHLIM F€HAM CUTHAIBHbII
NMyTb MEXAY KNeTO4YHOoH MeMOpanoil ¥ sgpom.

OO01yas Mopenb p3auMonecTaus renoB Notch, Delta, deltex, Supressor
Hairless npencragnena Ha puc. 5.10, A.

Kak cnegyeT u3 pucyHka. 3TO B3aHMOJICHACTBUE OCYIIECTBNSETCS Yepes
pso cranmil.

1. O6pa3yercst akTBHast AinMepHas ¢opma Oenka Delta B curnan-rexe-
PUPYIOLIMX KNeTKax.

2. Oumepnptii Genok Delta kooppuHupyeT ¢hOpMHpPOBAHUE [IMMEPOB
Genka Notch B BocnpHHUMaoUMX curuaj Knetkax. Ilpm atoM MOHOMepbl
Notch puzndecku accouunposansl ¢ OenkoM deliex, KOTOpbIH COEHHACTCS C
BHyTpeHHUM loMeHoM ANK nostopa.

3. Onocpenorannas Genkom Delta fumeprsauus Notch BepeT K akTnsa-
Uu peuentopa ¥ sbiceoGoxaennio Notch-ceg3annoro deltex u cnoco6erBy-
et ANK nostop-3aBucUMOMY CBA3bIBAHHIO SUH ¢ HBTEPUENIIONAPHLIM O
meHoM Notch 8 cMrHan-BOCTIpHHUMAIOLEH KIIeTKeE.

4. Bsanmopeticteue SuH ¢ akrusupopaunbiM Notch BefieT K akTUBayiu
6enka SuH, uTo CTHMYNUPYET €ro SACPHYI0 TPaHCIOKAaLMIO,

5. AkTUBMpOBaHHBI siiepHblii SUH peficTeyeT Ha 3KcIpeccHio reHoB,
obecneynBAIOLWX crielMPUKAIMIO KIETKH.

W3 pucyska cneayeT, 4TO MyTauHy poicTBeHHLIX Nofch T€HOB MOTYT
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Puc. 5.10. Poss rena Notch B pa3BUTHM HEPBHOM CHCTEMBL.

A — mopens Delta-Notch onocpejoBaHHOTO CHTHafNa (A — aKTHBUPOBAaHHBIH Delta-gumep B
MeMOpane curhanusupyrouleii Knetku. Notch-moHOMepbl, accouuupoBaHHble ¢ Deliex,
“oXuparoT” nonyuenus curnana; B — Delta-aumepnt, acconuupysick ¢ MonoMepamn Notch,
aKTHBMPYIOT MX fHMepH3anuio; C — cBsizaHHBIe ¢ MOHOMepamu Notch 6enku deltex BbIcBO-
60KaroTes U HX MeCTO 3anuMaet 6enok SuH, cesibiBaronwMiicss ¢ aKTHBHpOBaHHBIM Notch.
Mocnennuit KatanusnpyeT ero akTHsaMio: D — NPONCXOANT AUCCONHALMSI AKTHBHPOBAHHO-
ro Su(H) u Notch, B pe3ynsraTe yero 6enox Su(H) TpaHCJIOUMpPYETCH B AAPO, [Ae CTHMYJIH-
pyeT npolieccht Tpanckpuniuu.) ITo Muskavitch. 1994. B — rensi-mMonuigukaTop addpexta
Notch. Tlo Panin, Irvin, 1998.
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TIPHBECTH K paccTpoficTsaM Bbicllell HepBHOIT AESITENLHOCTH TUIIA cTapye-
CKOI IEMEHINHU U. BO3MOXHO, Gosie3HH AnburefiMepa y yeiaoBeKa.

HeiiporeHHsle reHbl B poliecce pa3sBUTHS KNETOK UCTIBITLIBAIOT TaKXKe
BnHUsiHAE pyrux reHos. CoTpynHuK JaGopaTtopun HefiporeHetuku MHCTUTY-
Ta Guonoruu rena B.B. ITanun sMecte ¢ amMmepukaHckuM reHetnkoM MpBu-
HOM OOHapy>XHNH 3KCTPaLEINIONSIPHBIE MOYNSITOP CUTHANBbHOH CHCTEMBbI
Notch-Delta. CornacHo UX faHHBIM UMEETCS HECKOJIBKO F'€HOB, KOUPYIOLINX
TaKHe MORYJISITOPBI ~ 3KCTPALEIUTIONSAPHBIE. TPaHCMeMOpaHHbIE LUTOTLIA 3-
MaTHueckre Y sinepusle (puc. 5.10, b). [IepsbIM cpellu akcTpaue/TIonsipHbIX
MOJYJISITOPOB ObIN OTKPBIT IeH fringe, KOTOPLIil BAUsiET Ha cllocOGHOCTE re-
Ha Notch ObITh aKTHBHPOBaHHBIM NponykTamu resos Serratum u Delta. I'o-
MONIOTH 3TOr0 I'€Ha HalifieHb! Y TTO3BOHOYHEBIX, HO He y C. elegans. OH komu-
pyeT CeKpETUPYEMBIil IMUKONPOTEHH, HailieHHblil Kak B nud¢y3HOI, Tak H
B MeMOpaH-ces3asHoi (popme. MyTalluu JpyTUX reHOB-MOYIsTOpOB braini-
ac v egghead Benyt k opMupoBaHHiO (peHOTAINA, CXOAHOTO ¢ BLI3BAHHBIM
ytparoii ¢yHKLMY rena Norch. TlocneoBaTelbHOCTL aMHHOKHCIOT, KO-
pyeMasi reHoM brainiac, npUHaAJIeKUT K ceMeiicTBy TmuKo3unTpaucdepas.
CoorseTcTryIOMIMI NTPORYKT TIOSIBJISETCS YK€ B MEPUOJ] OOTeHe3a U Tpe6y-
€Tcsl JI7IS UHTETPaUHH HE TOIBKO HEHpanbHbIX CTPYKTYP, HO ¥ PONITUKYJIAP-
HBIX KNeToK. Elle oyl ceuepHupyeMBlil TUMEPHBIH TMTUMKOIPOTEUH, COfiep-
>Kamuil popicTBeHnblil huOpuHOreHy IOMEH. KOUPYETCs TeHOM scabrous u
HeoOXoAMM [i71st pasBUTHs NeprdepHiecKoll HepBHOMH cUCTEMBI. Y MYTaHTOB
Mo 3TOMy reHy (GOpMHUpPVIOTCS TOTIONHUTENbHBIE IETHHKH U. CeJOBAaTEIb-
HO, IOMNOJIHUTENLHBIE PEUETITOPHEIE aNllapaThl. a TakXKe pa3BHBAIOTCH Ipy-
Obl€e rnasa.

W3 TpaHcMeMOpaHHbBIX MOIyIITOPOB CNElyET OTMETUTEL OENKHU, KOAHPY-
eMble TeHOM big brain, MyTauuy KOTOPOTO BBI3BIBaIOT HapVILIEHHE JaTe-
panbHOro uHrHOMpoBaHusi. K uMTONNa3MaTHIYECKUM MOAYIATOPaM NPHHaN-
Jiexat MPOyKThkl F€HOB numb, sanpodo, KOHTPOTHPYIOMUX Pa3BUTHE LEHT-
panbHoil B nepudepuyYecKoi HepBHOH cucTeMEBL. TeHa deltex. o (pyHKUUH KO-
TOPOIo y>Ke T'OBOpHNOCH, @ TakKe able u disabled, urparomux Ba>kHyIO pob
B leTepMHHALIHY HaNpaBlleHUs ABUXKEHUS! akcoHa. K siiepHbIM MOflynsiTopamM
OTHOCSIT NIPOAYKT reHa Hairless. OH KOAMPYET aHTarOHHUCTUYHBIA GEnky
Notch nponykt — 6enok EMB-5, unentucduuupopanuslil y C. elegans v csi-
sbiBatoiuil poficreeHHsle Notch 6enku LIN-12 u GLP-1. I'oMoioruyubie
Genku HalfiieHBl ¥ y TO3BOHOYHBIX. HenaBHO oGHapyskeH TakXe TIeH
Strawberry notch (Sno), nerepMuHUpYOLMHA (beHOTUN, PORCTBeHHbIHR Notch
MyTaHTaM.

Y npo3oguiibl B ONpefeaeHHBIX HEPBHBIX KIETKaX KOHTPOJb Helpore-
He3a, OnocpeioBaHHbIll reHoM Nofch, nofBepraeTcst JONOIHUTENBLHOI pery-
JSILMU TTIOCPEACTBOM OEJIKOB, KOTOpbIE aCMMMETPHYHO PaclpefeNsitoTcs BO
BpeMsi ieJieHHs KNeTOK-TIpeuecTseHHUKOB. Cpefud HHX 3aMeTeH OelloK
Numb, OT KOTOpOro 3aBHCUT HeilpoHanbHast “cyabGa’” KIETOK, Haclemylo-
X 3TOT GeNOK, MHTUOUPVIOMMI BHYTPUKIIETOYHYIO TpaHCAyKLHIO Notch-
orocpelioBaHHOro currana. Popcreennbie Numb Geniky GbIH BBISBIICHBI U Y
[I03BOHOYHBIX, B H2CTHOCTH, B BEHTPHKYJISIPHON 30He KOpbI FOJIOBHOIO MO3-
ra MJIeKOIHTaoUuX. ACUMMeTpUsl B HX paclipefie/IcHHH BO BpeMs ielIeHHs
KNETOK-NPENLIECTBEHHIKOB, BUAUMO, UIPAacT BaXXHYIO POJib B ONpefeNieHAn
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KIIETOYHOH CybOLI, B QOPMUPOBARHUH KJIETOYHOT'O pa3Hoodpa3ns B IOMYJs-
LY HelipoOnacToB.

Kuzbanian (kuz) — eme ofuH reH, UMEIONMIA CYIECTBEHHOE 3HaUEHUE
IJIsI pasfiesieHusl HefipallbHBIX M He-HellpalbHbIX KIETOK. DTOT I'eH TpebyeT-
¢Sl KJIETKaM JIJIsl TIOJy4Y€HUsl CUTHANOB, TOPMO3SIIINX UX HEHPanbHYIO IeTep-
MHHALUI0. ¥ MYTaHTOB kuz QGHapy>XUBAKOTCS KJIACTEPhl CEHCOPHBIX IETH-
HOK B T€X MeCTax, [ic B HOpMe NIPHCYTCTBYET TOJIBKO OfHa IjeTUHKa. YTo-
OBl OTpeNiesNTh PONb 3TOrC TeHa B PasBHTUH UEHTPANbLHOI HEPBHOM cHUCTe-
MBI, TIOJy4aiy SMOPHOHOB, B KOTOPBIX OTCYTCTBOB&IH €0 MPOAYKTHI H CO-
AepKanach OfHa WY HM OfHOH 3UIOTUYECKONl KONUH COOTBETCTBYIOLLEI
IOHK. Y matepuHckuX 7ull 3MOGPHOHOB € O{HO# KOMUEH 3UrOTHYECKOro re-
Ha kuz o6Hapy»keHa rufnepinasust v ie30pranu3alys LEHTPalbHOH HEPBHOMI
CUCTEMEBI B BEHTPAJIbHOM 4acT¥ aMOpHOHa, TaK YTO (DEHOTHITHYECKY 3TH 3M-
OpHOHBI HaTIOMHHAJIH MyTaHuToB Norch. OfnHako aMOPHOHBI, Y KOTOPBIX TIQJ-
HOCThIO OTCYTCTBOBalld KaK MaTEPUHCKHE, TAK U 3Ur0TUYECKHE TIPOAYKTHI
resa kuz, umenu Gosiee BBIPaXKEHHBIN HEHPOreHHBIH (PEHOTHUI, TaK YTO TH-
nepTpochusi HEPBHOH CHCTEMBI He OrpaHU4MBaNack BEHTPalbHOl 06/1acThIO,
HOQ 3HaYUTENBHO GOJIBbIce KOIHYECTBO KIETOK 3MOpPHOHA Pa3BUBANIOCh MO
HelpalbHOMY MyTH.

H3yueHue pa3sBUTHSI CEHCOPHBIX OPraHoB, IAE TakKXe oOHapyKeH Kac-
KaJi reHORB. YIIPaBJISIOUMX NOCIEA0BATENEHBIMHI 3TalaMy CTAHOBNICHHS Clle-
UMaTM3HPOBAHHBIX YYBCTBUTENBHBIX KIIETOK, II0KA3aJ10, YTO B 3TOM Clydae
res kuz urpaeT poJb B IPOLECCE TATEPATbHOrC TOPMOXKEHUS. ITa POk NOJ-
TBEP>XAaeTcsl TEM, YTO BCE CEHCOPHBIE LIETUHKM B MYTaHTHOM KiacTepe
KJIETOK y COMAaTHYECKHX MO3aUMKOB OblIH kuz-(hpeHOTHNA, IETHHKU IMKOro
THNA B TakOM KJjacrepe NpucyrcTBoBany. CrnenoBaTenbHO, (PYHKUUS kuz
TpebyeTcs KIeTKaM JIJIsl TOro, YTOOkI H36€XKaTh CyAbOb! HEHPAIbHOIO Ipef-
LIeCTBEHHUKA.

KileTku B npoHefipanbHOM KiacTepe ¢ pyHKLIMeH kuz JUKOTO THMNA IO-
Jy4aroT TOPMO3HOI CUIHaJ H CTAHOBSITCS 3MTHIIEPMalbHBIMH, B TO BPEMSI KaK
kuz-KneTKU HE MOTYT BOCIIPUHSITE TaKoil curian M pa3BUBAaIOTCS KaK Heli-
palbHbIE MPEAIISCTBEHHUKH.

Ilen kuz Gbln knoHupoBaH. OH KopupyeT membrane-spanning protein
pnunon 1239 aMyHOKHCIOT, NpUHafIexallyil K ceMeiictBy metalloprotease-
disintegrin, u3BecTHoe kak ADAM cemeiicTBO (Y4neHbl 3TOrO ceMeicTBa co-
Aep>Kar Ae3WHTETPHHOBRII B METANIONPOTEa3HbIl JOMEHBI).

Hexkoropsie unensi cemeiicrsa ADAM siBRSiIOTCS LIMHK-CBSA3BIBAIOLMMH
3H3UMaMH, ¥ kuz MeTannonpoTeasHblil IOMEH TaKXe COJIEP>XKHUT KOHCEPBa-
THBHBIA LUHK-CBA3bIBaIOWMH caiiT. Jle3uHTerpuHbl MMEIOT LIMCTEMHOBRIE OC~
TaTKy, KOTOpble TPeGyIOTCs [Nl UX TIPSIMOTO CBSI3bIBaHUS C PELENTOpaMH
HMHTErpuHa. DTH ocTaTKU OOHapyXeHel 0 B kuz 6enke. B aToM cemeiictse
MHorne OelIKd ¢ MyJIBTHIOMEHHOH CTPYKTYpOil TPOTEOIUTHYECKY TIponec-
CHPYIOTCS M IPOAYLVPYIOT MHOXKECTBEHHBIE TIENMTHAEI C Pa3MTUIHbIMH (DYHK-
uusivu. Tak ke ¥ MoneKyna Kuz xak TpejilecTBeHHHK MOXeT OBITh paclije-
Ti7eHa Ha MEeTalloNpoTea3Hbld U I€3HHTErPUHOBLIN IOMEHBIL, U 3TH NPOIY-
KThI IPOTE0!IN3a BHINOIHAIOT pa3iuyHble PYHKIUA.

Y MmiekonuTarumx u3BecteH romodsor kuz, a uMeHHo bovine metallo-
protease (BMP). 211 nBa Genka 0GNanaroT BbICOKOH CTENMEHbIO CXOACTBa
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A 3xToaepMa

ETTTTTTTTTTIT]

Bnokaga
BMP4 curnana
BMP4 (=) Bnokana +FGF
curHan BMP4 curiana
3nugepMnc Haperaa nnactuHka Haperaa nnacrtuHka
B OkTogepMa (nepegHns) C (3aaHnAs)
G Eﬂ Xopawx
| BMP4 Horrux
oo,
S
DonnNuCTaTnH B donnucraruH
\ 27277
QOceean me3oaepma
(opranmaaTop)

Puc. 5.11. MexaHu3Mbl He#pansHON HHIYKIMH Y IMOPMOHOB Xenopus.

A — 3KTOEpPMANBHBIE KJIETKH aHMMANBLHOIO MOJIIOCA TaCTPY/IHPYIOEro 3MOPHOHA SIBISIOTCS
MHIIEHEIO [T CTUMYJIHPYIOLLETO CHIHAllA, onocpenoBanHoro BMP4 (cTpesiku), KoTophiii cno-
cobeTByeT Mx AuchdepeHIpoBKe B annepMallbHOM HaflpaBneHud. brnokaga BMP4 curvana
BBbI3BIBAET (hopMUPOBaHHE TKaHH NEpeIHeN HefpankHON IIaCTUHKY. BuinepskuBaHHe sKkTofep-
mbt ¢ FGF mpu ycnosrn 6510kanet BMP4 sefier k 06pa3oBaHHIO TKaHN 3aflHEil HEHPanbHON mia-
CTHHKH. B — BO3MOXHBIIl MEXaHH3IM [EUCTBHS MepeHUX HEHPANBHBIX WHIYKTOPOB, NPOU3BOMA-
HBIX NPOCNEKTHBHOH OCEROH ME30AepMbI {(06/1aCTh OpraHn3aTopa). XOpaMH. HOITHH | ¢pONiH-
CTaTHH CELEPHUPYIOTCS KJETKaMli OPraHu3aTopa M MHIYLMPYIOT pa3sBUTHE HEPBHOM TKAHI my-
TeM Onokans! BMP4 - onocpeoBaHHBbIX CUrHAJIOB MEXK]Y 3KTOOEpMalbHBIMK KieTKamit R i
RII — BMP penentophbie cyobenubuips. C — HOITHH B XOpAMH cBsisbiaroTcsi ¢ BMP4. donnu-
craTuH cBsispiBaeTcs ¢ BMP7 u gpyrinmur BMP. Tlo Tanabe. Jessel, 1996.

(49% uneHTUYHOCTH [0 aMUHOKUCIOTaM), B TOM YKCIIe ¥ B CTPYKTYPHOI1 op-
raumsauyd. BMP Gbin oudiien U3 MuenuHa Mo3sra Gutka. OH cnocoOeH Tie-
peBapnBaTh OCHOBHOH OENOK MHENIWHA B YCIOBUSIX In vitro U, nogoGHo kuz
Genky 7Apo3sodunbl, BKIOYEH B Ipolecc HeilporeHesa. B naGopatopuum
M. HupenGepra (M. Nierenberg) Goin oOHapykeH ewuje ofiuH red — NK-2,
Takxe, o-BUAMMOMY, BKIIFOUEHHLII B LIENIOUKY HEWpOreuesa.

B3auMojeiicTeue anuiepManbHON H HeitpalbHOU 3aKNaJoK B XOfE pas-
BUTHS XapaKkTEPHO TaKXE U JIIA [poLecca HeporeHesa MIEKONWUTAIOIINX H,
BEPOSITHO, TIO3BOHOYHBIX BOOOLIe. DnufiepMalibibie CUTHAIbl OCYIIECTBIIs-
FOTCSt B 3TOM ciyuae uneHamu ceMefictBa TGF (transforming growth factor) —
Genkamu BMP (bone morphogenic protein), UrparoupMy ponb MEAHATOPOR
3NUAEpManbHON 3KTOAepMBI (puc. 5.11). ¥ 3aMGpHOHOB NITULL B 3NTUAEpManb-
HOH IKTOfEpMEe Ha CTalud paHHeil HEPBHOI NJIAaCTUHKHU 3KCITPECCHPYIOTCS
Genku BMP4 u BMP7, koTOpbie UMHTHPYIOT WHAYUHPYIOLIMH 3pdexT.
BMP Genkn akTusHpytoT renbl Pav u Msx, KOTOpbIE pENPECCHPYIOTCS IIPO-
AYKTOM reHa Shh. 2Ty ressl, OIHaKO, 3KCTPECCHPYIOTCS B KNETKax HEPBHOM
MIACTUHKH, KOTOPbIE HE IEHEPUPYIOT KJIETOK HEPBHOrO rpeGHst Unu Jiop-
3abHble UHTEPHEHPOHBI, TAK YTO 3KCIIpeccHu renos Pax u Msx HelocTatoy-
HO st “paspenieHust” N1 depeHUVPOBKH KIETOK JIOP3aILHOr0 THIA,
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Tem He Menee y MbILIU 3KcIpeccust TeHOB Pax3 W Pax7 tpebyertcs pus
puchepeHUUPOBKY KJIETOK HEPBHOIO rpeGHsl, U3 U€ro cieayeT, YTo OHHU Ya-
CTHYHO BOBJICYEHKI B TIpouecc puddepeHIMPOBKY KJIETOK [OP3albHOro pe-
rioHa.

Pons BMP B pa3suTuu [Op3anbHbIX KJIE€TOK CBOJMTCSA K MHAYKUMY Zink
finger TpaHckpumniuoHHoOro ¢hakTopa Slug B IpeMUrpaTOPHLIX KJIETKax Hep-
sHoro rpe6usi. (Cen Slug conep>XuT NsiTh UMHKOBBIX MaNBLER B 3'-MOTOBUHE
6enka. OGnacth nanbua uMeet 89% aMHHOKMCIOTHOI UIEHTHYHOCTH C POJi-
CTBEHHBIM I'OMOJIOroM Xenopus-Xsna).

TMocne 3amuikanus (closure) HepeuOU TPYyOKH Heckonbko BMP Genkog,
Bkiouass BMP4, BMP5, BMP7 u Dsll, akcnpeccupyiorest B iepekpbiBaro-
nxcst 061acTsaX JOp3albHOM cpeiHell MTMHUY ¥ MHRYUMPYIOT pa3BUTHE Ha-
Gopa ceHCOpHbLIX MHTEPHEHPOHOR B ICP3aNbHOI IIONOBUHE CIIMHHOIO MO3ra,
KOTOpble TeHepHpyIOTCst Ha Gofnee TIO3AHUX cTagusx pa3Butusi. B Monmeky-
JISPHBIX OCHOBAX CTAHOBIEHUS! KNETOK AOP3aJIbHOM 1 BEHTPaNbHOI NOJIOBUH
CIMHHOTO MO3ra UMEIOTCs KakK o0lIye, TaK ¥ OTJIHYATE/ILHBIC YEPThI.

B wacTHOCTH. MHIYKTHUBHBIC CEKPETOPHBIEC CUTHA/IBHBIE (PaKTOPhI, KK
YK€ 0TMeYvaJsoch B riase 00 3MOpUOHaIbHON UHAYKUUY, TIEPEAAIOTCS OT He-
HEUPOHHLIX TKaHEe#l (HOTOXOpAa U 3INuAcpMalbHasl 3KTofepMa) KieTKam
cpefHey JTUHUM HEepBHOH TpyOKu Kak OymyljuM BEHTpPallbHBIM, Tak d JiOp-
3anbHLIM TPOU3BOIHLIM. OnHako (pOpMUPOBaHUe BEHTPaJbLHOIO NaTTepHa,
BO BCAKOM Cllydae y BBICIIMX TO3BOHOYHBIX, perynupyertcs onHuM Hedgehog
6enkoM, — Shh, B TO BpeMst Kak B IOp3ajbHON NOJOBHHE HEPBHOH TPYGKH,
Kak ¥ B 3MMjiepManbHOil 3KTofiepMe, skenpeccupytotess BMP Genku. B casi-
3u ¢ atum Oeniku TGF cemeiicTBa, nepenaBaemMblie U3 AMMACPMAIBHON 3KTO-
AEPMBI B HEMPOIKTOAEPMY B MECTaX KOHTAKTa TUX 3aKJIaJOK MOTYT MPOSsiB-
JISITH Ka4eCTBCHHO Pa3HyHO HHIYKTHBHYIO aKTUBHOCTH B 3@BUCUMQCTHU OT TO-
ro, ¢ kakumu u3 BMP penenropos oxu B3auMopeiicteyror. C 3TuM e cgsl-
3aHbI U BPEMEHHLie H3MEHEHNS OTBETa H& OJIMH H TOT Xe HHAYKTUBHbIN CTU-
MyJl, 4TO cnocoGCTBYET CTaHOBICHHUIO pa3HOOOpasusi TUIIOB JIOP3asibHBIX
HEPBHBIX KJIETOK.

HupdepeinyupoBKa BEHTPANBHBIX TUIIOB HEPBHBIX KIIETOK NMPOUCXO-
I¥T MOX KOHTponeM Shh reHa, Gnarogapsi €ro NOKANbHOMY W NPSIMOMY
JIIEUCTBUSIM.

Cpenn BeHTpanbHBIX THIIOB KNETOK BERYILMMU SBISIOTCH MOTOPHBIE
HEHPOHBI, KOTOPBIE MOAPa3AEIsiIOTcs Ha cyGKnacchl B 3aBUCMMOCTH OT TOrO,
KaKYI0 MHUILIEHb OHU UHHEPBUPYIOT (puc. 5.12).

Kak nokasaHo Ha pUCyHKax, B Pa3/H4HbIX CyOK/accax MOTOHEHPOHOB
(PYHKUTOHUPYIOT pa3fIiyHbIEC PETYISTOPHBIE TEHETUYECKHE 3JIEMEHTHI, B
YaCTHOCTH, TPAHCKpUILMOHHEIE (hakToph! Kinacca Lim roMeonoMeHos u Isi-
ressl. B 4acTHocTH, y 3MOpPHOHOB UBINJIEHKA CAMBIM PaHHUM MapKepoM
muddepeHIHPYIOUIMXCA MOTOPHLIX HedpoHor siasietcst red Isl (Islet-1),
el cyGceMeiicTBa roMEOOOKCHBIX TEHOR, IPUCOEVHSIOLIUIACS K 9HXAHCep-
HOMY 3JIEMEHTY, cofeprkaluil nucteun 6orateiii Lim-11, Isl-1 Mec-3 (LIM)
Aomewns. [Ipyrue wieHbl 3TOro ceMeicTra BKtoqatot Lim-11 v Mec-3, koTo-
pble perynupyioT jeTepMHHaumio KieTok y Caenorhabditis elegans.

®ecHoTHIIIYECKOE pa3Ho00pa3re MOTOPHLIX HEHPOHOB 3aBHUCHT OT JIO-
KalbHBIX CHTHaNOB, KOTOPbIE IEHCTBYIOT Ha nudpepeHuupyroumecs KieT-
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bHLH Notch Pax LIM Fomegoven

LHa/LH2b
Math1 Noich Isl/1
Mash1 Lim1/Lim2

Delta Lmx1

Lim1/Lim2
HetiporeHuH Serrate Lim3/Lim4

Isl1/Isl2

(N} (N} (N}

Puc. 5.12. Jlop3oBeHTpanbHas pEerMOHANM3aLMs B Pa3BUBAOLLIEMCH CITMHHOM MO3rE.
JTta peruoHanm3aums OnpepenseTcs pasnuuHbIMu KoMmOunauusmu bHLH Genkos,
Notch nuranpos u Pax Genkos.

Ilpapasi nHarpaMMa NOKa3HBAeT, YTO HAGOPH! HEHPOHOB, NPON3BOAHBIX M3 Pa3IHYHLIX **IOME-

HOB”, pasiinyaiorcs no 3kcnpeccun 6ekoB LIM romeonomena. Motopusie HeHpoHBI (BEHT-

palibHasl 06nacTh) akcnpeccupytot Isll/Isl2, nopsanphble KoMUCCYpanbHble HEHPOHBI 3KCTIPEC-

cupyrotr LH2a/LH2b, nop3aneHeie uncuiatepanbHbie tHTEpHEpoHb! 3kenpeccupytor Isll. Mo-

TOpHBIE HENPOHBI MOTYT ObITE B NOCNENYIOLIEM [JONOMTHHTENBHO MOAPA3AENEHb] B pe3yILTATE
neiictBus 6enkop kommiekca LIM romeonomena. [To Tanabe, Jessel, 1996.

KH HepeHO# TpyOku. TpaHcmnanTanus cerMeHToB HEPBHOI TPYOKY LIBIINEH-
Ka B PA3NNYHBIC €€ PErHOHBI BBI3BIBACT MOP(ONIOrUYecKy0 U MONEKYJISp-
HyIO TpaHchopMauuio KJIeTOK TPaHCIUIAHTaTa, BKIIOYasi U3MEHEHHS B 9KC-
nmpeccul GENKOB roMeoioMeHa Lim cOOTBETCTBEHHO HX HOBOMY MPOCTPaH-
CTBEHHOMY PacCIOJIOXEHUIO.

ITonoOHbIM ke 06pa3oM MHBEpCHS HEPBHOH TPYOKH Ha JTIOMGapHOM
(NOSICHHYHOM) ypOBHE BefleT K pecnelihukaliuy MOTOPHBIX HEPBHBIX KJlE-
TOK COOTBETCTBEHHO X HOBOMY TIOJIOXKEHUIO, YTO OMpEesieTcsl U3MEHEHU-
SIMU B IIaTTEpHE NMPOEKIHi MOTOPHOTrO akcoHa Ha Nepucepnu. TpaHcnoka-
1IMY M HHBEPCHU HEPBHOI TPYOKH H3MEHSIIOT TakxXe 3Kcnpeccuro Hox reHos,
YTO CBU/ICTENLCTRYET O BKNIOYEHHOCTH Hox renos B nerepMuHaumio cyGTH-
TIOB MOTOPHBIX HEPBHBIX KJETOK B CITHHHOM MO3rY, KaK H B 3aJIHEM MO3ry.
CxopHas cutyauus HMeeT MecTo M y peIGki [Januo (zebra fish), y xotopoii
TpaHCIJaHTalusi HHINBUIYaIbHBIX TIEPBUYHBIX MOTOPHBIX HEHPOHOB B pa3-
JIMYHBIE UHTPACETMEHTAPHBIE NO3UILIMH TAKXKe BbI3LIBAET H3MEHECHUS NONTH-
Tla MOTOPHOTO HEHPOHa B COOTBETCTBUH C €TI0 HOBBIM TIOJIOXKEHUEM, YTO CO-
MPOBOXKAAETCsT U3IMEHeHUueM 3Kcnpeccud Genka LIM u pecneunudukauuei
TPacKTOpPHH aKCOHa.

Takum o6pasom, cermeATapHas cnenudHKauus HepBHBIX KIeTOK y mo-
3BOMOYHBIX CONPOBOXKIAETCHA COOTBeTCTByIOWIel cneundnkaunei B hyHk-
IHOHAPOBAHNM MX FOMEOIOMEHOB.

Y npo3ocunel cerMEeHTalLUsl (EHTPanbHO HEepBHOHN CUCTEMBI BBIpaXKeHa
Goslee OTYETIHRO, U 3Ta CErMEHTapHast CnelR(UYHOCTb TAKKe PEryIUpyeTcs
ONpefeNeHHbIMI KOMIIIEKCAMY [EHOR, B TIEPBYIO QYEPE/lb TOMEO3HUCHBIX, U, B
yactHocTH, 0T ANT-C u BX-C rpynn. Bxopsiiupe B 3TH KOMIUIEKCHI TEHBI aK-
TUBHO TPaHCKPHOHPYIOTCS B HEPBHOIl cUcTeME, YTO CBHIETE/ILCTBYET 00 HX
CYLLECTBEHHOU pony B €€ (POPMUPOBAHHU. ITa aKTUBHOCTL COCTABIISIET YacTh
COOBITHH, PETYNHPYIOIMX CEMMEHTOCTIeuUYEcKie CBOACTBA HEHPOHOB.
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1. Jeneuust BX-C, npM Hanuud KOTOPOHA pa3BUTHE NPOUCXONUT /IO
MMO3/IHUX 3MOPHOHANBHBIX cTafuil, 00ycnoBnusaeT TpaHcdopMauuwo aGno-
MHHAILHBIX CETMEHTOB B TOpakasnbHbie. YTO MPOUCXOANT NMPH 3TOM C HEl-
pOHaMH cerMeHTapHbIX raHriadeB? IlpmobperaloT AW OHM YepThl, CBOHCT-
BEHHBIE TOpAaKalbHbIM HEHpOHaM. MM COXpaHsIOT cBou croficTsa? Oka3bI-
BaeTcs. aeaenus BX-C nHnyuupyeT Hapsiny ¢ TpanchopMayueil anyuepMuca
CErMEHTOB, TaK)Ke ¥ ONPEE/IEHHYIO TpaHchopMaliio HEHPOHOB, 110 Kpafi-
Hell MEpe OJIHOTO U3 X KA4ECTB — BCE OHM CTAHOBATCH TEMHOOKPAILEHHLIMH
Ha rUCTOJIOTUYMECKHX NTpeTIapaTax, YTO CBOHCTBEHHO B HOPME TONBKO HeHpo-
HaM TOpaKadbHBIX raHraueB. OTCIONa MOXHO 3aKIIOYHUTh. YTO BO BCAKOM
clydae YacTh CErMEHTOCTIElM(PUIECKUX CBOICTB HEPBHOHW K€ TKH T'eHETHYE-
cKU leTepMuBnpoBaHa. [IpennonaraeTcs, 4To 3TH cerMeHTocnencuieckue
0COOEHHOCTY OIPENEesIOTCS Y2KE Ha cTanui 6J1acToiepMbl U, CIeA0BaTEb-
HO, 00yc/10BiIeHBl (PYyHKUHOHATBLHOI aKTHBHOCTBIO COOTBETCTRBYIOLIMX reHOB
BHYTPU NPENILECTBEHHUKOB HEPBHBIX KNETOK.

2. B cBsi31 ¢ 3THUM BCTAET IOCTATOYHO OGMIMI BONPOC — B K&KUX IpaHu-
11aX cerMeHTocrneyupuyeckne 0coGeHHOCTH HEWPOHa, TaTTePH paclipocTpa-
HEHUs1 €F0 OTPOCTKOB. HX BETBJICHHUSI, 0COGEHHOCTH 00pa3yeMbIX HMH CHHAT-
THYECKHX KOHTAKTOB ¥ T.JI. ONPENENstoTcest (PYHKUMOHANLHON aKTHBHOCTHIO
ero co0CTBEHHOro reHeTHYecKoro ammapara? Bo3moxHocTs eHoTHITHYE-
CKOil BapuaGenbHOCTH BETBICHHUS OTPOCTKOB Of[HUX M TEX XK€ HEPBHBIX KIle-
TOK Jlake y acoGeil ¢ HICHTHYHBIM I'€HOTHIIOM BBISIBIICHA TIPH H3YYEHUH XO-
na HefipOHaNnbHBEIX OTPOCTKOB W UX BETBIEHUS y 0cOO€el U30reHHbIX TUHUIH
nacuuii, capauun Shistocerca nitens, Tponuueckoil peioxu Poecilia formosa,
onHoro KioHa nematonbl Caenorhabditis elegans.

B T0 e BpeMsi U3BECTHO YTC pa3pacTaHHe OTPOCTKOB HEPBHBIX KIIETOK
MPOUCXOANT BAOJL Kak Obl TpedopMUPOBaHHBIX MyTEH, MPOJIOXEHHBIX TaK
Ha3bIBaEMBIMYU TMOHEPCKHUMY HEHPOHaMU UITY BIIMSIHHASIMY CMEXKHBIX TKaHeH
(cM. HHXKE) H, CTIeI0BaTEILHO, POJb MOP(OreHeTHYECKUX B3aUMOJICHCTBHI
[AOCTaTOYHO 3aMETHa.

Y0610 MOENBIO 1S aHallW3a 3TOi MPoGiIeMbl OKa3aIuch rOMEO3UC-
Hble MyTaluu po30duibl. C HX MOMOLYEIO, B YACTHOCTH, YRAIOCH NpOaHa-
JU3UPOBATH CTENEHb EHETWYECKOH [ETEpMHHMPOBAHHOCTH LEHTPaIbHOU
MPOEKLUHA KOJOKOIOOOpa3HbiX CEHCHN NMpU TpaHcopMauny KpbUILEB B
raneTephl.

KonokonooGpa3ubie ceHCHITbI — 3TO YyBCTBUTENIBHBIE CTPYKTYPbI, OT-
BETCTBEHHBIE 32 BOCTIPUSITHE MEXaHHYECKUX pa3fipakeHuil. Takvie ceHCUIUTbI
oGHapyseHbl B ocHoBaHuM KpbinkeB (W) u ransrepos (H), onu obpaszyior
[OBOJIBHO MOLUMBIE NYyYKU BONOKOH BHYTpU LIEHTPanbHOM HEPBHOH CHCTEMBI
(UHCO). Ipu 3ToM Bee OTPOCTKH, 00pa3oBaHHbIe OHON IPYIINOH HEHPOHOB,
cIenyIoT B TIpejienax ofHoro v toro xke nytd. [poekunu uz W- u H-ceHcumnn
QUEHBb CXOIHBI, O[JHAKO C IBYMS BbIpa>KCHHBIMH paznuuusmu: 1) W-npoek-
uMsl IMEET KOHTPJIATEPANBHYIO BETBb., KOTOPasi IOTHOCTBIO OTCYTCTBYET B
H-npoekuuu; 2) W-npoekuust paclipocTpaHsieTcs ianblile B I11y0b Mo3ra.

MozkHo Obu10 GBI IpeAnonaraTh, YTo cermeHTocnenuguyHoctk W- u
H-npoexkuuii neTepMHHUpPyeTcsl He cOOCTBEHHO AKTUBHOCTBIO '€HOB COOT-
BETCTBYIOUIUX HEHPOHOB. HO SBIISICTCS PE3YILTATOM PA3NUUuHil B MEeCTe BXO-
na W- u H-akconos 8 IJHC. Onnako u3secTHbl ciayyan cMmenienust H-akco-

127



HOB, KOTOpbi€ TOr[a BCTYNAIOT B FaHIrMHil B 30He, CBOMCTBEHHOH W-akco-
HaM. Tem He MeHee Mx npoekuus coxpausiet xapakreprucruky H-tuna. Cne-
OoBaTeNbHO, pa3znuyus Mexay W- u H-npoexkuusivu onpenensiorcsi BHyT-
PeHHe npHCyIMMU COOTBETCTBYIOIMM HEHPOHaM CBOMCTBAMHU U 3ABUCAT OT
ux cermenrocneinguieckoil ferepmunaimu. B TakoMm ciyvae y ABOHHBIX
MyTaHToB bx pbx ¢ TpaHC(POPMHPOBaHHBIMH B KPBIJIbA TalbTepaMH CIEN0-
BalI0 OXKUAATH U TpaHchopMauuio NpoeKyyii ceHcunsl. 3To, OIHaKo. He 11of-
TBEPIUNOCH — MYTalLMM, UCIONB30BaHHbIE B ONbLITE TpaHC(hOpMUPOBAIU
JIUILb 3NUEepMANIBHbIE KJIETKH, HE 3aTparuBasi YyBCTRUTEJbHbIE HEHPOHBI,
T.€. laHHble (PYHKUHOHHPYIOUIHE TEHETHUYECKHE 3JEMEHTBI BKJFOYEHBI B
CErMEHTapHYIO AETEPMHUHAUMIO 3MIMAepPMHICa, HO He HEHpOHOB. B To ke spe-
Msl B OMbITaX, rue Ty ke W- u H-snupepmansHyro TpancdopMaliyio nonyya-
J¥ ¢ TMOMOILBIO MyTauuil reHa trithorax (trx), aKTUBUPYIOLIETO KOMIINEKC
BX-C, a Takxe ¢ noMoiibio 00paGoTKy paHHux aMOpUOHOB napamu acdupa,
MELIRIOMMAMY 3TOH aKTUBauuu, Habnronann Tpancdopmauvio H-ueiipoHos,
cravobsLuxcs W-TIOOGHBIMH.

HeTanbHble TMCTONOIMYECKHE HCCNEAOBaHUS TpaHCOPMHUPOBAHHBIX
crpyktyp LIHC g MeTaTOpakaabsHOM FaHINIUKM MYTaHTORB bithorar TakXe CBH-
JETENBCTRYIOT B NONB3y BTOPUYHON MPUPOJBI 3apErUCTPUPOBAHHBIX H3MeE-
Henui. OOHapy>KE€HHBIE Ha MMCTOJIOMMYECKUX MIpenapaTax CBEPXYUCICHHbIE
BETBH MOINH BO3HUKHYTb Grlarofapsl JONONHUTEILHBIM CEHCOPHBIM BOJIOK-
HaM U3 rOMEO3HUCHBIX NPUAATKOB, 00eclleYBalOLMM HOBbIC MPOBORHUKH
AJIst MOCTCUHANMTUYECKUX AeHApUTOB. [103TOMY HuUCXOfsILHE OTPOCTKH HH-
TEpPHENPOHOR, aOpa3ylonue OKOHUYaHUS Ha HUX, TaKKe OOHapy>KUBaIOT He-
00bIYHOE MOBLIIIEHHOE ReTBNEHHE. ECNK BCe NMMOCTCUMHATITUYECKUE 3TIEMEH-
Thl OGECNeYuBaIOT TaKyK NPOEKUMIo roMeosdcubix 30H B LIHC, T0 ux
CBEpX4YHCNEHHBIE BETBU CYIIECTBEHHO CNOCOGCTBYIOT YBETHUEHUIO TPETHETO
TOpaKalbHOro TaHrausi y MyTaHTtos bithorax. UubiMu cnoBamum, B 3THX
YCIOBUSIX F€HETHYECKH [ETEPMUHHPOBAHHbIE W3MEHEHHNS OGYCIOBIEHBI HE
U3MEHEHHSIMH (PYHKLMOHANLHON aKTHBHOCTY FEHOB B HM3MEHUBIIMX CBOIO
MOpPQOIOruio HEHPOHAX, 8 U3MEHEHUsIMH Xola MOpOreHeTUYECKUX TIpo-
UECCOB BHE NPEJIENOB CaMOT'0 FaHrivsl, KOTOpHIE CBA3aHbI C USMCHEHHEM aK-
THBHOCTU F'€HOB HE FaHIMHUO3HLIX, a8 IepH(pEpUIECKUX HEHPOHOB.

Takum oGpa3oM, 75t peann3aydy cerMeHTocneurdrieckoro naTrepHa
HellpoHa, KpOME aKTUBHOCTH B HEM COOCTBEHHOH “cerMeHTOocnenuduyie-
CKOH” reHHoO# cucteMsbl, TpeGyeTcs elje UM B3aUMOMeliCTBUE F€HOB, B TOM
qucrie (PyHKLUUOHUPYIOIIEX B KJIETKaX, PacllONIOXKEHHBIX BHE TAHITUs, & 3Ha-
YUT, BECH MPOUECC C TOYKH 3PEHUS €r0 MOJIEKYJISIPHO-TeHeTUYecKoro abec-
NICYEHUS SIBNSIETCSA IOCTATOYHO CIOXHBIM.

Kpome ¢dpyHKUHOHANBHOrO y4yacTusi COOCTBEHHOW reHeTUYECKOH crc-
TEMbI HEHPOHa. Ha pealu3alMIo ero cerMeHTocneuyeckKoro (peHoTHNA
BJIUSIIOT, CJIEOBATENBHO, (DYHKHUOHAIBHO AKTHBHbIE FTEHETHYECKHUE KOM-
MJEKChbl CMEXHBIX HEMPOHHLIX CETEW W OKPYXAIOLUX TKAaHEH Ha ypoBHe
MopdoreHeTUUECKHX B3aUMONEHCTBUMH, T.€. Yepe3 3TH B3aUMOJEHCTBHSA.
BrnusiHue 3TOro ypoBHsl Y HACEKOMBIX IOCTaTOYHO BeNnuKo. IIpu atom 8
MopdoreHeTHYECKHUX H ITAaCTUYECKUX CBONCTBaX HEPBHOI CHCTEMBI Hace-
KOMBIX OOHapy>XeHb! TUIIHYHBIE Napanaen3Mbl C HEPBHON CICTEMOW I10-
3BOHOYHBIX. K TakKOBBIM OTHOCHTCS, HallpUMEp, 3aBUCHMOCTL pasMepoB
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CTPYKTYP HEPBHOH CUCTEMBI OT pasMepoB PELENTOPHOro nojs. JTo Ha-
6mioaeTcs. B YaCTHOCTH y MyTaHTOB bithoraxoid (bxd), y KOTOpBIX mep-
BbI# aGOMUHANLHLIE CErMEHT TPaHC(OPMUPOBAH B TOPaKalbHbIA. B pe-
3yJbTaTe Uero pa3BMBacTCs [ONOJHUTENbHAas Mapa KOHeYHocTed. Y mo-
[O0HBIX MyTaHTOB HabII0/al0TCsl CBEPXYHCIEHHbIE HEHPOMEpBI, CerMeH-
Tl TOPaKalbHOro raHrnus. 3aBNCUMOCTE B JARHHOM cllyyae OfHAKO He-
npocrasi. PeyoreHeTHYecKne MEXaHU3MBI peanu3aliy MyTaudd bxd 3asu-
CSIT OT creludHueCKuX CBOMCTE KOHKPETHOro anjens reHa bxd. Hanpu-
Mep, ¥ Myx bxdl00 nononHuTeNnbHbIe HeHpoMepbl GopMUPYIOTCS, faxe
€CIIH HEe BO3HUKAIOT [ONOJHUTENbHbIE HOIU. B TO BPEMsi Kak y Myx bxdl
ILTHC ne o6Hapyx)uBaeT 3aMeTHOW TpaHchOpMaLuu [iaske B clIydae pa3Bu-
THS [BYX IOMONHUTEIBbHBIX KOHEYHOCTEH.

34BHCUMOCTL OPraHH3auyMy [EHTPa OT cneuu(UYHOCTU PEUENTUBHBIX
noneil MPOREMOHCTPUPOBRAHA TAaKXE Ha NpUMEpe TOJIOBOro aumopdusMa
Monu Manduca sexta B pa3BUTWU OOOHATENLHLIX NyTEH. ¥ MHOMMX HACEKO-
MbIX YCTAHOBJIEHO Halu4Yue B aHTCHHAX JNMHHBIX BOJOCKOIMOAOGHBIX OJib-
(haKTOPHBIX CEHCUIUT. OTCYTCTBYIOIIUX Y CaMOK (TaK Ha3biBacMble TPHUXOH]I-
Hble ceHcubl). Mx Hanuyue omnpenensieT 0cOOeHHOCTH TIOJIOBOro INoBeEfe-
HUSl CAMUOB, PEarupyroLlinX Ha 3aNaxd CaMKH H JICTAIIMX N0 HaNpaBlIeHHUIO K
Hell. B cooTBeTCTBIM € 3STUMH OCOGEHHOCTSIMH NeprhepHiecKoro CEHCOPHO-
ro annapara ycrpoena ¥ IIHC, pa3znuyaromniasicsi y caMI0B M CaMOK, 8@ IMEH-
HO B MO3r€ CamuoB NPUCYTCTBYET TaK Ha3bIBaEMbIil MaKpPOIJIOMEPYNSIPHbII
KOMIUIEKC, KOTOPOro HET y caMOK. B H3sIIHBIX 3KCIIepAMEHTaX, NpoBefieH-
HBIX Ha Manduca sexta, 6b110 0GHapy>XeHO, 4YTO 0Opa30BaHUE 3TOrO KOMII-
nekca B LTHC 06s3aHO PELUENTUBHLIM BONOKHAM, “IIOCBIIAEMBIM™ B LEHTP
TPUXOUTHBIMU CEHCHINaMu. Eciu TpaHCcnaHTUpOBaTh aHTeHHANIBHBIC UMa-
THHANbHBIE TUCKY CAMIIOB B FOJOBBI JIWYUHOK CAMOK BMECTO OJHOIO U3 €€
coGCTBEHHBIX AHTEHHANTBHBIX UMarMHaIbLHBIX JIUCKOB Nepe]] OKYKJIUMBAHUEM,
TO U3 NTOJONBITHLIX )KUBOTHBIX Pa3BUBAIOTCS THHAHIpOMOopdLL. I1pr aToM B
aHTEHHax, Pa3BUBILUXCA U3 TpaHCINaHTaTa, nugdepeHMpYOTCs TPUXOU/-
HbIE ceHCHUMINbl. B cOOTBETCTBHH € 3TUM B OONAcTH MO3ra CaMOK, KyJja OH{
MPOEUUPYIOTCS, BO3HHKAET HECBOWCTBEHHbIN CaMKe MaKpOIrJIOMepyNsipHBIi
KOMILJIEKC, ¥ B TIOBEIEHUY TAKUX CAMOK NPOSIBISAIOTCSA CAMLOBLIC YEepPThI —
OHH pearupyloT Ha 3amnax CaMOK W MoAoGHO camiu@aM JIETAT B HanpasieHUH
HCTOYHMKa 3amaxoB (puc. 5.13).

B naHHoM ciyuae MopdoreHeTHYecKUe NpOLEcchl, MPOTEKAKINUE B
TKaHU MO3ra, 3aBUCAT OT (PYHKIUOHUPOBAHHS r€HETUYECKOH CUCTEMBI, KO-
Topasi leTepMMHHpPYET a0Gpa3oBaHlie creyuuuCCKNX PELENTOPHBIX 30H Ha
nepucepun. Y Drosophila melanogaster ata cuctremMa IpefcTaBeHa KIIACTe-
POM reHOB, NOKaIH30BaHHBIX B X-XPOMOCOME.

Takum o6pa3oM, €ecny 3aaaTh BONPOC, AETEPMUHHPOBAHO JIM I'eHeTUye-
CKHU HaJTHyue MaKpOrOMEPYJIsSPHOro KOMIIEKCa Y CAMIIOB U OTCYTCTBUE €TO
y CAMOK, TO MOXHO OTBETUTB — HET, FeHETUYECKH JIETEPMHHUPOBaHa ClIELU-
¢pUYHOCTL CTPOEHUS AHTCHHALHBIX CEHCUILT Y CaMLIOB, @ 00pa3oBaHue clie-
IUPUUHBIX IS CAMLOB MAKPOTrJIOMEPYISIPHBIX KOMIINEKCOB B MO3re sIRIS-
€TCsl CNeICTBHEM aBTOMATHYECKH pa3BEPTHIBAIOLIMXCS UMEHHO TaKUM CIIO-
co6om MopdoreneTuyeckux nporeccos. JaHubiil clyyail sieasieTcs eule of-
HHM npuvepom 3aBucumoctu udpdepeHIMPOBKH HEHPAILHBIX LEHTPOB OT
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Puc. 5.13. Pasnnuust B OpraHMsaluy Mo3ra caMIOB (cmpaBa) M caMOK (cneBa)
Manduca sexta.

AMMC - anTeHHanbHbI MEXaHOCEHCOPHBIN M1 MOTOPHBIH HEHTP, AN — aHTEHHANbHLIN HEpB,

G —rnomepynyc, LC 1 MC — natepanbHblil H MegHANBHBIN KNacTepbl KJIETOYHbIX TN HeHPOHOB

anTeHHanbHON fonu, OL — ontudeckas nonst, SEG — cy63sodareanshpiii ranrnuti, MGC — Mak-
pornomepynspHbIfi Komniekce. ITo Schneiderman. Hildebrand. 1985.

¢yHKIMIT FEHOB B KJI€TKAX, PACNO/I0XKEHHbIX BHE 3THX EHTPOB, HO CBA3aH-
HBIX € HHMH TIOCPEACTBOM MOP(OoreHeTHYECKHX NPOLECCOoB.

HuTepnperauyst npoueccoB HefporeHesa ¢ TOYKM 3PEHMS y4acTHsl
MHOTHX IeHOB, (DYHKLIMOHUPYIOILUMX B Pa3HbIX pernoHax pa3BuBarolelics
HEPBHOI CHCTeMbl U B3aMMOENCTBYIOILUX HA MHOTHX YPOBHSIX, IO3BOJS-
€T pellUTb HeKOTOpPble AUCKYCCHOHHBbIE NMPOOIEeMBbl MONEKYNSPHON Hell-
poGHonorum.

1. B onucaHHOM BbILIIE Cly4ya€ MEHETHYECKH JleTEpMIHUPOBaH OIpene-
JIeHHBIIT Ha0Op KOMNIOHEHTOB B OIMPENENEeHHON 001acTi MO3ra (0 Nopk! 10
BpeMeHH Ooee UITH MeHee CXOMHBIN y CaMLOB M CaMOK). F€eHEeTUYECKH fie-
TEPMUHUPOBAHA CNe(UYHOCTb CTPOEHNSI AHTEHHAJILHBIX CEHCHIUT y CaM-
L(OB H, CNEeNOBaTENbHO, CelH(hIYHOCTb MOP(OreHe THYECKHX CTHMYIIOB, NIO-
ChINIaeMbIX U3 3TON TOUKM nepucepu B COOTBETCTBYIOIINI NyHKT LIEHTpAa.
HauHbIi cienuHuyYecKuil CTUMYJT OpraHu3yeT peanu3aliio ONHOTO U3 BO3-
MOXKHBIX TyTeit MopdoreHe3a B JaHHOM HEPBHOM LIEHTpE YK€ BHE 3aBHCH-
MOCTH OT (PYHKIIMOHANBHOH aKTUBHOCTH CHEeNM(pUIecKNX KOMIUIEKCOB re-
HOB B CaMUX HEPaBHBIX KJIETKaX Pa3BHBAOIIErOCsl HEPBHOT'O LEHTPa (caM1io-
Bble NN CaMOYHBIE. HeBaXkHO). JInb B pe3ynbraTe peanu3alii HHIYLHPY-
FOLLMX BNUSIHNI NeprpepHIECKEX OTPOCTKOB B COOTBETCTBYIOIIMX HEPBHBIX
KNeTKax, oOpa3ymollMX TOJ 3THUM BIMSHHEM Kakoe-mHOO HepBHOE spo,
BKJIFOYAIOTCS HOBBIE IeHbl, 00ecieunBalollINe pa3BUTHE HElipoHa B onpene-
JIEHHBIN KNeTOYHBIH THN.

2. OTnagaeT, TakuM 00pa3oM, TIOCTOSTHHO BO3HUKAFOLIKK BOIPOC, 0O-
CTAaTO4YHO NH MHGPOPMAaLUU. CopepxKalllelics B reHoMe, AJsl obecneyeHus
BceX ocoOeHHOCTE KOHCTPYKIMN Mo3ra. JloctatouHo. [leno B TOM, 4To B
TeHOMe 3alicaHbl JIIIb HEKOTOPbIE KIIOYEBbIE MOMEHTHI, peanun3ais
KOTOPbIX ODOecneunBaeT: 1) Hanuyue UCXORHOrO HabOpa KOMNOHEHTOB B
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Puc. 5.14. Tlpunnun “kaueneii”. O6bsacuenne B Tekcre. [1o Kopoukuny.

omnpefelleHHOM KOJIUYeCTBe (pa3Mep MO3ra, pasMep peLenTUBHOTO TNOJs,
KOJIHYECTBO LHUKIIOB AENeHUs KJIeTOK—INPEMIIEeCTBEHHNKOB HEPOHOB N
T.0.), 2) He3aBHCHUMO OT 3TOr0 Halu4Ke CPefii HEKOTOPHIX KOMIOHEHTOB
cneyuNYHOCTH TOTO MIIM MHOTO YPOBHS (pa3BUTHE B ONIPEiEJIEHHOM Me-
ot nin (1) B ONpefieNIeHHOe BpeMsl, CHHTE3 OTpefieJIeHHOro Tumna GeJIKOB
U MeJUaTOPOB U T.4.).

HanbHelmil HelporeHe3 OCHOBLIBAETCS Ha (hOPMUPOBAHKH CBSI3eil Me-
X1y KOMINIOHeHTaMH:. Pa3nuuust xoTs Ob1 10 OHOMY U3 HUX JOCTATOYHO, YTO-
Obl 00ecneunTh B BHICILIEH CTENEHN cCNeL(PUYECKOE YCTaHOBIIEHHE MOpdo-
TFeHETUYEeCKNX U (PYHKLHNOHAJILHBLIX B3aMMOMEHCTBHI, KOTOPLIE HA Pa3HBIX
3Tamax CBOETO pa3sBUTHSI HE TPeOyIOT yXXe BMEIIATENbCTBA TE€HETHYECKUX
CHCTEM MK CONPOBOXIAIOTCS CKOpee MHIMOMpOBaHHEM, YeM aKTHBaLueil
HelipocneluyecknX reHoB (YTo, HAnpuMep, HabNonaeTcs Py AeTepMu-
Hallu¥ 3PTMYHOCTH KJIETKH, KOT[a Ha PaHHUX CTausX Hud¢epeHLpPOBKH
KJeTKa cnocobHa nprobpecTy No KpaitHeil Mepe He OMH TUI 3PTHYHOCTH U
cuHTe3upyeT Habopb! cooTBeTcTBYOIUX MPHK, 3aTeM ocraercs ak THBHBIM
TOJILKO TOT I'eH (WK FeHbI), KOTOPhIE OTBEYaIOT KMEHHO 3a JaHHLIN, Hanpu-
Mep, XOJIMHEPIrH4YeCKUi TUN HENPOHA, a CKaXkeM, “aJpeHepruyecKre” reHbl
WHIHOUPYFOTCH).

CiuenoatenbHo, audpepeHIMpYIolasi HEPBHasl KJIETKA Kak Obl Kaya-
eTcst Ha “Kadensx BbiOopa” (puc. 5.14), Tak 4To Ha paHHUX cranusx fudde-
PEHUPOBKY LEIbIH Al CHCTEM NeHOB, OTBETCTBEHHBIX 3a (pOPMHpOBaHUE
ONpPepENeHHOro TUNa 3PTUYHOCTH, HAXONUTCS B COCTOSHUH (PyHKLIOHANb-
HOM rOTOBHOCTH. B xofle ycTaHOBNEHHs MeXXHEHPOHHBIX cBsizeli # o6pa3o-
BaHHsl HEHPOHHBIX aHcaMOnell aKTHBHOCTb 3THX F'€HETHYECKHX CHCTEM TOP-
MO3WTCH, 3a HCKIIIOYEHNEM OIHOM, KOTOpas 1 (POPMUPYET THI 3PrUYHOCTH
nuddepeHIMpPyFoLLeiicss HEpPBHOI KIETKH.

YTo KacaeTcs naTrepHa GOPMHAPOBAHIS MEXKHEHPOHHBIX CBSI3€i, TO Cy-
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Puc. 5.15. Conocrapnenue (YNpoUECHHO CXeMaTHUYECKOE) AETEPMHHHCTHYECKOR (a) 1
CTOXacTHYeCKOi1 (6) Monieneli HeiiporeHesa. I1lo Kopoukuny.

a — YCTaHOBJIEHHE CBA3€l MeXy pa3HbIMH CHCTEMaMU OCYLLeCTBIIAeTCH He CIy4aiHo, a ieTep-
MHMMHPOBEHHO M B pesysibTaTe “BMeILaTeNbeTsa” JONOIHHTENbHBIX (PAKTOPUB KN Hepes fo-
MOJIHUTENBHBIE CHCTEMbl HEHPOHOB (Ha CXeMe He TOKa3aHo).

6 — 3TH cBA3HM (POPMHUPYIOTCA B CHILY B3aHMONCHCTBHA “Bcero co BceM™. Obpazosanue cle-
1 HYECKHX HEAPOHHBbIX aHcamOJeli OCYLIECTBISIETCA HA OCHOBE BEPOSTHOCTHBIX NPOLEC-
COB M AIBJISIETCS BTOPHYHBIM (B OT/IMYHE OT NEPBOro BApHaHTa, FAE OHO MEPBH'IHO) U Olpe-
nienseTcs He MOporeHeTHYECKHMK (KaK B € TEPMHHHCTHYECKON MOzieNn). a (PYHKLHNOHAND-

HBIMH NIApAMETPAMH.

LIECTBYET ABE MOAENH, OOBSICHAIOLIX €ro: NETEPMUHACTHIECKAs! H CTOXAC-
Tudeckas (puc. 5.15).

ITH [IB€ CHCTEMBI XapaKTEPU3YIOTCS CleAyFONIMMH 0COOeHHOCTAMHU.

I. leTepMuHncTHYECKAS] MOJEIIb.

1. JerepMuHaLyst KNETOK B HEHPATBHOM HAIIPABIIEHUH OCYILIECTBIISETCA
paHo.

2. Cneuuncprueckasi IprudyHOCTb HEHPOHOB M MX NPHHAANEXKHOCTh K Ofl-
peneneHHOMY CTPYKTYpPHO-(YHKIHOHaNbLHOMY THNY NeTEpMHMHUpYyeTCs
O4YEeHb paHo.

3. YcraHoBneHue cBs3er Mexny AucdepeHITUPYOHMICS HEPBHBIMI
KJIETKaMH He Clly4yaiHo, a CTPOoro cneuuQaiupoBaHo.

11. Croxacriueckas Mojgeb.

1. JeTepMuHaLysl KIETOK K Pa3BHTHIO B HEMpalbHOM HAlpaBIeHUH OCY-
LIECTBITSIETCS NO3IHO.

2. Cneunchirueckasi 3pruHOCTb HEHPOHOB 1 MX NPHHANIEXHOCTD K OI-
peneneHHoMYy CTPYKTYPHO-(PYHKIIMOHANIbHOMY THNY JE€TEPMHHHUPYETCSH
TNO3[HO.

3. YcranoBneHue cpsizeit Mexnay nucdepeHiMpyrOLHMICS HEPBHBIMA
KJIETKaMH CIIy4aifHo.

HmMerolpecs B HacTosllLiee BpeMs flaHHble B OOnbilel! Mepe CBHAETEND-
CTBYIOT B MONB3Y JETEPMHHICTHUECKON MOLIEITH.

1. Pa3BuTHE XXHBOTHLIX B YCIIOBHSIX, IPENOTBPANIAIOIIEX (DYHKIIMOHUPO-
BAaHHE HEPBHOI1 CHCTEMBI, HE OTPaXKAETCsl HAa CTAHOBIICHHUM CrieIH(PUUECKHX
HelpaneHbIX cazeil. Hanpumep, npaBunbHOe popMupOBaHnEe MO3ra ¥ 06pa-
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30BaHKe cneluIecKuX MeKHEIMPOHHBIX KOHTAKTOB Y aM(PHONI MPOHCXO0-
OSIT B yCIOBUSX ITyOOKON Kypapu3auuy, OJIOKHpYIOLEH nepenady UMImymb-
coB Mexny HeripoHamu. [Nocne BBIXOma U3 HApKO3a MOROMNBITHBIE JIHYHHKH
HE OTJINYAIINCH MO NIOBEIEHNI0 OT HOPMAaNbHBIX.

2. Ecam nepepe3aTs fop3anbHble KOPEIKH CIMHEHOTO MO3Tra y yrpsl, TO
OKa3blBaeTcsl, YTO, HeCMOTPsl Ha feadpepeHTAlIO, YTOPb COXpaHsET CTo-
COOHOCTDH K XOPOLIO KOOPAUHUPOBAHHBIM NNABATENBHBIM OBHXEHUSIM. JTO,
OYEeBHAHO. 03HAYAET, YTO MNABATENBHbBIE IBUXXEAMS! NOMHOCTHIO fIe TEPMIUHH-
poBaHbl M 3aNpOrpaMMHPOBaHbl BO BHYTPECHHHX MEXHEHPOHHBIX CBS3SX
LEHTPanbHON HEPBHOW CHUCTEMBI B BBINIONHSIOTCS HE3aBUCHMO OT BHEIUHMX
pa3npakeduii. CXOHbIE TaHHbIE NONy4YeHbl Ha feaddepeHTHPOBaHHBIX IO-
TOBACTHKax, kabax u pblbax.

3. OueHb ileMOHCTPATHBHBI ONbITEL PoGepra Cnieppu. Or noBopaunBan
y amc¢pubuii rnasHoe si6noko Ha 180° BOKpyr onTHYECKO OCH, He NOBpeXaas
3puTeNbHOro HepBa. ['nas npikuBnsieTcs, HO NPH 3TOM CITHMHHON KBagpaHT
CETUATKH PacronokeH B 0OpaTHOM HanpasleHUHN N0 OTHOLUEHHIO K OpOuUTE,
a BUCOYHBIIt IOBEPHYT K HeMy. COOTBETCTBEHHO H3BPAaLANNCh 3pUTENTbHbIE
peakiyi, TaK 4YTO HanafeHHe Ha MeNKHe JBUXKYIHe OOBEKThLI HapaBlIeHO
K COOTBETCTBYIOILIIMM TOYKaM IMPOTHBOMONOXHOIO KBayipaHTa MNomns 3peHus
MO OTHOIUEHHUIO K TOMY, B KOTOPOM PacriofoxXeHa MpHUMaHKa.

CxopHble pe3ynbTaThl ObIMN NONYYEHbl B ONBITAX HA MHYHHKAX WIOp-
1eBoit narymky. Ecnu Ha crapnm 53, nepen caMbIM MeTamMOpo30M, yAalnuThb
POCTPaNbHYIO MY KayalbHYIO MONOBHHY TEKTYMA M 3aTEM COXPAHSTh KH-
BOTHOE TaK, YTOOLI OHO NMPOXXKIO HECKONIBKO MECSILIEB NOC/Ie MeTaMopgo3a,
TO OKa’KEeTCs, YTO TONBKO COOTBETCTBYIOLLAS YaCTh CETYATKH (MO 3peHHsT)
npoeurpyeTcs Ha COXpaHUBIIYIOCSA TTOBepXHOCTh TeKTyMa. He nMmeer 3Hayve-
HMsl, KaKasl IMONIOBHHA TEKTYMa yhansieTcsl B NMO3RHeN JTHUUHOYHON cTafuu
Pa3BHUTHsA, BO BCEX CNyYasiX CBsI3M OOPa3yrOTCsI TONBKO € HajuIeXaluM y4a-
cTKOM TekTyMa. CrenoBaTenbHO, B 9TOR CHTyanii MPOEKLUUST JIMIIICHA T1a-
CTHYHOCTH. YTO OMSITh XK€ CBHIETENHCTBYET O CYIIECTBOBAHHM XKECTKOIO,
HeMoauhHIMpyeMOro MeXaHu3Ma cneliipuYHOCTH, NEHCTBYIOILETO NPU YC-
TAHOBJICHHH PETHHO-TEKTANbHbIX CBSI3El.

CTaHOBATCS U3BECTHLEIMU B MOJIEKYISIPHO-TEHETHYECKHE OCHOBBI 3TOIO
MEXaHN3Ma, BbISIBIsIEMbIE MTPH UCCIENOBAHAM MEXAHN3Ma HAXOKEHUSI HEPB-
HBIMH BOJIOKHAMH UX MMIlIEHEH 1 IPH NNONCKaX TEX MAPKEPOB, KOTOpbIe Kak
Ob1 HanpaBNSIOT HEPBHBIE BONOKHA Ha IYTH K MX MHUIIEHSIM.

Y npo3ocunbl 1y capaHyd ObUTO OOGHAPYKEHO. YTO Kaxkablid fugpdpe-
PEHUUPYIOILHACS HEHPOH 00pa3yeT OTPOCTKH. CNeAyHOIHe M0 OnpefeNeH-
HOMY, CTPOrO AeTepPMUHAPOBAHHOMY MyTH, PacrO3HABAasl COOTBETCTBYIOLLIHE
HEPBHBIA MYYOK W NPHCOEOMHSISICH K HEMy. MapKepami, NO3BONSIFOLLMH
OTNO3HATh HYXXHBLIA NYYOK WITH Jlaxke OTHAENbHBIA HEPB, SBNSIOTCS Helpocne-
1 HYECKHEe NOBEPXHOCTHRIC aHTHIEHbI, CHHTE3HpYyeMble B HYXKHBII OTpe-
30K BpEMEHM KaK OBl ]ISl TOro, YTOOb! NPONOXHUTh IyTH OTPOCTKAM POJICT-
BEHHBIX HEPOHOB.

Hx pocT n ycTaHOBNEHNHE MEXHEHPOHHBIX I HEHPOTKAHEBLIX CBS3El B
OHTOIE€HE3E, KaK yXKe€ OTMEUanoch, OCYUIECTBISIIOTCS NO AETEPMUHICTHYE-
CKOMY NPHHIMNY, T.€. OTPOCTKH HEPBHBIX KIIETOK OBHXXYTCS HE CIyUaiHbIM
06pa3oM, HO MO TOYHO OGO3HAYEHHBLIM “‘MarucTpansaMm”. BaxHyio ponb B
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Luwuii rmun Puc. 5.16. Bo3peiicTBHe reHa pros-
pero Ha MOP(OJIOTHIO AKCOHOB LIEHT-
panbHOli M nepHgepuyecKoll Heps-

O __O O HOlt cHCTeMBbl 3MOPMOHOB [p0o30hn-

nel. ITo Doe et al.. 1991.

Y MyTaHTHBIX 3MGPHOHOB He pa3BABaIOT-
—_ —_ '@ ¢Sl MPOAONbHBIE MYYKH (KOHHEKTHBHI)
S @ @ @ HEPBHBIX BOJNOKOH (L) B TOpakanabHOM
raHrMHH, @ MOMNEpPeyYHble KOHHEKTHBDI,

nepenusist (A) U 3aguas (P) — yacro cnusa-

10TCs. B cBA3H ¢ 3THM H3MEHseTC s Hanpa-

BlleHHe pOCTa OTPOCTKOB CEHCOPHBIX

—O HeliporoB. OTPOCTKH CEHCOPHBIX HENpO-

E‘ xa _O __C HOE (S) H3 v H vl — KNacTepos 4acTo pac-
TYT B LEHTPaNbHYIO HEPBHYIO CHCTEMY

HOPMAJIBHO, B TO BPEMs KaK OTPOCTKH d i

\@ i CEHCODHBIX HElipOHOB OOBIYHO 1€30DH-
%‘ A '@— - @ €HTUPOBaHbL. IS — HHTepCerMeHTaNbLHbIE

HEpPBBI.

prosperg

3TOM NpOLECCe UIPAFOT MyTH, NPONOXKEHHbIE HelipoHaMH, auddepeHIMpy-
FOILIUMHUCS TIEPBBIMH, TaK HA3bIBAEMBIMH “TIHOHEPCKUMH~ HEHPOHaMH.

Bponb aTHX nyTeil pacnpocTpaHsItOTCs NyYKH HEPBHBIX BONOKOH, 00pa-
3yeMbIX HENpOHaMH, pa3BHBAOIINMHECA BO “BTOPYIO ouepefib . Ecnu B akc-
nepuMeHTe yOUTh MHOHEPCKYHO KIIETKY Ja3epHBIM Jy4YOM UMK €CNH OHa MO-
CTpafiaeT B pe3ynbTaTe MyTallill COOTBETCTBYFOILErO HefiporeHa, HalmpuMep,
prospero 'y D. melanogaster (puc. 5.16), To pocT OTPOCTKOB COOTBETCTBYIO-
LHX “BTOPHYHBIX” HEHPOHOB NPHOOpETaeT XaOTHUECKUI XapaKTep.

TouHO Tak Xe cylecTBYIOT npecOpMHEPOBAHHBIE MyTH M7sl MPOABHXKeE-
HHUSA TIOKHUHYBLIETO OCHOBHOH HEPBHBI My4YOK BOJIOKHA (HJH IPynibl BOMO-
KOH) K MHHEPBUPYeMoOil MuLleHH (MuLeHsM). TIpu 3TOM cnepyeT OTMETHTb,
YTO aKCOHAM HEPBHBIX KIETOK NPHXOANUTCS NMPeofoneBaTh fOCTaTOYHO 60nb-
LIMe PACCTOSTHHS, B HECKONBKO CAaHTUMETPOB ¥ Gonee, npesbiaroLe 6onee
yeM B 1000 pa3 pasMep nepukaprioHa (Tena HepBHOI KIeTKH). ITO ynpouia-
€TCsl TeM, UTO TPAEKTOPHS aKCOHA pacnafaeTcsl Ha KOPOTKHE CErMEHTHI, Ka-
>KIbIM U3 KOTOPBIX paBeH HECKOIBKIAM CAaHTHMeTpaM NNuHbl. B HHoMBUAYyanb-
HBIX CETMEHTaX aKCOHbI YacTO 3aKaHUMBAIOTCs Ha CrielManbHbIX KIETKaXx,
KOTOpBIE SIBISIFOTCS MPOMEXKYTOYHBIMI MHUILEHUSIMA Anst HUX. TakuMm oOpa-
30M, [ONrOBpPEMEHHas ““HaBurauus’” obneryaercsl HANH4YUEM Ha MyTH CIefo-
BaHHS OTPOCTKAa MHOTOYHCIEHHBIX MPOMEKYTOYHEIX “NYHKTOB”. Y HACeKO-
MBIX HEKOTOpPble MPOMeXyTOYHble MUILeHH 00pa3zoBaHbl HEGONBIUMMI Ka-
cTepamMy “TPOBOASIIKAX KIETOK, YAAneHHe KOTOPBIX BBI3BIBAET “MOTEPIO
OpHEeHTalMK” aKCOHAMU, KOTOPbIE B HOPMe C HUMH KOHTaKTHPYIOT.

CrnenoBatenbHO, aKCOHB! NMPONBUTAOTCS K MUUIEHH “HanpaBIeHHBIM
cnocoGoM. UTo xe “sacTasnsier” ux OBHrathcs NopgoOGHBIM oOpa3zom? Elue
Pamon-n-Kaxanb npepnonaran. 94To 3To — rpPajHeHT paclpeferncHus pas-
JIMYHBIX XUMHAYECKUX aTTPAKTAHTOB. KOTOPhIe NPUBIEKAOT ONpeleNeHHbI
THII HeHpanbHBIX OTPOCTKOB M KOTOPHIE, BO3MOXHO, CEKPETUPYIOTCS NPO-
MEXYTOUYHBIMH ¥ KOHCYHOH MHILEHSIMHU.

B Hacrosiiee BpeMsi, KOTIa CTaHOBSITCS U3BeCTHBIMI HEKOTOPHIE ¢hak-
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[anbHopgencTeyowme

CemacpopuHbl curHanol
(celepHupyemMnie)
XumMmyecKoe Xumuueckoe
OTTanKUBaHue OPUTIKEHUE L5

KoHraktHoe —1— _ - _ KoHTakTHoe
oTTankusaHue nNpUTsHxeHue
KopoTkopeWcTByoLue
CUrHAsbi
Eph nurange lg CAMs
CemadopuHi {TpaHcMemMBpaHHbIe) KagepuHb!
ECM (nanpumep, TenacymHb) ECM (vanpumep, namuHuHbi)

Puc. 5.17. Cunmi, onpenensitolie HanpaplneHUE NBHXKEHHS aKCOHOB HEPBHBHIX Kile-
Tok. ITo Tessier-Lavigne, Goodman, 1996.

MexanH3Mbl YeTHIpex THTIOB BHOCAT CBOH BKyaj B “ynpaereHHe” OBIXEHHEM KOHYCa pocTa:

KOHTAaKTHOE “TpHBIeYente’” (IPUTLKEHHE), XHMHYECKOe “NpHBIeYeHHe”, KOHTAKTHOE MpHT-

SKEeHHe, KOHTAKTHOE OTTalKHBanKe. Ha cxeMe npencTaBnerbl OCHOBHEBIE (haKTODhI, BKIKYEH-
HBIE B 3TH MEXaHH3MBI.

Thl U3 OONACTH MONEKYNSPHBIX OCHOB HalpaBNEHHOIO pPOCTa OTPOCTKOB
HEPBHBIX KJIETOK, 9Ta TOYKa 3PEHUs HAXOMUT NOATBEPKAEHNUE, B YACTHOCTH,
B CBsI31 C I0KA3aTENLCTBOM YYACTHs MOJIEKYN 3KCTPALIEITIONSPHOTO MaTPu-
kca (ECM) B atom npouecce (puc. 5.17).

OGHapyxeHbl MHOTOUHCTIEHHBIE NHTaHMbl ¥ PELENTOPEI, YIaCTBYOLLHE
B perynsiLiuil HanpaBleHHOTO JIBIXXEHNS] aKCOHOB HEPBHBIX KIIETOK.

INepebiM HueHTHUIMPOBAHHBIM UGG YHONPYOLMM ATTPAKTAHTOM
GbLT HETPHH, TECHO POACTBEHHLI NaMuHiHaM, ECM (akcTpauennonspHbli
MaTPHKC) MOTIEKyJ1aM.

3aTeM CTano U3BECTHBIM CEMENCTBO caMapOpPHHOB, KOTOPOE COfep»XaT
6enKy KIeTOYHOM MOBEPXHOCTH U nuchyHaupyrolue GeNKy, SBAAOLMecs
COOTBETCTBEHHO KOPOTKHUM U [NTMHHBIM penenneHToM. Kpome Toro, paznny-
Hble “npoBofsiiue”’ MONeKynbl OH(YHKLHOHANBHBI, OHI NPUBIEKATENbHBI
IJIsl ONHUX aKCOHOB M OKa3bIBAIOT OTTAIKUBAKOILEE BNUsHNe Ha npyrue. Pas-
JNUYHsi B 9TOM OTBETE 3aBUCAT OT TEX PELENTOPHBIX MOJNIEKYN, KOTOPhIE 3KC-
TIpEeCCUPYIOTCA B KOHYCE poCTa.

M3BeCTHO MHOXKECTBO THIIOB MONEeKyJl, NPUHUMAIOILIHX YYacTHe B pery-
TSLMH IBAXKEHHI KOHYCA pOCTa ¥ YCTAHOBIIEHHS] MEXXHEHPOHHBIX B HEHpO-
TKaHEBbIX CBsI3Eil:

1. IBa Gonblunx ceMeficTBa MoNeKyJ KiaeTouHoi apresun (CAM) ¢yHk-
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Puc. 5.18. Monekynel, KOTOpbie MOgYJIHPYFOT POCT AKCOHA.

A — npepcTaBuTeny pasnuuHbIX cybeemeiicts cynepceMeficraa HMMyHorodynusos (1G), skmio-
yasi peuenTopubIi 6enok npotenn kHHassl (PRTKs) u penentopslii 6enok tHponngocdara-
3b1 (RPTPs), BOBNIEYEHHBIC B YpaBIeHHe POCTOM akCOHa. HekoTopbie WieHB CyrnepeeMeicTsa
MMMYHOTJIO0YAKMHOB HMEIOT 3KCTPauelUIINApPHbIE JOMEHBl W goMeHb! ¢huOpoHekTHHA 111
(FNII). HekoTopble unensl cyGeeMeicrsa Gbi HEeHTHHIIPOBAHE! KAaK afAre3HOHHBIE MOJIE-
kynsl (CAMs), npyrue — kak “nposonsiine” peuentophl akcona (Hanpumep. UNC-40 1 UNC-
5). HekoTopeie uneHbl HMMYHOMIOGYJIHHOBOTO CYNepceMECTRA CLETICHb] € KIETOYHOT MeM-
6panoit GPI sikopem. TSI — gomeH TpomGocnonpuHa 1-ro Tuna, CR — iicTenn-6oratas 061acThb.
PTP — nomer 6enka THpo3HH(poCchaTa3bl.
B u C — cemeiicTBa NaMIIHHHA, HETPHHA 1t ceMahOPHHA, YJICHBI KOTOPBIX KOHCEPBATHBHbI, HAk-
AeHbl Y HeMATOM. HACEKOMBIX 1 M03BOHOUHBIX M SBISIIOTCS "MPOBOIHHKAMH ™ akcoHa. Jlamuun-
Hbl NIPEACTaBIAIOT COOOH reTepoTPUMEPHBIE, KPECTOOOpa3HbIE [MNKONPOTEHHOBbIE KOMILIEK-
€bl C COCTABNSIOMMMI MX LENSIMH, Ha3BaHHbIMU anbda. 6eTa H raMMa. Y MO3BOHOYHBIX HMEET-
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[IMOHUPYIOT B XOHE MPOABIDKEHHsS] akcoHa: UMMYyHOrnoOynuH (Ig) n cadherin
cynepceMeiictBa. Miapectno okono 10 CAM y aposocunsl 1 okono 50 — y
MJIEKOTIUTAOLNX. YmeHb! 3Toro ceMercTBa MOTyT (pyHKLHOHHPOBATD [BOSKO
— ¥ KaK JIUraHabl B OHOM KJIETKE U KaK PeLenTophl — B Apyroii (puc. 5.18).

2. PeuentopHbiil 6enok TaposuHkHHas3bl (RPTKs).

MuoskectBo RPTKS MORyNHpPYIOT pOCT aKCOHA M PECYIIUPYIOT YCTAHOB-
TIeHre KOHTAKTa ¢ MAUIEHBIO. Y MO3BOHOYHBIX 3TO pelenTOPkl (hakTopa po-
cra ¢pubpobnacros (FGF) n cemeticteo Trk penentopoB HeHpoTpOHHOB.
ITpy 3TOM HEHPOTPOMUHOBLIE PELENTOPbl BOBIEYEHbI B PETYMSALMIO BETB-
JIEHHs] aKCOHOB.

3. Peyentopuslit 6enok taposuH ¢docdarassl (RPTRs). ¥ gpozoduns ¢
MOMOIIBI0 TEeHETHYECKOr0 aHanu3a Oblno HaipeHo HecKonbKo RPNR, Bo-
BIIeYCHHBIX B KOHTpONb BeTBIeHus1 akcoHa. RPTR beta cessviBaeT IgCAM
contactin/F11, nogTBep>kaas BO3MOXKHOCTb [BYHANPaBIEHHO CBsi3H MEXIY
CAM u RPTRs.

4. Monekynb! 3KCTpaLEeNNIoNIpHOro MaTpHKca U X pelenTopbl. MHO-
rue ECM monekynb! (pyHKIMOHUPYIOT TaK NPOMOTOPHI UK, HATIPOTHB, KakK
MHIHOHTOpPHI pa3pacTaHusi REAPUTOB (akCOHOB). K TakOBbIM OTHOCSITCS Na-
MUHHH, T€HACIIUH, KonnareH, TpoMOOCnoHiuH ceMelicTBa, a Takxke ¢udpo-
HEKTHH, BATPOHEKTHH, MHOXKECTBO NMPOTEOITIMKAHOB.

Peuenropamu ECM Monekyn B GONBIIMHCTBE Cly4a€eB SIBISIOTCA HHTET -
PHHBI, uleHb! cynepceMeiicTpa Ig U nporeornukannl.

Hexkotopble nipoTeornyKaHbl MOTyT (DyHKUHMOHHPOBATb KakK JHMraHMbL,
TOPMO3SIME pa3pacTaHie aKCOHOB. Y APO30(UiIbl OTCYTCTBHE (DYHKLHK
NaMUHAHA A BbI3bIBA€T OCTAHOBKY CEHCOPHBIX aKCOHOB. O4YeBHOHO, NaMu-
HUH SIBNISIETCS NMEePMUCCHBHBIM CyOCTpPaTOM ANl 3THX aKCOHOB. Y uenoBeKa
mytanust KALL rena, kotopeiit konupyet Manblit ECM 6enok, BeI3biBaeT sie-
¢exThI, HAMUYKE KOTOPBIX NonTBepxkAaeT ponb KALI nponykra kak nep-
MUCCHBHOTO cybcTpaTta st Onb(aKTOPHbIX AKCOHOB.

5. HetpuHel U MX penenTophl.

910 ManeHbKOe ceMecTBO GH(hyHKIMOHANBHBIX guidance cues, cnoco6-
HBIX NMPHBJICKATh OHN aKCOHBI ¥ OTTanKkuBaTth Apyrue. HeTpunnl — aTo Gen-
KH, cofepxaime npuMepHo 600 aMHHOKHKCIOT, PORCTBEHHBIX TaMHHHHAM.
Oun puddyHarpyemMbl, HO cTeNeHb uX Auddy3HU ONpenensieTcss B3anMo-
OefcTBIEM ¢ KIIETOYHO¥ NOBEPXHOCThIO Hnn ECM.

Yneunl [JCC cybeceMeiicTBa cynepceMecTna Ig SBISFOTCA KOMIIOHEHTA-
MH peNenTopoB, KOTOphle ONOCPENYIOT aTTPAaKTUBHELA 3(h(eKT HETPHHOB.

6. CemachOpHHEIL

370 — Gonbloe ceMeRcTBO OENKOB KIETOYHON MOBEPXHOCTH N CEKPETH-
pyeMbix OenKOB, KOTOphie (PYHKIIHOHUPYIOT KaK XEMOPENeNneHThbl U1 UH-
rubuTopbl. CeMENCTBO XapakTepu3yeTcsl HaIMYMEeM KOHCEPBATHBHOTO (NpU-
MepHO 500 aMMHOKHKCIIOT) 3KCTpaLeTFONsIPHOTO ceMachopuH fiomena. M3ge-

~ag

cs1 Mo KpaiiHeli Mepe NsThb anbga, TPH 6eTa i gBe raMma nenu. HeTpHHBI pOICTBEHHBI AMHHO-
TEPMHHANBHBIM JOMeHaM VI u V nenam navianna. bonbimkcTBo cemachopuHos HMeIOT ain-
Hy 8 750 amuuokucnoT, ¢ 500 aMHHOKHCIOTaMN, NPUXOAAIIIMHCS Ha ROJI0 CeMachOpHHOBOTO
nomena. B HeKoTOpBIX cyGeeMelcTBax ceMadopHHOBBIH IOMEH CMeXEH HMMYHOTTI06YIHHOBO-
My fomeHy. OpHo cyGcemeficTBO COREPKUT qileHb! HO# B 1000 aMMHOKHCIIOT ¢ nocaegyo-
1MM HaboOpoM TaHnemos TpomGocnonjiboBoro gomena. Ilo Tessier-Lavigne, Goodman, 1996.
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CTHO IATH Pa3NYHBIX CyOTHIIOR ceMachOpHHOB, BKIFOUYasl CEKPETHPYEMbIE 1
TpaHCMEMOPaHHbIE UTeHbI CEMEHCTRA.

Konnancus I/cemacpopur III/D nO3BOHOYHBIX SIBASIETC HHIYKTOPOM
KOJNAanca CEHCOPHOTO KOHyca pocTa M B KauecTse NH(YHIUpYOLEero Xe-
MOpenenieHTa BOBIeYeH B ONpPENEJIEHHe NaTTepHa NMPOEKIHH CeHCOPHBIX
aKCOHOB B CMTUHHOM MO3Ty.

KonnancuH, TOMAMO BCETO MPOYETo, MpenoTBpaliacT pa3bueHne KOHy-
€a pocTa Ha MHOXKECTBO TOHKMX BeTOYeK ((hunononuil).

Y HacekOMBIX ceMacdOpHH CeLH(pPHYECKH TOPMO3HUT BETBIEHUE OTPO-
CTKOB 1 (pOPMUPOBaHKE CHHANTHYECKHX BETBE.

H3BecTeH TeH, KOTOPBII WrpaeT crnenniuyueKkyro ponb B JBHXKEHUH
NOCTMUTOTHYECKHX HelipoHOB. OH KomupyeT cneuududecknil 6es1ok acTpo-
TaKTUH, MONAEPXKUBAFOIIUIA HEHPOHHYIO MUTPALHFO BAOJb IMHANBHBIX BOJNO-
KOH. ['eH, KOomupyroLuil acCTPOTaKTHH, DeTePMHHUEPYET O€NOK ¢ Tpemsl no-
sropamul EGF (anunepmanbHbiil hakTOp pocTa) ¥ iByMsl noBTOpamMu pubpo-
HekTrHa IV.

3ToT GenoK onpefensieT. B YaCTHOCTH. MUT'PAIMIO KIIETOK-3€pPEeH MO3-
’KeuKa B KyJnbTypax in vitro. AcTporaktiHoBass MPHK skcnpeccupyeTtcs B
NOCTMHUTOTHYECKUX HEeHpPOHANbHbLIX NpefllecTBEHHNKAX B MO3XeyKe, I'HIl-
nokamre, cerebrum 1 olfactory bulb, rne nocpeAcTBOM MHI'Paljilid OPraHu3y-
eTcsl NTaMiHapHasi CTPYKTYpa.

Fab antuTena k pekOMOMHAHTHOMY ACTPOTAKTHH MENTHRY ONOKHPYIOT
MHCpaLHIo KIETOK-3€PEH MO3XEYKa in vitro BOONb BONOKOH acTpOrIHAalNb-
HBIX KJIETOK.

PasnuuHble BHAbI aTTPAKTaHTOB M PENENJIEHTOB MOT'YT BO3NeHCTBOBATh
Ha KOHYC pOCTa aKcOHa Ha pa3HOM paccTrosiHuM. M3 HUX HEeTpuHbI — Hanbo-
Nee pacnpocTpaHEeHHbIe XeMOATTPaKTAHTHL B XeMopenenneHTel. Mx arTpa-
KTAaHTHOE [efiCTBHE OmnocpefyeTcsl MEXaHM3MOM, BKJIOUYAFOUIMM YJIEHOB
HOCC cybcemeiicTra Ig cynepcemeiictea. KoMuccypanbHbI€ aKCOHbI, CBSI3YHO-
1I[1€ MPaBYFO 1 JIEBYFO MNOJIOBUHBI IEHTPaNbHON HEPBHOI CHCTEMBI, 3KCIIPec-
cupytot 6enok UNC-40y C. elegans. Frazzled y Drosophila n DCC y Mneko-
MTHTAOLHX.

JCC no3BOHOYHBIX MOXET CBA3BIBATL HEeTpHUH-1 U TpebyeTcs Onsl aT-
TpakTUBHOW (hYHKLMH HETPHHA B YCNOBHSX in vitro. HeTpuHbl, oyeBngHoO,
OKa3bIBAKOT HanpaBlsiFollee BINSIHEE Ha POCT aKCOHOB, NMOCKONBKY yTpaTa
uX (PyHKLUM BBI3bIBAET misrouting B IBHXKEHNH KOMHUCCYPaJbHBIX AKCOHOB.

Ha HekoTOpbIEe aKCOHBbI HETPHHBI JENCTBYIOT Kak penenneHTtbl. Y C.
elegans MyTauusi reHa, kopupyromero Hetpu UNC-6, BbI3biBaeT agpdekT
OTTaNKMBAHUSl MUTPUPYIOLLETO aKCOHA B JOP3allbHOM HanpaBJeHUd. NPoib
OT UCTOYHMKA 3TOro HeTpuHa. ITomobHO 3TOMY y TTO3BOHOYHBIX HETpHH-1
OTTaNKMBaeT HEKOTOpble MOTOPHBIE AKCOHbI, KOTOPBIE B pe3ynbTare OT-
KJIOHSIFOTCS IOP3aNbHO OT UCTOYHNIKA HeTpHHAa-1.

B npoiiecce CBOEro mpoABHKeHNs] K MAIIEHN KOHYCY POCTa MPUXORHTCS
NPUHUMATD Pa3NuyHble “pelleHns B 3aBHCHUMOCTH OT CneuuMIHOCTH TEX
XEMOATTPAKTAHTOB B XeMOPENENNEeHTOB, C KOTOPBIMH OH BCTPEYAETCSL.

Y aMOpHOHOB 1bITNEHKA BhIsiBIEeHbI 1Ba Ig CAMS B Téx akcoHaXx, KOTO-
pble nepecekarT cpefHIor0 NnHIEO; axonin-1 1 NrCAM. KomuccypanbHbie
aKCOHBI ¥ KOHYCHI POCTa 9KCIPECCHPYIOT aKCOHMH-1, B TO BpeMst Kak KIeT-
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ku, ¢opmupyroume cpenHioro nuuuio (floor plate cells), skcnpeccupyrot
NrCAM.

Beeniennie aMOprioHaM LBINIEHKA In VIVO peareHToB, KOTOphble Hapyuia-
10T B3auMopeiicTBue akcoHnHa-1 ¢ NrCAM BeI3biBaeT OLIMOKH B KOMHCCY-
panbHBIX KOHycaX pocTa, TaK YTO OKONOo 50% aKCOHOB BbIOMpaeT He KOHTp-
JaTepanbHbIii NyTh U IepecevYeHne cpenHel TNHNK, Kak OObIYHO B HOPME, HO
ABUTAIOTCS WICHIIaTepanbHO Bronb rpaHulbl floor plate n He mepecekaroT
cpenHel ITMHUH.

B kynbTypax in vitro noy BUHsHMEM areHTOB, OIOKMPYIOILUX B3aUMO-
nedicteie akconnHa-1 ¢ NrCAM, nabnronaeTcst Konnanc KoHyca pocra. Ot-
ciofia cnenyet, uto floor plate cells akcIpecCUpYFOT Ha CBOEH NOBEPXHOCTH
pHrubGupyowmi ¢akTop, (PyHKUHs KOTOPOro B HOPME MacKHpPyeTcs
NrCAM, neTeKTUPyeMbIM PELIENTOPOM KOHYCa pOCTa IPH NOCPENCTBE aKCco-
HUHa-1.

Kak (yHKIMOHMpPYET HHIMOUTOP, BbIpabaTblBaeMblil KNETKaMH Cpefi-
Hel muHrn? OKa3anochk, YTO OH NPEeNoTBpallaeT HOBTOPHOE IepecevyeHue
KOMHCCYpanbHBIMI aKCOHAaMU CpefHell TMHIM NOcie TOro, Kak OHU nepece-
KJIM ee ONIMH pa3. AKCOHbI NPH 3TOM NpUOOPETarOT YyBCTBUTEIBHOCTD K HH-
rHOHTOPY BO BpeMsi UIH NOC/Ie NnepekpecTa. Y KPbIChl 3TO OCTUTAETCS pe-
Tynsiureil 3KCNpeccu akCOHHHA-1, y [po30o¢unbl perynsauueii IKcIpeccun
Uy (PYHKLUH penentopa K MHruOuTOpy cpefHeil nunuu. B wactHOCTH, Y
npo3ocunsl red roundabout (robo) konupyeT TpaHcMeMOpaHHBII 60K, KO-
TOPBI (PYHKLHOHUPYET ABTOHOMHO B KOMICCYPalbHbIX HEAIPOHAX U SIBNSET-
sl 4acTbH) PELENTOPHOTO MEXaHN3Ma I PENENEHTOB cpefHelt MHHKUN. Y
MyTaHTa robo MHOTHE KOHYCHI POCTa aKCOHOB, KOTOpble B HOpPME pacnpo-
CTPaHAIOTCS TONBKO MICHNATepanbHO (Ha CBOell CTOpOHE), IePEXOAsT BMe-
CTO 3TOrO Yepes CPEenHION JHHUIO U pa3pacTaroTcsl Ha KOHTPIaTepalbHON
CTOPOHE, a aKCOHbI, KOTOpbI€ B HOPME NEPECEKAF0T CPENHIO0 TUHUIO TONb-
KO OfIHH Pas3. JeNarwT 3TO MHOTOKPATHO.

MyTtauun reHa comissureless (comm) Apo30(unbl, KOERPYFOLLEro 6enok
¢ TpaHcMEMOPaHHBIM TOMEHOM. 3KCIPECCHPYIOLIMMCS B HEPBHBIX KIIETKaX
cpenHel THHUK H B3aKMONEHCTBYFOILM C KOMHCCYpanbHBIMKE aKCOHAMM, Na-
FOT NPOTHBONONOKHBIN 3¢heKT: KOHYChI POCTa KOMHCCYP2NbHBIX aKCOHOB
CHayana OPHEHTHPYIOT CBOE JBHXKEHME N0 HANPABIEHUIO K cpefiHel HHUH,
HO He NepeKpelLBaroT ee.

OnHUM K3 BaXKHBIX MOMEHTOB B YCTAHOBJIEHNM MEXHEHPOHHBIX CBsi3ei
¥ HelpoTKaHeBbIX OTHOLIEHHIT sIBNsAETCst (POPMUPOBAHHE HEPBHBIX MYyYKORB,
TECHO CBSI3aHHBIX ACCOIMAIHII HEPBHBIX BOJIOKOH, JIO MOPbI IO BPEMEHH CO-
BMECTHO NPONBUTAOIINXCS K MULIEHSIM. a 3aTe€M pa3felIsIoLuXcs Ha Bee 60-
nee MenKue oTBeTBneHUs. UTo 3acTaBnsieT HEPBHBIE BOJIOKHA CHayasaa co-
eINHATHCS BMECTE, a 3aTeM PasfensTbcsl U BUTATHCS MO pasHbIM MapLpy-
Tam? Oka3bIBaeTCs], ¥ B 3TUX MPOLECCAX KINFYEBYI PONb MIPAFOT XEMOAT-
TpaKTaHTbI 1 XeMopernenneHThl. B uactHocT, CAMs, onocpenytoiiye aare-
3UI0 KJIETOK in vitro, BOBJIeUEHbI TaKxXe B onocpenosanue fasciculation in
vivo. 3TO NOKa3aHo, B YACTHOCTH, TIPH UCCIENOBaHUN Y HaceKoMbIX Fasciclin
II (Fasll) u Ig CAM, poncreenHblx NCAM no3BOHOYHBIX. Y IPO30(UIBI
Fasll sakcnpeccupyetcs B “Habope” akcoHOB aMOpnonanbhoit LIHC, MHOrue
13 KOTOPBIX cOOpaHHbl B TPH NMPOROJIbHBIX AKCOHHBIX ITyTH.
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MyTaHT, ¥ KOTOPOro COOTBETCTBYKOLLMH I€H YyTpaTuil (PYHKLMOHANb-
HYIO CLIOCOGHOCTD, AKCOHB] HE COOHPAOTCH B NYYOK, B TO BpeMsl KakK NpH K-
TONU4eCKOoi akcnpeccny Fasll necacuukynsiust MOXKET ObITh ITPENOTBPAlLE-
Ha, ¥ ITy90K HEPBHBIX BOJNIOKOH. KOTOPBIH NOMXKEH Obl pa3fnenuThbest Ha OT-
JlenbHblE BETBH, OCTACTCS HEIBHBIM.

Baxknyro ponb B 00pa30BaHHU NYyYKOB HEPBHbIX BOJIOKOH HIPacT TPaHC-
MeMOpanHblil cemacopun Semal, akcrpecCHpYFOLIMHCS B MONOCKAX 3MUTeE-
JHaNbHbIX KIETOK B MOYKE KOHEYHOCTH Ky3Heudnka. Eciu ¢pyHkLuM 3TOro
cemMacpoplHa GIOKMpOBaTh aHTHTENaMH, TO Iapa aKCOHOB, KOTOPBIE pacTyT
B 3TOH OONacT U B HOPME PacxopsiTCs B BETBATCA, OO LEeNUHAIOTCS BMECTO
3TOro B IyYOK.

Taknum o6pasom, pacuuKynsuusi (06GbEAMHEHNE B My4KH) HEPBHBIX OT-
POCTKOB ONpefensieTcs: 6allaHCcoOM aTTPAKTHBHBIX H OTTANKHBAIOLINMX CHII, B
TO BpeMs Kak AepacuUKy/sLusa UMeeT MECTO B Cllydae caBUra B GanaHce
3THUX CHII, B YACTHOCTH, CBA3AaHHOrO € pocToM “non-axonal substrates”.

B 3TOM cnyqae, HECMOTpS Ha TO, YTO JOCTATOYHO BhICOKMH YPOBEHBb
rnaBHbIX akcoHHbIX CAMs nopepXuBaeTcsi BO BpeMs fehaClMKySIHH,
Japyrue akropsl caBuratoT OanaHc CHI B CTOPOHY pacnafcHHsl HepBHBIX
MYy4KOB.

Baxnpim perynstTopoM nedacuMKyJIsIUMH Y ObIMIIEHKA ABISETCS NOJH-
cuanopas Kucinota (PSA), yrinesos, KOTOpbli KOBAJEHTHO MPHCOENUHAETCH
k IgCAM NCAM. MoTtopuble akconbl BbixogsaT U3 LHHC u TecHo dacuuky-
JNHUPYIOTCH W CMELMBAKOTCS, MOKa OHH MPOABUIAKOTCS M JOCTUIAIOT MOYKH
KOHE4HOCTH. 3aTeM OHM Ha4YMHAKOT JepacllMKylHPOBaThC! H PACXOOHMTHCS
MO pasNUYHBIM MYTAM U HarpaBieHUsM. [lepacluKynsLusi BbI3bIBAETCS YBE-
nuyeHueM ypoBHs PSA, oOHapy>keHHOH Ha 3THX aKCOHaX. DH3UMaTHYeCKOe
ynanenne PSA ocnabnsiet gedacliiKyNsIHIO U BBI3bIBAET YBEMYECHIE OLIN-
6GOK MPOEKIINHN akCOHOB Ha MuLleHn. D¢dekT ynanenns PSA Ha MOTOpHBIX
aKcOHax MoxeT 6bITh OOpalleH no6aBnenueM antuten k L1/NgCAM. PSA
HalleHa TOJILKO Y MO3BOHOYHBIX, TI€ OHA aCCOLMHIPYETCS ¢ COOBITHSIMU, CO-
TNPOBOXKAAIOLUMH A€haCUUKYIALUIO.

HononuutenbHbie cBefeHus O hakTopax, perynupyromux aedacluky-
JISILMIO, MOJIyYEHbI B HCCIIEIOBAHKAX MPOEKIUH 11€PH(EPHYECKIX MOTOPHBIX
aKCOHOB Y Jipo30chuiel. MOTOpHBEIE aKCOHBI cerMeEHTapHOro Heppa b (SNb)
CHa4alna ClefyT C AKCOHAMH UHTepCErMeHTallbHOro Hepsa (ISN). Ho 3aTeM
OTAENSOTC H (POPMUDPYEOT OTAENBHBIH My4oK. B HOpMe B MOTOPHBIX akco-
Hax HabnropaeTcst BbICOKHiA ypoBenb 3kcnpeccuu IgCAM Fasll. Korpa ypo-
BeHb Fasll B akconax yeenuunpaeTcs TpaHCT€HHO, SNb aKCOHBI TEPAIOT CIO-
coOHOCTD K feacLUKyNsUuM B TO4Ke BbiOopa. CnepoBaTenbHO, aeaciiu-
KYJSILUs MOTOPHBIX aKCOHOR TpebyeT Mopynsiunu pyHkuait Fasll. Boino 06-
HapY>KEHO MSITh FEHOB, KOTOPbIE KOAUPYIOT HEraTHBHBIE PErYIATOPHI (DYHK-
uumii Fasll. ¥ Tpara ¢yHkumil aTiMu reHamMH B pe3ynbTaTe MyTauuil gaect SNb
¢eHoTUN fAedaCUUKYNALUMH, CXONHBIH € TAKOBLIM NMPH YBEIWYEHHH YPOBHS
FaslI.

Tpu 6enka RPTPs (Dlar, DPTp69D u DPTP99A) skcnpeccupyroTces B
MOTOPHBIX aKCcOHaX. MyTauuM B reHaX, KOJUPYIOUIUX 3TH NPOAYKTHI
(OfUH UM B KOMOMHALAU), AOT YaCTUYHO IIEHETPAHTHbIM EHOTHN [Je-
¢pacLUKYJISIIHHA.
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Buktop TAMBYPI'EP. Briparomufics
yuenniil, naypeatr HoGeneBckoii mpe-
MiH. OMH U3 OCHOBONOJIOXXHHKOB 9KC- -
NEePUMEHTANLHOH HelpoaMOpHONoruH. “
Tlon ero pykoBoncTBOM ObLIM HadaTbl o
paboThl, 3aBEpPIUNBLIMECS OTKPLITHEM *

daxTopa pocta repBoB (NGF). B

MyTauuy gByX OpYrux reHoOB —
beaten path (beat) u sidestep (side) —
MPHBOAST K CXOOHOMY (PEHOTHINY C
Oonee BBICOKMM YPOBHEM TMEHET-
PaHTHOCTH.

Takum 0Opa3oM, 3HAUEHHUE He- .

KOTOPBIX MONEKYNSIPHBIX COOBLITUI
B OpraHH3ani HEPBHBIX BOJIOKOH H
HaNpaBIEHHOCTH MX J[BUXEHUS B
Xofie KIETOYHOH AuddepeHINPOB-
KH TIOCTENMEHHO  NPOSICHAETCH.
MeHbllle U3BECTHO O PETyNsiluH yc-
TAHOBIEHUS CBSI3€H HEPBHEIX BOJNOKOH € UX MHIIEHsAMH. B wacTHOCTH, KOH-
TaKT C MHUIIEHBK) MOXET PErynHpOBaTBLCS YIE€HAMM ceMelicTBa (PaKTOpPOB
pocta HepBoB (NGF) nnu neiiporpodunos. Tak, cumnaTHyeckas MHHEPBa-
s runogu3a U HAPY>XHOro yXa KOHTponMpyeTtcss HeilporpodgpuHoM 3
(NT3), (pakTOpPOM, KOTOPBIIl CHHTE3UPYETCS CAMON MMILIEHBIO. Y MYTaHTOB

NT3
MbILLICH m CHMNaATHYCCKHE BOJIOKHa npnﬁnmxa}o'rcs{ K MUMILIEHH, HO HE

yCTaHaBIHBAKOT C Hell KOHTaKT. [lepeKT MOXKeT ObITh yCTpaHeH A00aBIEHN-
eM ak3oreHHoro NT3. B psape npyrux ciyyaeB HEpBHBIE BOJIOKHA TAaKXKe Ha-
XOJSIT MUUIEHD, IBArasiChb B HANTPaBICHUM BO3paCTaHUsl FpaflMEHTa KOHLEHT-
paumu NGF. Touno Tak e dakTop pocrta ¢pubpotnacros (FBF) ob6ecneuu-
BA€T IMPAaBUILHYH MPOEKLUHMI PETHHAIBHBIX HEPBHBIX BOJIOKOH B tectum
opticum Xenopus.

Heiiporpoduueckue ¢axtoper (NTs) BooOLie HIParOT BaXHYK pOlb B
HeHporeHese, B perylisilMU BbixKHBaHMs H IU(POEPEHIMPOBKY CENEKTUBHBIX
MONYJIALMI HEHPOHOB B X071€ 3MOPHOHANBHOIO Pa3BHTHSA, a TAaKXe B MOMfIEP-
KaHUuM crieUuUYECKUX OYHKLHI 3THX HEAPOHOB Y B3POCHBIX JKHBOTHBIX.

B mepudepuyeckoil CEHCOPHOI M CHMITATUYECKOH HEPBHOH cHCTEME
crieupUUeCKUE NONYNALHH HEUPOHOB NOAAEPXKUBAIOTCS ClIELM(pUYECKUMH
NTs, 1 uHaKTHBALUS] TEHOB, UX KOOUPYIOLUMX, BbI3BIBAET CYLIECTBECHHbIC U
XapaKTepHBIE 1eEKTbI CEHCOPHOH H CUMINATHYECKOH HEPBHON CHCTEMBI.

dakTop pocra HepeoB (NGF) 6611 oTkpbIT B 40-50-€ ronwl, 6naropaps
pa6otam BukTtopa I'amOyprepa u Putel JleBu-MonTanpunsu. Okazanoce,
YTO €CNTH 3IMOPHOHANBHBIA CIIHHANBHBIN WM CHMNATHYECKNH HEPBHBII rau-
Iyl KyInbTHBUPOBATh PSAOM C KYCOUKOM CapKOMHOM TKaHH, TO HabNnopaeT-
Csl pe3Kasi MHTEHCH(HKalKsl POCTa aKCOHOB FaHIiHs yxke dyepes 18 yacos mu-
KyGauuu. B KOHTPONBHOM raHrluM 4Yepes 3TOT MPOMEKYTOK BPEMEHH POC-
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A

MpoyeccupopaHHbIf
CurvansHas 61onorMHeckn
nocn-Tb MNpo-cMkeeHc  akTWBHbIN NT

Ic c¢cec ce
RX(K,RIR

B Trk
(A.B,C)

LinctenH- Goratolit p75NTR

Puc. 5.19. Heiiporpoduubl 1 nx pe-
LENTOPHI.

Bce unensl NGF cemelicTBa (/Vfs) CMHTE3M-
PYIOTCS KaK TPENUIECTBEHHAKH {A) U Ipo-
LECCHPYIOTCS MOCPENICTBOM KJIAcCHYeCKO-
ro gpo0neHus ¢ 06pa3oBaHUEM aKTUBHBIX
Nts, KoToprle couepxat 50% KoHcepBa-
THMBHBIX IOMEHOB. 3TH 1oMeHbI pacnpene-
TEeHB! IMaBHbIM OOPasoM BOKPYI KOHcep-
BaTHBHOro IgcrenHosoro (C) ocraTka.

LUCTeuH-
IgG domain < nosTopamMm

KOTOPBI#l (OpPMUPYET TPH OMCYIIBL(UIHbBIX
MOCTHKa, CYLUECTBEHHBIX HJIsi OOpa3oBa-
HUsL TPEXMEPHOI CTPYKTYphI OMOnNoOriye-
CKH aKTHBHEIX NTs.

K — musun, R — aprusun. NTs acdexTr
onocpenoBanbl Trk (A. B unu C) THPO3UH-
KHHA3HBIM peuentopoM B pSNTR (B) Un-
muBuayanbHele Nts (NGF, BDNF, NT-3,
[o} NGF NT-4/5) npukperisiioTesi K MHAMBULYAlb-

HeiM Ttk perentopam (C). Bee NTs umeror

O[IMHAKOBOE CPOACTBO K p/SNTR, koTOpBIl

NT-4/5 <—NT-3 YCHITHBAET CPOACTBO U YBEJIMUMBAET CHELHM-
{ / L ¢uyHOCTh HHAHBEAYanbHbIX NTs k ux Trk

@ peuentopam (3). ITo Thoenen, 1995.
BDNF

NeAyun-6oraToii
Lincreunn- 6oraTblit i [llomeHbl ¢

TupoavHKuHa3za

Ta aKCOHOB NMPAKTHYECKH HE HaGNIOanock. 3a CTONb BhIpaXKeHHbIH Helpo-
cTuMynMpYrowuil 3¢eKT GrlN OTBETCTBEHEH OeNIOK MOAYEIFOCTHOM CITFOH-
HOW JKeJle3h! TeNNOKPOBHbIX, MOMONOIHYHBIH MPONYKTY SINOBUTOM KeNe3kbl
3Mei, BBIJENAEMBIN B OKPYXaIOWIYIO Cpely M NMPOHMKAIOUWA B HEPBHbIE
KIeTKH. ITOT hakTop U 6b1n Ha3BaH Nerve Growth Factor (NGF). O cocrto-
UT U3 mATH cyO'beauHuULl: e anbda, ofHa 6eTa u nee raMma. OTBETCTBEHHA
3a achpeKT pocTa akCOHOB TONBKO OeTa-cyobeaunnna (puc. 5.19). NGF u3
3MEUHOTO sifla CONEPKHUT TONBKO 0eTa cyObeHHHLY, CXOIHYIO MO CTPOEHHIO
C COOTBETCTBYIOLIEH MONEKYNoll CIIOHHOHM Xene3nl MbILH. OGHapYyKeHO
Takke cxojcTBO NGF ¢ mucynuHoM. Oneitel Pute! JleBu-MoHTanb4uHu, a
takke ®.3. Meepcona u JI.J. KopouknHa nmokasany, 4TO BBeCHHE HOBO-
poxneHHbIM MblllaM aHTHTEeNn K NGF BBHIZBIBaeT TOpMOXEHHE pa3BUTHS
CUMINAaTHYECKUX W YyBCTBHUTENBHBIX FAHIJIKEB.

Hawu6onee Buipaxen acpdekt NGF na nepucepriueckyr0 HepBHYIO CHC-
TEMY, a UMEHHO HA CUMMATHYECKHE U CTIMHANIBHBIE (YyBCTBUTENLHLIE) FAHI-
UM, ITOT HEHPOCTHMYNATOp BbIfensieTcs Taioke knetkamu HHHC, ocoGen-
HO aKTHBHBI B 3TOM OTHOLLEHHH KIeTKH rumnokamna. HanGonee dyecTBu-
TenbHbl K ero aekcteuto B HIHC — xonuuepruyeckie HEpBHblE KIETKH.

M3BectHbl aBa Tuna petentopoB NGF. Onnn u3 Hux obGecrieudBaeT mpo-
BEICHHE CUTHala B HEPBHYKO KJETKY, Apyro# yckopsier murpauuto lllsan-
HOBCKHX KIIETOK, OKPY»KaKOILMX HEPBHOE BOIOKHO.
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Ponbe NGF B popMupoBanuu onpefeneHHBIX (POPM MOBENCHHUS HE BBI3bI-
BaeT coMHeHMit. M3BecTHO, HanpHMep, YTO CHMNaTHUecKast HePBHasl CHCTe-
Ma UrpaeT OfIHy M3 KJIIOUEBbIX poJieil B CTAHOBIEHUH MEPAPXUYECKHUX OTHO-
wenui B rpynre Mbluieit, [lonmkenue ¢pyHkuun NGF ¢ nomoukro 6-0kcuno-
¢paMHHa BBI3BIBAET HapyLICHNE 3THX OTHOLLEHUI — B IPynmne HE BbIAENSAIOT-
csl IOMHIHAHTEI, OTCYTCTBYeT GopbOa 3a Befylliee MONOXKeHHE U axke HabIo-
naeTcs rubenb XHBOTHBIX.

B LHC umeeTcst MHOXeCTBO HHAVBHAYaNBHBIX HEHPOHOB, EpEKpbIBa-
FOLLMXCS 1O ¢haKTOpaM UX Tpoduieckoit mopnep:Kku. MameHenns B (pyHKIu-
OHMPOBAaHUU COOTBETCTBYIOLUMX M€HOB HE BBI3BIBAIOT CTONb ApAaMaTHYECKHX
HapylleHuil, Kak B nepucepu4ecKoi HEPBHOM CHCTEME.

B npoTHBONONOXKHOCTL MepuepHyecKoil HepBHOIT cucTeMe HEHPOTpo-
¢mnbl (NTs) B IIHC cunTe3upyroTcsl MPeMMYILIECTBEHHO HEPBHBIMHU KIIE€TKA-
MH 1 B cy4dae brain-derived-neutrotrophic factor (DDNF) u NGF. konuuect-
Ba cootBeTcTByROlled MPHK perynupyetcs HelfipoHHOM aKTHBHOCTBIO, a
TaK>Ke rOPMOHATILHLIMHI BIUSTHUASIMH.

B runmnokamre m Kope rolloBHOro Mo3ra KpbIC 3Ta peryisiuus ornocpe-
ayeTcsl HelipoTpaHCcMUTTEpaMH. Perymnsinust ocyulecTBisIeTcsl INI0TaMaToOM
qyepe3 N-methyl-D-aspartate (NMDA) n ve NMDA peuentopbl B Xof€ HHAH-
BUJYallbHOTO Da3BUTH4, a TaKXe aleTUIXOMHHOBBLIMH (MYyCKAPHHOBBLIMH)
peuenTopamMu.

Perynsimst onocpenyeTcsi peMMyLLECTBEHHO (FaMMa-aMUHOOYTHPOBOI
kucnoroit (GABA)) yepe3s GABA-A.

Conepxanrie NGF u BDNF B KieTke 3aBUCHT OT €€ (pH3HONOTHYECK O
aKTHUBHOCTH, OfHaKO KonuyectBo NT-3 u NT-4/5 mpsimMo He perynupyetcs
aKTHBHOCTBKO HEHpOHA.

B 1o xe Bpems cuHTe3 BDNF perynupyercs ¢puzuonorHyeckuMy cTu-
MynaMHi, B 9aCTHOCTH, cO 3puTenbHOro Bxopa. Creuuduueckas Onokana
CEHCOPHOI'O BXOfja B 3pUTENILHYIO KOPY € MOMOLILI) UHTPAOKYJSIPHOTO BBE-
[eHHs] TETPOAOKCHHA UIU BBINEPXKUBAHHST IKCIIEPHMEHTANBHBIX XKHBOTHBIX
B TEMHOTE BbI3bIBaeT OblcTpyro perynsiuio BDNF MPHK. Takum oGpaszom,
HUMEIOTCS pa3JINyMsl B PETYISLNN CHHTe3a HepOTPO(HHOB B LIeHTDPE M HA Tie-
pucpepun. Ha nepucdeprnu, nanpumep, NGF cuHTesnpyeTcs B He-Heitpanb-
HBIX KJIETKaX, PEryJsILsl ero CUHTe3a H BLICBOOOXKIEHNS HE 3aBHCUT OT HEH-
paneHOro xofa. CHHTE3 €ro KOHCTUTYTHBEH M KalblUH-He3aBUCHM.

B HHHC NGF u BDNF, golpaGaTbiBaeMble B HEPBHBIX KJI€TKAX, MOTYT
CHHTE3UPOBAThC KaK KOHCTUTYTHBHBIM, TaK M 3aBHCHMBIM OT KJIETOYHOMN
aKTHBHOCTH ITyTEM.

Jlokanvnoe Beenene BDNF B 3puTeneHy 0 KOpy KOTEHKa B KpUTHYe-
CKHUIl epHop, pa3BUTHS NpefoTepallaeT GOpMUPOBaHKE 3PUTENBHBIX OMH-
HAHTHBIX KOJIOHOK U BBI3bIBAET NAapaJOKCANBHBIN CABUI B OTBETAX HEHPOHOB
3pUTeNBHOM KOph! (puc. 5.20).

J1oT 3dpekT ob6BsACHsAEeTCs akTHRaLuel GABA-cogepxXallMx TopMo3-
HBIX MHTEPHEMPOHOB B 3pMTENbHON KOpE TONOBHOTO MO3ra 3KCIEpUMEH-
TAJbHBIX XXUBOTHBIX, NOCKOINBKY H3BECTHO, 4T0 GABA-copepxalue Heipo-
Hbl akcnpeccupyror TrKB peuentoprl. HaGnrogaemenii adext Mmor umMeTn
Mecto Onaropapst yeenuueHHoMy cuHTedy GABA, conporoxpaemomy
“sprouting” copep:xallix 3TOT HeflpOMeIHaTOp UHTEPHENPOHOB H YCHIIEH-
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Puc. 5.20. ekt Nts Ha rnasHyro JOMHHAHTHOCTE B TEYECHHE I NOCNE KPUTHYECKO-
ro rnepmopa.

Knaccel rnasHoll JOMEHAHTHOCTH OTPaKAIOT TOT (PAKT. YTO IHIHBH/YATbHbIC HEHPOHBI 3PHTE b
HOH KOpBI (nosie 17) oTBewaloT 3a 3puTeNibHbIN BXOJ OT JIEBOIO i MPaBOro rfa3a pa3fiiiHbM CTIo-
cobom. Knaccel 1 # 5-T0 He{pOHOB OTBETCTBEHHBLI HCKJIFOUHTENLHO 33 3PHTEILHbIH BXOJl C/I€Ba
{xsace 1) unyt cnpasa (knace 5). Hefiponbl 2-ro 1 4-ro KnaccoB OTBETCTBEHHBI 32 3PUTENbHBIH BXOL,
oT o0OHX INa3, HO AnA Kiacca IBa NpefnoyTHTeNbHee NEBbI, Ana Khnacca 4 npennoyuTuTeNbHEe
nipasbtit rna3. Hefiponbl knacca 3-ro obecnieynparoT GHHOKVISIPHBIH XapaKTep 3peHisi. A — BO Bpe-
Msl KpHTAYECKOrO Teprofa (Y KpbIC — MOCTHATANBHBIC AHH ¢ 15-ro no 45-#. y Kowek — ¢ 28-ro no
72-i1) OTBETCTBEHHOCTb HEUPOHOB MOXET ObITh IBHHYTA. B — naHAbIe, ananasupyolLue apheKTs
NGF u cooTBeTCcTBYIOUHX aHTHTEN (AbS) HAa H3MEHEHHA IT1a3HOH JOMHHAHTHOCTH, BbI3BAHHOH MO-
HOKYJISIpHOW fgenpuBauuer Kpoic. C — 3aKpbITas CTOPOHA ri1a3a OTMEYEHA YEPHBIM KPYXKOM (IaH-
HbIE Ha KOLIKaXx, MOCKOAbKY AaHHble Ha KpbIcax oTcyTcTByIoT). [1o Thoenen, 1995.

HbIM BeICBOGOXIeHHeM GABA, no ananoruu ¢ ypeniueHueM BEICBOOOXe-
HUsI HEHPOTPaHCMUTTEPA M3 XONMHEPIrIYECKHX M MTFOTaMaTepriyeckux Hei-
poHoB nop BrnusiHueM NTs dyepes cooreeTceTByrouyie Trk penentopsl.

B 10 e Bpems B HHC, kak 1 Ha nepudcepnn, cyliecTyoT (DakTOphIL, Bbl-
pabaThiBaeMble He-HEHPAJbHBIMU 3JIEMEHTAMH, KOTOphIE OKa3bIBAOT BIIHS-
Hye Ha AudepeHIMPOBKY LEHTpaNbHBIX HEHPOHOB. B nepeyro ouepesb 3to
glial-cell-derived neurotrophic factor (GDNF). Heo6XOgUMBIi1. B 4aCTHOCTH. IS
riepeXnBanust 1ohaMHHIPIHYECKHX HEHPOHOB B CPEJIHEM MO3Te.

GDNF — rmukO3uIHpOBaHHBIH, AHCYNbL(HA-CONEPKallMil roMoanMep:
NPHHAMIIEXALHIT K cynepceMelicTBy transforming growth factors-beta (TGFs-
beta) (puc. 5.21).
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Puc. 5.21. CpaBHeHHe CHIHATLHBIX KOMILIEKCOB TpaHc(popMHpyIoLLero (aktopa poc-
Ta — Geta-TGF(a), unnuaproro Heitporpodudeckoro pakropa (h), aktopa pocra
GPubpobnacTos (€) ¥ LIMA-MPOU3BOAHOTO HelipoTpoguueckoro akropa (GDNF) (d).
GDNF poacteen unenam ceMeficta 6eta-TGF, HO reHepHpyeT KOMILIEKC ¢ KOMIIOHEH-
TaMI PYTHX CHCTEM: OH MMeeT oCcTyn K THpo3unkuHase Ret. GDNFR-ankga, axcrpa-
KJIETOYHEIH 6e10K, KOTOPbII NPHKPEIISeTCs K NI1a3MaTHYECKOl MeMGpane nocpeacT-
BOoM rnukosungocharngun-uHosnrona. Ha 1-M stane GDNFR-anega cesiskiBaeT
GDNF u Ha 2-M — 370T KoMriuiekc y3HaeTest Ret (3). Ret hochopunupyetcst no THpo3u-
Hy (4), B pesynbTare dero popmupyetcst curgan. Mz Science, 1995, v. 270. p. 593.

Ha pucynke nokasanbl cTpoenue 1 3(ppeKT 3TOro pakropa.

B kyneTypax 3sMOpHOHANBHOTO CPEJHErO MO3Ta PEKOMOMHAHTHBIIM
GDNF ren cnocoGeTByeT BLIXKHBaHHIO 1 MOp(oNorudeckoi nuggepeniu-
poBKe nohaMUHIPIHYECKUX HEHPOHOB H YBEIHUMBAET X BBICOKOE CPOACT-
BO K BKIIFOYEHHEO flopaMiHa. ITH 3(p(PeKTs OTHOCHUTENBHO CHELM(pUYHbI.
GDNF He yBenuuHBaeT TOTaNbHOE KOMUYECTBO HEHPOHOB HIIH acTPOLMTOB.

Hpentucumuposan n penentop GDNF, kakoBbIM OKa3zancs peuenTop
THPO3HH KHHa3bl — Ret (c-ret proto-oncogen). Bricoknit ypoeenn c-ret MPHK
3KcnpeccHn HafileH B pocdaMHHIprudeckHx HefipoHax Substantia nigra
B3POCIBLIX KUBOTHBIX, rie aHporenHblil GDNF samuman Ret-nonoxurens-
HBIE HEHpPOHB!I OT 6-rugpokcupodaMHH-HHAYLMPYEMOH THOENM KIETOK.
HopmanbHas c-ret pysknus neo6xonuma, nnss GDNF curnana B niepucepu-
YecKOH HepBHOII cucteMe. TakuM o6pa3oM, MPOAYKT C-ret NPOTOOHKOIEHa
KogupyeT (pyHKuMoHanbHbli peuentop ans GDNF, xoTopelii MoxeT ono-
cpenoBaTh €ro HeipoTpouyeckue 3peKTE Ha MOTOPHBIE IOMAMUHIPTIH-
YeckHe HellpoHbl. M3BecTen Taxoke mapTHep Rets — HOBBIN, CBSI3aHHBIN C
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ITHKO-THITHAHOM MeMOpaHoii 6enok. HasBanHbiii GDNFR alpha. 3toT Genok
JIOKANM30BaH Ha NOBEPXHOCTH KNeTKH, cBsisbiBaeT GDNF u akcnpeccupyer-
cs1 B GDNF-pearupyroumx Tkansx. Anbgpa GDNF oka3blpaeTcst sKcTpanen-
NIONSIPHBIM GENKOM, KOTOPbIi NPUKPENnseTcs K Nia3MaTU4eCKorl MeMOpa-
He ocaTHIMIHHOZUTONBHBIM “sikopeM” (Gpi). Ecnu o6paboTtaTh KynbTy-
Py HeilpoHOB in vitro docdaTupunuHo3uTon docdonunazoit (PIPLC). koTo-
past tuiponu3yeT GPL. KneTKy yTpauuBarOT ciocOOHOCTh OTBETA Ha OENCT-
e GDNF.

I7tot pesynbraT nokassiBaeT, 4To GDNFR aneda yuactByer B GDNF
CHIHaJM3UPOBAHHM EMCTBHEM B KauecTBe 0OJHUraTHOIrO napTHEpa CHrHalb-
HOTO pelerTopa.

GDNFRalpha, GDNF u Ret criocoGHbI CBsI3bIBaThCS B €AMHBIH accoLMaT,
npu 31oM GDNFRalpha cesisbiBaect GDNF, 1 3T0T KOMInekc y3HaeT Ret (cM.
puc. 5.21).

Y MyTaHTHbIX MblLelt ¢ fedpekToM B 3Kerpeccudt GDNF (GDNF null Mbl-
1K) OTCYTCTBYFOT HEHPOHBI B 0ONIaCTH HIDKHETO OTAENA NMHILEBOJA, KENynKa,
TOHKOH KHMILKH MU colon, XOTA afpeHIPriYecKUe BONOKHA BO BCEX 3THX 00-
nacTax Opiny OOHApYXXeHbl. ITOT MOpOIOrHuecKui [eheKT, BbI3BAHHBINA
yTpaToil (pyHknuil reqa. kopupyroiero GDNF, o6bsicHsieT HaGniogaeMble y
MYTAHTHBIX >KUBOTHBIX CTCHO3 NMUJIOPHYECKOro OTHENA XKENyaKa H AuisATa-
1o ux duodenum. Onnako ynanenne GDNF rena ne BnusieT Ha quddepen-
LMPOBKY U nepexxuBaine nochaMuHaprudeckux Hefiponos B ITHC B xoge am0-
PHOHANIBHOIO Pa3BHUTHS, TaK UTO Pa3/IMuMsl B KOINMYECTBE JO(aMHHIpriye-
CKUX HEApOHOB B cooTBeTcTByrOLMX otnenax IIHC mexay Koutponem u
ONbITOM HeBeNMKH. CXORHBIM (PEHOTHIOM XapaKTEPH3YFOTCS M MbILIH, fc-
ekTHBIE 110 reHy, KonHpyoLleMy Ret peentop THPO3HH NMPOTEHMH KHHA3EL.

Taxkum o6pasom, xapakrep nH(pPepeHUHPOBKH HEHPOHOB, BKIIO4as 006-
pa3oBaHHe 1 POCT OTPOCTKOB, 3aBICHUT Hapsily ¢ NpOYUMU (pakTOpaMH OT co-
OTBETCTBYFOLIENO YPOBHS aKTHBHOCTH I€HOB. KOQHPYOILIMX MHOrO4YMCIIEH-
HEI€ HEMPOPOCTOBBIE H HEHPOTpOpHUeccKHe haKTOPhbl, YTO €ILE pa3 JEMOH-
CTPMPYET AOCTaTOYHO CIIOXKHBII 1 MHOTOYPOBHEBBII XapaKTep MOJEKYNsp-
HO-TEHETHYECKOH PETyNsSLMH HEAPOTeHe3a, KaK OTMeyYallock B Hayale Ha-
CTOsILIEro paspena.
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Yact I

I'EHbI M ITOBEJNEHUME

Tnasa 6

TEHETUYECKUI KOHTPOJIb
NMOBENEHYECKHX PEAKIIMHN

PoponauanbHHKOM TeHETHKH NOBEIEHAS] MOXKHO CUMTaTh BENMYanIero
mbicauTenst IV B. Appenust AsryctiHa. Ha pocyre oH pa3Bonun pelGOK B ak-
BapHyme U HaOmiofal 3a UX NOBefleHUEM, B YAaCTHOCTH 3a TeM, KaK OHM Oe-
PYT KOpM, H 06paTU/l BHUMaHHe Ha TO, YTO OCOGCHHOCTH NOBEACHHUS B TOY-
HOCTH IepenarTcs OT popuTeNell NIOTOMKaM. 3TOT BHIBOJI, B CYLLIHOCTH, CO-
CTaBIsieT OCHOBAHHE FeHeTUKM rnopeneHus. OJJHaKO KakK CaMOCTOSATENbHBIN
pa3pen HayKu OHa BO3HHMKJIa TONBKO nocne Toro, kak T.I'. Mopran B 20-30-¢
roasl cHOpMYNHpPOBall OCHOBHBIE TMONOXKEHHS XPOMOCOMHON TEOPUH Ha-
CIEeACTBREHHOCTH U MOHSITHE I'eHa MPOYHO BOLLIO B GHONMOTHYECKYIO HayKy.

Torna e MPOM30LIIO U NEepBOe CTONKHOBeHHE TCHETHKOB U (PH3UONO-
rOB. M3y4aBLUMX MOBEAcHHe XUBOTHBIX. Pycckuii ¢usuonor W.IL. Ilasnos
BBICTYITUIT HA MexXnyHapogHOM (PU3HONIOTHYECKOM KOHIPECCE M paccKasal,
41O 6ynTo OBl €0 COTPYAHUKY YAANOCh B IKCIEPUMEHTAX Ha MbIIIax Npeot-
pa30BaTh YCAOBHBIH pedyieke B 6e3yCTOBHEINA. Y NepBOro NOKOIEHHST Mbl-
Iled, ¢ KOTOPBIMA OH paboTal, yCIOBHBIN pediekc BelpabaThIBalcs Men-
JIeHHO, Y MX MIOTOMCTBa GbicTpee. y CIENYIOILEro NOKOJNEHHs — elle OblcTpee
U Tak Qajiee. MOKa B KOHIIE KOHIIOB YCIOBHBIN pe)lIEeKC HE MpEBpaTHICH B
Gesycnornblil. [loknan Ilasnosa cnyman MopraH, B OH, eCTECTBEHHO, YCOM-
HUJICS B JOCTOBEPHOCTH NPEACTABICHHBIX ABTOPOM JaHHbIX. TOCKOJIBKY OHH
NPOTHBOPEYUIH OMHOMY K3 OCHOBHBIX MOJIOXKEHUA '€HETHKH, JJOKa3aBLICH,
YTO HaCIEIOBaHNE MPHOOPETEHHBIX MPH3HAKOB HEBO3MOXXHO. OH cooGumn
06 3TOM IpyroMy pycckomy ydeHoMy H.K. KonbloBy, ¥ TOT Npegnonoxmn,
YTO CKOpEe BCETO HE MBILIM YYUIKCH Jy4lllie, a coTpyaHuK [laBnopa TpeHu-
poBalncs 110 X0y MPOBENEHHUs IKCIEPAMEHTA, MOKa HE YCOBEPILIEHCTBOBAJICH
HACTONBKO, YTO MOI OY€Hb OBICTPO 00Yy4aTh XKHBOTHBIX HY>KHOMY HAaBbIKY.
Tak ono u oka3anocs, u N.I1. [1aBnop yBonnn He3apa4nHBoOro yueHoro.

H.K. Konbuoe He cnyyaiiHO 3auHTepecoBajics paboTaMu laGopaTOpuH
H.II. I1aBnosa. [leno B TOM, YTO B €ro HHCTHTYTE M3y4aJlMCh FeHETHYECKHE
OCHOBBI TICHXUYECKHX OcOOEHHOCTeH Kpbic. OHUM U3 IMaBHbIX PE3yNbTaTOB
HccnenoBaHust ObIIO TO, YTO B Ipefenax OIHOTO M TOTo >Ke BHjIa pa3Hble
ocobn OOHapy>KMBaKOT pa3Hble cnocoOHocTh. OTcropa BO3HHKINA 3ajaya
MOABEPTHYTh NCHXMNYECKHE CMOCOOHOCTH TeHETHYECKOMY aHanu3y., Bbllc-
JIATEL CPeAM KpBIC pasiHyHble HacleCTBEHHbIE TUIIB] MICHXMYECKHX CrOCO6-
HOCTEM, OYHCTHTD UX IIyTeM OTGOpa B TEUYECHHE PAfa MNOKONCHHUIH U ITepeiTH
K YCTaHOBJICHHIO MEHleJIEBCKAX 3aKOHOB HacnenopaHus. Ileproe cucrema-
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THYECKOE NCCIICNOBAHNE B 3TOM HamnpasleHnu ORINO BbIMONHEHO B 1913 r.
A. IU/IepKCOM (Jerks), KoTOprlii onMcan HacnefpoBaHHE KOMILIEKca 31100HO-
CTH, MYTTIHBOCTH M IMKOCTH Y KPHIC, a B 1916 r. Barr (Bagg) npennpussin no-
NBITKY BBISICHUTH XapaKTEP HacleAOBaHHs CIOCOOHOCTH K OOYUCHUIO B Na-
OHpMHTE Y NATH THHMH MbILIEH 1 X NOTOMKOB. HecMoTpst Ha Gonblyro Ba-
pHabENBHOCTD 110 CMOCOOHOCTH K OOYUYEHHIO OLINH YCTAHOBIIEHB] JOCTOBEP-
Hble MEXJMHEHHRKIE pa3fIyus 110 3TOMYy npusHaky. B paneHeiineM okasa-
JIOCh, UTO M pa3Hble MOPObI KpbIC 00Yy4arOTCsl C Pa3NnHYHOH CKOPOCThLIO,
ObLI OOHapy»KeH NONXMOp@U3M MO NMPU3HaKy OBICTPOro U MENJIEHHOTO 00y-
YeHUs B TaOMPUHTE B MOMYIANNH T1aOOPaTOPHBIX XXMBOTHBIX.

Poccuitckuit ncuxonor B.H. [Ipy>xunuH, onupasick Ha pe3ynbTaThl MC-
CIenoBaHus ONHO- M pa3HosiiileBbIX ONU3HENOB, MOKa3al, YTO YPOBEHb
o011ero HHTENNEKTa 3aBUCUT B OONbLIEH MEpe OT Fr€EHOTHNA, YeM OT cpe-
Jbl U T€HHO-CPENOBOro B3auMopeiicTBus. Tak. Koppensauus ypoBHEN HH-
TENEKTOB OHOANLEBBIX ONH3HeOB KoJebneTtcst ot 0.7 go 0,95 B 3aBuHCH-
MOCTH OT METOJINKH, MECTa ITPOBEICHMSA MCCIEeIOBaHus U T.71. B TO ke Bpe-
M CTHIIb CEMEHHOIO BOCMUTAHHS, SMOLMOHANBHOM NOAAEPKKH. KOHTPOIS
3a NOBEJIEHUEM BIIMSIET Ha ypOBEHL U CTPYKTYpY 0011ero uHtennekra. Ha-
ubonee GnaronpuATHLI I8 €ro pasBHTHA U NPOSBICHIS 3MOIHOHANbHAs
MOAJIEPXKa B COYETAHNM C YMEPEHHBIM KOHTPOJEM 3a ITOBENECHUEM € TEN
1 3a60T0i 0 peGeHKe. B Tex ceMbsiX, e OCyUleCTBISIETCHA XECTKNH KOHT-
POJIb B cOYETAaHUN C MpeHeOpesKeHHEM NoTpeGHOCTIMH pebeHKa 1 OTCyT-
CTBHEM 3MOIHOHAJIBHOH MoAfepKKH HabnofaeTcs 3afep>KKa MHTENNEK-
TYalbHOTO pa3sBHTHSA AeTeH.

Hcropuuecky CI0XHUIOCH TpH ITTABHBIX MOAXOAA B U3YUECHNH M€HETHKH
MOBENCHMSI.

Ileprblil 3aKNKOYAETCS B ONPEAEICHIH IOBEACHYECKUX pas3niyiiil Mex-
AY Pa3NUYHBLIME TMHUAMHE TOTO K€ CAMOTO BHIIa UIIH MEXY TECHO POJICTBECH-
HLIMK BHOaMH. Tak. Oblny OOHapy»KEHBI BbIpaXXE€HHblE HHOMBHAYANBHBIC
pa3nnyus B o6yueHHM n36eraHiio YIapoB 3JEKTPUUYECKUM TOKOM B F€TEpo-
r€HHOM nonynsiuyH Meimed Swiss-Webster. CpasBHeHHE HHAMBUILYaTbHBIX
KPHBBIX OOy4eHNsI MOKA3bIBaCT, YTO KaXKAbIi HHONBUYYM IMeeT CBOH onpe-
OENEHHbIH YPOBEHD BLINONHEHHS 3ajiaqyll. B npoiienuux MHOPHAUHT THHUASX
3TH Pa3nuyusl CriaXXHBaKOTCS, HO MOSABISIOTCS 3HAUHTENbHbIC MEXIHEH-
Hble pa3nnyus (puc. 6.1). Mpin nunnit C57BL u C3H npeprnounraroT nuth
BONY € foGaBleHHEM CMIUPTa, B TO BpeMsi Kak Mbiun nuHuil BALB/c u A/3
AEMOHCTPHUPYEOT OTBpalleHre K cupTy. Belno oOHapy»KeHo Tak¥Ke. YTO He-
KOTOpbIC JIETH UMEIOT HAKJIOHHOCTD K YIOTpeONEeHHIO CHpTa, MO-BUIUMO-
MY, FEHETHYECKH IETEPMHUHUPOBAHHYIO.

O6 3TOM CBHAETENBCTRYIOT, B HaCTHOCTH, UCC/ICIOBAHUS Ha GNU3Henax,
KOTOpBIE MOKa3any, YTO pa3Nuyusa MeXNy WHAUBAAYaIbHBIMY reHOTHUNaMH
BHOCAT ONpeQe/ICHHBIH BKNaJl B BapHaOelIbHOCTD [10 HEKOTOPBIM XapaKTepH-
CTHKaM NOTpeONeHHsl alKorols: MONHOE BO3[epXKaHHe, ynoTpeGleHue B
6onpuiux KonuyecTBax M ¢ Oonblueil yactoroli. BapuabeibHOCTL nogBep-
SKEHHOCTH aIKOroNH3My Kak GONe3HH BO MHOIOM ONPENENSETCs re HeTHue-
ckMMH (pakTOpamu. Ponb HacnencTBEHHOro NpenpacrnonoXeHHsl B BO3HUK-
HOBCHHH alKOTONM3Ma NOATBepK/JaeTcs: 1) NOBBILIEHUEM BEPOSITHOCTH BO3-
HUKHOBEHNSI alKOroNnHM3Ma y JIMI C HaclE€ACTBEHHbIM MPEApPaciiONOXEHHEM
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Puc. 6.1. O6yueHne n3zberaHuio B reTeporeHHoll momynsiuun Mblutel (A), B NUHAAX
Swiss (5), DBA/2] (B) u CBA(I). ITo Bovet et al., 1969. Kaxnasi KpuBasi npeicTaBnsi-
€T coB6oil NMOBECHNE OTAENLHOM MBILIY B TedeHHe 5 onbiTos M3beranus u3 100 npo6

KaXKJbIi.

HE3aBHCHMO OT YCNIOBHH BOCHHTaHMUSA, 2) OTCYTCTBHEM pa3iMuMi B 1acTOTE
AJMKOroNn3Ma y nonycutcoB, IMEHOIIMX OHONOrMueCcKoro pognuTens, 60NbHO-
ro anKoroiau3MoOM, HE3aBHUCHUMO OT HalN4YHsi alnKOIroJIM3Ma y BOCHMTATENs.
3) mocToBepHO GomnblICH KOPPeNsIei YaCTOThl Pa3BMTHsSI alKOrONH3Ma C
XapaKTEpPOM HacCNeACTBEHHOrO NMPeNpacioiOXeHHs, YeM € XapaKTepoM BOC-
NMHTAHUSA.

KpeIch! nHHAH DPUKCOHA, pa3NMuYyaBIIKECS MO BICOKON U HU3KOU CTerne-
HU AJIKOTOJILHOTO NPEANOYTEHHs!, NOOBEPranuck MHOTOYMCIIEHHBIM HCCIe-
OOBaHUSIM JINIsl BBISCHEHHMS (DH3UONOIUYECKUX MEXKIHHEAHBIX pa3Muyuii.
OuH He OOHapy:XMIH pa3zU4Mil MO CYyTOYHOMY PHTMY alKOIOIBLHOrO MO-
TpeGneHus, HO B KPOBH Y KPbIC THHHUK C BEICOKHM aJIKOTOJIBHBIM MPEnnoy-
TEHHEM Habnrofanucek fosnee BbICOKHE, SBHO TOKCHYECKHE YPOBHH aNlKOro-
ns1. CKOpOCTB yaneHHs alnkorolisi 13 KpOBH M0CIIe BBEECHHS! HEKOTOPOIl ero
1036l Obina CXOMHOI1 y 06€UX JINHMI, 4 YPOBEHbL CONEPKAaHHs alleTaNbAeruna
ObLN BBILLIE Y TMHHM C HU3KHM ripepnourenueM. OTHOLIEHAe ypoBHei OeTa-
THJIPOKCHOyTHpaTa ¥ aleToaleTaTa B I€YEHH OBIIO OOCTOBEPHO BhIIIE BO
BpeMsl alKOrOIBHOrO MeTabO0JIM3Ma y KPBIC JIMHHH C BbICOKMM AJlKOIOlb-
HBIM OpeAnoYTEHHEM. DTO YKa3bIBa€T HA PA3NH4YHs B COCTOSIHUUM BHYTPUMU-
TOXOHAPUANILHON PENIOKC-LIENHN KIETOK NEYEHH BO BpeMsl MeTabonu3Ma al-
korons. TakuM 06pa3om, CyLIECTBYIOT HEKOTOPBIE MEKITUHEHHbIE Pa3IHYHs
AN anboerngHoro MeTabonu3Ma 1 BO3MOXKHO, 4TO Gonee MenlieHHoe ynale-
HHE aNbACruioB MOIJIO ObITh MPHUYMHON BIUSHUSA albAeTHIOB Ha LIEHTPalb-
HYHO HEPBHYIO CHCTEMY. ITO, BEPOATHO, H OrpaHHYHBANO noTpebneHue an-
KOroJisl y TUHHH KPbIC C HU3KUM €ro npeanoytreHueM. bbuii o6Hapy»KeHbl
TaKXe HEKOTOPBIE HENUPOXMMHYECKME pPa3NHYMs MEXAY NHHHSMHU KpPBIC
OpPHKCOHa. CENCKTHPOBAHHBIX Ha HH3KOE U BbICOKOE aNKOTONLHOE NoTpe6-
Jienne. Oka3zanock, UTo 6onee BLICOKNE KOHIEHTPAUNH 5-THIPOKCHTPUIITA-
MHHA M 5-THAPOKCHUHONHIYKCYcHOl kuenoTh! (5-THUYK) B MO3ry npucyim
KpbICaM € BBICOKMM ankKoronbHeiM noTtpebneHdeM. Pasnuums B ypoeHe
5-TUYK yeemumuupanucs rpu 6noknposanun ynanenus 5-THYK npoGenum-
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oM. Bbina ycTaHORBNEHa elle OfHa HEHPOXUMUYECKasi OCOOEHHOCTD: YBEIH-
YyeHHe YHClla HOHOB KaJlUs MOCNE 3NEKTPHYECKOH CTUMYJISILIMN CPE30B KOPHI
Oonbllux MonyIlapuil YrHeTalIoCch HIpH NOTPeONIEHNH anKoronsi KpbicaMu ¢
HU3KHM €O NpeldNnoOYTEHHEM.

leHeTHuecKH feTepMHHHpOBaHHaAs W3MEHYHBOCTh MOBEREHHUA OTpaXa-
€T COOTBETCTBYIOILIYIO H3MEHYHBOCTh Kak MOP(OJIOrHYECKHX, TaK H MOJIE-
KYJISIPHBIX MPH3HAKOB HEPBHOH cuCTeMbI. Tak, ObINM 3aperncTpupOBaHbI
pa3nuyus B reHeTHYeCcKO! H3MEHYMBOCTH YHCa HERPOHOB regio inferior am-
MOHOBa pora u 3y6uartoil dacly runnokamiia Mexxay HHOpenHbIMA THHUS-
MH Mblleit. OCHapyXUITHCh SHAYNTENBHBIE pa3lIHyKsi B aHaNH3HPYEMbIX
npu3Hakax — o0beMax CTPYKTYp. BEIYHCIEHHBIX MO CTaHOApTHLIM MOpdo-
METPUYECKHM METONMKaM; 85% o0iieil n”SMEHUNBOCTH YHCNa KJIETOK 3y0ua-
Tol hacly ONMpeRemsitoTcs affuTHBHbIMY (pakTopamu. PasMephbl nuollanu
pas3UyHBIX YacTell runnokamna, Kak y»Ke YOMHHaJOCh, TECHO CBSI3aHHOIO
C OCYILIECTBJIEHNEM NMOBEJEHYECKUX aKTOB, (stratum pyramidale, regio inferi-
or, 30H MPOEKIMIT MIINCTHIX BOJOKOH Ha 0asanbHbIX AEHAPHUTAX NUpaMUA-
HbIX KJeToK nnonst CA4, 30HbI OKOHYaHHI BOJTOKOH U3 9HTOPHHANbHOIT 30HBI
Ha amnyMKanbHbIX NEHAPHTaX) ONpefeIsiioTCs NOMUIEHHBIMH CHCTEMaMH. T.€.
TpeOYyIOT BKITIOYEHHS LIEJIOrO Kackana FeHOB.

HHTepecHbl faHHbIE O MEXIMHEMHBIX Pa3fM4UsiX B KONUYECTBE HEPB-
HbIX KJ1eTOK 3yGuaToit ¢hacuun runnokammna. Tak, Mbln nuann C58/J obna-
IaroT HAanOOJNBIIINM YUCIOM KJIETOK, a Mblly nuHun LG/J — HauMeHbILINM.,
T'eHeTrueckuil aHanu3 (NOMyUeHHUE PELMMPOKHBIX THOPULOB MEXAY ITHMU
JTHHUAMM U 3TUX JUHHUI ¢ APYrUMU, OPOMEXKYTOYHBIMH N0 3HaUEHHIO H3yda-
€MOro MpH3HaKa) MoKasajl. YTO KONHYECTBO HEPOHOB rPaHyIAPHOro CIOs
3yOuaToit daciun onpenensieTcsl ayTOCOMHBIMU TEHAMH C anIUTHBHBIM 3(-
¢exToM. T'eHeTHYECKH AeTEpMUHHPOBAHHBIE BapHaliil B pasMepax 1 KOJH-
YECTBE HEPBHBIX 3JIEMEHTOB FHNMNOKaMNa KOPPENHPYIOT ¢ OCOOEHHOCTSIMHI
BhIpaOOTKM Y MbIIIEl peakuud naccuBHoro n3beranust. OHa 3aKI104aeTcs B
TOM, YTO JXHBOTHOE, CTPEMSCh M30EXAaTh yhapa JINEKTPHYECKMM TOKOM,
oTbIcKMBaeT Oe3omacHoe MecTo (OOBIYHO NONOYKa Ha CTEHKE IKCIIEPHMEH-
TaNbHOM KaMephl UITH CIELHanbHO CMOHTHpPOBaHHas niuaTgopma). [TosTop-
HblE YAapbl TOKa (POPMUPYIOT peakIHIo H30eranus. TecTHpOBaHNe MPOYHO-
CTH BbIpaOOTaHHOIO HaBbIKa BBIPaXkaeTCs B OLIEHKE BPEMEHH, B TEUEHUE KO-
TOPOro XHBOTHOE OCTAeTCst B Oe3omacHom Mecte. OnbITHI ¢ rpynnoi Mbl-
mel-rudpunioB F, ot ckpeliuBaHusi ocobeit ABYX NHOPENHbIX MUHUM, pa3mu-
YAOLIMXCS O pasMepaM THNnokaMnia, OOHapyKWIH 3HaYUTENbHbIE BapHa-
LMY B UX CIOCOGHOCTH K o0y4eHHIO peakuuu u3beranust. [Tocnepyroliee on-
penelieHne pa3MepoB IMIMOKaMIIa MoKasano, YTo Bapualyy B o0y4aeMOCTH
LOOCTOBEPHO KOPPENHPYIOT ¢ M3MEHYHBOCTBIO MacChl 3TOM CTPYKTYPBI: YEM
Oonellle pasMep runmnoKamna. TeM JIyylle 3aKpervisieTcst NpHOOpETeHHBIN
HaBbIK. [TormydeHHBbIe JaHHbIE NONTBEPXKAAIOT T'MIOTE3Y O BaXXHOH poNHn
runnoKamria B OfpefeJeHUH CTeNeHH HOBH3HbI 00CTaHOBKY M B (pOpMUpPOBa-
HUM MM CHTHAJIOR K Hayally feHCTBuSI.

Yucno podaMiuH3Iprmyeckux HefpOHOB B YepHOIt cyOCTaHIMM U B CTPH-
aTyM y Mblieill, FOMOSHIOTHBIX MO HEBPONOTHYECKOH MyTanuu wv, mocTo-
BEPHO HIXKE, 4eM y PEeHOTHIHYECKH OIM3KUX K HOpME reTepo3UrotT Wv/+ i
y HOpMasnbHbIX MbIluell. I'pyOble HapylIeHNs RBUraTeNsHOM cephl U MOBE-
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OEHMSA Y 3THX MBIIIEH MOTYT IMETh OCHOBAHHEM He TOJBKO HapylUeHHsl B TH-
CTOreHe3e MO3XEeUKa, HO M aHOMallui HUTpocTpruanbHoro kommiekca. [Toc-
Jie UMIIaHTauuy B oOnacth OasanbHbIX TaHrjneB IMOpHOHANBLHON TKaHU
yepHOoH cyOcTaHINH, B3STOH OT JOHOPOB € HOPMAILHBIM FEHOTHITIOM HEBPO-
JIOrMYeCKHe CUMIITOMbI MyTalMHM 4acCTHYHO KOMITEHCHPYIOTCSI.

Okazanock, YTO MEXJIMHEHHbIE pa3fTuyus B YpPOBHE aKTHBHOCTH THPO-
SHHIHAPOKCHIIA3bl — KII0YeBOro pepMeHTa CHHTE3a KATEXONAMHHOB Y MbI-
weit munnit CBA/J 1 BALB/cJ koppenupyroT ¢ pa3sHbIM 4nucioM foaMHH3P-
THYECKMX HEHPOHOB YepHOM cyOCTaHIMN CPEIHErC MO3ra, a TAKXKE C PSIOM
noKasaTeJel MOBeNEeHNs U COCOOHOCTBIO K 00yueHuio. C nmoMoupo Mop-
¢omeTpuuecknx MeTonoB Oblo o0HapyXeHo, uto y muuHnd CBA B obnacti
CTBONA Takux HeiipoHoB Ha 50% MeHbIue, yeM y C57BL. B To Xe BpeMsi KO-~
JNH4yecTBO pepMEHTA, NPUXOMSIIEECS Ha ONHH HEHPOH, ObIIO OMMHAKOBBIM Y
obeux aunnii. UHTEpEeCcHO, YTO MeHbLIEE YNCI0 HOaMUH3IPTHYECKUX Hel~
poHoB y MBOTHbIX ;mmHuM CBA koppennpoBano ¢ MEHbUINM OGBHEMOM
CTPYKTYp CTpHaTyM o cpaBHeHHIO ¢ quHuell CS7BL, yTo npn Hen3MeHHOT
IUIOTHOCTH HEPBHBIX 3JIEMEHTOB SIBISETCS KOCBEHHBIM CBHIETENLCTBOM
MeHBUIEro uycna HEHPOHOB 3ToM CTPYKTypbl. HeaBHO BhIsIBNEH reHeTHve-
CKuii KOHTPONb Yrcla fodaMUHOBBIX peienTopoB D, B XBOCTaTOM Sifpe Mbl-
11 B KOppeJsiliMN € pasHOH peaKTHBHOCTHIO K (papMaKOJIOrMYeCKHM areH-
Tam. OOHapy>XeHHbIE MeX/IUHEHHbIE pasfuyuus B uyucie AodamMuHIprude-
CKHX HEHpOHOB 3aXBaThIBAIOT BCE 3TY MENHATOPHYIO CHCTEMY, MOCKONbKY
aHaNOrMyHble pa3nnyusi ObITH HalileHbl TaKKe B MPeonTUYecKol obnacTv u
Memmnoba3anbHOM, MEMalbHOM M Aop3alIbHOM runoTtanamyce. B To xke Bpe-
MsI YHCIIEHHOCTh HOpapeHIpruyecknx HelipoHoB locus coeruleus y nmHuit
CBA u BALB He pasnmuanack. [lpu cpaBHeHum Apyro#f napbl JUHHE ~
CS57BL/6)J u BALB/c — o6HapyxeHo, uto y BALB Ha 38% Memnblile KeTOK
locus coeruleus, cogepKanmx KatexonaMuHbl. Y mblieii muaun CS7BL BbI-
SIBIEHO OONblliee YHCIO HOpajpEeHIPrHYecKUXx OKOHYaHWil B HOBOW KoOpe,
THUNMOKaMre U Kope Mo3xeuka. Y mbnueil munuit C57BL/6) n CS7BL/2],
pasnUYaroLXCcs N0 CnocobHOCTH K OOYYEHHMIO M NOBEREHHUIO B OTKPBITOM
nosne 6binn oOHapy»XeHbl pa3nuunsi B 20-32% B NIIOTHOCTH alle THIIXOIMHIP-
THYECKHUX HellpPOHOB psifa CTPYKTYP MEpENHEro Mo3ra. Y KpbIC ¢ reHeTude-
CKH [IETepMHHUPOBAHHON IMIepTEH3MEll MOBBIIIEHO 1O CPABHEHHIO C HOP-
MaJIbHLIMK XXMBOTHBIMH 4HCIIO afipeHepruyecKix Heliponos. CnegoBaTtenb-
HO, B JaHHOM Cly4ae H3MEHEHHST YPOBHS aKTHBHOCTH (pepMeHTa, OTPaXKaro-
LI[1eCsT Ha MOBEREHNH XXUBOTHOIO, ObITH CBS3aHbI HE ¢ MyTallHeil COOTBETCT-
BYIOILET'O CTPYKTYPHOIO WM PEry/siTOPHOrC FeHa M MONEKYJISIPHBIMU H3Me-
HEHMSIMH B OIpefieJIEHHOM JaHHOM Habope HEPBHBIX KJIETOK, HO C CHCTEMOI
TeHOB, KOHTPONNPYIOLMX KOJIMYECTBO KJIETOK. XapaKTepU3yIOUMXCsi HMEH-
HO 3TOH 3prHYHOCTLIO NpH B OOIIEM HEM3MEHHOM YPOBHE aKTHBHOCTH (hep-
MeHTa B KaXkpo kinetke. bakep (Baker) npennonoxun, 4To Bapuauiu B KO-
JINYeCTBe HEHPOHOB OMpPENENCHHOro HEMpOXMMUYECKOro Kiacca ecTh 00-
LUl MEXaHU3M, JIEXKAIHil B OCHOBE reHETUYECKUX pa3Nuyvil B COep>XaHuu
MenuaTopoB. Mbl HMeeM, clenoBaTelIbHO, NPHMEP MHOrOYPOBHEBOMH reHe-
THYECKOH peryJiaumn, o KOTOpO#l y3Ke YIIOMUHAJIOCh.

OTO NMORTBEPXKAAETCS W NAHHBIMUH O MEXIUHENHBIX PA3NUUMAX B CO-
OepXKaHUHU pa3TU4YHbIX MEAMATOPHbIX peuenTopoB. Tak, y ClIOHTaHHO-CHa-
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CTAYHBIX MbIulel (pereccuBHasi MyTauust B 3-f XxpoMocome, Befywias K
3-# Heflene »XW3HH K pa3BHTHIO TPEMOpA H rvnepBo30yauMocTH) oOHapy-
XEHO CHMXKEHHE KOHLEHTPAIUH MECT CBSI3bIBAHUSI CTPUXHMHA (TJHLHMHO~
BBIX pPEUENTOPOB) BO BCEX pailoHax Mo3ra Ha 20-30%. CxopHble NOBENEH-
yecKue OTKJIOHEHHs] HaONMIOAaroTcd NMpH BBEAEHUM CyOCYNOPOXKHBIX 03
CTPUXHMHA (aHTAaroHNWCTa IVIHMIMHA) HOpMAJbHBLIM XXHBOTHBIM. BMmecte ¢
TeM Jpyrue napaMeTpbl TTHUMHOBBIX PEeHENTOPOB y CMacTUYECKHUX MbI-
el He OTIMYanich OT KOoHTpons. CrnefoBaTenbHO, CTPYKTYPHbIE T€HbI
cyObeiMHUL] pelienTopa He U3MEHEHb], U MyTanus 3aTparuBa€T reH-pery-
JATOP 3KCNPECCHH CTPYKTYPHBIX TeHOB penentopa. Crnegyer OTMETUTE,
4T0 BOOOILE BO MHOTHX [APYIHX CIy4asix MEXJIHHEHHbIE pasluyns B KOH-
LEHTpaUuH HEHPOHANTLHBIX PELENTOPOB ABISIOTCS BTOPUYHBIMH 1O OTHO-
IIEHHIO K HHBIM Helpoxumu4ueckuMm nedekTam.

ITopo6GHOro pona MeXITHYHOCTHBIE pas3siiyms MOrYT XapaKTepu3oBaTh-
cs1 M pernoHansHOM cnenudgunyHocThO. Hanpumep, nunum kpebic Fischer 344
u Buffalo pa3npn4aroTcst o psify OTBETHLIX MOBENEHYECKUX PEaKUUil U B Ya-
CTHOCTH IIO peaKilusiM, CBA3aHHBIM €O cTpeccoM. ITpu 3TOM y Kpbic THHUH
Buffalo konuenTpauysi anbga-1- u anbda-2-agpeHOPENENTOPOB B NMPOJON-
roBaToM Mo3re B 3 pasa BbllE. OOHapy>KeHb! TakXe MEXJIHHElHble pa3nu-
YHsi B KOHLEHTpauuH nocaMiHOBBIX peLenrTopoB. OfHaKo fanbHeNEE H3y-
yeHHe OOEnX JTMHHIA MO3BONUIIO YCTaHOBHTD, YTO y Kpbic nuHun Buffalo ak-
THBHOCTh (peHmn3TaHonaMuH-N-MeTunTpancdgepasbl — pepMeHTa, NpeBpa-
H[AIOLEro HOpafpeHalUH B afpeHaliH, B MPOAOIIroBaTOM MoO3re B 5 pas
MeHBIIIe, YeM y KpbIC MuHuH Fischer 344. B To e BpeMst B KOpe I'OJIOBHOTO
MO3ra, ri¢ faHHblil (hepMeHT, a 3HaYUT, U agPEHaNNH HE BbISIBICHBI, COlEp-
3KaHWe anb(a-aJpeHOPELENTOPOB Y KPbIC O0ENX THHUIH HE pa3inyanoch.

Bapuauyu B QyHKLHOHHPOBAHNUHN F€HOB, KOHTPOIUPYIOLHX (pOPMHPO-
BaHHE HeHpaNbHBIX SNEP B ONPENENEHHON IPrUYHOCTH, MOrYT NEXaTh B OC-
HOBE pa3BUTH HEKOTOPbIX 3a0oeBaHMtil, CyILIECTBEHHO HapyLUaroLMX M0-
BefleHuUecKre peakuyu. Tak, npu 6one3nn [TapkuHcoHa, MPOSIBIAOLIENCS B
OpOXKaHWH (TpeMope) KOHEUHOCTEH M OCHIOXHSIIOLIEH TeM CaMbIM KU3Hb
nanyenTa, pe3ko MagaeT cofepXKaHue fodamuHa B Oa3anbHbIX TaHTTHIX
Mo3ra. BelsiBleHe reHeTHYECKU JETEPMMHAPOBAHHBIX PA3NHIUi B YUCHe
pothaMUHIPruuecKnx HellpOHOB HUFPOCTpHATalbHOH CUCTEMBI MPUBETO K
MPERNOIOKECHUIO, YTO NAPKHHCOHH3M SIBJISIETCSI CTIECTBUEM JeuLUTa 10-
¢amuna, oOyCnOBIEHHOTO HEAOCTAaTOYHOCTHIO B KOJNMYECTBE HEHPOHOB,
CHHTE3MPYIOLMX 3TOT MeguaTop. IHbIMU Cl1OBaMH, NPOSIBICHUE Hapylle-
HU#l B gBUraTenbHOM cepe UMeeT MECTO B JaHHOM CIIyuae TOr7ia. KOrja
yucno godaMHHIPIHYECKUX HEMPOHOB Iea€TCs HIDKE HEKOTOPOH KpHTH-
YECKON BEITUYHHBI.

BuyTpu uHmit HaONIONAETCs TOBEAEHYECKAs! OfIHOPONHOCTD, YTO CIIEMY-
€T U3 aHanM3a noBefeHNst (akTHBHOE n3beranune) ABYX MHOpEOHBLIX JTHHHI
MBbILUEH, UCMIBITAHHBIX B YEJTHOUHOI KaMepe, I7ie XKMBOTHOE JIOMKHO 3abe-
raTh U3 OTHOrO OTAENEHHS! KNETKN C ABOHHBIM C€TYaThIM IHOM B APYroe Amnst
TOro, yToObl u30eKaTh ymapa TOKOM MpH NMPeqbsBIEHNH CBETOBOTO HIH
3ByKOBOIO pa3sjpaxurensi. B To Xe BpeMsi reHeTHYECKME pa3ITHyusi, MPUCY-
IHe OTAENbHBIM HHOPEIHBIM TUHUSAM MbIIUCH, POSIBNAIOTCS B YETKUX IMOBE-
OEHYECKUX PasiMuMsX [0 YPOBHIO u3beraumsi (CM. puc. 6.1). [1pn cpapHeHun
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OOLHMX YPOBHEN MOBEJEHUSA y OEBSTH JIHHUI MbIlU€H BUOHO, YTO 3 JMHMUM
NPOSIBUIIM HW3KHMH ypoBeHb m3berannsi (C57BL/6J, C3H/Hel, CBA), nBe
(DBA/2J, C57BR/cdl) nocturnu oveHb BHICOKOrO YpOBHS H30erauusi, B TO
BPEMSI KaK y OCTanbHbIX JTMHUH ObITH MPOMEXXYTOYHBIE 3HAUEHUS U3yHaeMO-
ro nokasartens. ITH pasnu4us ObIITH TOCTOBEPHO 3HAMHUMbIMHU U IMTPH HCIMOJNb-
30BAHNH 3BYKOBOTO, @ HE CBETOBOT'O YCITOBHOI'O pasfgpakUTENst, XOTS MedK-
JIMHENHBIN pa3Max BapbHPOBAHUS CHU3UICS, NOCKOABLKY NMPHUMCHEHUE TOHA
WIH 3yMMEpa y TPbI3YHOB MOXET SBISATHLCS CaMo MO cebe OTpHIATENbHbIM
6€3yCNOBHBIM pa3fpaXkuTelleM, CHUXKaIOLIMM MPOSIBIICHNE BO3MOKHOIO MO-
BEAECHYECKOro pasHooOpasist.

MexnHHEelHbIC Pa3nyMs. BLISIBJICHHBIE MPH BBHIMOJHEHHH OCHOBHOTO
3a/laHus, COXpaHsIMUCh U B Ooree CNOXKHOH CUTyalluu, Korfla TpeboBanach
nepefieNKa YCIOBHOW peaklH B OTBET Ha CBETOBOM CTHMYJI — B PEAKIIHIO HA
3BYKOBOH CTUMYN MIH HaoOopoT. MbIliH, nepBOHavanbHO oOy4YeHHbIE pea-
THpOBAaTh Ha CBETOBOM (MJIN 3BYKOBOIT) YCJOBHbLIHA pa3fipaXKUTENb, B HEMHOY-
HOM KaMepe oOHapy»XMBallH OueHb HU3KHI ypOBEHb n30eranusi Mpy rnpume-
HEHMM 3BYKOBOrO (MJIM CBETOBOrC) pasfipaxkutens. Hanporus, BbicOkue
YPOBHHU NEpPENeNKH MOBEAEHMsT HaOnofamiuch B Te€X Cly4asiX, KOrfga MbILIH
TIpENBapUTENBHO MOABEPranych HeOONBbIIMM CEpHSIM HCHbITAHMI, B KOTO-
PBIX NPUMEHAICA CJIOXKHBIH YCJIOBHBII Pa3fpaXXHUTENb, COCTABIECHHBIN U3
KOMOHMHAIMH M3BECTHBIX U HOBOrO CTHMYJIOB, WM KOrAa NPHMEHSITHCh CTH-
MYJIbI C OTHOW U TOM K€ YaCTOTON MOBTOPEHMS (BCMBIIIKY CBETA WK MY/b-
cauust 38yka). Mcnonb3yst 3Ty 3KCNepUMEHTANBHYIO MOZIEb, YAATOCh MOKa-
3aTh, YTO paHee OOHapY>XEHHBlE MEXJIMHEHHBIE pa3NH4YHs MPOSBIAIUCE U
371€Ch, a CTENCHb NEPEAENKH YCIOBHOrO pedrekca, He 3aBUCSIIAst OT YPOBHS
TPEHHPOBKH. ONpefeNaiach reHeTHYECKUMH OCOOEHHOCTAMHI KaxKOH H3y-
YEHHOW JIMHNH.

Y Mblillel pa3NUYHbIX TUHWI OTMEYEH BbIpaXKeHHLIH NonuMopdu3M no
CTEMNEHN arpecCHBHOCTH Ha HACEKOMbIX. BbISIBIICHBI CyIIECTBEHHbIC MEXKIIH-
HEMHbIE pasNUyHst KaK O NpOLEHTY MBILIEH, Hanajalomix Ha capaHyy, TaK
U MO JTaTEHTHOMY BPEMEHH peakuyy. Mexy 3THMH NoKas3aTensiMu oOHapy-
>KEHa OTpHLATENbHAS MEXKITUHEHAsT KOPPEeNALHs, T.€. YeM MEHbLIE TaTCHT-
HOE BpEMST HamafIeHNsT Ha XEPTBY, TeM OOnblile NpOLEHT arpeCCHBHBIX JKH-
BOTHBIX B IMHUHU. TO HEYAUBUTENBHO, MOCKONbKY AaHHbIC BEMHYHMHBI (PYHK-
LIMOHANBHO CBsi3aHbl (HEarpecCHBHBIMU OynyT >KMBOTHbIC C OONbIIMM Na-
TEHTHBIM BpeMeHEM). 3aKOHOMEPHOCTH HaclelOBaHusi arpecChy XUILHUKA Y
MbILIEf! H3y4anlch B T€CTe YOUNHCTBA capaH4YOBBIX C IOMOIUIbIO AUANNENBHO-
ro (Korpa nonapHo CKpeImMBaeTCs Kaxyas JTHHUSI C KasKIOH, 4 3aTeM pe3yNib-
TaThl oOpabaThIBalOTCs CrelUaNbHBIMA MaTeMaTHYECKHMH METONaMH) U
MEHENEBCKOro aHanu3a. [luannenbHbiil aHamu3 ObLT MPOBEJIEH Ha TPEX JTH-
Husx meiteil: BALB/c, DD u C57BL/6 u Bknrouan pogutenbckie JTHHUA U
HX BCEBO3MOXHbIC PELUIPOKHbIC THOPH/IBI IEPBOro NoKoneHus (puc. 6.2).

PesynbraTel aHanusa yKa3slBalOT Ha 3HAYUTENBHBIIH BKIaf crieuugye-
CKOH KOMOMHAI[MOHHOMH CIOCOGHOCTH B FEHOTHIHNYECKOE pa3Hoobpasue Kak
MO BETMYMHE JTATEHTHOrO NEPHUOAA, TaK U MO [0Jl€ arpeCCUBHBIX )KHBOTHBIX.
Brunanb! oOieft koMOMHaMOHHOI clIOCOOHOCTH U PEUUIIPOKHBIX 3(h(DEKTOB
1 pasHooOpasue o faHHbIM [IpU3HaKaM HECYLECTBEHHBI. TO CBHAETENbCT-
BYET O TOM, YTO MpH HACIENOBAHHH ITHX NMPU3HAKOB CYMIECTBEHHYIO POIb
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Puc. 6.2. TeneTuka arpeccHBHOCTH y MbILIEH.

A — MexIMHENHbIE PA3NNYMA B arPECCUBHOCTH XMIIHHKA Y Mblel. CToNOMKH — NpOLEHT ar-
PECCHBHBIX MELIIIEH KaXOM TMHUH, KPYXO4YKH € pa3dbpOcoM — IATEHTHBIN NEPHOJ] peaki|HH Ha-
nanerusi. ITo Huxynuro#, 1981.

B — arpeccMBHOCTL XMILIHMKA Y Mbllieit HHOPegHbIX MuHI 1 ux rubpunos F;. CTon6uku — nons
arpecCUBHBIX MbIEl, KPY>KOYKH ¢ pa3bpocoM ~ naTeHTHLI nepHof nanagenns. Ilo Hukviu-
Hoit, [NTonogow, 1983.

HIrpaloT TONbKO HeagmuTHBHbIE 3(¢ekTH (HOMUHHPOBaHUE M TETEPO3HC).
OTCYTCTBYIOT CLEMNIEHHE C HOIOM U MaTepuHCKHil addekt. MoxHO Takxke
FOBOPHTH O HeGOIBILIOM YHCIIe TEHOB, KOHTPONUPYHOILMX TaHHbIH MPU3HAK.

BhisiBIIEHBl MEXKITHHEHHbIE pa3lInyis B MEXCAaMIIOBOI arpecCHBHOCTH Y
MbIlIel MpU ux colep:kaHNuy B rpymnax no 2-8 caMiioB, 1 HCCJIETOBaHbI MH-
TEpaKTHBHOCTD (MHCIIO Apak U CyMMapHOE BPeMsi fIpaK) U YPOBEHb (MPOLEHT
arpeccuBHBIX XHBOTHbIX) CIIOHTAHHON arpecCHH y MblIIelf ceMi HHOPEMHBIX
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nuHui. OKasanoch, YTO UMEETCsl BbICOKAs NONOXUTENbHAS MEXJIHHEHHAst
KOppeJsiLys MEXIY IBYMsl IOKa3aTENsIMA HHTEHCUBHOII arpeccMBHON peak-
yun. Hanpbicmasi MHTEHCMBHOCTH 3TOM (hOpPMBI TOBEIEHHMS] OTMEYEHA Y MbI-
et muHun CS7BL/6, a Haumenbiiasi —y DBA/1. 3HaunTebHbIE MEXTHHEH-
HblE pa3lNyKs 10 CyMMapHOMY YPOBHIO [IpaK U IO YMCIly Hanmale€Huil CBUfe-
TeNbCTBYIOT O CYI[ECTBEHHOM BKJAf€ F€HOTHNA B (PEHOTHNHYECKOE pa3Ho-
obOpasue no faHHbIM MokasatensM. CyILIeCTBEHHbIH BKJaj reHOTHNa ObLn
roKa3aH TaKKe [I7Is1 ypOBHS CHOHTaHHONR arpeccu, BhIpaXKeHHOT'O Jonelt ar-
PECCHUBHBIX KUBOTHBIX B JINHUK. Y pOBEHb arpecCHBHOCTH HE KOPPEINPOBa
C €€ NHTEHCHBHOCTBIO, OLIEHEHHOI KaK Mo BpeMEHH JIpaK, Tak M 1O YKCIIy Ha-
nageHnii. BeposiTHO, NHTEHCHBHOCTE H YPOBEHb arpecCMBHOCTH XapaKTepH-
3YIOT pa3Hble CTOPOHBI NOBEACHUS 1 PETYIINPYIOTCS pa3mTHYHbIME FEHETHYE-
CKMMH MEXaHH3MaMH, KOTOpbIE PEryJIHpyIOT CO3peBaHNE B OHTOTEHE3E pas-
JIMYHBIX HEHPOHHBIX MOAyJell. YpoBEHb arpeCCUBHOCTH XapaKTEPU3YET HO-
por arpeccHBHOIl peakuyu, “BCNbIIBYHUBOCTL Mbllllell aHHOM JIMHUH, B TO
BpeMsl KaK HHTEHCHBHOCTb — BbIPa*k€HHOCTh YK€ BO3HHKIIIETO arpecCHBHO-
T'O NOBENEHHUSI.

Hnble 3akoHOMepHOCTH OOHapy>KEHBI NpH HaclIEMOBAHUM YPOBHSI CIIOH-
TaHHOH arpecCHBHOCTH, OTpaXkaroLIEro BEJINYHHY MOpOra arpecCcHBHOM pe-
akuuu. I1pu ckpenmBanny Mblieit BbicokoarpeccusHoli nuunn CS7BL/6 ¢
>KMBOTHBIMU HU3KoarpeccuBHOH nuHun BALB/c G110 ycTaHOBNEHO Haclne-
HOOBaHUE BLICOKOTO YPOBHS arpeCCHBHOCTH Y THOpPHU/IOB NEpBOro NOKOJEHHUS.
Y rubpuaos BTOPOro NokoneHust i 6EKKpoccoB (0cobel, MOoNy4€EHHbIX MpH
oOpaTHOM CKpElMBaHNM) Ha HU3KoarpeccuBHoro ponnrensi — BALB/c — ot-
MeyeH Oosiee HU3KUH MPOLEHT arpecCUBHBIX XHBOTHBIX, 4eM y THOpPHAOB
nepBoro nokoneHust. O4eBHHO, CHIXKEHUE YPOBHS aIPECCMBHOCTH VY TE€He-
TUYECKH F'eTEPOreHHbIX THOPHAOB BTOPOro NMOKOJIEHNUsSI 1 GEKKPOCCOB 00Y-
CIIOBNIEHO TEM, YTO BCIEACTBHE paclUellyieHus 110 reHaM, KOHTPONHPYIOLLIEM
NpH3HaK, CPERN MOPUIOB MOSIBUITHUCH XHUBOTHBIE C FTEHETHYECKU JETEPMIHHI-
pOBaHHBIM HU3KHUM YpOBHEM arpecCMBHOCTH. Boofiue ke moMuHUpoBaHne
BBICOKOT'O YPOBHS arpeCCHBHOCTH HE SIBIISIETCS XapaKTEpHOI 0cOOEHHOCTHIO
TONBKO ITHX [IBYX MUHMI. Takol THII TOMUHHpPOBaHNs ObLIT OTMEYEH TaKXkKe
¥ [IpH CKPELMBAHNH JPYIHUX THHUI MBIIIElH.

H3BecTHO, 4TO arpeccHBHOe NOBe[eHHE B NONYJAHU MbILEH urpaeT
CyllecTEEMHYIO POJIb B YCTAHOBJIEUMH HepapXu4eckoi ctpykrypsl [Tokasza-
HO, YTO y Mbllllell arpecCHBHON NTMHUM HepapXU4eCcKHE OTHOLUEHHU (opMu-
PYIOTCSI, B TO BpEMS KaK y KHBOTHBIX HEArpeccBHOI munuy — HeT. OnHako
TIPH C/IMIIKOM BBICOKOH MHTEHCHBHOCTH [IpaK Pe3Ko BO3pacTaeT CMEPTHOCTh
>KMBOTHBIX. B CBsI3M € 3TVM onTHManbHBIM 071 nomyJsiuyy OygeT nofnepa-
HHE MHTEHCHBHOCTH arpeccuy, KOTOpoe cTabUMu3NpyeT 3HaY€HNE NpU3HaKa
B [IOMyJISIMM Ha CPEXHEM YpOBHE, YTO SIBISIETCST ONaronpusiTHBIM JUIST NIOMy-
JISIAY MBbIITIEH.

Crnenyet oTMETHTbD, YTO arpecchst XMILHHKA ¥ MEXKCAMIIOBAsT ArPECCHs
MbIllell KOHTPOJNHPYIOTCS pa3HbIMH FeMeTHYeCKMMHA CHCTEMAaMHM, IO-
CKOJIbKY OTCYTCTBYET KOppeNsuus MeXXIy YHCIOM MbIlIei, Hallagarommx
Ha capaHYOBbIX, U [OJ€l ocoOel, NpOSBISIIOLINX MEXCaMIIOBYIO arpec-
CHIO, a TAKXKE MEXNY BbIPak€HHOCTBIO arpecchy XULIIHUKA U OOLLUM Bpe-
MEHeM INpak. AKTHBHOCTL 3THUX TFE€HETUYECKUX CHCTEM MNPOSBASETCA

155



Yabyuw  Armtma Puc. 6.3. [1posinente naccuBHO-060-

D @ POHMTENBHOW pEeaKLUHU HPH CKPEL-
BAHUM HEMELKHX OBuYapok (AunbMa,

Kapmen, Anura, A3a) ¢ riifiuKuMu

naiikamu (Habyur, Yayp, HaBpkun) u

IPOU3OUIEAIIEE pacUienIeHIe [pu

CKpeuMBaHui ¢ BO36yIuUMOil M He-
Setpren Kapme gy TpycnnBoii cobakoit (Coc).

| I—‘—< >——’ l YepHeIM 00O3HAYEHO HajlM4Ue TPYCOCTH,

WTPUXOM — arpECCUBHOCTD, He 3alUTPHXO-

BAHO OTCYTCTBHE TPYCOCTH M arpecCHBHO-
* ‘ ‘ ‘ l i ‘ I ‘ ‘ cru. [To Kpymunckomy, 1938.

Atuma ‘/ayp
D @ Nno-pasHOMy B TeX HeHpanbHBIX
MOQyNsiX, KOTOpble OTBETCTBEH-
Welwn Lor HBPl 32 COOTBETCTBYIOLIMHA TUI
m l MOBEACHYECKON peaKLiH.

Ilpn HeilpoxMMHYECKOM HC-
CIIEAOBaHUN MBILIEH-aTbOUHOCOB
é é i % % [I_'l é ‘ arpecCHBHON W HearpecCHBHOM
NuHUHA ObLIO YCTAHOBNEHO, YTO Y
O comma [ camey SKMBOTHBIX arpecCUBHOW JUHHH
HabmropaeTcst Gonee BHICOKOE CO-
nepxanue HopajpeHanuHa (HA) B Mo3roBom cTBOJIE U 60JI€€ HU3KUE KOH-
LEHTPALMK 5S-THIPOKCUTPUNTAMIHA B IEPENHEM MO3IE M0 CPABHEHHUIO C XKH-

BOTHBIMH HEArpeCCHBHON JIMHUM.

Poccnrickuii reneTuk J1.B. KpylinHCKuil Haluen, 4To MacCMBHO- U aK-
THBHO-OOOPOHUTENBHBIE PEaKIMU Y cO0aK HACIERYIOTCA He3aBuCHMO. Ecnn
OHH NPOSIBISIFOTCS Y ONHOM M TOH e 0coOH, TO (GOpPMHUPYETCst 371I00HO-TpyC-
nuBoe nosefieHue. I1pyu 3TOM OfIMH U3 KOMIOHEHTOB MOXKET MONABNSATH NPO-
SIBJIEHHE TPYroro, 4To ObLIO MPOJEMOHCTPHPOBAHO C MOMOILLIO THOPHIO10-
CUYECKOro aHanM3a ¢ napannelbHbIM WKCMONb30BaHHEM (apMaKoloruye-
CKHX MPENapaToB. KOTOPLIE N3MEHSIIOT CTENEHb BHIPAXXEHHOCTH OTHENbHBIX
KOMITOHEHTOB OOOpPOHUTENIBHOIO KOMIIEKCA “3100HO-TPYCIHUBBIX” COBAK.
Oxa3anock, YTo NposBlIcHHE 0OOPOHHTENbHBIX PEAKLHI HAXONUTCSA B OOMb-
LIOH 3ABHCHMOCTH OT CTEeIeHH 00meid BO30YIMMOCTH XUBOTHOTO, TAK YTO
reHETUYECKN OOYCIIOBNEHHbIE PEAKLH MOrYT HE MPOSIBUTHLCH B (DEHOTUIE
SKMBOTHOT'O NMpH MaJIOH €ro Bo3dyaumocTn. OqHaKo MOTOMCTBO, MONYYCHHOE
Npy CKPENIMBAHNWH TAKHX XXMBOTHBIX C BO30YIMMBIMH OCOOSIMH, IIPOSIBNISIET
SICHO BbIpaXkeHHoe obopoHuTenkHoe nosepeHue. IloBbilueHHast BO3Oynu-
MOCTb cO0aK HacneayeTcs Kak JOMUHAHTHbBIH UIH HEMOJHOCTHIO TOMHUHAHT-
HbI{ MPHU3HAK. 3aBHCHUMOCTb NPOSIBICHHUS TPYCIUBOrO NOBENEHHS Y cOBaK oT
pa3sHOll cTENEHN BO30YMUMOCTH Obla NOKa3aHa Ha MPUMEpPE CKPELMBaHus!
HEMELKHX OBYapOK € TUNSILKIMH JlaiikaMiu. ManoBo30ynuMbie HETpyCnuBbie
TUISALKHE NalKi CKpeLNBANKCh ¢ BO30YIMMBIMU HETPYCIUBLIMH HEMELKH-
Mn oByapkamu. Bee noToMku 3TOro ckpenuBanusi 061aganu noBbILIEHHOM
BO30YIUMOCTBIO H BBIPaXKEHHOM TpycocThio (puc. 6.3). B 3TOM ckpenmsa-
HUY FeHOTHMHUYECKH MacCHBHO-OOOPOHUTENBHAS 1103 YHACNENOBAHA OT
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TUIISILIKHMX JTA€K, Y KOTOPbIX OHA HE NMPOSIBISNACE H3-32 HEAOCTATOUMHO BBICO-
KON BO3CYAMMOCTH MX HEPBHOI cHCcTeMbl. M3MeRsist cocTosiHMe BO3IOYUMO-
CTH HEPBHOM CUCTEMBI (HaNpUMep, ¢ MOMOLILIO hapMaKOIOrMueCKNX Nnpena-
paToB), MOXKHO H3MCHSTh ¥ BbipakeHNe OOOPOHUTENBHON peaKIHi MOBEIE-
vms. CrepoBaTenlbHO, laHHbM MOBEAEHYECKMil NpHU3Hak (OpMHUpYyeTcsl Ha
OCHOBE B3aHMOJEHCTBUA 1IEJIOro psifa reHOB.

Y cobak OTMEUYEHBI TaKXKE 3HAYNUTENbHBIC MEXKIIOPOAHbIE pa3iInyMsl Mo
HACNENoOBaHMIO peakuuM nas. HauOomblumne pa3/iuyusi BBISBICHBI MEXIY
KOKKep-ClIaHHEISIMH, KOTOpbIE JTaloT O4Y€Hb 4acTo, ¥ Oeficenmxu (adppukan-
CKHME OXOTHH4YbH cO0aKn), KOTopbie nouTH He natoT. 'ubpunbl nepeoro no-
konenust (Fy) no ceoeit peakuyu nast OMU3KM K CIAHWEIsIM. JTO yKasbIBaeT
Ha IOMUHaHTHBIN XapakTep HacneqoBaHus gaHHOro ceolictsa. ITpn aToM xa-
pakTep pacullemieHus ruOpunoB noKasall, YTO HalIEHHBbIC pasnuyust nerde
BCEro BbISCHUTh Ha/IMYHEM OHOrO JOMUHAHTHOrO reHa, oOyCIOBIHBAOLIEC-
ro HU3KWI MOPOK PEAKLHH Jiasi Ha BHEIIHHe pa3fgpaxuTtesnd. OfnHako momu-
MO HacJefOBaHHUs I'€Ha Ha (pOpMHpPOBAaHHE JAaHHOrO MpH3HaKa MOBENEHUs
OKa3bIBaeT, KAK M B NPEABIAVIIEM Clyyae, BIUsHNIE OOMbIIOE KOMHYECTBO
reroB-MofucukaTopoB. MHbIMEI cloBamu, HacienyeTcsl BapHabenbHOCTb B
TIposiBNeHUN peakuuy nast. OgHaKo Kakast nopopa cobak XapakTepH3yeTcst
OMNMpERENEHHBIMU M'PaHMLAMHU 3TOH BapHaOeNBbHOCTH, KOTOpPbIC NCTEPMHUHH-
PpYyIOTCS B3auMopeNcTBUEM TeHOB. B nipenenax atoi BapunabensHocTH, 060-
3HavaeMbIX OOBbIYHO KaK HOPMA PeakIMHi, BO3MOXXHa KonebneMocTh Npu3Ha-
Ka, KoTopast MOXKET 3aBHCETb KaK OT BHYTPEHHHUX, TaK M (B MEHBLUCH CTele-
HH) OT BHEIIHNX OOCTOSITENBCTB. HANMPUMEP OT TEMIEepaTypbl (M3BECTHBI
pa3nnyYHbie FEHO-KOHTPOJUPYHOIIME NPU3HAKHU, B TOM YHCIIE U CBSI3aHHBIE C
TIOBEIEHHEM., MPOSIBIISIFOIMECS TONBKO MPU ONMpEETIEeHHbIX TEMNEPAaTYPHbIX
YCIIOBHSIX).

O7T B3aUMONIENCTBYS FEHOB 3aBUCAT TaKHe 0COOEHHOCTH NPOSIBIIEHHS HX
OERCTBUS, KaK NeHEeTPAHTHOCTH (Tons ocobel, obnaparolux faHHbIM NIpH-
3HaKOM), IKCHPECCHBHOCTL (CTCMEHb BBIPAXXEHHOCTH NMPW3HAKa) M clenM-
dmunocTs UMM noJe AedcTBHA (OCOGEHHOCTH (PEHOTUIIUYECKOrO NPOSIB-
JIEHUS).

Bropoii nogxon K aHanu3y HacleqoBaHHs NOBENEHYECKHX MPU3HAKOB —
CENEKIMST KMBOTHBIX Ha OMPENENEHHbIN BHJ] MOBEJCHUS U3 ayTOpenHOM Mo-
nymsimn. [lepBble 3KCNEpUMEHTBI TAKOTO poyia Oblnu npeqnpuHsThl TonMme-
HoM (Tolman) B 1924 r. On oOHapyXun cpemy GENbIX KPBIC NOTUMOPGUIM
o CrocoGHoCTH K 00y4eHuto B T-06pa3nom nabupunTe (puc. 6.4). Belna n3-
MepeHa criocoOHOCTh YUUTBCS MONy4aTh NUITY B KOHLEe multiple T-maze my-
TEM noficyeTa KonuyecTsa npod U omnbdok. YTobb1 gobpaThest 10 KOHIA Na-
OnpHHTa 1 NOTYYUTDb NUILy, KPbICE MPHXONUTCS MPONTH B Yepe3 HECKONbKO
TYNMHUKOBbIX OTHENOB NabupuHTa. UeM Kpbica “yMHee”, TeM ObICTpee OHa
obyuaeTcst u30eraTb 3TH TYNHKOBbIE TyTH. Eciiu cCKpewnBaTh “yMHbBIX” MbI-
LIEH ¢ “yMHBIMK™, @ “INyNbIX” ¢ “IrAYHObIMEH”, TO MOXHO OTCEJIECKTHPOBATh
JIMHUY “yMHBIX” ¥ “TAYMbIX” XKUBOTHBIX, YTO OCODEHHO 4eTKO ObLNIO Mpojie-
MoHcTpupoBaHo P. TpaitoHom (Tryon) B 1942 r., NnpOBOIUBIINM TaKYIO Ce-
JIEKIHIO Ha MPOTSKEHUN 18 MOKOJICHHUN.

Poccmiickve reHeTHKH BBISSBHIH MONUMOPGU3M IO CKOPOCTH BbIpa-
60TKH MHUIEROGBIBATENBHOIO ABHIATE/ILHOIO YCIOBHOrO pediiekca B Mo-
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I Muwesasn Harpaga Puc. 6.4. MuoxecrBeHnbmi T-nadu-
Ei | PUHT. HCTIONb3yeMBIH [Ons oOyueHns

KpEHIC.
L

OUHULL

nynasiiMA nabopaTOpHBIX KpBIC.
KpbICHl monXHbl ObUTH B OTBET
Ha CBETOBOM (BCMBILIKA JAMIIOY-
KH) MU 3BYKOBOW (3BOHOK) CHr-
Hall NPbLIFHYThL Ha ONpeAeNeHHYIO0
MIOLIafKy B KJIETKE, NOCIE YETO
OHH MNonyvasny MUILEBOE MOAKpe-
nnenne. CpepHuil nokasaTenb

u

! CKOPOCTH BbIpabOTKH YCIIOBHOIO
pednekca B monyasiuun u3 60 na-
CTAPT GopaTOpHBLIX KpbIC paBeH 22,8

coueTaHuil u konebnercss oT 3
coueraHuit go 93. Hamuio, takum oOpa3oM. 3HaUNTENbHAS NHAUBUIYalb-
Hast BapHabeTbHOCTh XXHBOTHBIX NIO UX CMOCOOHOCTH K 00YUYEHHIO.

M3 nccnepoBaHHON MONYNSILMM KPBIC OBLTH OTCENEKIMIOHNPOBAHbI JIBE
JIMHUH, OTINYAKOIIHECT N0 CKOPOCTH BhIpaOOTKH YCIIOBHOT'O IBUIaTENBHOTO
e po0pIBaTeNbHOro pedpiekca (puc. 6.5). AHaTH3 3THX XXUBOTHBIX MOKa-
3all, YTO pacnpefesicHuE Mo JaHHOMY NPU3HAKY NMPaKTHYECKH HE OTINYaeT-
€51 OT HOPMAJILHOTO, YTO NO3BOJIANO BBIYUCINTD MOKa3aTeNb HACTIEyEMOCTH
npusnaxa. OH okazancsi focTaTo4HO BLICOK M paBeH 0.34. Cenekuus Ha ny4-
LIYIO COCOOHOCTH K OOYUEHHIO NMOoBJIeKNa 3a coOOH yBennyeHne Macchl MO3-
ra i ocobeHHO I'MIMOKaMIa, O poJii KOTOPOro B npolecce 0Oy4EHHUsT XOpo-
10 U3BeCTHO. I'paHynsipHble HENPOHBI 3yOuaToll pacumn runokamna uMe-
FOT NMpsIMOE OTHOIIIEHHE K XPpaHEHHIO CIENOB NpPOIINIOro onbiTa. B renetnye-
CKH TeTEPOreHHON Nomysilii Mbllel Obllla oOHapyKeHa Koppe/siuus Me-
KOy pasMepaMM IMINoKaMIa i cnocoOHOCThIO K (DOpPMEpPOBAaHHIO YCIIOBHOM
n3beratenbHON peakuuu.

Cenexuysi Ha BLICOKMI BEC MO3ra YBETHYMBAET TeMNbl IMOPHOHANILHO-
ro ¥ HeOHATAILHOrO POCTa, HO HE U3MEHSIET Er0 NPONXOMKUTENbHOCTb. Xu-
BOTHBIE 3THUX JIHHUHA UMEIOT Oonee TsKeNblii MO3I NpH POXIACHUU MO CpaB-
HEHMIO C HECENICKIMOHMPOBaHHbIM KOHTPOJIEM, U 3Ta pa3HUIa COXPAHSIETCs
B TE€UYEHHE BCEro MEpHOAa MOCTHaTanbHOro pocta. Cemekuusi B 0OpaTHOM
HanpaBJIeHHH HE U3MEHSIET TeMIIbl IMOPHOHANBHOrO pa3BUTHsI HEPBHOM TKa-
HHU. Macca MO3ra y HOBOPOX/IEHHBIX CENEKIMOHUPOBAaHHBIX XXHUBOTHEIX OJTH-
HaKOBa ¢ MACCOM MO3ra HeCeJIEKLIMOHMPOBaHHOT O KOoHTporsi. OfHaKo y nep-
BbIX HaOmioflaeTcsi OoNee paHHsIsT OCTAaHOBKAa B MOCTHATalbHOM Pa3sBUTHH
MO3ra. ITO MOXKET UMETD CYI|ECTBEHHbIE NOCNEACTBUS AN HOBENCHUS, MO-
CKOJIbKY BMECTE C COKPAILCHHEM NepHopa MopgoreHesa Mo3ra H3MEHSIETCS
MPONOMIXHUTENBHOCTh NMEPHOMA, 3aBUCUMOIO OT CPElOBOH CTUMYJISILHH CTa-
HOBJICHUS HEPBHOH CHCTEMBI B MpeEfienax HOPMBl peakLuH. Y CTaHOBJIEHO,
YTO CpeJIOBbIC BO3NEHCTBHUS B paHHHUI NEpHON OHTOreHe3a BIUSIIOT Ha HEKO-
TOpbic MOP(OJIOrHYECKHE MapaMeTpbl HEPBHOI TKaHH. [aK. yBeNHYeHHE
YHUCIIa MUKPOHENPOHOB (3BE34AThIX. PETUKYJIAPHBIX U FPaHyJIfpHbIX HEPB-
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Piic. 6.5. CkopocTh opMHpOBaHMSI TPEXYIEHHOTO YCIOBHOIO NAIENOOLIBATENBHO-
ro pednekca y “yMHbIX " B “rNynbix” kpbic. [To Kopouxkuny n Ilymckoii.

HBIX KJIETOK), KOTOPbIM NPUMHICHIBAETCS OCOOO0 Ba’KHAs pOJb B OCYLLECTBIIE-
HHH TBOpYECKOH (PYHKLHMH MO3ra, MPOUCXONUT M nocne poxneHus. Cpepo-
Bbl€ BO3EHCTBUA B pAHHUI MOCTHATAIBbHBIM KPUTHUYECKHI NIEPUON pPa3BUTHS
BENYT K YBEIHUEHMIO YHC/Ia MEKPOHEHPOHOB H, YTO OCOOEHHO BakKHO, K VC-
JIOXKHEHHIO WX JEHIPUTHBIX cBsizeil. BeneperBue aToro cenekuns Ha 6onee
HH3KYIO MacCy MO3ra, COKpariast NIEpHOL €ro NOCTHATaNbHOIO pa3sBHTHs, MO-
3KET yMeHblIaTh KaK 4HCIO HEHPOHOB, Tak M CIOXHOCTb MEXHCHPOHHBIX
KOHTAaKTOB.

C noMowpbr CENEKLUH OBUIM BBIBEEHBI IUHUHU KUBOTHBIX, pa3iivaro-
LUXCS [0 IMOLMOHanbHOCTH. Takas paboTa Oblna mposeneHa I1. Bponxep-
ctoM (Broadhurst), u30paBlliiM B Ka4yeCTBE WCXOMHOM MOMYJISILMH Oenbix
KpbIC THHUU BucTap ¢ HeonpeneaeHHbIM reHETHIECKAM (POHOM. KOTOpasi B
CHy 3TOro obecneymna MakCHMyM FEHETHHECKON M3MEHYMBOCTH, HEODXO-
OMMBIT Ha HayallbHBIX 3Tanax celekyyi. B Teuenue 15 nocnenoBaTenbHBIX
nokoneHwii Bcst nonysinust (3673 KpeIChl) HCMBITHIBANACh B TECTE “OTKpPbI-
Toro nonst” (puc. 6.6).

BBICOKUH 1 HU3KHI YPOBHH 3MOLMOHATBHOCTH ONMPERECIISIIN MO BHICOKO-
MY M HH3KOMY YpOBHIO fedpekanun. PesynbraThl oTOOpa Ha HH3KHI H BBICO-
KHii ypOBEeHb fleheKaniy npeacTaBneHbl Ha puc. 6.7. To, 4To reHeTHYECKN
AEeTEPMUHNPOBAHHAST TMBEPTEHIMS HA J[BE JIMHUH OCYIIECTBISETCSI MEJIEH-
HO, CBHIETENBCTBYCT O MOJIMIEHHOM HacleJOBaHMH JAHHOro npH3Haka. B To
K€ BpeMsi CIeAyET OTMETHTD, YTO OTOOP IO OHOMY NMPH3HAKY. OCOOEHHO ec-
T MOCNENHMIT ONMPENENAeTCS MHOTUMH reéHaMH, HacTO NMPHBOJHT K U3MECHe-
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Puc. 6.6. Tecr-cucrema “OTtkpbiTOE nosie™.

HHIO Y JIPYTUX NPU3HAKOB, B YACTHOCTH. HApAaCTaHUE MEXKITHHEHBIX pa3ni-
upil No ypoBHIO AiedeKalHi COMPOBOX/ANOCH NOSIBNEHHEM pa3/HuuMi Mo
OBUraTENbHON akTHBHOCTH. KpoMe TOro, NiHUS C BBICOKMM ypOBHeM Hede-
Kaluu (peaktuBHas — P) okasanack 60nee cnocoGHOH K BbIpabOTKe yCIOB-
HOT'O 3MOLMOHANBLHOro pednekca. ITOT pedIeKC 3aKNvancs B TOM, YTO
TIpH TIofja4e YCIOBHOrO CUrHana, KOTOpbIi coueTancs ¢ GONeBbIM 3EKTPH-
YECKUM pasfipakeHUueM, NPOUCXOAUT TOPMOXKEHUE APYIOro YCJIOBHOrO ped-
JIeKca: YHCO HaxXkaTHit Ha peruar anmnapata CKRHHepa yMeHbIIACTCs (Kax-
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Puc. 6.7. Cenekumst Ha BBICOKYIO M HH3KYIO 3MOLHMOHAIBLHOCTD Y KPbIC PEaKTHBHOM
(a) u nepeakTHBHOI (6) Munuit Mopacnn.

o ocu abcunce — NOKONEHHS CENEKUHM, IO OCH OPIHHAT — CPEIHEE YKCITIO (PeKATTBHBIX [LAPII-
KOB 3a onbIT. I1pepbiBucTast IHHUS — ¢ 15-r0 1o 20-e NOKOJNEHIE CENEKIMSI HE NIPOBOAMIACH
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Puc. 6.8. Cxema ckpeluyuBasus JJisl ONpeNieNIeHusl BIMAHHS Ha MeOTaKCHC HPO30¢HIb]
PELECCHBHBIX alneneil Tpex Kpymubix xpoMocoM. ITo Hirsch, Erlenmeyer-Kimling,
1962).

XpoMocoMbl 13 JTHHUK-TeCTepa 0603HaYeHbl GENBIMH NIPSMOYTONBLHUKAMH, H3 AaHATIM3HPYEMOH
JIMHHM — 33LUTPHXOBAHHBIMH.

J0€ HaXkaTHe BCErfa NOAKPenisiinock BOAOH). ITO U NOHATHO, €CIH y4eCThb
MHOXECTBO HEPBHBIX MOAyNeHd, 3alefiCTBOBAHHBIX B 3THUX NOBeleHYECKHUX
PEAKUMAX U CIIOXKHOCTE B3aHMOAEHCTBHI MeXNy 9THMH MOAYNAMU. Y OBYX
OTCENCKTUPOBAHHBIX TaKHM 06pa30oM TUHHUI ObLK TaK>Ke OOHAPY>KEeHb! (-
3uonoruveckue pasznuyus. Kpeickl minnu P uMeroT 66nbilne 110 pazMepam
IUTOBAIHYEO XKENe3y M HAANOYEYHHWKH M NPOSBIAKT MHOIO NPU3HAKOB,
CBUIETENBCTBYIOLNX O TOCTOSSHHON NPEeRpacnooOXKEeHHOCTH 3HIOKPHHHON
CUCTEMBI K CTpeccy.

ITpu oTGope no noBeAeHuIO Yallle BCero NPakTHKYIOT CeNeKiHio B Tede-
Hue 20-30 nokoneHmil, XOTs uHOrga OTOOpP NPOBOAHMTCA B TeUEHHE

6. KopouxnH J1.M., Muxajinos A.T. 161



100-300 nokonenmit. CylecTBYIOT cneyianbHble MEeTOMIbl NOKaNH3alul re-
HOB. OTBETCTBEHHbIX 32 pa3NHU4KsA MO OBEeHHIO B OTCENEKTHPOBAHHbIX ITH-
HHSX. B KauecTBe MpuMepa MOXHO MTPOBECTH CENEKIHIO IPO30¢hHIEbI Ha JIH-
HHMU C MONOXUTENBHBIM U OTPHI[ATEIbHBIM MeOTAKCHCOM.

ns TOro 4wto6k! BBIABUTE PONB KaXKAOH U3 KPYNHBIX XPOMOCOM B KOH-
TPONUPOBAHUH TIOBEIEHYECKUX PeakUH KOHTPACTHBIX TUHHI, OblNY HCNBI-
TaHbl THOpUHEIE ocobu F, (backcross) OT ckpeilliBaHNs cEIEKTHPOBAHHBIX
JIHHMI, a TaK>XKe UCXOJHOM fIONYIALMH, C TECTEPHO TUHMEI, TOBeIeHHE KO-
TOpPO¥ OBLIO TIPHHATO 32 KOHTPONEHOE, Oblna B3fTa nuHus S5 B InS w; Sc8;
SMI Cy/Pm. Ubx/Sh. B pe3ynbTaTe cHCTEMBI CKpENUBAHUI, IIpeCTABIEHHOM
Ha puc. 6.8, npu BO3BPaTHOM CKpeIMBAHHU Ha aHANU3HPYEMYIO JTMHUIO TNO-
ny4aroT 8§ KApHOTHNOB, Y KOTOPBIX KaXKAas U3 KPYNHBIX XpOMOCOM IGO0 ro-
MO3HIOTHA MO reHaM aHaNH3upyeMoil TMHuM, MO0 reTepo3UroTHa, T.€. Ha-
XOMTCA B Nape ¢ MapKUPOBAHHOI XpOMOCOMOI W3 JUHHH-TecTepa. Buinn
conocTabneHbl 3(pdeKTH Tpex KPyMHbIX XpOMOCOM B TpexX nuHusax. Okaza-
JIOCh, YTO B HCXOJHOI NOMyMALMU FreHbl XpoMocoM X U 2 cnocoGCTBYIOT NO-
JIO>XKUTENBHOMY FE€0TaKCHCY. 8 FeHbl XpOMOCOMBL 3 — oTpHuarensHomy. OT-
60p Ha NONOXHTENBHEBI reOTaKcHC 3aTParuBaeT B OCHOBHOM JTHIIL ITOCTEN-
HIOIO XPOMOCOMY, MeHss ee 3¢dekT Ha nonoxuTenbHbiil. OT60p Ha OTpH-
LlaTeNbHBIA TEOTAKCHUC MEHAET [EHETHUECKOE COfIEP>KaHue BCEX TPEX XPOMO-
COM, TIpuueM TNMO3UTHUBHBIE 3(D(EKTHI XPOMOcOM X U 2 CHITBHO CHUKAKOTCH,
CTAHOBACH NOYTH HEHTPANbHBIMU, BIUSHHE e XPOMOCOMBI 3 Ha OTpHIa-
TeNBHBIN FEOTAKCHC YCHIINBaeTcs. BUIHa, clieloBaTeNbHO, CII0XKHasi 00ycio-
BJICHHOCTB NOBEICHHA MyX B F€OTaKTHUECKOM JJaOHPHHTE M HEANbTEPHATHB-
Hasl npHpofa FeHETHIECKNX CABHIOB MPH OTOOpe B albTePHATHBHLIX Halpa-
BIIEHHSIX.

Tpetnii nogxon, oco6eHHO aKTHBHO NPUMEHSIEMBLIl B HALLM [IHH, CBSA3aH
¢ 13yueHHeM 3¢ heKTOB OTAENBHBIX FeHOB Ha noBenenne. M3pecTHO MHOXKe-
CTBO IIPHMEPOB TAaKOro pofa 3¢ peKTOB Y CaMbiX Pa3HbIX >KHBOTHBIX. TH-
TIMYHEBIM CJTyYaeM SIBISIETCS MPOLECC OYMCTKH MUENaMH COT OT NTHUYNHOK. 1O~
rHOIIHX OT pacnpoCTpaHeHHO OoNe3HN — aMEPHKAHCKO MMYENUHONH THHIb-
ubl. nepenocnmoii Bacillus larvae. OGHapy»eHbl THTHEHUYECKHE W HETHTHE-
Huueckue nuenbt. [lepBele pacneyathIBaOT siueflki, B KOTOPBIX HaXOHsITCA
3apakeHHble GONEe3HBI0 TMUKMHKH, H HEMEIJIEHHO UX OTTY/la BBIOPACHIBAIOT.
B npoTHBHOM clly4dae TPYIbE JMUNHOK C CONEP>KAlLIMHCA B HUX CIOPaMH fe-
peHOcYHKa OONE3HH CrnocoOCTBYKOT TIOCTOSIHHOMY PacnpOCTPaHEHUIO HH-
¢exuun. I'nrieHrueckoe noBeeHue NU€EN OCyILecTBIACTCA B [Ba 3Talla, Ka-
SKOBlA U3 KOTOPBIX KOHTPOJNHPYETCS OHHM T'eHOM: |) pacnedaTka cOTOBBIX
AueeK (PeueccUBHBIN TeH u), 2) yoaneHne cCOfep>KHMOro stieek (pelleccHB-
HBH TeH 7). ClleoBaTeNbHO, TEHOTHIT MUYET B THTHEHUYECKOM yIIbe MOXeT
OBITh 3aNKCAH KaK UUFT.

B Hacrosllee BpeMs LUIMPOKO HCNONB3YETCs TOT (aKT, YTO BHYTPH HH-
OpenqHOH JIHHHH C OTHOCHTENBHO MOCTOSHHBIM [€HOTHIIOM NOSBIAKOTCS
CHOHTAHHbIE MYTAHTHI C H3MEHCHHUSIMI TEX WIJTH HHBIX NOBEMIEHUECKHUX PeaK-
. OcoOeHHO aKTHBHBIE MCCIENOBAaHUA B 3TOM HallpaBICHUH HAYalHCh B
60-e roabi ¢ paGot Cefimypa Bensepa (Benzer). Unes bensepa 3akitouanach
B TOM, YTOOHI [/l ONy4YeHHs! MOBEIEHIECKUX MYTAaHTOB IPO30¢hHIBI CO3Ma-
BaThb aHAJIOTU CEJIEKTUBHBIX CPEJl, IIE€ B Ka4eCTBE CeNeKTupyrouero ¢akro-

162



wé wé

2]
~

FameThl
WB

i
D

83 Bws u Bwe

Puc. 6.9. MeToq o6Hapy>KeHHS peliecCliBHBIX CLEILIEHHbIX € TI00M J€TanbHBIX MyTa-
it y nposodunel (Metopuka “Mennep-57). Tlo JloGauesy, 1967.

B - reH nosOCKOBUOHLIX TNa3. W — [€H a6pm(oconoro LIBE€Ta Inas.

pa BeicTynana G6bl NoBeeH4YecKass OCOGEHHOCTh MYTaHTHBIX Nueln. B oTBeT
Ha COOTBETCTBYFOLLUI pa3fpakuTellb OHM NOJKHBI ObliM ObI aBTOMaTH4E-
CKH OTAENATBCS OT HOpMaJbHbIX 0co0eil. BeH3ep MHIyUMpOBANT MyTaLMH XH-
MHYecKMMH MyTareHaMmHM, B YacTHOCTH aNKWIHMPYIOIIMM areéHTOM 3THIIME-
TaHCYNb(POHATOM, KOTOPBIIl BBI3BIBAET TOUKOBBIE MyTalli¥ THNA 3aMeHBI
flap OCHOBaHHIl. Brinemsinyn peueccHBHBIE, CLETUIEHHBIE C NONOM MyTauly,
ACIIONb3ys [MaBHbIM 00pa3oM MeTofHKy “Muller-5" (puc. 6.9).

B 3TOM cityuae, Kak MOKa3aHO Ha PHCYHKe CaMIloOB AMKOrO Tiina, npen-
BApUTENLHO BBIIEP>KAHHBIX HA NIMTATENBHOHN cpefe ¢ 3THIMETAHCyIbgOHa-
TOM, CKpelLIHBaNIH ¢ caMKaMH JIMHAH-aHalIn3aTopa, HecyLlMHu B X-XpOMOCO-
Me MHBEPCHH, 3anupatouiue (OJ0KHpYIoliHe) KpOCCHHTOBED, a TAKXKE JOMH-
HAHTHBIIT MapKep Bar(B) u peueccuBHblil Mapkep white-apricot (w?). B F; or-
Gupan BEILENIAIOIMXCS CaMLIOB HOPMAJILHOTO (PEHOTHINIA, T.€. HECYUIUX B
FOMO3HIOTHOM COCTOSIHHH X-XpOMOCOMY, MONYYEHHYIO OT NOABEPTIIErOCS
06paboTKe HCXOMHOTO popuTens. Takux heHOTHITHYECKH HOPMAJIBHBIX caM-
LOB HCNBITHIBANH MO NOBEAECHHIO C MOMOLIBIO METONHKH “00paTHOrO NoTO-
Ka” (puc. 6.10). CyTb 9TOIi METONUKH 3aKITHOUaeTCcsl B TOM., YTO K BEpPXHEMY
KOHLY TpYyOKH, COCTaBICHHOM U3 JIBYX YacTei. B NONOKEHHH A TIOIBOXMIH
HCTOYHMK CBETa. Uepe3 HeKOTOpoe BpeMs GONBIIMHCTBO HCIBITYEMBIX OCO-
6eli cKanIHBanock B CHIY MOTOXKUTENBHOIO (pOTOTAKCUCA Y BEPXHErO KOH-
1a Tpy6kn. 3aTeM [Be NONOBUHEI OOLIell TPYOKH Pa3beMHsIN U MYX, OKa-
3aBLUMXCH B pa3HbIX 4acTAX, NOABEPralid NOBTOPHOMY TECTHPOBAHUIO. Ty
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Pirc. 6.10. Metomika “o6paTHOro noToka” J7ist BLISIBICHHSI MYTAHTOB IPO30QHIIbI C
HapylleHHol peakuuned Ha ceet. [lo Benzer, 1975

A-T" — 00CNENOBATENbLHDIE ITAMNb! MCIBITAMHS MYX.

npouenypy NOBTOPSNN MHOTOKpaTHO. B pe3ynbrare ynajioch BBIGENATE He-
CKONBKO NECATKOB MYTAaHTOB, NO-Pa3HOMY pearvpymolx Ha CBeT: C OTCYT-
CTBUEM 4YeTKOWH (oTOpeakuuy, ¢ OTPHLATENBHBIM (hOTOTAKCHCOM. 3aTeM
3TH MYTaHThI U3yUalOTCs TEHETHUYECKH H (PU3HOIIOTHYECKN.

SddekTHBHBIH METON BBIIENCHUS] TEPMOUYBCTBUTENBHEIX HEBPOJOTH-
YecKHX MYyTaHTOB pa3paboTan KaHanckuii redetuk JIaiie Cysykm (Suzuki),
[IONTyYaBIINA WHAYLIMpOBaHHBIE MyTaumu, nono6Ho Bensepy, ¢ nomouikio
XHMHYecKkuXx MyTareHOB. B F, OT ckpellnBaHusl MyTaHTHBIX CAMIIOB C CaMKa-
MH JTHHHH-aHaTH3aToOpa OTOMpaly HOpMaNbHbIX N0 eHOTHNy ocobell 1 no-
Melanu B TepMocTaT npu TeMneparype 20 °C. ¥ otgenbHbix ocobeli nipu
BO3[ENCTBUHN MOBBILUEHHON TeMNepaTyYpbl OGHAPY>XNBAAOCk COCTOSTHIE Ma-
panmn4a, Tak 9TO 06€3BHKEHHbIX MyX MOXHO OBbLIO OTHAENHUTE OT OCTallb-
HBIX. 3TO cocTosHuE ObLIO 06paTuMbIM B NMpu TeMnepatype 22 °C Boccra-
HaBIIMBaIack HOpMAallbHas ABMraTelbHas aKTHBHOCTE. Cy3yKH BBIAENHI C
TIOMOILBIO 3TOTO METOAA PANl HEBPONOTMUECKHMX MyTaLil, TOKaTH30BaHHBIX
B X-XpOMOCOME H B TPETHEN Tape ayTOCOM.

ITonyuennble noBefeHYECKHE MYyTaHThl HeOOGXOMUMO B panbHeliieM
aHaJIM3UPOBATH HA NMPEAMET YCTAHOBIEHHS WIICITA T€HOB, K KOTOPBIM OTHO-
CATCA BBIJIEJIEHHBIE MyTalUi. BO3MOXHBI TPU CHTyauuu: 1) BCe BBIIENEHHBIE
110 JAHHOMY NPH3HAKY MyTauuu OynyT pe3ynbTaTOM MYyTHPOBaHHS OIHOTO
reHa; 2) Kaxjas OT/IeIbHAsl MyTalps 3aTPOHET CBOM JIOKYC; 3) MyTHpYeT He-
CKOJIBKO JTOKYCOB, MPUYEM HEKOTOpLIE U3 HUX TIOBTOPHO.

YTo6b!I OnpeaeluTh NPUHAANEKHOCTE ABYX PEUECCUBHBIX MyTaLUil K
OHOMY U TOMY K€ MIIM pa3HbIM I'eHaM, UCTONBb3YIOT TaK Ha3bIBaeMBbIA
(PYHKUMOHANBHBII TECT HA amTenu3M. [1Jisi 3TOro ux OO bEANHSIOT B reTe-
PO3UTOTHOM COCTOSIHHH B MOTOMCTBE OT CKPEIMBAaHUs ITOMO3UTOTHBIX PO-
JuTenen:

ala a,a;
v (1) nm ot (2),
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rhe a; U a, — MyTauuu I0 IaHHOMY NOBENEHYECKOMY Tipu3HaKy. Ecnu y rete-
pO3UroTHBIX 0cobeil F; BLIABUTCA aHOMaJBHOE NMOBEAEHHE, TO MOXKHO CYH-
TaTh, YTO AHANU3HMPYEMBIE MyTALNH HE KOMIIEMEHTAPHBI IPYT APYTY W SB-
TIAIOTCH aNJeNsiMi OJHOrO reHa, 1 MX FeHOTHN CIeNyeT 3anuchiBaTh Kak (1).
Ecmn e y retepo3urotr oOHapyXHUTCA HOpMalbHOE NOBEHEeHHe, TO 3TO 03-
HayaeT, YTO B aHANIM3 BOBJICUEHBl KOMIUIEMEHTapHbIe, B3alMOJONOIHAIO-
1yMe MyTalyH, KOTOPble OTHOCATCA K pa3sHbIM JIOKYCaM.

Crenyrommiz 3Tan reHeTHUECKOr0 aHanu3a NOBENEHUCCKHX MYTaHTOB
3aKJIIOYaeTcsl B KAPTHPOBAHMH JIOKYCOB, II0 KOTOPHIM paclipefieIeHb! Bhlie-
NeHHBIe MyTalui. 3TO KapTHPOBAHUE OCYLIECTBISIETCA B NOMOIIBIKO OOBIY-
HBIX METOJOB KIIACCHYECKOH T€HETHKH.

Xotrta (Hotta) u bensep (Benzer) paspa6oTanu METONUKY, TTO3BOMNAIO-
LIYIO HAWTH TOYKY (IPHJIOXEHUSA JEfCTBHA MyTAHTHOTO MOBENEHIECKOrO Ie-
Ha, T.€. YKa3aTk T€ KIECTKH Pa3BHBAIOLIErOcs 3apOfBIIla APO30(HIbI, Ha
cynpbe KOTOPBIX CKa3bIBAETCS HapylleHHe ero pyHkumil. MeToauka 3akmo-
YyaeTcs B NONyYeHAN OONBILIOrO YHCIIa MO3anYHEBIX OCOOeH, HeCyIIIUX Pa3HEIe
IO BENTHYNHE MYTAHTHBIE 1 HOPMAallbHBIE YacTH Tela W B HCCIENOBaHHH UX C
TIOMOLIBIO 3NE€KTPOH3INOIOTHIECKON TEXHNKH.

B ocHoBy Meronuku Obll monoxeH paspaGoTaHHblii CTépreBaHTOM
(Sturtevant) NpHHUUN KApTUPOBAHUA T€HOB HA XpPOMOCOMe IyTeM onpegene-
HH$1 YaCTOTH! peKOMOUMHaUMiH, KOTOpas ABNAeTCs (pyHKuHeH pacCTOAHUA Me-
skny HuMi. B 1929 r. CTépTeBaHT NpeyioKuI TOT Xe NPHHUMI 1718 COCTaB-
NleHus1 MO3alyHON KapThl 6nacronepmel. YacToTa nosieneHus ocobeii ¢ pas-
HBIM TEHOTHIIOM Te€X MIIH WHBIX YacTeil TeNa I0KHA 3aBHCETh OT pPaccTos-
HHMA MEeXNy ydacTKaMH OracTofiepMbl, U3 KOTOPBIX BO3HUKAIOT 3TH YaCTH.
Créprepant n3yunn okono 400 mo3aukoB. HO He 0OpaboTal MONy4YeHHBIE
naHuble. Yepes 40 neT nmo HuM ObLiia cOCTABIIEHA KapTa pacnpeneNeHns pas-
JIMYHBIX 3a4aTKOB B OlacTofiepMe, KIETOYHOIT Macce, KOTOpast TaeT Hayano
sapopeiy Myxu (fate map). Ceiimyp Benzep uzyuun euie 700 MO3anuHbIX
ocobell U onpenentn B YCJIOBHBIX €MUHUNAX PACCTOSHHE MEXAY pa3lMYHbI-
MH 3a4aTKaMH Ha kapTte 6mactofepmel. OH BBeN eMHHULY 3TOTO PACCTOSHMS,
KOTOpY!O Ha3Bal B naMsiTe CTépTeBaHTa “cTéprom”. Oauu cTépTt — 370 pac-
CTOsIHHE, IKBUBAJIEHTHOE BO3MOXKHOCTH, UTO B 1% ciyuaes cpejy Bcex u3y-
YEHHBIX MO3aHYHBIX MyX [IBE CTPYKTYPBI OyIyT UMETH pa3mUiHbIA F€HOTHIL.
ITpuseneM npumMep pacueTa pacCTOSHHUS MEXY IBYMS BHELLIHUMKU MapKepa-
MH 1O 3TOMY NPHUHLMIY — KYTUKYJIOIH HOTH M aHTeHHaMH. V13 100 u3y4eHHBIX
MO3aMKOB y 25 reHOTHI1 KYTHKYJIbI HOTH U aHTeHH Obln pa3HbiM (y 12 HoOp-
MaJIbHbIM OBLT F€HOTHIl HOTH U MYTAHTHBIM — aHTEHH, U Yy 13, Hao6opoT, My-
TAHTHBIM OBITT MEHOTHII HOTH H HOPMalTbHBIM — F€HOTHIT aHTeHH). B TakoM
cilyyae nponopuus Myx, y KOTOPBIX 3TH JBe CTPYKTYPHI HMEJH Pa3HbIil Te-
HOTHII, paBHa

12+13
100

3To 03HavaeT, YTO PACcCTOSHUE 3AYATKOBOI HOTM OT 3aYaTKOBBLIX aH-
TEHH PaBHO 25 cTépTaM. 3Has pacCTOSHHE TPETHEro BHELIHEro MapKepa OT
HOTHM M aHTEHH, MOXHO HAliTH €r0 MecTOTIONIOXEeHHE Ha KapTe C MOMOUIBIO
MPOCTOTO FEOMETPHUYECKOTO NOCTpOeHus. [l Hero BO3MOXHBI IBa MeCTO-

=25%.
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Puc. 6.11. MeTtonuka onpefenieHys pacrpefeNeHns NPE3yMITHBHBIX 32K 140K Y 9M-
6puoHoB gpo3odis: no Merony CrepresaHra-Bensepa (00bscHeHHe B TEKCTE).

nonoxenus. BeIGOp Mexxny AByMsi BO3MOKHOCTAMHE TpebyeT KapTHPOBaHUS
0 OTHOLUEHHIO K T00aBOYHOMY Mapkepy (puc. 6.11).

B nogo6HbIX 3KCMEPHMEHTAX UCTIONB3YIOT JIHHUH MYX. HECYILHX KOJIb-
1eByto X-XpOMOCOMY. KOTOpasi OU€Hb JIETKO TepseTcs IPH NEPBLIX NeIeHH-
X passuBarolerocs siiya. CoObITus, Benyme K 00pa3oBaHuI0 MO3an4HOH
oco0H, npeficTasneHkbl Ha puc. 6.12.

Ecnu B pa3BuBaroluxcs sifllax ogHa U3 ABYX X-XpPOMOCOM — KOJIblle-
Basi, TO y 4acTu 3MOPHOHOB NEPBOE AeJNeHHe NPUBEJET K TOMY, YTO OfHO
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Puc. 6.12. Cragun ¢opMHPOBAaHUS MO3anYHOM OCOCH.
A — noteps onHoil X-XpoMOCOMBI Nipk NIEPBOM JEJEHII siipa. b5 — MATpanus snep K NOBEPXHO-
cTu, B - hopmuposaBue cMellaHHol 6nacTynst, I'— KapTa Npe3yMOTUBHEIX OPraHoB, [ — Kap-
Ta JIMYHHOYHBIX CTPYKTYP. KOTOpPbIE AAI0T Haualo YacTsM Tena nMaro, £ — Mo3anuHas ocobb
nocne Metamopdosa. [To bensepy.

pouepHee Anpo OyneT NO-MPEXKHEMY HeCTH Be X-XPOMOCOMBI, a BTOpoe
SIPO — TONBKO ofHy X-xpomocomy. ITocnennuii Tun sipep (XO) y nposo-
¢unel faeT Hayano caMUOBBLIM TKaHsiM. [IpuMepro nocne 12 nenenuit an-
pa MUTPHPYIOT K MOBEPXHOCTH siina, obpa3ys Onacromepmy. I'pynmbl
Aep COXpaHAIOT BBIPaXXeHHYIO 06ocobneHHOCTh, Tak uTto XX (ca-
MOYHasi)-TpynIia 3aHuMaeT OfHY HYacThb nosepxHoctH, XO (camuyoBas)-
rpyimna noKpeiBaeT OCTaBIUnecs YacTH. B cBsa3H ¢ TeM, 4TO y npo30uIbI
OpHEHTALMA BepeTeHa [0 OTHOLUEHHIO K OCH fAlI[a NpH NepBOM AENEHHUH
NPOU3BONbHA, THHUA pa3zfgena Mexay XX u XO-TKaHAMH MOXET pacceyb
9MOpHOH B MIOGOM HalpaBIeHHUH: B OIHUX CIy4asX BAONb NO CEPENuUHE, B
RBpyrux nonepek u Hauckock. Korpa nocne metamopdo3a BBINYINsSiETCS
B3pocnas Myxa, OHa OKa3bIBaeTcs TMHAHApPOMOp(oOM, T.e. COCTOUT U3
CaMLOBbIX U CAMOYHBIX yacTeii.

Hst ncnonp30BaHyst 3TOM CHCTEMBI B PELLICHMH TOH WM HHOH npoGrne-
MBI BBOJIAAT C MOMOUIBIO KPOCCHHIOBEPA PELECCHBHBII T€H, OTBETCTBEHHBII
3a Kakoi-nubo noBefleHYeCKUuil NpH3HaK, B OOBIYHYIO (HEKONBLEBYIO)
X-XpoMOCOMY, MAapKHPOBaHHYIO IPYTHMH PeLeCCHBHBIMH FeHaMH. BBI3bIBA-
IOILIMMH, HanipuMep. 6eIyI0 OKPAacKy rnas, XeNTyI0 OKpPacKy Tela U MosiBle-
HH€E PasfBOEHHBIX WeTHHOK. B XX wacTsax Tena B3pocnoit Myxu 3Tu pepec-
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Puc. 6.13. I'mnepkuseTHueckue ruHanfipomopcbl npo3ogpunsl. [lo Ikeda, Kaplan.
1970.

YepHbIM 11BETOM 0003HAYEHBI TKAHH C )KEHCKUM KaPHOTHNOM, a GEJIbIM — TKAHH € MY)KCKMM Ka-
pHoTHnoM. 3HakoM S 0003uanena NePrarwLasicss HOXKa, 3HAKOM S B KPY>KOUKe — pUTMHYECKHE
MMITyJibCh] B MBUTATENLHOM 1IEHTPE, CBA32HHOM C JaHHOH KOHE'HOCTHIO.

CHBHBIE TE€HBI HE TPOSBIAIOTCS, NOCKONLKY GyIyT HOMHUHUPOBAaTh MX HOP-
MalbHble aeny BTopoil X-xpoMocoMsl, HO B XO yacTsx Tena 3TH MyTaHT-
HbIe TeHbl NPOABATCS, TaK Kak OylyT HaxomuThCs B romosurore. Crenosa-
TENBHO, 1IPH PAacCMOTPEHHHM TAKOH MyXH MOXHO M 3aMCTUTBH MYyTaHTHBIC
yYacTKH Tella 1 Cpegu BceX TONyUYeHHBIX THHaHOpOMOpgOB 0TO0paTh TeX,
KOTOpHBIE HY>KHBI 715 anbHeAINX Uccnenopatuii. bonee Toro, MOXHO, Kak
OTMEYAJIOCh, KOHCTPYHPOBATh IByXMEPHBIE KapThl Y4acTKOB O1IaCTOEPMBI,
KOTOpBI€ JAIOT Ha4ano pa3lMNYHBIM HacTAM Tena, TaKue KapThbl NT03BOJSIOT
CBA3BIBATH OTKIIOHEHUS] OT HOPMABHOTO NOBEEHHS € Pa3sIMYHbIMH aHATO-
MHYECKHMH CTPYKTypamH. IIpuMepoM nocTpoeHHs TakOM KapThl CHyXXUT
JIOKanu3auus MecTa JAEHCTBHS CUEMJIEHHOTO C MOJIOM TeHa APO30(HIBI
hyperkinetic (Hk). TOMO3WroTHblE 110 3TOMYy I'eHY CaMKH, a TaKXe OMO3H-
TOTHBIC CaMUpbl TIOJ BIMSIHHEM 3(hMPHOro Hapko3a OecriopsAfoYHO Nofepri-
BaroT nankamu. Ha puc. 6.13 noka3aus! eBATh pa3sHbIX THHAHIPOMOPGOB,
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MYTaHTHBIX 110 reHy Hk. Bcero 6binno nonyuyeno 600 Mo3anuHbIX MyX, Y KO-
TOPBIX “MYKCKHE” YyUacTKH TIOBEPXHOCTH TeNa OTJIMYANIHCh OT yYacTKOB ¢
SKEHCKHM T€HOTHNOM NO LBeTy Tena, rna3 v ¢popme 1eTHHOK. Ha aTux xu-
BOTHBIX JIEAICTBOBANN 3(hHPOM M U3yUanH aHOMAJIbHBIE [IBHXKEHUA KOHEUHO-
creit. Oka3zanocek, 4To GecnopanovHOe NONEPrHBaHNE KaKIOM JTallKK Ocyllle-
CTBINSIETCH HE3aBUCHMO OT APYIHX NAnokK, MpHueM HaONonaeTcs COOTBETCT-
BHE MEX]y IBUSKEHHEM TOH UM MHOI NArKK ¥ TCHOTHIIOM €€ KYyTHKYIBI (T10-
KpOBa HACEKOMBIX).

OO6Hapy>eHbl TPU OTHEJBHBIX Ouara, T.e. T€ CTPYKTyphl, KOTOpBIe Oy-
A4 3aTPOHYTH! IefiCTBHEM MYTaHTHOI'O T€HA, BBI3BIBAKOT Y MYXH aHOMaJlb-
Hoe noeefenue. Kaxablil Takoii ouar COOTBETCTBYET OTHOH HOXKKe Ha TOW
WM UHOII cTOpoHe Tena Myxa. Bee 3TH ouarm Haxopsitcs B TOH obyiacTu 6ma-
CTONEPMEL, H3 KOTOPO#i hopMHUpyeTCs BEHTpanbHas (OPrOLIHas) HEPBHasl Lie-
nouka. ITonmyueHs! 3MeKTpohU3NONOrAYecKHE NaHHble O HEHOPMAallbHOCTH
(hYHKIIMOHUPOBAHHS TOPAKaJILHOTO (IpYIHOro) raHrius y mytaHtoe Hk.
HeiicTBre 3TOro reHa ocymecTBIseTcsl aBTOHOMHO, TaK UTO Tpasasi v JeBas
CTOPOHB! KaXJOT0 TOPAaKaJbHOTO TaHIIMs (hYHKIMOHHPYIOT HE3aBHCHMO
APYT OT ApyTra, U aKTHBHOCTE OTAENBHBIX MOTOHEPOHOB B IPO-, ME30- U M€-
TaTOpaKaJbHBIX OTHENaX TOpaKalBHOIO raHriiusA aBTOHOMHA. MoxHo, che-
HNOBATENBHO, ONPENENHTD MECTOMONOXEHUE Pa3INYHbIX YacTell 3a4aTka TO-
pakallbHOTO TaHrMUA Ha KapTe 6nacTonepMel.

Xotra u ben3sep aHanorndHbIM crocoOOM u3y4danu HadalbHbiE CTaguH
YXa>KMBaHHSl CAMIIOB 34 CAMKaMH y IPO30(QUIIbl — NPECAEIOBAHAE CAMOK H
BUGpallIO KPBLIbEB, W KOHEUHBlE 3TAMNbl — TONBITKY CNIApHBaHMA U CAMO
cnapuBaHue. Pe3ynbTaThl mccnegoBaHusi rHHaApOMOp¢ OB NOKa3alll, 4TO
KOHTpPOIb 33 OpHeHTagued MO3alKOoB 10 OTHOLIEHHIO K caMKaM ¥ BUOpayu-
€il KphUIBEB (CTUMYIUPYIOLIEH CAMKY) OCyLLECTBIAETCS 1iepeOpanbHbIM FaH-
rnreM. Mo3anuHble 0co6H, y KOTOPBIX BCE TEJO, 33 HCKIIOYEHHEM T'OJIOBBI,
HMEeNOo >KEHCKUM KapHOTWIl, BETU cebs KaK caMilbl (pecneoBany CaMoOK H
BHOpHPOBAIH KPBUILAMHA). [TONBITKY K cCnapuBaHUIO COBEPIIAKOT MO3aHKH. y
KOTOPHIX FOJNIOBAa M TOPaKC — CAMLIOBBIE, YTO Nojpa3yMeBaeT yJyacTHe B pe-
TyIsiUMH 3TOTO NMPOLECCa KakK IOJIOBHOrO, TaK M TOPaKalbHOTO TaHIITHEB.
Jn1s ocymiecTBneHns cnapuBaHus TPpeOyeTcs Tak»Ke HOpPMallbHOEe MYXKCKOe
cTpoeHNE reHuTanres. Korna kK ruHanppoMopgaM NnofcakuBaiy caMLoB -
KOro THna, 0Ka3alock, YTO HATHUAE Y MO3aWIHBIX MyX JK€HCKHX FCHHTAIN-
€B 1 (opmbl OpIOIIKa MPOBOLUMPOBANO yXa’kupaHue camuos. OgHako mis
TOro, 4TOOBl MO3aH4Has MyXa BeJa ce0si Kak caMKa, ee LeHTpanbHas
HepBHAs CHCTEMA NIOMKHA OCTABaTHCA XKEHCKOM.

Tlpu nccnenoBaHny HEKOTOPBIX NOBEJEHYECKNX MYTallHH BBISICHHIIOCH,
YTO OHM MMEIOT HE OJIFH JIOKYC fAencTBHs. B wacTHoCTH, drop-dead MyTaHThI
XapakTEePU3YIOTCs TEM, YTO OHH HOPMAJIbHO Pa3BUBAKITCA M XKHUBYT IO ONpe-
AENEHHOTO MOMEHTA, NOCJe KOTOPOTO Yy HUX TOSIBIAETCS HEKOOPIMHUPOBAaH-
Hasl MOXOAKA, U B TeUeHHe HECKONBKHX YacOB MOCIE 3TOrO OHH MOTHOAIOT.
HccnenoBanue TakMX MyX C MYyTAHTHOM TONOBOH M TPYABIO MIIH OPIOIIKOM
10Ka3aJ10. YTO MyTaHTHOH ION>KHA OBITH IOBEPXHOCTL PalOHA TONOBLI. UTO-
Obl nosiBuica CUHApOM. OnHAKO HEKOTOpble MyxH C HOPMAaNbHOM TONOBOM
NPOSIBIISIIOT ONMCAHHYIO NAaTOJMOIHIO U, HA060POT, HEKOTOPHIE OCOOU C MY-
TAHTHOW TOJIOBOH XapaKTepH3yIOTCA HOpManbHBIM TOBefleHHeM. HHbIMu
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CIOBaMH, 3TH J4HHBIE YKa3bIBalOT Ha TO, 4TO (pokyc drop-dead mytarmn
6JIM30K K MOBEPXHOCTH FOJIOBBL, HO B TO XK€ BPEMS OH TaM He JIOKaJIH30BaH.
Kaptuposanue ¢okyca Ha 6nactyne nokasano, 4tro nis npossieHust drop-
dead cuHEpOMa MyTaHTHBIM JOJRKEH OBLITE PailoH GactomepMel, 06pasyio-
1MA roJOBHOM MO3T. [HCTONOrHYECKOE M3y4YEHHE TOJIOBHOTO TaHIUs My-
TAHTHBIX MYX TIONTBEPAUIO pacueT (pokyca HeHCTBUA 3TOH MyTalyu, o6Ha-
PYXUB [IET€HEPAaTUBHLIE H3MEHEHHST HEHPOHOB IOJIOBHOTO FaHrNus. AHaNIN3
WHIUBHAYYMOB C MO3aN4yHOH rofoBol (6ulaTepanbHbIll MO3aMIM3M) MOKa-
3aJ1, 4TO JIeBas W MpaBast [IOJOBHHBI [OJIOBLI [JOJIXKHEI OBITH MYTAHTHBIMH,
yTO6Hl BO3HHK CUHOPOM. BONBIUMHCTBO OuNaTepanbHBIX MO3aHKoB 6naro-
MOJIlyYHO BBIXKHBAET BCJIEACTBHE TOTO, YTO OlHA HOpMaJlbHasi CTOPOHa MO3-
ra MoxeT obecreunThb Kakoi-TO (pakTOp HEHPOIHTOKPUHHON MPUPONLI, KO-
TOPBIil NPENOTBPAILAET NaTOJOTHYECKHE M3MEHEHHUS B JPYroll 4acTy MO3ra.
Bripenenue n KJIOHHPOBAaHHE Pa3NIUMYHBIX TEHOB, OTBETCTBEHHBIX 33 OCY-
IECTBIIEHHE MOBEAEHYECKHX PEAKIMI ¥ pa3IMUHBIX XHBOTHBIX, MO3BOJIAIOT
HCMONB30BATh X B KAYECTBE 30HNOB IS H3OJISLMK FOMOJNIOTHYHBIX FEHOB Y
yenoBeka. B 1965 r. mpobnembl reHETHKY YeJIOBEKa NPUBJIEKIIH 0cO60€ BHU-
MaHHE, MOCKOJBKY OKa3aJloCh, UTO Hanuyde IuIUHE#l Y-XpOMOCOMEI
(XYY resotun) B reHOME MyXXYHHEI ciocobcTByeT G0bLUEI €ro arpeccuB-
HOCTH 10 CPaBHEHMIO € OOBIYHBIM XPOMOCOMHBIM HabopoM (XY). B mocnen-
HEE BpEMS JOCTHTHYT OIPENEJIEHHBII NPOrpecc B M3y4YeHUH FEHETHYECKHX U
MOJIEKYJISPHO-r€HETHYECKUX aCIEKTOB IMOBEJEHUS YeJIOBEKA: TaK, FE€H LLH-
30(ppEHNH JIOKAIN30BaH B 5-# XpoMocoMe. Icuxo3a — B 11-ff xpomocoMe, Ma-
HHaKaJlbHO-INeMPECcCHBHOTO Mcinxo3a — B 11-# xpomocome u B X-XpoMOCoMe.
Togpo6uee atu mpobreMel 6yOyT pacCMOTPEHBI B MOCTERYIOLLUX [N1aBaX.
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ITnasa 7

HEKOTOPBIE 3KCIIEPMUMEHTAJ/IBHBIE MOJE/IN
A7 AHAJIM3A FEHETUYECKUX
N MOJIEKYJ/ISAPHBIX ACIIEKTOB INOBEJIEHHMSA

IloBegenue GakTepuii M NPOCTEHIINX: MOJIEKY JISIPHBIN MOTOP

IloBepeHHEe ONHOKJIETOUYHBIX OPraHU3MOB, TaKHX, HanpuMep, Kak 6ak-
TEpHUH, OCTATOYHO MPOCTOE, 61arofapsi YeMy CTAaHOBHTCS JIETKO ROCTYII-
HBIM H3y4Y€HHE HEKOTOPHIX NPOCTEMIINX 3JEMEHTOB ITOBENEHUECKUX PEaK-
1uil, KAKOBEIM SIBJISIETCS IBHXKEHHE, OOYCIIOBIIEHHOE MEPIIAHHEM XI'YTHKOB
WM pecHU4eK. BakTepny OTBEYAalOT Ha XUMHUYECKOE Pa3fpaK€HUe JBHXKE-
HHEM TI0 HATIPABJIEHHIO K HCTOYHHKY Pa3fpaskKeHHs ([TONOXNTENLHBIN XeMO-
TaKCHC) MIJIH, HA060pOT, cTaparorces “ybexaTh” nojankeile oT 3TOro pasnpa-
XHTENsT (OTpMUaTeIbHBIH XeMOTaKcHc). JTa HX peakius oOyclOBIEHa
(bYHKIMOHMPOBaHHEM CBOEOOPA3IHOrO MOJIEKYJISIPHOTO MOTOPA, OT KOTOPO-
rO 33aBHCAT BPAlIEHUs XIYTHKE, JEHCTBYIOUIETO Hanogobue mponennepa u
HanpaBisIIOILEro pBrxkeHne 6akTtepmn (pHc. 7.1). MonexkynsipHeiii Mexa-
HU3M, JIEXKaluil B OCHOBE (bYHKIMOHHPOBAHMS XKT'yTHKA, Ob1J1 HCCIEAOBAH y
Escherichia coli. IToT opraHg3aM HMeeT YETHIPE Pa3U4HBIX THIa MEMO6-
PaH—CBSI3aHHBIX PELIENTOPOB, KOTOPHIE BOCIPMHUMAOT XMMUYECKHI CUTCHAJ
U MHULWHPYIOT BHYTPUKJIETOYHBIA OTBET. DTH PEUEMTOPHBIE 6€TKHN IPHHA-
JIeXar K ceMeNCTBY reHOB, Ha3BaHHOMYy transducers. Kaxnawlit 6enok atoro
cEMENCTBa ¥MEET BapHabenbHBIN PelleNTOPHBIM MOMEH, KOTOPBII pacrona-
raeTcst B MEPHIIa3MaTHYeCKOM NTPOCTPAHCTBE H KOHCEPBATHBHBIN [IOMECH —
BHYTPH LIMTOIJa3Mbl. XEMOPEUENTOPHBIE GEITKH HUTOM1a3MaTHIECKOl Mo-
BEpPXHOCTH (POPMHPYIOT KOMILIEKC C AByMst HMTOMNIa3MaTHYECKHUMK 6enka-
Md — CheA u CheW. IlepBhIit 1 XeMOpeLEeNTOP B3aHMOJENCTBYIOT Hanps-
MY0, 8 BTOpOil ycnunuBaeT 3ty acconuanuio. CheA onpepessieT OTBET KIET-

Cnoi X

L]

XKryTukoenie
Plasma MOTOPpb!
membrane

Tly4OK XIyTUKOB

KneTo4nas

ceHka
[svxeHve

Puc. 7.1. CxeMa XryTHKOBOTrO “MOTOpa”, ONPeAeNsoIIEro IBUraTeNbHOE NOBEAEHHUE
6aktepuit. O6bscHenne B TekcTe. ITo Klug, Cummings, 1994.
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Puc. 7.2. CeHcopRasi TpaHCHYKIKS BO BpeMsi 6aKTepranbHOro XeMoTakcuca. ('TuMy-

nsApA TpaHcMeMOpaHHOrO peuenTopa BefeT K pocchopunuposanuro CheA ¢ nomo-

et CheW. ®ocopunuposannbii 6enok CheA nepepaeT ¢ocpaThyro rpynnoy K

CheY. ®occhopunuposannbiii CheY B3anMopneiicTByeT ¢ paGOTalOLIMMHY PECHHYKA-

MM, YToObl H3MEHUTL Hanpasneude ux BpalleHns. CheZ mnakTuBupyeT CheY nepe-
MeueHneMm ¢ocdaTtroit rpynnst. [To Klug, Cummings, 1994.

KU Ha XMMHYECKHH CTMMyn, B TO Bpemsi Kak CheA MyTaHTLI yTpauMBaioT
YyBCTBUTEJILHOCTE K HUM. V3MeHeHne KOH(OpManua XeMOpELENTopa, Bbl-
3BAHHOE CBSI3LIBAHHEM HIIH BHICBOOOXKJEHHEM CEHCOPHBIX MOJEKYJ, HHHIH-
upveT nepenavy BHYTPUKIIETOYHBIX CHTHATIOB. DTOT CUrHaN NepefaeTcs Mno-
cpencTBoM ¢pocOpIITHPOBaHKS [PYNNBI UUTONIa3MaTHIECKHX 6EJIKOB, KO-
TOpble NENUCTBYIOT KaK MONEKYNISpHLIE BKIIOYATEIH, ONpefestolne Ha-
NpasjieHKe BpalicHNus XryTHKa. B npucyrcrBun MONEKynbl-peneaeHTa us-
MEHeHHe KOH(POPMallM XEMOPELENTOPa BbI3LIBAET YBETHYEHHE CKOPOCTH
¢ocopunnposanust CheA (puc. 7.2).

Bcenepn 3a ¢ocepoprnuposanueM CheA docgopunupyercs CheY. doc-
¢opunuposanublil CheY cBs3bIBaETCH € OCHOBaHHEM XI'YTHKOBOTO MOTOpa
U NOnEePXKUBAeT BPAILEHNE KIYTHKA O 4aCOBOH CTpeJIKe, KJIETKa HauynHa-
€T KyBBIPKaThCsl, XAOTHYCCKH ABUraThCs I IEPEK/I0YaTh HalpaBJIEHHe ABH-
xeHus. [Ipyroi 6enok — CheZ srikmouaet aeiictsue CheY, yckopss nedoc-
¢opunuposanue CheY.

B npucyTcTBHM aTTpakTaHTa 1K ocdopunupoBaHust obpamaercs
(maer oOOpaTHBII XOH, reverse), CHIRKas CKOpOCTh (pocchOopHIMPOBaHUS
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CheA, KOTOpHIi, B CBOKO ouepens, 3amennsieT ocopunupoBanie CheY.
NedocdopunupoBanubiii CheY nmoppep:kuBaeT BpailleHHe XTYTHKA [IPOTHB
YaCOBOY CTPENKH, YTO BERET K [BHXKEHHIO KJIETKU MO HanpaBJIeHUIO K aT-
TpakTauTy. Llenb 3Toro gBrxKeHns — OLEHUTh XUMUYECKUI TPAHEHT U COOT-
BETCTBEHHO U3MEHHUTH ABMXEHUE KIIETKH, HANPABNAs €€ K aTTPaKTaHTy (NH-
11I€) ¥ NPO4b OT pENeJIJIEHTA.

XeMopenenTops! OPraHu3yroOTest B KIACTEPH], TIOKATHU30BaHHBIE HA MO-
JIIOCax KIETKH, HO HE KJIacTePUPYOTCS BONH3M OCHOBAHHs KJIETOYHOTO MO-
Topa. CheA u CheW nokanusyroTcss B NMOJSPHOH LIUTONNA3ME, MPU 3TOM
CheA 6enok accoruupyeTcsi ¢ BHyTPECHHEH KJIETOYHON MeMOpaHoil. Y My-
TaHTOB, yTPAaTUBLLUNX BCE YeThipe perientopa, 6enku CheA u CheW panpgom-
HO pacnpeficfieHb]l B LJUTOIUIA3ME, YTO [IOKa3bIBAET 3aBHCHMOCTE MONSIPHON
JOKanu3auyd NPONyKTOB 3TUX FE€HOB OT MPHUCYTCTBHUS penentopos. M3yue-
HAe MyTanToB CheW nmpopgeMoOHCTpHpOBaio. uTo 3TOT 6enoK TpebyeTcs pnst
arperauyu u NOJIsSipHO# JIOKaNnu3auuy pelenTopos. Y menenuonHbix CheW
MyTaHTOB KoMmiekchl Che A penentopoB pacnpefesstoTess B LMTOIIa3Me
PaHIOMHO. DTH [aHHbIE MOKA3bIBAIOT, YTO CUI'HAJ TPAHCAYKUMH HHULMUDY-
eTcst He (POPMHUPOBAHHEM KOMILIEKCA, HO KOH(POPMAIMOHHBIMU €TI0 H CEH-
COPHBIX MOJIEKYJ] H3MEHEHUSIMHU.

Takum obpa3om, xeMoTakTHueckoe noseperre E. coli oOycropnuBaeT-
Cs1 B3aUMOJIEICTBUEM MHOXKECTBA FCHHBIX NPOAYKTOB C BKJKYEHHEM MpO-
niecca cpocpopunupoBaHusi GEITKOB.

INoBepenue mpocTeMiNX OCOGEHHO MONPOOGHO u3y4yanu Ha MpHUMEpPE
Paramecium aurelia. JJOKOMOTOpPHBIE PEAKIHM 3TOTO OOBEKTA HAXOOSTCS
TIOZ KOHTPOJIEM NOBEPXHOCTHOH BO3OynmMon MemMOpaHbel. HanpaBneHne u
4acToTa OMEHUS! PECHUYEK KOPPENHPYIOT CO CIBHIOM 3JIEKTPHUECKOTO NO-
TEHIMANa MEMOpaHbl, OOyCIOBIEHHBIM M3MEHEHHSIMA TOTEHIMATI3ABHCH-
MO NPOBOJUMOCTH Kanblusi. I3MeHeHns HanpaBiIeHUs OBUXKEHUS PECHU-
4eK BBI3bIBAKOT H3MEHEHHE HANPaBJICHUs IIcpeMenieHus napamenmy. Mzse-
CTHBI MyTaHTh! Pawn (4TO 3Ha4YHT NELUKA, TEpeABIDKEHNE KOTOPOII MO 11ax-
MaTHOM JIOCKE HMEET OMpefdeNeHHble orpaHuyeHns). OHM B OTIWYHME OT
ocobeit THKOro THI@ HE MOTYT IIBLITE Ha3zal ¥ MOTYT OLITh TEMIEPATYpO-
YYBCTBUTEJIbHBIMHU. JTa MyTalis NPOSBISETCS B CHEUM(pUIECKOM MOHO-
TE€HHOM nie(hEKTE, CBA3AHHOM C OTCYTCTBHEM BO36ynMMoOcTH MEMOPaHbI, He-
cylllel pecHUKH. PeCHHYKHN NpH 3TOM He 3aTparuBaroTcsi myrauneil. Ilpn
MOD(POIOrHYECKUX UCCIENOBAHUAX Yy MapaMeluil ObITH OGHapY>XEHbl MM-
TIPErHUPYIOLIHECS: cepeOpOM HanopoOHe HEPBHBIX BOJTOKOH HUTH, CBSI3bIBA-
IOIMEe OCHOBaHMsa pecHMuek (6asanpHble Tenbua). [Ipenmosnaranock, 4To
CHCTEMA 3THX HUTEH KOOPHMHHPYET OBHKEHHE PECHHYEK, OfJHAKO JOKa3a-
TEJNBLCTB 3TOMY HE MOIY4YEHO.

I'eneTnka NOBEACHHUS HEMATOX

OpHuM U3 yROGHBIX OGBEKTOB NSt HCCHENORAHHS TEHETHUECKYX M MO-
JICKYJISIPHO-TEHETHYECKNX OCHOB TIOBENEHUS CNyXUT uepBh Caenorhabditis
elegans, BBEIEHHDII1 B 3KCHIEpUMEHTANTBLHYIO TPakTHKy BpeHHepom (Brenner)
¥ XapakTepH3yIOLIKics 3HaUNTENBLHOH NPOCTOTOH CBOMX MOBENEHYECKUX Pe-
axymit. B3pocnblil yepBb gocTuraetr 1 MM [IIMHBI # COCTOHT BCEro u3 959
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KJETOK, 350 H3 KOTOPBIX SBJSIOTCS HEPBHBLIMH KJIETKaMH. B cBsi3u ¢ 3TUM
OKa3al0ch BO3MOXHBIM NOCTPOUTh Ha OCHOBAaHHM aHANM3d THCTOJIOTHYE-
CKHX CPE30B TPEXMEPHYIO MOJI€/Ib HEPBHOH CHCTEMBI 3TOro 06 bekTa. bpeH-
Hep nHpgynuposan y C. elegans MHOXECTBO MOBENEHYECKHX MyTaUMi ¥ MO-
NBITANCS BBISIBUTH KOPPENALUIO NOBENEHUYECKUX PEaKLHH CO CTPYKTYPHBIMH
1 MOJNEKYJISIPHEIMH OCOOEHHOCTSIMH 3THX MyTaHTOB.

Caenorhabditis elegans — repmacdbpoauT, 0JI8 KOTOPOro XapakTepHO ca-
MOOIUTIOROTBOPEHKE, PHUYEM CHAYasla MNpopyLUpyeTcs ¥ 3alacaeTcst cepma,
a 3aTeM pa3BUBAKOTCS U OTKNanbIBakKOTCA sia, okoso 300 v kaxnoii ocob.
ITpononxxutenbHOCTh KU3HEHHOrO uHKJa npu TeMmneparype 20° C cocras-
nsieT ot 3 o 4 cyrok. CaMOOIIOROTBOPEHHE CMIOCOOCTBYET BOSHHKHOBEHHIO
TOMO3HMIOTHOCTH, HO y OJHOM ¥ TOM e 0cobH MOryT BO3HHKATE PasjinyHbIe
HHOYLMPOBaHHBIE MYTalLliK, IO3TOMY B Pe3y:ILTaTe HEPACXOXIEHHS XPOMO-
COM B MeH03€ NOCTOSIHHO NOSIBASETCH HEKOTopoe uncno camuos (0.1%), ko-
TOPBIE NPH CKPELIMBaHMK C repMapogHTaMi MEPEHOCAT TY WK HHYIO My-
TalHI0, KOTOPYIO M MCMOJB3YIOT B KAYECTBE N'EHETHYECKOH MeTKn: A = | Ha

aqa

60p ayrocoM 2 0coOH, peiKO NMPOH3BOIALIHE CAMIIOB,

— ocobu, 4acto NpOHU3BOIALINE CAMIOB, — CaMIbl.

C. elegans BecbMa ypoOHa NIt TeHETHKOB ITOBENEHMUS, NMOCKONBKY €ro
JIErKO Pa3BOMHTE B 1a6OPAaTOPHBIX YCJIOBUSX, OH HMEET rarioujHbIi Ha6op
U3 LIECTH XPOMOCOM, COOTBETCTBYIOILHX LLIECTH FPYNIaM CLEMIIEHHS.

Pa3Butre 3TOH HEMaTOOBI cBOeoOpa3Ho. PassuBaronieecs silo BHICIINX
3YKapHOT MOApPa3neNseTcs Ha TPH €105 3SMOPHOHaNBHBIX TKaHel — aKTonep-
My, ME3OTIEPMY W 3HTOREPMY, KaXKIbIH H3 KOTOPBIX Ia€T Ha4aso ONpENeNeH-
HBIM KJIE€TOYHBIM THIIaM. Hanpumep, HepBHast TKaHb BO3HHKAET U3 3KTOREP-
ManbHOW 3aKJAaJKH, 3MUTENHH NMUIIEeBapUTENbHON TPYOKH — H3 3HTODED-
ManbHO# 3aknagku ¥ 1.1, Y C. elegans 3T0 NpaBuno HapylleHO: HEKOTOphIE
HEHPOHBLI Y HUX MOTYT Pa3BHBAThCH H3 ME3OJEPMBI. IPHYEM KII€TKa-Npen-
LIECTBEHHUK MOXKET NEIUTHCS, TPORYIMPYS ORHY MOYEPHIOK KIETKY, Ipe-
BpaularoLyIocst B HEHPOH (OOBIYHO NPOM3BOIHBLIN 3KTOREPMBI), H IPYTYIO —
[aroLIy O HayaJlo MBILIEYHOH KJIeTKe (O6BIYHO MPOW3BOIHYIO ME3ONEPMBI).
CrnepoBatenbHO, 3MOpHOHANLHBIE TKAHH HEMATO[Bl XapaKTEPH3YIOTCH
GonbLIe NIACTHYHOCTBIO, HEXEIH y IPYTHX BbICOKOOPTaHU3OBaHHbIX 3yKa-
puort (puc. 7.3).

Kpome Toro. y C. elegans poBONEHO BBICOK IMPOLIEHT KJIETOK, NOOBEP-
SKEHHBIX aMoNnTO3y B XO[le HOPManbHOTO Pa3BHTHA. ONHA U3 KaXJBIX LIeCTH
KJIETOK r€HETHYECKH 3aMpOrpaMMHPOBaHa K rubenn. Jta rubenk nonocre-
1ucpuyHa. TaK Y10 rubenb ONHOI KNETKH Y SMOPHOHOB ONHOTO MONa HE 03-
Ha4aeT, YTO MOTUOHYT rOMOJIOTHYHBIE KJIETKH Y 3MOPHOHOB IpYyroro nosna.

Cummetpust y C. elegans Takxke ¢pOpMHpYeETCcs CBOeO6pasHO, NOpoi He
B PE3yJNbTaTE CHMMETPUYHOTO JENEHHS KJIETOK. HO Onaroyaps Ux akTHBHBIM
MEPEMELLIEHUSIM.

Kak ¥ y ppyrux oprann3mosB, BaXkKHYIO POk B Pa3BUTHH HEMATOQ Mrpa-
}OT roMeo3ucHEIE reHbl. Y C. elegans, HanpuMmep, y MyTaHTOB Mo JIOKycy lin-
12 napyiieHo pa3BHTHE ByJIbBbI, 9TH MyTaHTHI CTEpIILHBL BeposiTHO, Kak ¢
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Puc. 7.3. Cxema Bbiienenus KnetouHslx muHui Caenorhabditis elegans B npouecce un-
nuBKayanbHoro paseutHa. ITo Sulston, 1983,

y ppo3odunbl. (pyHKIMOHUPOBAHHE TOMEO3NCHHIX TE€HOB PErYNHPYET MpO-
Liecc perMoHanu3aluy HEPBHOH CHCTEMBI HEMATOL.

C. elegans uMeeT LWIMHAPUYECKOE, BOIOCOBHIHOE, HECETMEHTHUPO-
BanHoe Teno (puc. 7.4), ocrasnsnolee Ha arape B yawke [lerpm nerko
pa3snu4NMBIil clef, KOTOPBI MOXHO PETUCTPUPOBAThL ¥ 2HANM3HPOBATE.
3T BUAHMBbIe 60PO3[KK B arape MOryT IIPOXOUTE BoOJb IpagHeHTa at-
TPaKTaHTOB, BPOJe XHMHUYECKHX COEOMHEHHII (UMKIWYECKHE HYKIIEOTH-
Abl), KaTHOHLI. LlenoyHble 3uaveHus pH. Xapaktep pacrnonoxeHHst 6o-
PO30OK OTpaxKaeT OcOOEHHOCTH TOBEACHNS: OpLeHmaljliro — NBUXKEHHE
BIOJb PajJlueHTa KOHLEHTPpalMK., BKIIKOYast “OOKOBOE™ IBHXKEHHE TOJOBBI
yepssi. CkonaeHue — NOCTOSTHHOE CKOIIEHHE 60JIbIIOTO YNCiIa HEMATON, B
KakoH-TH60 ocoboil Touke rpagueHTa. /lpusbikanue ~ HabMOAaeMoe 1o-
CJle TOro, Kak KOHTEHHED M €T0 CONEP>XKUMOE AeJlaloTcs IPHBLIYHEIMH [JIst
0co6H. ITOT mpoljecc 3aKIKYAETCS B 03HAKOMJIEHHH XHBOTHOTO H C rpa-
OMEHTOM paclipefeneHust aTTPaKTaHTa U ¢ caMuM aTTpaktaHToM. [loBepe-
HUE YEPBS W3MEHSETCH. KaK TOJBKO OH OKa3bIBAETCH B 0OJIacCTH MakcH-
MaJbHOrO MPUTSKEHUsS, 3aTEM OH NOKMUZAET ee, YTOOLI MO3[HEE MOBTO-
PMTB BECh IMKJI CHayana.

Auanus pa3nuyHbIX MyTaHTOB, XapaKTepU3yIoIuXcs nedeKTaMu KYTH-
KyNbl, HO3BOJKI MPHUITA K BHIBOAY., YTO OPUEHTHPOBAZHHE B XHMHYECKOM
rpagueHTe o6yCIOBIHBAETCS CEHCOPHBIMU OpraHaMH, pacrionOXeHHbIMY Ha
rOJIOBE XXMBOTHOro. MyTaHTHBIE YEPBH CO B3AyTHSAMM B JHUCTaNnbHON 4acTH
XBOCTa OPUEHTUPYIOTCSI HOPMalbHO, B TO BpeMsi KaK HalMIWe TaKMX B3Ay-
T HA FOJIOBE [l€1a€T OPHEHTALNIO HEBO3MOXKHOM.

JluuuHoyHOe pa3entue C. elegans KOHTPOIUPYETCs: aKTUBHOCTEIO te-
TBIPEX KJIACCOB XEMOCEHCOPHBIX HEHPOHOB. Ilpn 3TOM BEIGOpD MKy HOp-
MaJILHBIM Pa3BHTHEM ¥ Pa3BUTHEM B CNEUHANM3MPOBAaHHYIO JIHYHHOYHYIO
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Puc. 7.4. Pharynx (rnotka) C. elegans.

@1 — CXeMa OPraHU3alPA YepBs, b — cXeMa cTpoeHus IMoTkH 4epss. ITo Klug, Cummings. 1994.

¢opmy, HasbiBaeMyro “dauer larva”, muTarouyrocs ¥ CrocOOHYIO Nepexu-
Bath 6€3 MUK HECKOJILKO MECSIIOB, PETYIUPYETCS KOHKYPHPYIOLIMMH cpe-
MOBBIMH CTHMYJIaMH: i@ 1 “dauer pheromon”. Korga y6uBaroTcs HEHPOHEI
knaccos ADF, ASG, ASI u ASJ, xuBoTHbIE pa3BHBaKOTcs kak “dauer” nu-
YHHKU HE3aBHCHUMO OT CPEOOBBIX YclOBUH (pHc. 7.5). AHAanu3 MyTaHTOB, fe-
¢exrHbix no “dauer formation” MOKa3bIBAET, YTO XEMOCEHCOPHBIE HEHPOHBI
aKTHBHbI B OTCYTCTBHE CEHCOPHBIX BXOHOB ¥ 4uTO dauer (pepOMOH TOPMO3UT
CNOCOOHOCThL 3THX HEHPOHOB TeHEPIPOBATHL CHTHANBI, HEOOXOOHMMBIE JUIs
HOPMAJLHOT'O Pa3BUTHSI.

OpHoil 13 caMbIX PacIpOCTPAHEHHBIX MOBENEHYECKUX MOTETEH, HCITONb-
3yeMbIX [N aHanu3a reHeTHky noseneHus C. elegans, sBNs€TCS NMHILEBOE
nosepeHue. Ero chapuskc sBIsieTCsl NHUEBBIM HACOCOM, COCTOSIIIHM U3 TPEX
yacteil: (1) Teno (corpus), KoTopoe nornouiaet (ingest) 6akrepwuit u (2) isth-
mus, KOTOpbLi npoBoauT 6akTepuil K (3) terminal bulb, rue 6akTepun pasma-
JIBIBAKOTCS W NPOBORASITCS B KUIIKY (puc. 7.4, b).

®dapuHKC OKpyXeH 6a3anbHOil MeMbOpanoii u copepxut 80 knetok, 20
U3 KOTOPBIX — HEHPOHBI (hbapHHIeanbHON HEPBHOI CHCTEMBI (TOMOJIOT HHT-
paMypanibHON HEPBHOH CHCTEMbI ITHLIEBAPUTENIBLHON TPYOKH MO3BOHOYHBIX).
Jta cHcTeMa CBsi3aHa ¢ OCTalbHOH HEPBHOM cucTeMoii napoi HepBoB. Hann-
Yyye aBTOHOMHOH MHHEpPBallUN MO3BONAET (papMHKCY HOPMaNbHO (PYHKIHO-
HUPOBATH B CJ1y4ae €ro H30JISIHH in Vitro.

Tonwko eaun u3 20 HeitpouoB (M4) cywecten Ans xn3nn. OH nHHep-
BHpPYET 3afHuI isthmus, 1 B ciiyuae ero orcyrcrBus isthmus ocraertcs 3akphbl-
ThIM, @ 6aKTEpUN HE TPAHCIOPTUPYIOTCA OJIs pa3MallblBaHust U MepeBapyuBa-
HUSI, TaK YTO XXUBOTHOE ronopaet. Yepsu ¢ HHTaKTHLEIM M4 HelipOHOM 1 OT-
CYTCTBYIOLIUMH 19 OpYTHMH XH3HECTOCOGHBI, XOTS 3TH HEHPOHBI HEOOXOOH-
MBI [J1% HOPMasbHOrO MaTTePHa MUTAHHS.
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Puc. 7.5. Mopens (pyHKUMORHPOBaHHS XeMOCEHCOPHBIX KJIETOK NpH (popMHEPOBaHHH
“dauer” nUUHHOK.

Ha kaxpoii iuarpaMme cxeMaTH'ecKi NPeICTaBIeRbl HeMaTofa  siipa ¥ YyBCTBUTESbHEBIE OT-
POCTKH XeMOCCHCOPHBIX HEHPOHOB, BKJIIOYEHHBIX B “dauer”-(popmuposanue. Ha xaxjo# ina-
rpaMme NpeACcTaBIeHo TOIbKO JBa HEfPOHa HE3aBHCHMO OT AEHCTBHTEIBHOTO YIHCIa HEPBHbLIX
KJIEeTOK. MenKuit 3HaK + NpPEACTaBNfeT CUTHaJ, BbICBOOOXIAeMblii CEHCOPHbIM HEHPOHOM.
JTOT cHrHan MoXeT ObITh HEHTPOTPAHCMHTTEPOM, NENTHIOM, FTOPMOHOM HUTH 3NeKTPHYecKOH
AaKTHBHOCTBIO.
A — nazepom ybusaroT XemoceHcophbie K1netku ADF, ASI, ASJ, gro npusoput k “dauer” ¢op-
MHPOBaHHIO.
B — y MyTaHTOB, y KOTODbIX CEHCOPHbi€ OKOHYaHHsl HEHOPMANLHbLI H Bce aM(bAgHble XeMOCEH-
COpPHbIE KIETKM HE MONYYarOT CTUMYNOB, “dauer” ¢beHOMEH npenoTBpaLlacTcsl.
C — aKTHBHOCTDL CeHCOPHBIX HeilponoB ADF, ASI u, BoiMoxHo, ASG TpebyioTcs ans TOro, 4To-
6bI JKMBOTHBIE Pa3BUITHCD B THYHHOK 3-ro Bospacta (L3) u 3aTeM Bo B3pocibie OpraHiisMbl. Jta
8KTHBHOCTbL TOPMO3HTCS CPEIOBLIME CTMMyNlamu (BO3MOXHO, “dauer” ¢hepomonamu). Topmo-
JKEHHE NPECTaBACHO CUMBOJIOM).
D — 4TOBbLI MHTErpMpOBaTH NPOTHBONONOXHBIE CUrHAnb MUupt M “daver™ depomona, ADF,
ASL, ASG HeApOHDI JIONXKHBI OJJHOBPEMEHHO OLICHHTL 063 CHIHANA M B 3aBHCHMOCTH OT HX CO-
OTHOLIEHHA BLIOpaTh pa3BUTHE B HanpaBnenuu L3 unu craguu “dauer”. AJbTepHATHRRO MTULIE-
BOIi CHrHaN MOXKeT ObITb OLieHEH APYTUMH (HCH3BECTHBIMA) HEHPOHAMH.
E — BoccranoBleHue OT craiui “dauer” 3aBUCHT OT aKTHBHOCTH ASJ, u B MeHbLIEH CTeneHu —
OPYFHX XeMOCEHCOPHBIX HEHPOHOB. BhICOKas KOHLEHTpalWs NULH W HM3Kas KOHIEHTPAUAs
¢hepoMOHa MOZKeT CTHMYIHPOBaTh OcTarotiecst ASJ nefipoHbl paspellliTh Pa3BUTHE B HANPas-
neHnH R3pocioi cragun. [lo Horvitz, 1996.
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Jleou JiiBepH (Avery) H30JIHPOBas W OXapaKTepH30Bal reHbl, KOTOphle
KOHTPOJIHPYIOT OPHCYTCTBHE HWIH OTCYTCTBHE. NaTTEPH HWHHEPBALMU H
¢yukumn 20 HEHPOHOB, OTBETCTBEHHBIX 33 MHUUIEBOE MOBefeHue. Brino 06-
HapyeHo 35 reHoB. JIOKann30BaHHBIX BO BceX O XpOMOCOMaX, W MpenIona-
raeTcsi, 4YTO UMEETCS Elie CTOJIBKO K€, OTBEYaIOIHX 3a JaHHYyio (popMy no-
BeNleHUs. BhISBNIEHHBIE 3TUM y4YeHBEIM 52 MyTall o cBoeMy ¢eHOTUITNYE-
ckoMy 3bPeKTY MOXKHO PaspelluTh Ha TpH rpynnsl. MyTaHThI eat neficTBy-
10T Ha MOJBIXKHOCTh (hapUHrealbHBIX MBILLI] U, KPOME TOro. Ha (hVHKIMOHH-
pOBaHHE MBILIL CTEHKHN TENA. MHOTHE MyTaHTB! 3TOTO THITA BHI3bIBAOT Ha-
pyleHne (PyHKINH HEKOTOPLIX HEHPOHOB.

MyTaHTb1 pha BEI3LIBaKOT BedeKThl (hapHHKCa, KOTOPbIE NPEfOTBpalia-
10T HOpPMaJLHOE THIIEBOE MOBEJEHHE M YACTO BHI3LIBAIOT NE(PEKTHI B MOP-
¢oreHese H KIETOYHON creubHKaLHL.

TpeTuii k1acc MyTaHTOB (phm MyTaHTBI) OOyCIOBIMBAIOT cnabbie HiH
HEPETYNSPHBIE COKpAILEHNs (hapUHreabHbIX MbILll. OHM MOTYT TaKXe Ha-
pylIaTh HEHpanbHBI KOHTPOJB MbILIEYHOH (hyHKLINA.

¥ Caenorhabditis 06HapyKeHbI TAKXKE CHCTEMA I€HOB. KOHTPOJHPYHO-
LMX pa3BUTHC XEMOPELENTOPOB, KOTOPLIE PEarupyrOT Ha BOJAOPACTBOPH-
MbIE aTTPaKTaHThI (OHOTHH, TU3KH, CAMP, HOHBI HATPHS U XJIOpPa), JIETYYHE
perneieHThl (OKTaHoN), IETy4HEe aTTPaKTaHTh! (IMaleTiul, MHpa3ny, HHUa-
3071, 6€H3alblETH, H30aMUJIOBBII CIIUPT. THA30JI), @ TAKXKE TEMIIEPATYPHBIX
peuentopoB. brno waeHTHuuMpoBaHo 6onee 40 TEHOB, KORHPYIOIUX
TpaHcMeMOpaHHBIE PELENTOPbL. ITH “pelenToponofobHbie” TeHbI MOXKHO
MopasnenuTnr Ha 6 ceMellcTB (sra. srb, srg, srd, sre, sro), OCHOBBIBasSICh Ha
cxoqctee nocnenosarenbHocTedl X JJHK. OpHako He 6b110 HAalIEHO CXOfI-
CTBAa C IPYrMMH H3BECTHLIMHU NocnepoBaTenbHocTamu JTHK, kopnpyroipmu
TpaHCMeMOpaHHbIE PELENTOPHI, 338 HCKIIOUEHHEM €1ab0H FOMOJIOTHH Sro
reHa ¢ resamu oncuHa. ['eHbl OOHOIO M TOrO e ceMelcTBa 4acTo coOpaHsl
B OfMH KjacTep. HekoTtophle B3 3THX KJaCTEPOB MOTYT KO-2KCIPECCHPO-
BaThCA Hanopoobue OonepoHHOH CHCTEMBI, ODHAKO B HEKOTOPBIX CNyUasX re-
HbI U3 OTHOTO KJlacTepa 3KCIpeCCHPyrOTest B pa3HbIX HefipoHax. Ilpenmona-
raeTcsi, 4TO B LieJIoM TeHoMe C. elegans copepxutcest 6onee 100 reHos, akc-
npeccupyrowmxcs B xeMopenentopax. Tlockoneky C. elegans umeer 32 xe-
MOCEHCOPHBIX HEHPOHA, CBORUMBIX B 14 THIIOB, MOXHO AyMaTh, UTO KaXKAbIH
XEMOCEHCOPHRII HEHPOH 3KCNPECCHPYET HECKOJNBKO XeMOpeLEeNnTOpoB. bhi-
710, B 9acTHOCTH, OOHAPY»XEHO, YTO OOHMH THII XEMOCEHCOPHBIX HEPOHOB,
TaK Ha3blBaeMbl ASK xapakTepu3yeTcsi aKTMBHOCTBIO MO KpaiHed Mepe
YETBIPEX PAa3NNYHBIX “PELENTOPO-NONOGHBLIX” FEHOB. NMPHHAMJIEXALMX K
pas3HbIM cyOceMericTBaM (sra-7, sra-9, srg-2, srg-8). 'eHeTHUeCKHE 1T MOTIEKY-
JISIpHBIE HCCIIENOBaHus reHa odr-10 mokasanm, 4To B3aUMOREHCTBHE OTHENb-
HOrO OfOPaHTa CO CLEIUIEHHBIM ¢ TPaHCMeMOpaHHbLIM TOMeHOM G-Genkom
HHHLUAPYET ONbGaKTOPHY TpaHcoykuuio. ['en odr-10 kopmpyeT TpaHc-
MeMOpaHHbIN 6€J10K, KOTOPHIH 3KCIPECCHPYETCsl TOJILKO B CEHCOPHBIX pec-
HU4YKax HeMpoHOB THa AWA. T'en odr-7 xonupyeT TPaHCKPUIIIMOHHBIH ha-
KTOP. KOTOPBIH NPUHAJNIEXHUT K CyIepceMeiiCTBY SIEPHBIX PELENTOPOB H
cnelmcuiecky TpebyeTcst [lst OCYLIECTBAEHNs cEHCOPHOT pyHKIMn AWA.
HyneBrle MyTaHTBI IO 3TOMY Fe€Hy He NPENSTCTBYIOT CTPYKTYpHOH Iudpcpe-
PEHIMPOBKE 3TUX HEHPOHOB, OIHAKO MOCIERHIUE TEPSIOT CNOCOOHOCTE OTBE-
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Puc. 7.6. Cxema cBsiseit Mexay MOTOp-
HbIMM HEMlpOHaMH B BEHTpanbLHOH Tpy6-

Ke YepBsl AHKOro THNa (a) ¥ MyTaHTOB
unc-4(el120) (b). @

CTpenku — xumiueckue cuHancol, 7 — OKoH-

yaHus TMINa “‘gap junctions”, KPy»XKH — KJjiac-

Cbl MOTOPHBIX HEHPOHOB, TEKCArOHbI — KiTac-

cbl HHTepHeliposoB. JlokoMoLus 06ycioBmm-

BaeTCs aKTUBHOCTBIO MOTOHelpoHoB B-THna.

AVB - rnasHbiit k1acC HHTEPHEHPOHOB, CBsl-

3aHHbIX ¢ HuMM. OOpathoe pBikeHue o0y- b

COBIIMBaETCH HEHPOHAMM TUNa A, OCHOBHBI-

MM HHTepHelipOHaM# 1Nl HUX SIBRSIOTCH

kynetkn AVA. Hefiponnt VA B cepenvne tena

MYTAHTHOTO 4€pBS HMeIOT CHHaNTHYECKMi

BXOJl, KOTOPBIii XapakTeEpen Anst HelipoHoB B-

Thna. Bupner Takke u3MeHeuus B opraifsa- @

LMY CHHANTHYECKHX CBS3cfl MHTEPHEHPOHOB

AVA. Bece 314 0coOeHHOCTM OpraHu3aluu

NaHHOTO HEWPOHHOrO MONNs Befe€T K M3Me-

HEHUIO MOBEEHYECKOl peakliMy uepesi, TaK

YTO OH CBOPAYHBAETCs KONBLOM. KaK IOKa-

3aHo Ha pucyuke. [lo White et al., 1996.

®
(®)

®
()

YaTh Ha TaKMe crielpHyYHBIE 7151 HUX 3alaXxOBbIe pa3gpaxknTeslu Kak Rrane-
T | nmupasuH. OHY HeclocOGHBI TAKKE 3KCIIPecCHpOBaTh red odr-10. Ec-
JIH B TEHOM HYJIEBBIX MO 0dr-7 MyTaHTOB BBECTH TeH odr-10 nop akTHBHBIM
MPOMOTOPOM, 3KcnpeccupyroiMmess B AWA u AWC HeHpoHax, TO BOCCTaHa-
BJIMBAETCH XEMOTAKCUC K [UaLeTHNy, HO He K mupasuHy. Takum o6pasoM,
Hannume G6enka ODR-10 goctaTouHO 7151 0Nb(haKTOPHOro OTBETA Ha JHale-
THJL, TAK YTO NaHHBIN 6EJIOK, BEPOSTHO, ABJISIETCS PEUENTOPOM K OHALETHILY.
B nocnegHee BpeMst MoeHTH(HHIMPOBAHEI TEHBI, KOHTPOJHPYIOLHE HEH-
poreHes y C. elegans: mec-3, onpepensiiomuii HanogobWe reHa cut
Drosophila cieuyugudHOCTb THIIA HEPBHOI KIETKH U T€HBI unc-3, unc-6, unc-
40, nanmopo6ue reHa fas-1 Drosophila, KOHTpONMpYIOUINE XapakTep poOCTa
HEPBHBIX OTpOcTKOB. Ene onun ren unc-4 perynupyet cnenucuky hopmu-
pOBaHNA CHHANTHYECKUX KOHTAKTOB VA MOTOHEHPOHOB. Y COOTBETCTBYIO-
IHX MyTAHTOB JJOKOMOTOPHBIN feheKT KOPPENHPYET CO cnenipHUECKUMH
U3MEHEHUSIMH CHHaNITHYECKUX CBsI3efl HeHPOHOB 3TOro Tuna (puc. 7.6).
Oxa3anocsk, 4TO €lle OfHH I'eH — Unc-4 KOgNpyeT roOMeOJOMEHOBLIH Ge-
JIOK, KOTODBIi1 (PYHKIIHOHMPYET KaK TPaHCKPHMILHOHHBIH hakTop. ekt
3TOro reHa Ha pa3BHTUE COOTBETCTBYIOLIMX HEMPOHOB 3KCIEPHMEHTANILHO
pokasaH. OH H3MeHsieT NATTePH CHHANTHYECKUX BXONOB K ONHOMY Kiaccy
MOTODHBIX HEHpPOHOB BEHTPANLHON HEpPBHOI TPYOKH. Y MYTaHTOB UNC-
4(el20), KoTopblie XapaKTEPH3YIOTCA OTCYTCTBHEM (PYHKIIHOHHPOBAHHS reHa
unc-4, npecuHanTHYeCKe mapTHeph! VA HEHpOHOB 3aMeLaroTcs HHTEpHEI-
pOHaM¥, COOTBETCTBYIOLIMMI MOTOHEpoHaM VB knacca. DTv u3sMeHeHHHsS
HE#panbHO# celUUYHOCTY HE CONPOBOXAAIOTCS CKOJIBKO-HHOYOb 3aMeT-
HBbIMH fiechbeKTaMH HeHpaabHOH MOPCGOIOrHY WIH HapylleHUsMH pocTa OT-
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poctkop. [IpennonaraeTcs, YTO reH unc-4 perynupyeT 3KCIpeccHio HeGob-
LIOTO YHCIA TEHOB-MUILIEHEH, H MPOAYKTHI 3THX F'€HOB BKITFOYCHBI B MpoLiece
popmupoBanus cneuHYEcKOro CHHaNTRYECKOro NaTTEPHA.

INpoctota opranuzauum C. elegans no3BonsieT U3y4aTh M MOJEKYISPHO-
FEHETHYECKHE ACNEKTHI HEHPOXUMHMYECKUX 0coOeHHOCTEN 9TOr0 06 beKTa. B
YaCTHOCTH, OBIITN BBITIONHEHBI ICTANBbHBIE MccaenoBanus pony G-6enka (ry-
aHUH HYKICOTHMA-CBS3bIBAIOLErO Oerka), Mrpalollero KIKUYEBYIO posb B
MOJYIHMPYIOLIEH aKTHUBHOCTH HEHPOHOB U MBILUL, B N3MEHEHUH CEPOTOHHH-
kouTponupyemoro nosefeaust C. elegans. Oxazanoch, 4TO MyTauusi reHa
goa-1, xopupyrouiero anspa-cyobequHULY, BEI3BIBacT fedeKkThbl B MoBefe-
HUM, CXOJIHBIE C TAKOBBIMH § MYTaHTOR, KOTOPBIE YTPAauNBAIOT HEHPOTPAHC-
muTTep cepotorut (5-HT), npu 3toM goa-/ MyTaHTbl 4ACTUMHO PE3UCTEHT-
Hbl K 3K3oreddHomy 5-HT. MyraHTHbIE >XMBOTHBIC, yTpaTHBILME anbca-
cyonepnnuly Genka G, M TpaHCTeHHBIE KHBOTHBIC, XapakTepH3yroLWUecs
TMMEP3KCIMpEccHeil COOTBETCTBYIOIIEIO reHa (MyTtaumst goa-1(xs)), NMEKOT
peUMIPOKHbIE TePeKTHl B JOKOMOLMM, MUTAHUA W OTKIA[bIBAHUH AL Y
MYTaHTOB HaGNIONAOTCA THNEPAKTHBHBIC JIBYXKEHMS. OTKITAJlbIBAHUE STHI| 1
WMIIOTEHUUS CAMIIOB, ¥ TPAHCTCHHBIX >KMBOTHBIX 3TH Ae(eKTh “HUcTpaBis-
toTest”. U3BecTHO, YTO Y HOPMaNbHBIX XXMBOTHBIX BCE 3TH COOBITHS perysim-
pytotest 5-HT. Crnepoparensro, 6enok G onocpenyet y C. elegans mHOoTHE
nopefeH4deckHe 3P PeKTh CCEPOTOHHHA.

TlooBoe noBepeHue Jpo30¢huinbl

ITOT BHJ NOBEJACHWUA, KOTOPbII aKTHBHO M3y4yan POCCHICKUN T'€HETUK
J1.3. Kaitanos, BKIOYAaET nocneqoBaTeAbHOCTL 3NEMEHTOB yXasKHBaHHSA
caMiia M OTBETHBIE PeaKIMH caMKu. BpeMs yxaxuBauus Konebnercs OT He-
CKOTILKHX CEKYHJL IO MHOTHX 9aCOB, UTO 3aBUCHT OT CTENMEHH PELENTUBHOCTH
CaMOK M Ka4YecTBa CTUMYIHPOBaHNs uX camiiaMyu. CaMilbl HAYMHAKOT yXaXku-
BaThb 3@ CAMKAMM IPUMEPHO Yepe3 CYTKM NMOCHe BLIXOJA UMaro u3 KyKOIKH.
Hpornecc yxaxkupanusi npepcrapnser coboii cnenpduyeckuin puryan. Ilep-
BbIM 3TaNoOM 3TOTO PHUTYyana sBIseTcs “OpHeHTauns” — NPHONIKEHUE caMia
K CAMKE U ero OCTAHOBKa B HECKOJILKHX MHJITMMETPax OT Hee, IIPU 3TOM OH
ofpaniaeTt cBOK roloBy K Oproniky caMky (puc. 7.7). Ha cnegyroiem atane
caMmer) MOXJOMNBIBAET CAMKY MO TENy CBOMMH NepeJHUMH nankamu. B ciyyae,
ecnmM caMka yberaeT, caMel] IpeciefiyeT ee 10 TeX Nop, oKa OHa He OCTaHO-
BUTCH, MOC/IE YETO OH CHOBA MPHUHUMACT MONOXKEHAE “opueHTaynn’. 3aTeM
HacTynaeT cTapus “Bubpanmu’: caMel] BBITAIMBAET OHO KPbIIO, KaK OpaBu-
710, TO, KOTOpOE pacnonoxeHo Onimke K ronoBe caMki, U HAUMHAeT UM BUG-
pHpOBATh, MCIIONHAS IpH 3TOM Byfocnenudguieckyro “necHro”’. CaMern Mo-
3KET MOBTOPSTH 3TY “NECHI0” HECKONBKO Pa3, MepenBUrasch TO K ToNoBe, TO
K ee OGpHOILIKY, OocTaBasick OOpallleHHBbIM K Hel ronopoii. Ciepyromas crapys
yxa>kKvBaHusl HazbiBaeTcst “ninzanme”. Camer| BLITATMBAET CBOH XOOGOTOK U
TMUXKET FeHUTaNnuU caMku. B criyuae, ecny camMka pacKpblBaET B OTBET CBOM
TeHHTaNNK Y PacCTaBNsSET KPbLIbsi, CAMEL, NPeAMPHHAMAET NONLITKY KOMY-
nsouH. u3rubas cCBoe TeNo TaK. YTO MPOUCXONUT KOHTAKT reHuTanwmii. Komy-
nsuns MpopoikaeTcs B cpegHeM okono 20 muryT. OnncaHHble 3EMEHTHI
yXaXKMBaHNsl CBOMCTBEHHBI CAMIIaM JPO30(PUIIbI IUKOrO TMIIA U afipeCcyroTCsl
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J1.3. Kaitnanon (4a nepenueM nnaune) u JLU. Kopoukun (cTonT) npecenatenbCcTBy-
10T Ha BeecotosHoil kondepeHnny 1o redeTike nopelieHus. 1987 r.

0BbIYHO JIeBCTBEHHBIM camkaM. ONNIOOTBOpeHHas caMKa IpecekaeT Mo-
NILITKA YXa3KUBAHUS CAMLA, TPENATCTBYSI KONYNASIUA BbINTYMBAaHUEM siiiIe-
kiaana. CyIllecTBEHHYIO poNib B OCYLIECTBIICHAH PUTYyalla yXaXKUBaHUsI Mrpa-
10T ONB(PAKTOPHBIE, 3PATENLHBIE H 3BYKOBBIE CUTHATIBI,

OCHOBHBIM ITyCKOBbIM CUTHAJIOM [71S MHUIMANUH YXaXKHBaHHs SIBIISIFOT-
¢s1 onb(pakTopHbIe curHans! (pepomonsl). Ecnu N3 feBCTBEHHBIX CAMOK BbI-
NENUTh OPraHMYecKMH 3KCTPAaKT, TO CaMI{bl, BOCIIPHHUMAIOIME JETY'UME
KOMIIOHEHTBE TAKOrO 3KCTPaKTa, HAUMHAKOT yXaXKHBaTh APYr 3a APYroM. Yc-
TAHOBNIEHA XMMHUUECKas NPUPOAA 3TOro (pepoMoHa, OH OKa3ancs renTakos3a-
medoM. OnmnogoTBOPeHHBIC CAMKH BBIICNSIOT “OTTaNKMBAOII~ ¢epo-
MOH. AMepukaHckuil reHeTuK Ponnna Pramonp (Richmond) npepgnonaran,
4TO 3TO MPOAYKT pa3pyIlicHUs] CONEPKAILETOCH B CEMEHHON XNKOCTH UMC-
BaKneHUnamerara crenudryeckoll screpa3oil camia, KOOMPYeMOil reHOM
est6 ¥ epefaBaeMoil IpH KonyJsiiuu caMkam. M enge ogHO BEIECTBO TOp-
MO3MT yXasKUBaHUE CAMIIOB 3a YK€ OMIOJOTBOPEHHBIMU CAMKaMH — YTIIERO-
jopoj 7-TpUKOLIeH, TepefaBaeMblil CAMIIOM CaMKE, NIoce Yero OHa HauWHa-
€T ETO0 BbIIENSATh, MOABISS YXaXKNBaHUE caMia. Y pOBEHb COfIeP3KaHus TPH-
KONEeHAa Y JIEBCTBEHHBIX caMOK cocTarnsieT 20 Hr, mocne onnogoTBOPEHAs OH
pocturaeT 60-70 ar.

JI1.3. KailiiaHoB oTceNeKUMOHNPOBaN JTUHUN APO30(HIbI C BLICOKOR ¥
HU3KO¥M MONOBOM akTUBHOCTLIO. OKa3anoch, YTO aKTUBHOCTh TKaHECHEHH-
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Puc. 7.7. lloBeneHyeckas peakuus NpH chapuBaHud Myx Drosophila melanogaster.
ITo Burnet, Connolly, 1974.

a—z — NIOC/IENOBATENbHBIC 3TaNbI “yXaXHBaHMS™ caMIa.

¢prueckoil acTepasb! B CEMSIBBIHOCSLIEM MOTOKE NEPBOR NNHUU ObLIA 3HAYH-
TENBHO BBIILIE, HEXEIN Y MyX C FEHETHUYECKH AETEPMHHIPOBAHHOH HU3KOMN
MONOBON aKTMBHOCTBIO.

AdeKTh! IPRTENBHBIX CUTHAJIOB HAXOOSTCSA B 3aBUCHMOCTH OT TE€HOB,
CBSI3aHHBIX € perynsiyell pa3sBuTus 3puTenbHON cicreMbl. Ecnn, Hanpumep,
caMKaM MoJACafuTh CAMIIOB € Pa3HbIMU ajniensMu Tena white (Tnaza Genoro
UBETA, MUIIEHHBIE MHTMEHTA), TO IPENNOYTEHHE B ClIapHBaHUN OYIET OKa3a-
HO caMiam ¢ Oonee NMUrMECHTHPOBAaHHLIMK rnazamu. Hemenkwii TeHeTmk
Maptun Teitzenbepr (Heisenberg) obrapyxwun, 4To MyTaHThl optomotor-
blind (ombH3!), KOTOpPbIE HMEIOT AOCTATOYHO XOPOIIYI) PAa3peIlarOLIyO 3pH-
TENBHYIO CMIOCOOHOCTH, HO HECMOCOOHBI OTBEYATh HA ONTOKMHETHYECKYHO
CTUMYNSALMIO, MCHEE aKTUBHO YXaXKMBAIOT 32 CAMKAMM, YEM CaMIbl ITKOTO
THna. CXofHbIE OTKIOHEHUS B MOBEJECHUN OOHAPYXMBAET MyTaHT NO-recep-
tor — potential (norpA), y KOToporo OTcyTcTByeT (PyHKUMS Beex dhoToperen-
TOPOB Inasa.

Hakosner, penenTiBHOCTL CAaMKH K YXaXKHBAHKIO Camnia B 3HAYHTEIILHOM
MEpE 3aBHCMT OT MH(OpMALUH, NEPEHaBAEMON 3BYKOBbIMM CHTHANaMi. Y
CaMOK, FOMO3UIOTHBIX IO MyTalMK antennaless (OTCYTCTBHE aHTEHH), CyLIE-
CTBEHHO CHWXKAETCH pelleNTUBHOCTh. TOYHO TaK e pelleNTHBHOCTh CHIKa-
€TCsl Yy MYyTAHTOB € YaCTHMUYHOM pefyKLuei apucT. ¥ GECKPBUIBLIX caMIOB yI-
JIMHSIETCA BpEeMsA KONYJSLMH, NIPU 3TOM KONYNALUNs IPOUCXOANT C MEeHbLIEH
YacTOTOH, YeM B HOpME. Y MyTaHTOB period (per) ¢ H3MEHEHHBIM PUTMOM
DUPKafHON aKTHBHOCTH 3HAYNTENLHO YBEAMYNBAECTCS BPEMS] IO MOCTHIKEHUS
KOMyJIsIIUH O CPAaBHEHHUEO C caMLiaMM IMKOro THIIa.

¥ npo3othunsbl, KaK B Y MHOTHX [PYIrMX >KHBOTHBIX, GOHApy>XeHO siBIE-
HHE TOMOCEKCYyanu3mMa, KOrfa caMIjbl MPeciIeyoT APYr Apyra OXOTHEE, YeM
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caMok. OKa3anock, YToO 3Ta aHOMAaMs MOBEICHUS TAKXE KOHTPOJIMpyeTcs
reHEeTHYECKM M SIBIISIETCS MOHOTEHHBLIM Npu3HakoM. COOTBETCTBYIOLIMIT TEH
BbIJIENIEH M KIIOHHPOBAH. ¥ GOJIEE TOTO. Y YenoBeka 0OHAPYKEeH roMOJIOrHy-
HBIi1 FeH, CXOMHbII1 ¢ BBISBICHHBIM y APO30(UIILI, YTO YKa3bIBacT Ha BLIPA-
>KEHHbI KOHCEPBATH3M I€HETHUYECKOH CHCTEMBI, KOHTPOMUpYIOLIell nono-
Boe nosefeHue vy xkuBoTHBIX. [JokTop . Xamep (Hamer) ¢ konneramu, nc-
TONBL3Ysi LIMTOreHETHYECKUH M TeHHO-MHKEHEPHBI METOJ, JIOKATH30Ban
3TOT FeH y yenoBeka B X-XpoMocoMe, B 30He 28. Kax o6Hapyxun Hefipo-
6uonor uz Can-Iinero Cumon JleBoaii (Simon LeVay) npu uccnenoBanuu
MO3ra naiueHTOB, CKOHYABILIMXCS OT CIHIA, Y TOMOCEKCYaIHCTOB NEPENHNMI
OTHeN rUrnoTanaMyca — oTneNna Mo3ra, OTBETCTBEHHOIO 3a CEKCYaNbHYIO aK-
THBHOCTH, B 2 pa3a OTIMYaeTcs MO pa3MepaM OT COOTBETCTBYIOLIEH CTPYK-
Typbl reTEPOCEKCYaNIOB M HAMOMHHAET TaKOBYIO XXEHIMH. B aToit obnactu
omicano ocoboe sipo, kotopoe Haspanu INAH-3, ono y romocekcyanos
Menbye, YEM Y FETEPOCEKCYalIoB, M paBHO 1o cBouM pa3Mepam INAH-3 xen-
upH. Kpome Toro, eme ofHo sgpo rEnotanaMyca, Cynpaxpa3MaTHyecKoe,
TO caMo€, YTO YIPABASIET PUTMHUECKOM aKTHBHOCTBE). B 2 pa3a Menbye y ro-
MOCEKCYaNlOB, YEM y reTEpOCEKCYalloB.

H3pecTHa TakKe reHETHYECKM JeTEpMUHUPOBAaHHAA aHOMAJHS TMOBEIe-
Husl, Ha3BaHHas “necOustHcKui (heHoTHI”. B 3TOM Cilyyae caMKu HaUMHAIOT
yXaXKuMBaTh KaK 3a CaMKaMu, Tak M 3a caMIlaMH, offHaKo 0e3 MOnbITOK KOMy-
TSTLHL.

Takum 06pa3omM. HOpMANILHOE IIOJIOBOE MOBEAEHHE Ap030(hHIIbI CBA3aHO
¢ (PYHKLMCOHHUPOBAHUEM CHCTEMBI F€HOB, (PYHKLMOHHUPYHOIIHMX KaK B LEHT-
panbHOM, TaKk U B nepudepuyeckoil HEPBHOI CHCTEME, @ TAKXKE B OpraHax
BOCITPOU3BENICHUS H HEKOTOPBIX IPyruX opraHax, NPpUHUMAKOLIMX Y4acTHE B
TIpollEcce YXaXKNMBaHMUS CAMLIOB H PENIENTUBHOCTH CAMOK.

MonekynspHO-reHeTUIeCKHe aCNeKThI
NOJIOBOTO NOBEIeHNs] MOJLIIOCKOB

M3pecTHBI ciyyaH, KOrja MONEKYIIPHO-TEHETHUYECKHE COObITHS Ha-
YUHAIOT KacKaJl noBeeHYeckux peakliuili. O0 3TOM CBUIETENBLCTBYIOT UC-
CNeflOBaHUs PETYMNsLUN OJOBOTO NMOBEAEHHs Momntocka Aplysia, BbIION-
HeHHble Tpynnoi lilenepa (Sheller) B CIHA u 8 HekOTOpBIX Apyrux nabo-
paTtopusix. OHU M3y4Yany CIOXHYIO HNOBEJEHYECKYIO peakUHIO KJagKu
AW DTa KaalkKa IpencTapaseT cobOH nMUHHBINA HIHYD, COREpXaLHi 60-
nee MUNNMHOHA sinl,. Kak TONbKO nop nelficTBHEM COKpaLarOLINXCs MBIILIL|
nporoka repMadpORUTHON NMONOBOU XKENe3p! Aiila HaYHHAKOT BBITANKH-
BaThCsl HAPYXKY, YIIUTKa NPeKpallaeT ABUraThesl 1 nuTaThesl. OHa 3axBa-
THIBAET LUHYp UL PTOM H, IBHrasi TONOBOJ BIepef-Ha3aj, cnoco6CTByeT
€ro BBIXOAY U3 NMPOTOKA JKENE3bl, a 3aT€M CKpy4YnBaeT B MOTOK. Cnenu-
anbHas 3XKEJe3a BO PTY BLINENSAET Kielikoe BELIECTBO, KOTOPOE NpHiHNa-
eT K KyOKy sanl,. B KOHIIE KOHIOB XUBOTHOE 3HEPrMYHBIM JIBUXKEHHEM
rONOBLI IPHKPENNAET KIaJKy K TBEpAOH OCHOBE, HAPUMED K MOBEPXHO-
CTH KaMHsl.

Beimy upeRTuhHLIIPOBaHLI CKOIUIEHUS HEHPOHOB, KOTOPLIE PErynMpy-
FOT KOMIIEKC ITHX NMOBENEHYECKHX AKTOB, 3aT€M yAanoch NoKa3aTh, YTO
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Puc. 7.8. IpemuectBennnk I'OSl — Genok, B cocTaB KOTOPOro BXOOMT HECKONBLKO
aKTHBHBIX IENTHIOB.

B Monexyne npepuectBeHHAKa (Beepxy) umerotest 10 Touek (OTMeueHbl CTPEIKaMH). B KOTO-
PBIX MOJMIIENTHIHYIO €T MOTYT pa3pesaTh (pepMenThbl aHnonentuiasel. Ilpu paciennenuu
10 BceM TOYKaM JOMKHO oGpazosathces || nerrunos (BTopodt pyucynok ceepxy). Hi3pectro, yto
na3yllHbIe KJIeTKH BBIICISIOT YEThIPE M3 HHX: anbha- u GeTa-chbaktopel. MO n xucarpii nen-
Tui. Ilenmuab GyHKLUAOHHPYIOT B KAUECTBE MEJIHATOPOB, BJMSIS oNnpefic/ieHHbIM 00pa3oM Ha
AKTUBHOCTb KOHKPETHBIX HEWPOHOB OpIOILHOro ranrnus, 6eTa-raktop Bo30yxnaet kneTky L1
u R1, anbga-tpaktop Topmosut knetku L2, L3. L4, L6, FOSl yenmiBaeT uMAynbCanMio Helipo-
Ha R15. I'OS sBigensieTcst Takke B KPOBOTOK M HEHCTYET KAaK MOPMOH. BbI3hIBasli COKPAIICHHE
MYCKYNaTyPh! B IPOTOKE repmappoinTHOIl xkenesnl. BHM3y cxeMaTnuecki NOKa3aHo, Kak nei-
cTByiOT nentupbl 1 N'OSI Ha ceon Mutuenn. Ilo P. Ulennepy, P. Akcento, 1984.
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HEHPOHBI aKTHBHPYIOTCA MPOAYKTAMH I'€HA, KOTUPYIOIETO rOPMOH OTKI1a/-
ku sur (FO#), npuyemM caayana ob6pasyetcst GeNOK-NPeIIECTBEHHUK. B CO-
CTaB KOTOPOTO BXO[IHMT HECKOIILKO AaKTUBHBIX (PParMEHTOB-NIENTHAOB
(puc. 7.8). DTOT npejilIeCTBEHHUK PaculeIliseTcs ClelUalbHbIMU (PepMeH-
TaMM, ¥ IPOJYKTH! paclieIIeHUs BIMSIOT Ha (DYHKLHH HEPBHBIX KIETOK, KO-
TOpBIC YIPABIAIOT KNAfKoOH sMl, CTUMYITMPYS OTHH K TOpMO3s pyrue. Tak
GeTa-nentHy Bo3Oyxpaet knetkn L1 n R1, ansda-dakrop TopMo3uT kner-
kit L2, L3, L4, L6, I'OA ycunueaet uMmnynbcarmio Heiipona R15, a taxske
BLI[ICNFETCS B KPOBOTOK M [IEHCTBYET KAK TOPMOH. BBI3bIBAsl COKPAILCHUE
MYCKYJlaTypbl B IPOTOKE repMadpofuTHON xene3bl. OT MO3anKy pacnpene-
JIEHMS. aKTUHBHPOBAHHBIX M 3aTOPMOXEHHBIX HEHPOHOB 3aBUCHT YCTIEX peak-
IMH B [[ENOM.

I'oMONOTHYHBI ¢ MOJLTFOCKOM NenTH 6bi OOHAPYXKEH M Y APO30(HUIIbL.
Ir1o Phe-Met-Arg-Phe-NH, (FMRF-amide). Jror nenTua tak e, Kak y ar-
JM3MH, MEPBOHAYANBLHO BXOIMT B COCTaB 0oNiee CJIOXKHOTO MPEeANIeCTBEHHA-
Ka. OTOT MPEJUIECTBEHHNK CHHTE3UPYeTCs B HCHPOCEKPETOPHBIX KIETKax
MO3ra M, KaK M y alIi3nM, PErylMpyeT peaklHIo OTKIaAbIBaHUS U], IEMOH-
CTPMpYs JOCTATOYHO YHMBEPCAJLHBIA XapaKTep OMMCAHHOTO MEXaHU3Ma.

I'eneTnyeckas perynsauusi GHOPUTMOB

OnHofl U3 XapaKTepPHbIX OCOOCHHOCTEH MOBENEHNS PA3IMHYHBIX KHABOT-
HBIX IBASETCA (PCHOMEH NEPHOIUYHOCTH, MPOSBASIOLIMIICS B TOM. UTO NMEPH-
Oflbl AKTMBHOCTH YEpeNyroTesl Y HUX ¢ nepronamm nokos. MzgectHo, Hanpu-
Mep, yto neB 6ofpcreyeT 3—4 yaca B CyTKH, a OCTadbLHOE BpeMs cnuT. Tako-
O popa PHTMbl MPUHSTO HAa3biBaTh [MPKAJHLIMH (OT NATHHCKHX CIOB
“circa”, yro o3HavaeT “BOKpyr* m “dies”, uTo o3HavaeT “geHs”). B HeKoTO-
PBIX Cly4asiX )KMBOTHbIE MOTYT OPHEHTHPOBATHLCSI BO BPEMEHH CYTOK 61aro-
pgapsi cnocoOHOCTH, Ha3biBAEMON BpPEeMeHHOH naMsAThio. Hanpumep, npeccu-
pys muen, MOXHO JOOUTHCS TOTO, YTO OHU OYAyT UCKATh KOPM B ONpPE/cNcH-
Hoe Bpems fHsA. Ecin B TeueHue HECKONBbKUX [HEN [aBaTh MUenaM KOpPM B
OJIHO H TO € BpeMsl, OHM OYyT MPORONXATh UCKATh Er0 B 3TO 3KE BpeMs [a-
3KE mocie MPEKpaLleHNs TaKoro KopMieHus. VIHbIME CIOBaMM, XKUBOTHBIE
obnagaroT cBoeoOpa3HbIMM OHONIOMMYECKMMH 4acaMH, KOTOpbIE NOgoGHO
HALUMM COBPEMCHHBIM YacaM CBSI3aHbI € UMKJINYCCKMMHU MPOLECcCaMil U MO-
TyT OBbITh HE3aBUCHMBIMH OT YepefopaHusi fHA U Houu. OTHeNbHbIE clydau
3HIOTEHHON LMKIHMYECKON aKTUBHOCTH ObITM OMMCAaHbl Y KUBOTHBIX €LIC B
1894 r., korma A. Kmzens (A. Kiesel) oGuapyxui, 4To MUrpaims MMrMeHTa
Y YJIEHUCTOHOTHX MPOJOIXKAETCS M B OTCYTCTBHE YEPENOBAHNS CBETA M TEM-
HOTBL.

Y MAeKONMUTaOIIUX BBISIBJCH PUTM KONEGAHUN COfEPXKaHUs IITMKOTreHa
B MEYEHH, Y HACEKOMBIX CYTOYHAsl MEPUOINYHOCTh BBUIETA UMAaro U3 Kyko-
TIOK, Y PAKOB — CyTOYHbIe KONeGaHUsI OKPAcKY, Y YEIOBEKA — CMOCOGHOCTD
MPOCBLINATLCA TOYHO B OMNPEEIEHHOE BpeMs WM B TEYEHHE [HS TOUYHO CO-
GarofaTh ONPENENEHHBIE CPOKH, HE MONL3YSICh BHELIHMMH yYKa3aTeasMM Bpe-
MeHn. ITpoBoIMMICL NOMCKH TEX LEHTPOB, KOTOPBIC “yNpaBAsitoT” Mponec-
caMM IMKJIMYECKON aKTHBHOCTH. Y TapaKaHOB, HAMPHMEP, TAKOBbIMH OKAa3a-
JIMCh HEMPOCEKPETOPHBIE KIETKN ronosHoro mosra. Heiltpanshas npupopa
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I Puc. 7.9. Cnocob peructpanyy nUpKan-
HOTO puTMa y Ipo3odunst. O6bAcCHeHuEe

/MCTOL'”(;':T‘gac”om\ B Tekcte. [10 Snustad et al., 1995.
N Tlyaceeta — N KOHTpOINst GHOPUTMOB, BO3MOXKHO,
CBA3aHHAst C AKTHBHOCTBLIO Ofpefe-
- % - TEHHBIX Py HEHPOHOB U Helpoce-
KPETOPHBLIX KJIETOK MO3ra, Ipucy-
D D 13, IO-BHAMMOMY, M APYTHM >XHBOT-
GoronuK GorommK BBIM. Y MICKONHUTAKOUINX, HarpH-
S Mep, MOKA3aHO, YTO HEHTPOM, YIpa-
coG6biTHit BAAOIINM OHOpPHTMaMM, sIBISETCH
Cynpaxmua3smMaTHIecKoe sIpo MImnoTa-
@ naMyca — OTHENa Mo3ra, OCOGCHHO

6oraroro HellpOCceKPETOPHBIMH
Bpems gHst KJIETKaMH.

Taxkast 9HIOreHHasi pUTMAYECKas
aKTHMBHOCTL MMEET HACNENCTBEHHYIO OCHOBY. OcOoOeHHO OonbliME yCNEXM
GBI JOCTUTHYTHI B 9TOM HanpasJI€HMH Py H3y4eHuy GHOPUTMOB y 1pO30-
(bl y KOTOPO# OTKPBIT COOTBETCTBYIOIIMI TeH period (per), noKamuso-
BaHHLNI B X XpoMocoMe, B oOiiactu 3B1-2 B KOHTpONUPYOLIMI NEpHOINY-
HOCTH aKTUBHOCTH MYXH B T€UCHHUE CYTOK. [1115 M3MepeHHs 3TOM aK THBHOCTH
MyXy NMOMEILAIOT B CTEKIAHHYIO TPYOKY, KaX[bli KOHEI KOTOPOH OCBeLa-
€TCs KpacHsiM cBeToM. Myxa He MOXeT BHAETh KpacHeiil npet. Ilepeccue-
HHE €10 Jy4a CBeTa C KaXXNO¥M CTOPOHBI TPYOKH PEFMCTPUPYETCSA M XapaKTe-
pU3yeT YPOBEHL aKTHBHOCTH KUBOTHOTO (puc. 7.9). B nepuon GoabLicl ak-
THBHOCTM MyXa Yallle nepecekacT ny4 CBETa.

H3BecTHBl MyTaHThI JPO30(HABI C M3MEHEHHEM XapakTepa HMKJHnve-
CKOl akTHBHOCTH. B uacTHOCTH, per® annens xapakTepu3ycTcs apuTMHYHO-
CThIO NMOBENenus, per’ (short) annens geTEPMUHUPYET HUKIHYHOCTS ¢ 19-ya-
COBBLIM HHTEPBAIIOM BMECTO “HOpManbHOro” 24-yacororo, pert (long) name-
HAET MHTEpBaN “muroro tvna” Ha 29-uacopoil. JIOKyc per KOHTpOmMpyeT
TAKXKE BPEMSl BHLIETA HMAro U3 KyKONOK. Myxu pert BLIETatOT U3 KYKONOK
yTPOM. Korfia Haubolee GraronpusTHEE yCIOBMS Ns TOTO, YTo0bI pacnpa-
BATH M BHICYUINTb KPbUIBS W OTNPaBHTECA B nonet. [laTrepH BbineTa CvH-
XPOHU3HPOBAH B COOTBETCTBUM ¢ 24-4acoBBIM LIMKIIOM. MyTanThl per® ne 06-
HAPYXXMBAKOT B 3TOM OTHOLUEHHH LIMKINYHOCTH U MOTYT BBUIETETD B 1060
BpeMst JHs 0 HOUM. MyTaHThI C YANUHEHHBIM H YROPOYCHHBIM LMKJIOM HME-
FOT M COOTBETCTBEHHO U3MEHCHHBIE MaTTEpHs! Bhlneta. IHTepecHo, YTO Ta-
KO 3NIEMEHT yXaXUBaHMsl TPO30(PHIIbl, KAK MECHA, TAKXKE 3aBUCUT OT reHa
per (puc. 7.10).

EcTecTBeHHO, BCTAET BONPOC O MOJNCKYJISIPHO-TEHETUUECKHUX MEXaHH3-
Max peryasiiu MpkafgHoro purMa. I'eH per nposoduisl 6611 H30THPOBAH U
upenTudprupoBa ero 6enkobiit npopyxt PER. T'en per umeer 7 k6 nunbl,
8 3K30HOB. NEPBLIN U3 KOTOPBIX SBILETCA HCKONHUPYIOLIMM U CHHTE3NPYET
TpauckpunT AnvHOM 4,5 k6. TTpu 3TOoM BO3HUKACT 1O KpaliHeil Mepe Tpu pa3-
nuudbix PHK. Jlokyc per Gbu1 CEKBEHHPOBAH, €r0 MPOJYKT-IOJMIICIITHA
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Puc. 7.10. 3aBucuMocTs neprionnd- ~4lcex pens Abpomiad
HOCTU TECHH YXaXKMBaHHUSI Y NPO30- L repand

¢UNIbI OT LUPKATHOro NaTTepHa: 55k /\/\/\j\j\/\/\/\

y caMLOB NHKOro THMa IMeCHS YXaXKuBa-

~
Husi vmeeT 60-cexyHnHbLA mepwon, per’ r§ 24
MyTaHT ¥meeT 40-CeKyHIHBHI IIEpyo. ¢ — RN
X ~blcex .
perl MyTanT nMeeT 90-cexyHAHLIE nepy- 8 L . Auxad mont
op. ITo Snustad e1 al., 1995. § sl
T NNNNSNNY
s- p—
R 50
HMEET MOJIEKYISIPHBI BEC OKO- S ¢ Jponeus;
a -~ K or
no 127 000. [IBe MMHOPHBIX § ok (y_”i, P epund
X

PHK npopymupyrores nocpen- s5F M/\/\
CTBOM aibTEPHATHUBHOIO CIINIai-

cuHra 61us 3! — koHIa, Tak 4TO 4
BO3MOXHO oOpa3oBanue Tpex

0enkoB, OOHAKO 3HAYECHHE HX
HensBecTHO. [IponykT per nokyca o6pa3yercss BO MHOIMX TKaHSIX, BKIKOYas
3IMOPUOHANIBHYHO, KYKOJIOYHYIO M B3POCJYIO HEPBHYI) CHCTEMY, MUILIEBOJ,
KUIIKH, SMYHMKH. DTOT MPOAYKT JIOKANU3yeTCs MPEUMYLIECTBEHHO B KJie-
TOYHBIX Sipax M, BO3MOXKHO, JENCTBYET KaK TPAHCKPHUMIMOHHBINA (hakTop.
O#n cxopieH ¢ 6enrkaMi, KOIHPYEMBIMH TPEMST [IPYrUMHA '€ HaMH, KOTUPYFOLIM-
Mu (a)uenoseueckuil aryl hydrocarbon peuentop, simepHblil TpaHcmoprep
aToro peyentopa u singleminded 6enok Drosophila melanogaster. 9mv renbl
cofiepkat JIoMeH pa3MepoM NpumepHo B 270 aMMHOKMCIOT. KOTOPBIH HC-
MONb3yETCs AN AMMEPH3aLMK M B3aHMOJEHCTBMS C MApPTHEPOM, KOTOPBI
conepxur [THK-cpsasbiBatollyro o6nacts M noToMy (PyHKUMOHHUpPYET Kak
TPaHCKPUNIIMOHHLIN peryasTop.

MzBecTHBI 1 IpYrUe relul, OKasbIBAKOLIME BIUSHUE HA GHOPUTM — 3TO
X-cuennennsie Clock n Andante :Tokycel, cnaGo OENCTBYIOIINE B HAPABIIC-
HHH YKOPOYEHHS UITH YIJIMHEHHS LHKa cOOTBETcTBEHHO. benok PER, oTHo-
CALIMICH K NPOTEOrINKaHAM. 3KCIIPECCHPYETCS B MO3IE, B INHAJLHbIX KIIET-
KaX ¥ B HEKOTOPBIX HEPBHBIX KiieTKaX. IKCIPECCUPYETCS OH M B [IPYrHX TKa-
HaX. Bbu npennpuHATH! NONBITKM OOHAPYXXUTE KIT€TKM, OTBETCTBEHHBIE 32
KOHTPONb LMpKaaHoro putMa. B pesynbpraTte B MO3re GbL HANIEH KOMIIEKC
JaTepajbHbIX HEHPOHOB, OOHAPY>KUBAIOIMX HHUPKAJHbIE KOJeGaHuS B CO-
nepxaunnu PER Genka. Okazanocs, uro cuntes PER 6enka u per MPHK xa-
paKTepU3yeTcsl pUTMHYHOCTHIO, Y MyTaHTOB per? 3Ta pUTMHYHOCTL Hapyllla-
ercs. Haiineno, yro 6enok PER B3anMopeficTByeT ¢ gpyrumu 6enkamu, B pe-
3ynbTaTe yero Topmosutes cuntes per MPHK. u ypoeeus conepkanns 3Toi
PHK cHuxaeTcst HOUBIO, TaK YTO CHHTE3HPYETCS MEHBILE COOTBETCTBYHOLIIE-
ro 6enka. Y MyX MMKOI'O THIA LIMKI PENPECCHU-IEPENpEcCUN CUHTE3a per
PHK nopunsen 24-yacoBomy putmy. Ecne B renom myx per? ppectn uHmym-
PYEMYIO TEINIOBBLIM LIOKOM KONMHIO reHa pert, o603Ha4YeHHyo Aspcper, TO
TPaHCTEHHBIE JXUBOTHBIE NEPECTAIOT NPOSIBASTH APUTMHYHOCTD UPKAIHOrO
PUTMa U EPEXOOSAT B CBOEM NOBENCHMH Ha 24-yacoBoil UK aKTHBHOCTH.

C nomotpr0 TMMYHOTHCTOXHMHMYECKOH peaxini ObITH noKa3anbl COOT-
BETCTBYIOLIME LMpKalHOMY puTMy Konebanust B conepxkanun PER Genka B
INa3HbIX HEMPOHaX Apo30(uIIbl H B MEJIKUX HEHPOHAX MO3ra, KOTOpLIE Tpy-

Boema
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oHo uaeHTHhNIHPoBaTh. CXOIHbIE KONE6aHMs cofiepKaHus TOMOJIOTHIHOTO
PER 6enka 6b1mm o6Hapy>KeHbl B r71a3ax OBYX BUIOB MOJUJIFOCKOB — racTpo-
nop Aplvsia v Bulla. Y cTonb pa3nuyHbIX OPraHU3MOB KaK HEKOTOPBIE MIE-
KonpTaripe (HanpuMep, MbIUbL) M 3e€JeHas BOAOpOCIbL aueTabynspus
(Acetabularia) o6HapyxeHnbl nocnepoparensioctt JHK, romonoruuHbie 06-
J1acTU reHa per, KOIUPYIOLME CEPUI0 TPEOHMH-TIHUMHOBLIX NOBTOPOB. [lo-
CKONBLKY MPOTEOrAMKaHbI, cxofHbie ¢ PER GenmkoM, cogepaT cepuH-riuim-
HOBBIE OBTOPBY, MOXHO MPEANONAraTh. YTO MEXKBHJIOBLIE TOMOJNOIMH NIPeQi-
CTaBNSIOT NPOTEOTAMKAHDI, HEPOJICTBCHHbIE PUTMHUYECKMM WIIH MEUCMEKEP-
HbIM yHKIMAM. TOYHO TaK XK€ reH frc, KOHTPOIMPYIOILMI IIMPKAHbIE PUT-
Mbl ¥ Neurospora crassa, cogepxut nocnepopatensnoctu JHK, romonoruu-
Hble 00JacTH, OTBETCTBEHHOM 3a CMHTE3 TPEOHMH-TIIMIMHOBBLIX MOBTOPOB.
31U gaHHBIC CBMAETENLCTBYHOT B IOJb3Y CYLIECTBOBAHHS! HEKOETO YHUBEP-
CalbHOrO MOJNEKYNSPHO-TEHETHYECKOrO MEXaHM3Ma, PEryNupyOLIEro UK-
TAYHOCTD MOBECHYECKHX PEaKIMi.

HepapHo ynanock BbISBUTH eille OMMH uHTepecHbli dakt: PER Genok
B3aUMOJIEHCTBYET € ApyriM 6enkoM, HazgaHHbIM timeless (TIM). O6a coot-
BETCTBYIOIIMX MEHA BKIIOYAIOTCA YTPOM, M cuHTe3upyeMas umnr MPHK Ha-
KatnnuBaeTcs B Teuenue gHs (puc. 7.11). o xony nus yposuu PER u TIM
BO3pacTaroT. ATV GeJKM HAKaIUTMBAIOTCH B OYCHb BLICOKOH KOHIEHTPANWH,
B3aUMOJIEHCTBYIOT JIPYT € OPYroM, 06pa3yst KOMIIEKC, KOTOPBIN MPOHUKAET
B S[PO M OCTAHABIUBAET TPAHCKPHIILHIO COOCTBEHHBIX FEHOB. Y POBHHU per
HM CHMPKAKOTCS B TEUCHUE HOYH. C MOCAEYIOMUM CHIKCHUEM YPOBHE GEl-
k0B PER 1 TIM. B kOHIIe KOHIIOB YPOBEHB COIEPKaHHS 3THX BETKOB CTAaHO-
BUTCSI CTONb HU3KHM, YTO OHH MEPECTarOT 0Opa3oBbIBaThL KOMILIEKC M pe-
MPECCHPOBATh TPAHCKPUNNMOHHYIO aKTHBHOCTH TEHOB per | firnl. DTH reHbl
BHOBb AKTHBMPYIOTCS M HAa4YMHAKOT aKTHBHO TPaHCKpMOHMpOBATh, Tak YTO
ypoeeHb 6enkoB PER u TIM cHopa Bo3pactaet. Takoil reHeTHYecKu geTep-
MUHHMPOBAHHbI (DYHKIIMOHANLHBIA [MKI WU JIEKUT B OCHOBE OMOPHTMOB.
IIpm aTOM BO3HMKAET BOMPOC O TOM, KaKMM 00pa3oM peanu3yercst 3aBHCH-
MoCThL OnopuTMOB oT cBeta. Oxa3anoch, 4ro TIM 6enoK MHaKTHBHpYETCS
ceetoM. Ilpm oceewiennu paspyiuaercst kak TIM 6enok. Tak u PER-TIM
KOMILIIEKC, & 1 U per reHbl CTAHOBATCS TPAaHCKPUITIIMOHHO aKTHBHBIMM. KO-
rfia CTEMEHb OCBEILEHHOCTHM CHMKaeTcs (CyMpak K HOYM), YPOBEHb Oenka
TIM pospacraeT, BbI3bIBasi BLIKIKUYEHHUE TEHOB per W [im ¢ TOCICHY MM
cHukenneM ypoeHA PER n TIM 6enkoB. OkcnepuMeHTATbLHOE OCBELCHUE
SKMBOTHBIX B HOYHOE BpeMsl BbI3bIBacT Aectpyknuto TIM Genka u BHOBB yc-
TaHapIMBaeT OHMONOTHYECKME 4ackl. MexaHusM paspywenust TIM Genka
CBETOM HEM3BecTeH. TeM HE MEHeE, MPKafHbIA PUTM SBISCTCA ONHOH M3
YHOOGHBIX MOfIEeJieH, AEMOHCTPHPYIOILMX CBS3b MOBEAEHUYCCKHX peakLyil ¢
MOJIEKYNSPHbIMM COOBLITHAMU.

Y Neurospora crassa 6611 oGHapy»XeH nokyc frequency (frg) — pyHkumo-
HanbHBIH aHanor reHa per. OrpanMueHHOE CXOACTBO MeXy 6enkamu PER u
FRQ 6b110 06Hapy:KeHo B oOnacTy, copepxkauiei napel Thr-Gly u Ser-Gly.
INozpuee 6bino Halpeno cxofcTBo PER ¢ npyrumu 6enkamu. O61uii ¢ HUMU
goMeH Obin o6o3HayeH Kak PAS m mMeer 51-aMMHOKHCIOTHBIE MOBTOPBI
BHYTpH 270-aMMHOKUCIOTHOH obnactu B TepMuHanbHON yactn PER. Iep-
Bbli PAS-noeTop (PAS A) onocpenyeT 6enok-6enKOBBIEC B3aMMOJIEHCTBHS.
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Opyrue PAS-conepskaiue 6enku nMmeroT Takxke [JHK-cBasbiBatowue nome-
Hel. CnepoBatenbHo, PER npHuHanieXuT k ceMelcTBy 6€NKOB, HEKOTOPEIE
npefcTaBUTENH KOTOPOro ABJISIOTCH TPAHCKPHIUOHHBIMH (hbakToOpaMu, Tak
yTo caM PER MOXeT OBITh TPaHCKPHIUMOHHBIM perynsaTopomM. B To Xxe Bpe-
ms PER ne umeet JIHK-cBsi3b1BalOILero JoMeHa, HO F€H per COflepXHuT B 51-
o6nactu E-6okc — muniens pis bHLH 6enkos #, BO3MOXHO, UMEHHO 3TOT
Tun JHK-cBs3bIBalomuX Monekyn KoMmneHcupyeT per otcytcrsue JHK-
cBsizbIBaroliero yomena. Ho, kak ynomunanocs, PER o6pasyet gumep ¢ npo-
nyKToM rena tin, a TIM He nMeeT NnocaenoBaTeILHOCTH, CBS3bIBaroNIelcs ¢
IOHK, a taxxke PAS o6nactu. PER-TIM-numepusauusi o6Hapy>xeHa u y
apoxcked, B S2 KJIeTKax KyJNbTyphl TKaHell 1 in vivo. B onbiTax Ha KjaeTkax
S2 6b1m o6HapyskeH BTopoi PAS-noerop (PAS B), B3anMopelicTaytommii ¢
TIM. 3Ta obnactk 6blJIa O603HAYEHA KAK LUTOIUIa3MAaTHUECKHU JIOKAIH30-
BanHblli floMed (CLD) u, ecnu ox aenetupoaH, PER TpancnoptupyeTtcs B
Anpo gaxe B orcyTcTBre TIM. ToyHo Tak e, ecnu flenetuposan CLD B kap-
6okcu-TepmuHanbpHOM KOHLe TIM, nocneuuil TpaHcIouupyeTcs B SAPO [a-
xe B orcyrcrBue PER. Takum o6pasoM, pumepusanus OByX GENKOB MacKu-
pyet CLD u pa3pewaer sigepHyto TpaHciaokauuio. buonorunueckas 3naun-
MOCTb 3TOH [IMMepH3aLMH MOATBEPXIAaeTCs U T€M, YTO OHA HailneHa y ipy-
rHX OOLEKTOB.

T'en per skcnpeccupyercss B HepBHOH W MHOTHX He-HEPBHBIX TKaHSX.
EctecTBeHHO, 0N OLIEHKH PONH 3TOrO reHa B NMOBEIeHHH OCOOEHHO BaXeH
anaan3 akcnpeccuud PER u TIM B neHTpanbHoii HepBHOI cucteme. O6a
MPOMYKTa BbISBIEHE] B (hOTOpeuenTopax U natepaibHblx Hefiponax LHHC
(LNs). ®oropenenTopbl 0GHapY>KHBAOT HUKIIMYECKYIO MHHAMUKY KoneGa-
Huii copepxxanust PER u TIM., u 3To onocpenyet puTM LupxanHoli ¢oto-
4yBCTBUTENBHOCTH. MlcCllepoBaHue pas3iHyuHbBIX per TPAaHCTeHOB, FreHeTHYe-
CKHX MO3aHKOB H HEKOTOPBIX MyTaHTOB NIOKa3alo, YTO MalleHbKasi pynna
LNs, skcnpeccupyloluX per u tini, SBISIETCS KOMILUIEKCOM NelcMeKepPHBIX
KJIETOK, OTBETCTBEHHBIX 3a FeHepalul0 HUPKafHbIX JOKOMOTOPHEIX LHK-
noB. beuto Takke 06HapyKeHo, 4To O66nbiias yacTs 6enka PER romnosHo-
ro Mo3ra CHHTe3UupyeTcsl B ITHAJIBHBIX KlleTKkaX. B TopakanbHOM raHIrIHu
akcnpeccuss PER orpannyuBaeTcss TONBKO INMHanbHBIMU KieTkamH. [lpo-
nykuust 6enka PER B TopakajibHOM ranrniy KoHTponupyeT 60-ceKyHIHYIO
necH:o 1068u y camuio Drosophila melanogaster. MyTaHTEI, H3MEHSAIOLLHE
[VIMTEIBHOCTh 3TOH NECHH, NMapalNelbHO W3MEHSOT U LUpKamHbIH pUTM.
OueBHIHO, IKCNPECCHPYIOLLAS per TE€H INUs peryjiupyeT KakKuM-To o6pa-
30M (DYHKUMOHHPOBAaHHE HEHPANBHBIX MOpysell, NeTEPMUHUPYIOLIMX Te
WJIH HHBlE UUKJIbIL.

®YHKIMOHHPOBAHUE T'€HOB per U [im B He-HEPBHBIX OpraHax. HalpuMep
B MaJIbIIUTHEBBIX COCyAax (aHAJOT MOYEK) HACEKOMbIX TaK>Ke LHKJIHYHO [a-
K€ Yy [eKaNnHTHpOBaHHbIX MyX. [Ipn KynbTUBHpOBaHHUH KJIETOK KOIBUEBBIX
Kele3 Ipo30(huibl HHKIHYHOCTL CUHTe3a 6eska PER coxpaHsieTcs B Teue-
HUE HefleNy, U, CIe0BaTeNbHO, BO3MOXXEH aBTOHOMHBIN XapakTep peryJs-
UMH [UPKAfHOrO pHTMA.

T'en, romonornynslii per, 66151 OOHAPYIKeH y TUIAaHTCKOrO LIeNKONpsna
Antheraea pernvi, KOTOpOMY CBOHCTBEH YETKHI LUHPKA[HBIA PUTM, IPH 3TOM
BBISIBIIEHBI COOTBETCTBYyIOLIME OHOpUTMY KoneGanusa cuHTesa per MPHK B
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rOJIOBHOM MO3I'y HaCEKOMOT0, a TakXe cofep>kaHus 6enka PER B sagpax ¢o-
TOpPELENTOPHBIX KIIeTOK. KpoMme Toro, B MO3ry mienkonpsa HafifeHo 8 Heli-
POCEKPETOPHBIX KNETOK, NPEAnoNaracMblX neiiCMeKepoB (BoanTesel pUT-
Ma), LIIKnHYeckH nponyuupyrommx PER.

XumMepHBIi MO3T M NOBEiENHE
Ymo makxoe xumepuam?

TepMmuHOM X¥Mepa NPHHATO 0003Ha4YaTh MOHCTPA. NOCTPOEHHOIO U3
yacTell pa3NuYHbIX XKUBOTHBIX. B OHONOrnHN noji XMuMepoi NOHKUMalOT Op-
raHusM, pa3sBHBIIMICA U3 [BYX CIUBLINXCS 3a49aTKOB OT Pa3JIMUHBLIX HH-
OVBHYYMOB HMJIH COCTABJIEHHBIl M3 TKaHeil ABYX pa3HbIX r€HOTHIIOB.
PaznuuaroT arperayMOHHBIA XHMepH3M, MOJyYyaeMblil arperanuei pas-
JMUYHBIX U, HHBeKLHOHHBIA XUMEepU3M, MONydaeMblil HHbeKIHEH Kie-
TOK BHYTPb OJIaCTOLHCTbI, H TPAHCIIIaHTAalMOHHBIH XHMepH3M, Nony4ac-
MBIl C NOMOILBIO Pa3IH4YHbIX METONOB TpaHCIIaHTanuu TKaHeil. Ceiiuac
MBI MOXX€M BbIIEJTHTH ellle OMHU BHJ XUMepH3Ma. MONEKYISPHBIH XHME-
PH3M, KOITla B FeHOM KaKoro-mu0o OpraHu3Ma BBOMAT 4yKE€pPOJHbIi reH
H MOJy4aroT TaKHM CnocoOOM TpPaHCTe€HHBIX XHBOTHBIX. Pa3nuuneie Ba-
PHaHTBI XHMepH3Ma HCNONB3YIOTCA H B HEHpOreHETHKE NI HCCIEeNOBa-
HHS TeHeTH4YecKOH NeTepMHHHPOBAHHOCTU TEX HII HHBIX MOBEECHYE-
CKHX NpPH3HAKOB.

Bausnue pazauunbix mpancnaaumayiuli Ha noeeoeHie

HekoTopele HHTEepecHble pe3ybTaThl OBITH NMONYYEHb] B 3KCNEPUMEH-
Tax ¢ NOMOTHNMYECKHMK TpPaHCIJIAHTALMSIMU pPa3JIMYHBEIX OTHENOB MO3ra.
Tak, MaTepuan U3 3MOpHOHANBHON 3aKNapfKH tectum Mo3ra peiSkn Tilapia
macrocephala 6611 UMIITAHTHPOBAH B MO3I PELMNMEHTa TOTO e BHfla H BO3-
pacra. [locne co3peBaHHs! pElIUITHEHTOB HCNBITHIBANN B IKCNIepHMEHTaX Mo
MPHOGPETEHNIO HEKOTOPbIX HaBhIKOB. HekOTOphle 3KCNEpHMEHTAIbHBIE
>KUBOTHBIE MPONEMOHCTPHPOBANH GoJiee GbICTPOE YCBOEHHE 3THX HaBbIKOB
IO CPaBHEHHIO C KOHTPOJEM, TaK YTO UM NOJ CHNy OBIIO pelllaTh flaXe Ta-
KHe 3afjaud. KOTOpble phIGBI pelliaTh HECTIOCOOHB]. ITH pa3Iuuns KOppeH-
pOBalu C pa3UYHAMEI B CTPYKType Mo3ra (puc. 7.12).

3HauMTeNbHBIE YCHeXH B 3TOM XKe HANPAaBIEHHH ObLTH NOCTUTHYTHI C
TIOMOUIBIO KCEHOIUTACTHYUECKHX TPaHCNNaHTalui. AKTHBHO 3aHHMaBLIMIICS
nansoii npobnemoii B 30-e rope! I'. 'upc6epr (Giersberg) nocrasun Tpu Bo-
npoca: 1) KaKoBbl peryisiTuBHbIC CIOCOGHOCTH HEPBHOI CHCTEMBI B CTyyae
KCEHOTPaHCIIaHTaluuy; 2) KaK CKJIafbIBalOTCA NOCie onepaulii Takoro po-
71a B3aUMOOTHOULIEHHS UEHTPATLHON H nepHcepudecKoli HepBHOI CHCTEMBI,
3) 6yneT nu H3MEHSTHCS NMOBEICHHE KHBOTHOTO B COOTBETCTBHIH CO CHElH-
¢uKoil TpaHCcInaHTaTa. ABTOP NPOBONIIT TPaHCIMIaHTAUHH 3MOPHOHANBHOM
HepBHOH TKaHM MeXAy Xabamu (Bufo calanita, B. vulgaris, Pelibates) n ns-
ryiikamu (Rana fusca, R. arvalis, Hyvla). NHorpa akcnepuMeHTasIbHBIE Jisi-
ryiukn R. arvalis ¢ npH>KHBIEHHBIM TPAHCIUIAHTATOM MO3ra Xabbl He Npbl-
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Puc. 7.12. Mosr nogonbITHO#M (A) 1 KOHTPONBLHOH (B) ¢ TpaHCIIAHTATOM JIONOHH-
TEeNbHOW HEPBHOM TKaHu pbiOkH Tylapia. I1o Bresler, Bitterman.

rajiu, nogoOHo nArylikaM, a nonsanu Hanopobue xab. Kak u xabbl, oHl
MBITANKCHL KONAaTh HOPHI.

B cxopneix onwitax I'. Anppec (G. Andres) u E. Pocciep (E. Rossler)
TPaHCIVIAHTHPOBAaNM 3MOPHOHANBLHYIO HEPBHYIO TKaHb MO3ra MExiy
Xenopus laevis w Hymenochirus boetrgeri, KoTopbie pa3nuyaroTcs Mo NoBefe-
HHIO 1 Mopcposiorun Mosra. Hymenochirus — xuiHux, X enopus — e, I'ono-
BacTikM H. hoettgeri ¢ MO3roM X. laevis He NPOSIBNSUTH NOBEICHUS, CBOKCT-
BEHHOT 0O XHIIIHHKaM. HO abCopOupoBait ey 13 BOIbl NOCPENCTBOM 3acachl-
BaHns u ¢unpTpauus. B Poccun M.A. Anekcanppoa n J1.B. Tlonexaes
NPOBOJMIIY TPAHCNIAHTaMKH 3MOPHOHANILHON TKaHU MO3ra MexXly IMOpHO-
HamM Rana temporaria n Xenopus laevis, NpUHapme xalux K pa3HbIM pOIaM.
X. laevis ¢ TpaHCnIaHTaTOM HEPBHON TKaHU R. temporaria 6bUIH HEXH3He-
crioco6Hel. [ToBenenue R. temporaria ¢ kycoukom Mo3ra X. laevis ObLIO cxofi-
HO € TaKOBBIM fiIoHOpa. Hanpumep, 3Tu 3KcnepHMeHTaNbHBIE XXHBOTHBIE OC-
TaBaJlUCh B BoJie NONOOHO X. laevis 1 He MOBUIM MYX, KakK 3TO JENaOT HOP-
MallbHble TpaBsiHblE JIATYIIKH, HO NOEHAIH MOTBUIS HIIH JIPYTyIO IHILY, 3a-
raaTelBas €e. KaK 3TO [eNaloT mnopuesbie Iaryliik. ['ucronormaeckue uc-
CIENOBAaHKUSA CBUAETENBCTBOBANIM O TOM. UTO TPAaHCINAHTAT YyXOro Mosra
nepexusal, (g ¢epeHIHPOBANC] U YCTAHABIHBAN KOHTAKTBI C MO3IOM XO-
3siMHa (pHc. 7.13).

Boobme crnegyeT OTMETHTB, YTO BO3MOXXHOCTH KCEHOTPaHCILUIAHTANHH
B lIpEfeNax NO3BOHOYHBLIX locTaToyHo Benukd. Kakoe-to BpeMs (mo 3—4
[HEH) MepeXXUBaeT HEPBHASA TKaHb IMOPHOHOB aMubuil B MO3TY MBILIEH U
Hao060pOT.

Hepnapro ObLta npoieMOHCTpHpOBaHa CTPYKTYPHAS U (PYHKIIMOHANBHAS
COBMECTHMOCTb HEPBHOH TKaHN MO3BOHOYHBIX H 6ecrio3BoHo4HbIX. Heps-
Hble KIETKM HaceKOMbIX (Periplaneta americana) n sMOGpHOHANBHBIE HEPB-
Hble KJIETKH NTHl KYJILTHBHPOBANN BMECTE, H OKa3aloCh, YTO OHH MOTYT
yCTaHaBJIMBAaTE MEXJy COO0H cHHanTuyeckue cBs3H. Iloka3aHa BO3MOXK-
HOCTb MEXBHIOBBIX TPAHCIUIAHTALWI HEPBHOH TKAHH Y MOIITIOCKOB H Y IPO-
30Uk

Hakonen, oka3sbiBaeTcs, BO3MOXHO NEpPeHBaHHE M pa3BUTHE IMOPHO-
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Puc. 7.13. Cxema onsitoB M.A. Anekcanposoit u JL.B. ITonexaesa.

a — o0nacTh 3a4aTKa MO3ra JIAryIKy, H30paHHas 71 TPaHCTIIaHTauMK B onbITax M.A. Anek-

canpposoi 1 JI.B. Ilonexaesa, 6 — MO3r TPaBsSHO#N NATYIIKH TOC/IE TPAHCIUIAHTALMH 3a4aTKa

MO3ra [UNOpNEBOl NArymwKH. ]/ — mepefHmii MO3r, 2 — NMpOMEXYTOuHEI! Mo3r, 3 — cpen-
HIH MO3T, 4 — MO3XKe4OK. 5 — MPONO-IroBaThiii MO3I.

HaJbHOI HEPBHON TKaHHU [po30¢huIibl B MO3re amuOHi1 1 MIEKONUTAIOMIHX.
Ilpn TpaHCnnaHTanUH B >KeNyfo4ueK pa3BUBAIOLIErOCcs MO3ra JSTYLOKH 3M-
OpHOHANBHELE HEPBHBIE KJIETKH ipo30cunel AU depeHuHUpyoTcst, popMupy-
IOT HEHpONHUNb, OOpa3ylOT TaHIMHONONOOHBLIE CKOIUICHHS, YCTAHABIMBAIOT
KOHTAaKTBl ¢ MO3rOM X03s1MHa (puc. 7.14). B Mo3re MileKONMTaIOMUX OHY iuch-
¢hepeHIPYIOTC KOMIIAKTHOM IPYNIOH H TaKKe OTNPABISIOT CBOM OTPOCTKH
BHYTPb TKaHM Xo3simHa. MHTepeceH mopthoreHeTHUECKHH 3hheKT KCeHo-
TpancinanTaTa: JI.W. Kopoukun u C.B. CaBenkeB nokasanu, 4TO OH GIIOKH-
pyeT oOpa3zoBaHKe rMManbHOro pybua, CTUMYIHPYET BacKynsipH3auuio obna-
CTH TPaHCINIAHTATa H pOCT OTPOCTKOB HEPBHBIX KJIETOK. ITO OOCTOATENBCT-
BO OBIJIO HCNONB30BAaHO XUPYpPraMu s neueHns: 6one3nn [TapkuHcona. 3to
3a00neBaHne, BRIPAXKAIOIIEECs B [IPOXKaHNH pa3UYHbIX YacTell Tena, cBs3aHo
¢ rubenbro 1othaMUH3IPrHYECKUX HEPBHBIX KNETOK B obnacTu crpuaryma. Ero
nevyaT XMpPYPrHYECKHM INyTeM, TPaHCIUIAHTHPYS HNO(haMMHIprHueckKHue HEPB-
HBIE KNETKH 3MOPHUOHOB YETNIOBEKA C IENTbI0 BOCIIOMTHEHHS! HEIOCTATOYHOCTH
3THX KIETOK M COOTBETCTBYIOIIErO Me[MaTopa y NanMeHTOB. YCIieXy onepa-
TUBHOI'O JIEYEHHS NPENSTCTBYeT oOpa3oBaHNe MIHANBHOIO pybna, KOTOPbIX
Kak Obl H30JMpYyeT TPAHCINAHTAT OT TKAHH MO3ra XO351HHa, TaK YTO MPOLEHT
H3TIEYEHHs] HE OYEHb BbICOK. JloOaBjieHHE K TpaHCIUIaHTHpyeMOll sMOpHo-
HanbHOW HEPBHOH TKaHM 4YENOBEKa 3MOPHOHANBHBIX KJIETOK APO30(IUILI
6nokuposBano o6pa3oBaHUe rmHANBLHOrO py61ia, YTO 3HAUYUTEILHO NMOBBILIANO
3¢heKTHBHOCTL OnepaTHBHOIO BMellaTenbcrBa. Kpome Toro, kceHoTpaHc-
NNAHTAT OKa3bIBaeT ONpPENENIEHHOE BIHsHUE HAa MOBENEHHE PELIMNMEHTOB-NS-
ryuek. B kauecTse TecTa Ha NOBefIcHHE B [J]AHHOM CJly4yae OblJIH HCONb30Ba-
HbI OCOGEHHOCTU peaKLMH BCIUIBITUS KOHTPOJIBHBIX H 9KCNEPUMEHTATBHBIX
B3POCJIBIX LINOPLEBBIX NSArYIIEK, HEOOXOMUMOW UM OISl [IBIXaHHUs aTMocep-

7. Kopouxkwus JI.LW., Muxaiinos A.T. 193
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Puc. 7.14. 3neKTPOHHOMHKPOCKONMYIECKOE CKaHHPOBaHHE TIOJONbITHbIX JKHBOTHBIX
C XMMEPHBIM MO3IOM.
a — raHrMHONOOOHBIE 06Pa30BaHus. POPMHpPYEMBIE TPAHCIIIAHTATOM IMOPIIOHATBHBLIX HEPB-
HBIX KJIETOK Hp030¢)lrl.r[bl B JKEITYNIOYKE MO3ra XO3siHHa. 6— OTPOCTKH HEPBHBbIX KJIIETOK JPO30-
q:)l‘l!lbl NpopacTaroT B MO3r PEUMIIMEHTA, HCNOJIL3YR B KAYECTBE c__vﬁc'rpa'ra BBLIDOCT 3MEHAHM-
HoOM kneTkil Mozra xo3suna. ITo Kopouknny, Casenbeny.
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Puc. 7.15. CxeMa nabupHHTa, HCNIONB30BAaHHOTO B 3akcnepuMenTax Kopoukuna u Ca-
BELEBA MO U3YYEHHIO TOBEMIEHUS JIATYLIEK € XUMEPHBIM MO3TOM.

HbIM BO3ayxoM. HabmoneHust npoBofuiIn B cELHANBHO CKOHCTPYHPOBaHHOM
BEpPTHKaNBHOM 1abupiHTe, CTEHKH ero H BEPXHIOK IUTOLAfKy H3rOTOBUIH
13 IPO3PaYvHOro, a HIDKHIOK ILIONIAAKY U3 MaTOBOro IulacTuka. Hinkusas ume-
Jla OfIUH BBIXOJl B LIEHTPE, a BEPXHsis — iBa N0 Kpasm. 2KUBOTHOE NOMeLann
TNIOJ HIXKHIOKO IUToIanKy H 30 MHHYT CNe[IHIIH 3a ero NOMCKaMHU BBIXO[Ia U3 Ja-
6upunTa (puc. 7.15).

PukcupoBall oblljee BpeMsl aKTHBHBIX NONBITOK Nepel BCILTBITHEM,
BpeMsl IPOXOXKECHUS MeKIy HIDKHEI U BepXHell IolafKkaMu, KOMuyecT-
BO NOUCKOBBIX NMEPHUONOB MEXNY BCIUIBITUSMHU, NPEANOYTEHHE NMPABOMY
HJIH JJ€BOMY BBIXO[ly B BepXHell IIIOIajike H BO3BpallleHHe MO HIXXHIOK0
NIOWIAAKY Nnocle BoXa. Becex KHBOTHBIX Oo6CIenoBany Kax/blil feHb Ha
NPOTSKEHUHU HefleIM., B HEKOTOpble JHH JBaXK/bl, IPHUeM CPeqH 3KCNepu-
MEeHTaJIbHBIX BBIIEJIMIH IBE TPYNIB]I Ocobeli: nepBas — ¢ HepBHBIMU KJIET-
KaMH TpaHCInaHTaTa (0T Hpo30hHINbl), MEYEHHBIMU (pIyopecLieHHOM,
BTOpas — ¢ HemeueHbIMH. [Tocne mposepenus kaxpgoro u3 50 oneITOB M-
ryliaT HapKOTH3UPOBAIH, BBIIEISIH MO3T, (PHKCHPOBaNH €ro B 4%-HoM
¢dopManbaeruse, 3aTeM MaTepuan oOpabaThIBalu [Js HCCIENOBAHUS B
CBETOBOM H CKaHUpPYIOLeM 3NEKTPOHHOM MHKPOCKOIE, YTOOb! yOenuTh-
csl B TIPMJKHUBIIEHUM W Pa3BUTHH TPaHCIUIAHTaTa y NMONONBITHBIX »KHBOT-
HbIX. B nenom HaGmiopeHus nokasand, YTO iy NATyweK maccoii 3,5—
6,0 r cpegHuit HHTEPBAJT MEXJY BCINBITHSIMY K MOBEPXHOCTH aKBapuyma
coctaBui 3—4 MuH. ONHAKO HX MOXHO OBLIO yHep»KaThb NOJ BOOI1 U B Te-
yeHHe 3 4. 6e3 BUTMMBIX HETaTHBHBLIX NocnencTBHil. BMecTe ¢ TeM y 3kc-
nepUMERTANbHBIX 0cobeil BpeMs oOled aKTUBHOCTH OBLIO BABOE MEHb-
L€, OHHM BeyH ce6s cnokoilHee, YyeM KOHTponbHble. KonHuecTBO Beibl-
THIT 17151 AbIXaHUS Y T€X U APYrUX ObLII0 OMMHAKOBBIM. A BOT 4HCJIO BbIXO-
[0B 13 JabHpHHTA NATYLIEK C XHMEPHBIM MO3roM — B f1Ba pasa OonbLie.
IDTOT Pe3yNbTaT OfiHAKO XapaKTepeH JHILb 715 3KCNepHMEHTANbHBIX XH-
BOTHbBIX, B MO3I'y KOTOPBIX COfIEPXaNick He MedeHHble (hIroopecneHOM
HEPBHEBIE KIIETKH JpO30¢huiIbl. Y Ocobell XKE ¢ MEYEHHBIMH 3THM MapKe-
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Puc. 7.16. AHanu3 noBefieHHs NATYIIEK C KCEHOTPaHCINaHTaTaMH.

a — qUarpamMMa BpeMeHH oOLLEel NOACKOBOi AKTHBHOCTH IINOPLEBOM JIATYLUKH. 6 — iarpaMma

KOJIHYECTBa dAKTHBHLIX NIEPHAOIOB IUMOPLEBON NAryKH. / — KOHTpOab, 2 — onuiT 6e3 nyopec-

1eMHa, 3 — onbIT ¢ ¢ryopecuenHoM. OppuHaTa: a — cpenHee BpeMs (¢) obuleil NoHCKOBO#H aK-

THBHOCTH, 66 — CPEJHEE YHCIIO MOKCKOBLIX NEPHONOB XABOTHOrO 3a 30-MHHYTHBII LMK Habmto-
nenmii. [To Kopoukuny, Casennesy.

POM KieTKaM# o6l1asi aKTUBHOCTE ObLiTa 6J113Ka K KOHTpOJIbHbIM. OnHa-
KO MocllefHie NpelpHHIMAIA B [Ba pa3a MEHbIIE MONBLITOK s TOUCKA
BBIXOJa U3 JJaOUPHHTA, YeM KOHTPOJbHBIE NATYIIKH, T.€. BRITISAENH 60-
JNee CNOKOMHBIMH M “paccymMTeNbHBIMU”. HEXeJMR KOHTPOIbHBIE
(puc. 7.16).

Tunanopomopghusm (n0a0601 Mo3auyuam) u nosedeniie

ITox ruHaHEPOMOPhHU3MOM — NOHUMAFOT NOJOBYIO aHOMAIHUIO, NPH KO-
TOPOW OfIHA YaCTb OPraHW3Ma SBISIETCS JKEHCKOM, a Apyrasi — My»Kckoil. I'n-
HanapoMopd MOXET MOJy4yaThkcs, KOTfa, HapuMep, B ONHOM M3 IBYX XX
6macToMepoB ofiHa U3 X-XpoMOCOM Oy[eT 3JIMMUHHUPOBaHa. a B IpyroM Gina-
CTOMepe COXpaHaTcs 00e NOJoBblE XPOMOCOMBI. B TakoM ciydae u3 XX-
6macTomepa pa3’OBBIOTCH “>XEHCKHE CTPYKTyphI”, a u3 XO-6nacromepa —
“myxckue”.

ITonoBoe nosefeHHE TMHAHAPOMOPGHBIX XUMEP BKJIIOYAKOT BCE BO3-
MOXHBIE CIyyaM — YXaXXHBaHHE 3a caMIaMH, yXa>kKHBaHHE 3a CaMKaMH, a
TaKXe yXa’KMBaHME M 3a CaMHaMH R 3a caMKaMH. YCTaHOBNEHO, YTO Y
Drosophila u ocet Habrobracon nonopoe nosefieHNe AeTEPMUHAPYETCS TO-
JIOM MO3ra, a y IoMallHed MyXH — [oJioM Oprowika. MHTepecHbl 3kcnepH-
MEHTHI, NOCTaBJIeHHbIE Ha oce Habrobracon Yaittuarom (Whiting) B KoHue
30-x rogoB. ¥ oc ruHaHpOMOP( B BEIBOISTCS HHBIM CIOCOOOM, HEXETH pa-
Hee OMHCAHHDII, OHM MOSBISIOTCS U3 aHOMANbHBIX SIMI| C ABYMS ApaMHu, 13
KOTOPBIX JIULIE OfHO OILIOAOTBOPSIeTCs. 2KeHCKast HacTh pa3BUBAETCS U3 [H-
MJIOATHOU NMOMOBUHEL, a4 MyKCKasl — H3 HEOIIONOTBOPEHHON ranioOuHOM.

Oka3sanoch, 4TO NOBEAEHHE HACEKOMOIO 3aBHCHT OT TOrO, KAKOB FE€HO-
TUI TKaHe# ero rojoBbl. B HOpMe caMKM aKTUBHO pearnpyroT Ha [YCeHHL
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orHeBku Ephestia kuhniella, BuITsirnBasi 6proLlIKO Bliepel K HU3Y, TaK 4YTO Xa-
JIO ¥ aHTEHHBI HallpaBJieHbl BNepeln. 3aTeM oca MEMJIEHHO NOANo3aeT K Iy-
CCHMLE H BOH34€ET B HEe XXaJo, He BhIOHpast 17151 ITOrO Kakoro-nmubo onpene-
JIEHHOro MecTa. B MOMEHT yKolla aHTeHHbI IBHXXYTCS Hafl NOBEPXHOCTDIO Te-
na rycenunpl. Korpa 6pioliko BeINpsSMITSETCS, Kallo BTATHBAaETCs Hasal, a
OCa BCachlBaCT >KUJKOCTH, BBIICIIAIONIHECST U3 COBEPUICHHO HENOJIBHXXHOII
ryCEeHHUIIbI TIOCNE yKONa ee silieKyanoM. BriocnencTBuu oca OTKNafblBacT
SO B TENO cBOEH XepTBhl. CaMIbI HA FYCEHHI| HE pEarupyroT, faxe uibe-
ratotT ux. Kak TONBKO NOSBIAIOTCS caMKH, OHH BO30YXX/1a10TCA M cpa3y yxke
NBITal0TCs NOKPBLITE caMoK. OfH H TOT XKe caMell ClIocoOEH yCNeLHo cna-
PHUTECS! HECKOJIBKO pa3 € OfIHOH WIIH ¢ HECKONBKHMH caMKaMH. Bo Bpems ko-
NyJsiqUd OH BUOpHpYET KPBINbSIMU M aHTeHHaMH. Konynsuus pnutes po
nByx MuHyT. IToBeneHne ruHaHpoMop OB, y KOTOPBIX B MO3ry nepemMelia-
Ha My>cKasi 1 )XeHCKasl TKaHb, u3BpaieHo. OHO 3aBHCHT OT FE€HETHYECKOI
KOHCTATYLIMH KIeTOK Mo3ra (MYKCKasi HJIH )KEHCKasi) ¥ HE 3aBUCUT OT reHe-
THYECKOH KOHCTHTYUUH MOJOBEIX XkKene3. Takue ocobu yxa>kMBarOT 3a JH-
YUHKaMUK H XKalsAT CaMoOK.

TpchnﬂaHmauuﬂ MKAHU MO32a U ROBEOEHLE HACEKOMBIX

MeTopn TpaHCNAaHTanMR IWHPOKO UCMONB30BAJICS Al H3YUEHUS IIOJ0-
BOro JuMopgHM3Ma MO NOoBeJeHUIO Y HaceKOMBIX. B uacTHOCTH, 6blia npope-
MOHCTPHpPOBaHa 3aBHCHMOCTEL OPraHn3aliH HEPBHBIX LIEHTPOB OT MNOJOBOMH
cnenuYHOCTH pEUENTUBHBIX Noneld. Y camuoB monu Manduca sexta, y
caMUOB Bombyx mori n y ipyrux HaCEKOMBIX YCTAHOBJIEHO HAlIHYHE B AHTEH-
Hax [JINHHBIX BOJIOCKOBOINOMOOHBIX OJIb()aKTOPHEBIX CEHCHILI, OTCYTCTBYIO-
LIMX y caMOK (TaK Ha3bIBAacMbIE TPUXOHHBIE ceHCUIIBL). VX Hanmuuue onpe-
AensieT 0oCOGEHHOCTH NMOJIOBOTO NMOBEJICHNUSI CAMIIOB, PEarupyroINX Ha 3ana-
XH CaMKH H JIETSAILMX 10 HAaNpaBleHUIo K Hell. B cOOTBETCTBUH € 3TUMH OCO-
GeHHOCTAMM TIepUepUUYecKOro CEHCOPHOro annapata ycrpoena m LIHC,
pasnuvaroascs y CaMIloB U CaMOK, @ HMEHHO B MO3FY CaMI1IOB NPHCYTCTBY-
€T TaK Ha3blBa€Mblil MAKPOITIOMEPYISPHBINH KOMIJIEKC (CM. T11. 5).

Kak yxe oTmeyanoch, B 3KCNEpHMEHTaX, NOCTaBJIEHHbIX HA Manduca
sexta, 6bUTO OOHapyXeHo, 4To obpa3osaHue 3Toro kommnekca (MI'K) B
LITHC 06s3aH0 petienTUBHBIM BOJIOKHAaM, NOCHITAEMBIM B LEHTP TPUXOHUIHbI-
mu ceHeunnama. 1llueipepman (Schneiderman) ¢ coTpynnikamMu TpaHCILIaH-
THPOBAJIM AHTEHHANBHBIE U MAaIMHAILHbIE JUCKH CaMLOB B FOJIOBBI IMYHHOK
CaMOK BMECTO OJIHOrO M3 ee COOCTBEHHbIX aHTEHHANBHBIX HMAarmHAIbHBIX
OMCKOB nepeqn okyKmupaHueM. [TofonbITHbIe XUBOTHBIE OBLIH T'MHAHPO-
Mopthami, IpY 3TOM B aHTEHHAX, PAa3BUBLIMXCH U3 TpaHCIIaHTaTa, nudie-
PEHIMPOBANIHCE TPUXOU[HBIE CEHCHIUTEL. B COOTBETCTBUH ¢ 3TUM B obnacTn
Mo3ra €aMOK, Kyfia OHH NPOELHPOBANCh, BO3HUKAI HE CBOMCTBEHHBIN CaM-
K€ MaKpOriOMepPYyNAPHBIA KOMIUIEKC, H B MOBE[ICHUH TAKHUX CAMOK [TPOSIBIISA-
IUCh “caMUOBBIE™ 4epThl — OHH peardpoBani Ha 3amlax CaMKH U TNOJOGHO
caMlaM NneTeNu B HanpaBieHNH ncroynuka 3anaxos. [To Beeit BeposiTHOCTH,
MOpPOreHETHYECKHE NPOLECCRI, NPOTEeKallie B TKAHH MO3ra, B onpee-
JIEHHOM CTETIEHN 3ABHCAT OT (PYHKIIMOHMPOBAHUS! T€HETHYECKON CHCTEMBI.
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Puc. 7.17. CucteMa — UEpKH — TUTAHTCKIE HHTEPHENPOHEL Y CBEPYKA.

A — OCHOBHO¥ IPHHLI OPraHH3aly 3TOMH CHETeMBI. / — Tella CEHCOPHBIX HEHPOHOB JIOKAJIH30-
BaHbl Ha Nepucpepun TeNa. 2 — CCHCOPHble HEMPOHBI pa3Hoi JIOKaNA3aUHM B LEPKaX TPOELHpy-
10TCS B pasHbie 0GNacTH aGOMMHAILHOIO TAKIIIHA. 3 — JEHPHTH! MOCTCHHANTHYECKMX KJIETOK
pacnpepesieHbl B oNpeAeleHHoH 06AacTH — MHIIIEHH M KOHTAKTHPYIOT € ONpefeIEHHBIMI, Crie-
I{MhH YeCKMMH BHIAMM IPYTHX CEHCOPHBIX KJIETOK. B — NpHpoja LeHTpalbHbIX HEHPOHOB. Npea-
CTaBJIEHHLIX Ha puc. A. B xonie aMOproHanbHOI xu3Hu HelipoGnacTsl (30 nap HeffpoGiacTos Ha
TaHT7Hi) MPOXOAAT CEPHIO aCHMMETPHYHBIX leJIEHK, KOTOpbie BEAYT K o6pazosanruio 20-100
HENPOHOB Ha Kax kil seiipo6nacT. Bee HelipoOnacTbi rHOHYT K MOMEHTY BBLTYILIEHKS XKHBOT-
HBIX, TaK YTO (POPMHPOBAHKE KOHEYHOTO MAaTTEPHA HEfpOHOB 3aBEPIIACTCA K BBIMYIUIEHHIO.
C — nprApoAa CEHCOPHBIX PELENTOPOB. KakbIll PellenTOPHbIH KOMILIEKC ¢(hOpMHPYETCS OfKOR
INMAEpMaNbHOM KJIETKOM, YINHHAIILEHCA 11 NpeTepreBaronieii [Ba pavina fejieHnii, Kaxias
M3 YETHIPEX OOPA30BAKHBIX KJETOK HMEET CIELHANLHYIO (DYHKIHMIO, OfiHA (POPMHDYET BHEILHHI
BOJIOCOK, IPYTasi — My(Ty, TPETbH — CEHCOPHBIIl HEHPOH, YeTBepThil — MOKPOBHYIO KeTKy. Io
Muphey et al., 1981.

KOTopasi ieTepMHHHpYET oOpa3oBaHHe crneynHHIecKHX pellenTOPHbIX 30H
Ha nepucpepuu. Y Drosophila melanogaster sta cucteMa akTHBHO M3y4aeTcsl.
Ona npepicraBieHa KJacTeEpOM MeHOB, TOKaNnH30BaHHBIX B X-XPOMOCOME.
MeTonbl TpaHCNIAHTALMH HCTIONb30BaHbl H B H3YUEHUH JPYTHX CIy-
yaeB B3aMOOTHOLIEHHII 1leHTpa U nepudepHu y HacekoMulx. TToka uto
OTHIONb He Ipo30(huia HCNONb3YeTCsl B COOTBETCTBYIONIMX 3KCMEPHMEH-
Tax, a Te HaCeKOMble, Ha KOTOPbIX YIOOGHO MPOBOAHTE TPAHCNJIAHTALMH
Pa3NHYHBIX Y4acTKOB 3MHEpMHCA, COfepiKaliiie PEUENTHBHBIE 30HBL
3710 npexpe Becero ceeptok Acheta domestica. OpHa U3 MOJENBHBIX CHC-
TEM — PENENTUBHBIE NOJS HA LEPKaX, JNIMHABIX TOHKHX XBOCTOBBIX HHUTSX.
CY>KHBAIOILHXCA K KOHIY H COCTOSIIMX M3 GOJIBIIONO YHCNA YJIEHHKOB
(puc. 7.17). Takoe cTpoeHHe [eNaeT UX MOXOXKHUMH HAa AHTCHHBI, HO OHH
yajie NoaBeprarTcs penyKiun. Y TapakaHa OHHM YKOPOUEHBI, XOTs H CO-
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XPaHAIOT PaCUlI€EHEHHE, Y YXOBEPTKH HUCYE3al0T M pacujieHeHHs, y 60Jb-
wuHerBa Holometabola iepkH OTCYTCTBYIOT, JIMIIL CAMKY NAHOPIIBI UMe-
IOT NpHAATKH, COOTBETCTBYIOWHE LepKaM. PYHKIHOHANBHO LePKHU SIBIISI-
FOTCSl OPraHaMH YyBCTB I HTPAlOT BBIJAIOLYIOCS POJb B OLlEHKE a3pofu-
HaMU4€CKOil CHTYyallHl: 4yBCTBUTENbHblE BOJIOCKH M PacoNOXeHHble Mo
HIMIH CEHCOPHEBIE KJIE€TKU 00pa3yloT NPONOIABHBIE PANbL. KaXAbIf U3 KOTO-
pBIX pearupyeT Ha KaKoe-TO O[HO Onpefie/IeHHOE HalpaBJieHHe [BHXKEHUS
Bo3ayxa. COBOKYNHOCTb HEHPOHOB, OPraHU30BaHHbIX B TaKUE PAfibl, CMO-
coOHa, TakuM 0Opa3OM. NONYYUTh NONHYIO HH(POPMAaLHIO O HaNpaBIEHHU
BETpPa U NPOYHX ero XapakTepHcTukax. ['urantckue untepreiiponsl LIHC
CTporo cneuuguuecKiM cIroco60M MOJIyHarT CHHANCHI OT ONPERENEHHO-
ro Ha6opa atpepentos. FHbIMH clTOBaMH, MPOEKUMS CEHCOPHBIX BOJO-
koH B LIHC ctporo ynopsinouensna. Bce HeHpOHBI OIHOIO MPOHONBHOIO
pfilia NpOoeLUMPYIOTCsl NPHOIN3UTENBHO B TO X€ CaMoe MoJie LeHTPalbHOM
HEpBHOI CHCTEMBI, B TO BpeMsl KaKk OTPOCTKH HEHPOHOB COCE[HEro Nnpo-
[OJILHOIO PELENTHBHOIO MoJis nNpoeuupytorcesa B cocennee none LIHC.
3TO BaXXHBIH NPHHINN (PYHKIHOHANBHOIO KJIACTEPHPOBAHUS CEHCOPHBIX
HEHPOHOB B MPONOJILHEIE pAfB] (HANpallMBaeTCsl aHAOIUs C MOMOYJSIMH
NO3BOHOYHBIX). ITO O3HAYAET, YTO HANMpPAaBJICHUE BETpa KOTUPYETCs B pas-
JMUYHBIX JIOKAJNBHBIX NMOJSAX HEHPONUIS.

TaknMm o6pa3oM, HHTEpPHEHPOH C ACHAPHTHLIMH pa3BETBICHUSIMH B
OJIHOM MOJIe Heliponuns 6yfeT NoJly4yaTh HalpaBJIeHHY10 HH(POPMAIHIO O
“TeyeHHsAX BO37lyXa OT KJIETOK ONpPENCICHHOIO ceHCOopHOro psiga. Cu-
HaNTHYECKHE CBSA3M ¢ KOHKPETHBIM HHTEPHENPOHOM yCTaHABJIMBAIOT Te
CEHCOpHBIE BOJIOKHA, KOTOPBIE NMEPECEKAIOT €ro AeHapuTHoe none. Cre-
HDOBaTeNbHO. crelu¢HYecKH feTepMUHHPOBAHHBIH HEHPOHHBIH KOHTYP
CKJIa[IbIBAETCSl B pe3yNbTaTe B3aUMOJEHCTBIIS IBYX CUCTEM — peLenTop-
Hoii ¢ ee npoenupyromumucsa 8 HHC addepenTamMu H feHOPHTHBIX MHO-
Jeil HHTEPHEHPOHOB LEHTPANbHOH HEPBHOM CHCTEMBI, SBJISIOLUXCA MH-
LIEHBIO Ans 3THX adhdepeHToB. UTO XKe HanpaBlsIeT OTPOCTKH CEHCOp-
HBIX HEHPOHOB TOYHO K MX MHIIEHSM B Xofie oHToreHe3a? EcTe npenno-
JIOXKEHHE O HalHMYHMH CrelupuuecKoro XHMHYECKOro IpajiueHTa, co3a-
foulero “chemoaffinity” B pocTe HepBHBIX BOJNOKOH H (pOPMHPOBAHHMH
naTTepHa HX CBA3€MH, TAK YTO CEHCOPHbIE HEHPOHBI KaK Obl CHaGXKaloTCs
OCHOXMMHYECKMMU 3THKETKAMMU, KOTOPBIE COOTBETCTBYIOT HX TONOXKe-
HHIO B PELUENTHBHOM noJie. 3Ta rUnoTe3a OXHUBJSeT B3rsabl PaMon-u-
Kaxang, u Ha ee OCHOBE NpeAnojaraeTcs, YTO B pacTylleM 3MuJepMHCe
HACEKOMBIX CYILECTBYET F€HETUIECKH NETEPMUHHPOBAHHBIH MOHOTOH-
HBIH rpaflMeHT, KOTOPbIH MOXET ObITh NPOYHTAH CO3PEBAIOIINMHI HePB-
HbIMH KJIETKAMH, TaK 4YTO UX AucpcbepeHLUPOBKa HaMpaBiasSeTCs 3TUM
rpajiueHTOM (4 OH B TaKOM CJly4yae COCTaBNsSIeT CyTh TaK Ha3blBaeMOWM
No3MIMOHHON HHpopmanun). Ecnu npeniosxkeHHasi rMNOTe3a NpaBUIbHA,
NMOBE[EHNE HEMPOHA B Pa3BHTHU ONPEENeTCs €ro no3suuuen, u u3MeHe-
HHE ITON NMO3ULMH IOIIXKHO NOBJIEYb 32 cOO0M H3MeHeHHs (heHOTHIIIYe-
CKOii €ro XapakTepHCTHKH. Y HEKOTOPBIX HAaCEKOMBIX Takoe “mepeme-
LieHHe” HEApOHa KakK BO ““B3pOCHOM”, Tak U B “He3pesioM” COCTOSIHHH
JIETKO OCYIIECTBUTEL — KaK B MpefieNaXx OJHOr0 MHAMBHAA, TaK U MeXIy
MH[HBHIAaMH H [la’Ke MeXX1y HHIHBHIAMH pa3HbIX BHJOB.
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I'pynna Mapcu (Murphey) B CIIIA npoBena coOTBETCTBYIOLHHE 3KC-
nepuMeHThbI Ha cBepuke Acheta domestica. ManeHbKHe KYCOUKH THAEP-
MMca, cofepIKallpe Tpyrnny HAeHTUUYHBIX CEHCOPHbIX HEHpOHOB, OLIIH
TPaHCITAHTHPOBAHbl OT YEPHOTO K PbIXKEBATO-KOPUUHEBOMY CBEPUKY
(3TO pa3Hbie BHIbL. HO HX CEHCOPHBIE CHCTEMBI HIEHTHYHbI). TakuM 06-
pa3oM, uepHasi TKaHb Obiy1a MApKEepPOM TPaHCILNAHTATA, ¥ COOTBETCTBEH-
HO HOBBIH 3IMEPMHC K PELIEIITOPHLIE 3N1I€MEHThI JOHOPa OB XOPOLLO
3aMCTHBI Cpell TKaHeH XO3siMHa MO MX TeMHOW nurMmeHTtanmu. Oka3za-
Jock, uTO: 1) TpaHCINaHTHPOBaHHBIE HEHPOHBI HOPMAJIBHO pereHepHpy-
10T, 2) MpH TPaHCMNAHTALUH TKaHH B TOMOJIOTHYHYIO MO3HIHMIO OTPOCT-
KH HeHpOHOB JOHOPa pa3BETRBIISIFOTCS B NOJE TOH >Ke MULLEHH, UTO B OT-
POCTKH COOTBETCTBYIOILUX HEHPOHOB XO3s51HHA, 3) OTPOCTKH HEHPOHOB,
TPaHCINTAHTUPOBAHHLIX B 3KTOMHUYECKYIO OONACThb, pacTyT B XO3SHCKYIO
HC u HaxopmsiT cBOIO “€CTeCTBEHHYIO MUILIEHL, Tie u BeTBsiTcs. Crego-
BaTEJILHO, OHH “TIOMHSIT” MX “JOHOPCKMIT™ (PEHOTHI U ““BOCNPON3BORSAT”
€ro B OpraHu3iMe peLMIIMEHTa. JTO ellle ONHH MeXaHH3M “‘OcyllecTBe-
HUA” FEHETHYeCKOH Perynsilid NnoBeNeHUs 4epe3 KOHTPOJbL OpraHH3a-
mnn LUHC B nportiecce oHTOreHe3a.

Ho onpepensietcst nu pacripepenenre adypepeHTOB B naTTepHE Heki-
palbHOro KOHTYpA LENHUKOM 1 MOJHOCTBIO peann3alieil coGcTBeHHOM reHe-
THUecKOIl porpammel achchepedta? OkasbiBaeT, Het. Jleno B TOM, UTO Ha
IrpaHHle TPaHCTINAHTAaTa U XO3SIACKOH TKaHH HMHOYLUMPYROTCs rposncepa-
THBHBIE Npouecckl. M BOT ceHCOpHBIE HEPOHBL, BOSHHKAOLLIHE B 3TO# HO-
BOH TKaHH, 00pa3yioT OTPOCTKH NPOMEXYTOUHOTO heHoTHIIA. MHTEpripeTa-
1Mst 3TOro (hakTa — eHHCTBEeHHas: nrdhepeHUMPYOLIMICS HEpOH B Xone
CBOEro pasBUTHS NOJNYYAET HAMNpassiIOLLMI 3TO pa3BuTHe curdan. JlaHHbii
CArHan ecTh QYHKIMS NOJIOXKEHHS! KNeTKA-NpeIIeCTBEHHNKA BO BPEMSI Tep-
MHHANBLHOTO MATO3a. HanpoTus, 3penbiii HEHPOH HecriocoGeH OTBETUTE Ha
HOBBII1 crHan “chemoaffinity” B ciyuae ero nepeMeuieHusi, Tak 4To cyab6a
€ro B 9TOM CJlyyae He H3MEHSIETCS.

OpHako reHeTH4YeCKH JeTepMHHHPOBaHHOE (OPMHUPOBAaHKE CHHAI-
THUECKHUX CBA3EH U COOTBETCTBEHHO NNOBEAEHYECKUX PEaKLIMI He IPUHAJI-
JNIeXXUT K 4Acny coOBbITHH *“‘Bce MM HHYero”. Benb ceHCOpHBIE KJIETKH
OOJKHBE He TOJNBKO NOKaJlM30BaTh COOTBETCTBYIOIIYIC OOJTacTh MHullie-
HU. Ha KOTOPOH HaJNeXXUT “3aMKHYTh” HEPBHYIO CBsI3b, HO U HATH Npa-
BUNBHBIN MHTEPHEUPOH U oOecneynTh NaTTepH HeHpanbHOro KOHTYpa:
KaXXIblil OMnarepanbHblii CCHCOPHBIH HEPOH 00s13aH obecneynTh HIICH-
natepanbHblil pernod LIHC n, ecnu 3TO 3anmcaHo B €ro reHeTHYECKOH
MpOrpaMMe, OIPEAENECHHYI0 KOHTpaaTepanbHyo obnacts. OkasblBaeT-
cs1, HapylleHHe cOalaHCHPOBAaHHON CHCTEMbl OHTOTeHEe3a IPUBHOCUT Cy-
LIeCTBEHHBI 1IyM B peann3alMio mporpaMMel HeliporeHesa. Tak, ypane-
H¥E OIHOMH LIEePKH B paHHHI IOCT3IMOPHOHANBHBIA Nepuoy AeTe pMHHUPY-
eT BbipaXXeHHOe npeoOpa3oBaHie TEPMHHAsEl OcTaBIIerocs: “nenbiM”
O6unaTepalibHOro cCeHCOpPHOTro HelipoHa. OHu “caBuraroTcst’” Ha peachde-
PEHTHPOBAHHYIO CTOPOHY. Y[ajeHHe OOHOIl LiepKH KakK Obl “cHHMaeT”,
clefoBaTeNIbHO, cOallaHCHPOBAHHYIO KOHKYPEHIMIO OunaTepanbHBIX
HEeHpOHOB 34 MHILICHH, B HOpMe pa3pellaeMyro OnnaTepanbHOCTBIO Ke,
JIBOFICTBEHHOCTBIO MHUILIEHH, B Pe3yJibTaTe 4ero MposiBISIIOTCS CKPbIThbie
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MopchoreHeTHYECKHE TIOTEHLIHH CEHCOPHBIX HEPOHOB, NMpOrpaMMHpye-
Mbie cOOCTBEHHOI reHeTHYeCKON CHCTEMOH, HO “clep>xiBaeMbie” Gnaro-
Japsi peajJn3auyH reHeTHYeCKON NPOrpaMMbi HHTE pHEHPOHOB-MULLICHEH.
Kaxppiii HeHpoH, TakuM o0pa30oM, MOXET OCYLLUECTBINSITL U NOJIEPXKHU-
BaTh NaTTePH BETBJCHUS aKCOHOB B ONPEEJICHHBLIX MAKCHMalbHbIX I'Pa-
HULaX, H 3TO — BHYTPEHHee CBOHCTBO HEHPOHOB.

B 10 >xe BpeMst criefyeT yKa3aTh Ha TO, UTO GunaTepalbHbie CEHCOPHBIE
HeHpOHbI HUKOTAA He MPOSIBISIFOT 3KCNIAHCHOHU3MA OTHOCUTENBHO “Uy>KHX~
cep “BNMSHUS” B HEHPOIAIIE, [aXKe €CN OHW OyAyT 3IKCNEpUMEHTANbHO JH-
1eHbl cCOOCTBEHHBIX aPepeHTHBIX CBsI3ei. DTO CBUIETENBLCTBYET IPOTHB
pa3nMuHbiX 6a3UPYIOLMXCS Ha CTOXACTUYEeCKUX ITPHHLMIIAX FAINOTe3 Hellpo-
reHes’a U NOATBEPXKAET AOCTATOYHO >KECTKMI NeTePMHHU3M U crieuyduy-
HOCTb B CTAHOBJICHHH MAaTTePHA HEPBHLIX CBsI3Ell.

I'maangpomMopdhoB [po30¢HIILL HCIONB30BANM AN JIOKAIM3alii LIEHT-
pos nonosoro nosepenust B LIHC myxu. [Inst nonyuenus: ruHaHppoMopdoB
HCITONB30BANI TO OOCTOSITENIBCTBO, YTO B IMHAU APO30(HIIbE C OJHOM K3 X-
XpPOMOCOM, 3aMKHYTO! B KONBLO (KOJBIEBasi XPOMOCOMa), 3Ta XpOMOCOMa
MpH JieJIeHUH OIMJIOAOTBOPEHHOrO SiIPa B ONHOM M3 siiep 3NUMHHUPYETCs, B
OPYIOM — COXpaHseTCs, TaK 4To 0Opa3syeTcsi MTHHAHAPOMOP( € >XKEHCKVMHA
(XX) 1 MyxckuM (XO) TKaHsIMH. X-XpOMOCOMY MOHO MOMETHTB, HanpH-
Mep, FeHOM. KOJUPYIOLINM KaKoi-HUOyb hepMEHT B MYTHPOBABILIKMM TaK.
YTO ero NpOoAyKT yTpaunBaeT ¢GepMEHTATHBHYIO AKTHBHOCTD, @ KOJbLEBast
XpOMOCOMd CONEPKHT HOPMAallbHBIA amiesb 3Toro resa. B takom cnyuae
MY>KCKYIO TKaHb B THHaHIPOMOpP(E MOXKHO HANTH MO OTCYTCTBHIO MMCTOXM-
MHYECKOM OKPAcKH Ha faHHbIi (hePMEHT Ha THCTOJIOMHIECKOM cpese. B cBsi-
31 ¢ TeM, uTo XX- u XO-siiipa MUTPHPYIOT ¥ Pa3HbIX 3MOPHOHOB M0-Pa3HO-
My, [oJy4aeTcst Habop rHHaHAPOMOPGOB ¢ pa3HOIl TIOKamH3alneil My>»CKOH
H JKEHCKOM TKaHH, TaK YTO MYKCKO€ HMJIH KEHCKOE MOBEIcHHE MOXHO COOT-
HECTH € Pa3sHOM JioKanusauueil COOTBETCTBYIOIMX TKaHeH y T’MHAHIpOMOp-
¢ha. CyIecTBYIOT pa3Hble METOIbI HHOYLMPOBAHHST COMAaTHYECKOH yTpaThl
OIHO# 13 X-XpPOMOCOM B HacTH KJIETOK JHIIO (XX) 3UroThl, noMedasi Myx-
CKYIO TKaHb CXOJHBIM METOMIOM, HO C HCIIOJIL30BAHUEM PAa3HBIX XPOMOCOM,
TaK UTO MOXKHO OBLIO, HANPHMED, IMMOMEYATh MYXXCKYIO TKaHb aKTHBHOCTBIO
KHUCIOH ochaTazbl.

C nomoub TakHx THHAHAPOMOPGOB pa3Hbie CTaglHi MOJIOBOTO I10-
BeICHHUSI CaMIlOB GbLTH “NpHBsSi3aHBI. K olpepeieHHbIM 30HaM LTHC. Ha-
NpUMeEp, pacnpaslieHHe KPbHUILEB U JIN3aHHE — K JOP3aIbHOMY MO3FY, Tiec-
HIO YX@>XKUBAHUSA, NONBITKH KOMYJSILMHA — K Pa3JIMYHBIM 4acTsSM TOpaKallb-
Horo rarnus. Ilpu Hcrnonb3oBaHUN MO3auKOB Apo30GuiIbl 1 MeTona
Ben3epa ypanock nokanu3oBaTh (POKYChI, OTBETCTBEHHbIE 3a SIALICKIA[ -
KY 1 BLICBOGOX[ EHHE ClIepMbl — B TOPaKanbHOM rairiHnd. OJHaKkoO MecTo
B [MPOOHPKeE, KyJla caMKa JIpo3o¢unbl OyJeT OTKIaibBaTh sHLa, KOHTPO-
JIMpYyETCsl orpenesIeHHOH 30HO# ToloBHOro Mosra. Ilonosoe mosepgexue
Opo30¢HIIbl HE 3aBHCUT OT HAJIMUHMST WM OTCYTCTBHUS! SINUHHKOB WIH KJle-
TOK 38pOfbILICBOrO MyTH, HO TOJNBKO OT OCOOEHHOCTEH OpraHu3anuu
HEPBHON CHCTEMBI.
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Hcnoavzosanue memoda mpaucnaanmayuu
045 UIYHEHUA HEKOMOPbIX hopm
RArmMoa0U4ecK020 NOBE0EHUA

XHMEpPHBIX >KUBOTHBIX HCHOJIBL3YIOT IJIsi M3YUYEHHs] HEKOTOPBIX (hOpM
NaTONOTHH, OTpaXaroLlelicsi Ha TOBENeHHH XUBOTHBIX H YesloBeka. B vacr-
HOCTH, YAAJIOCh C MOMOLIBIO KCEHOTPAHCILTAHTAUUH pa3paboTaTh 3KkcnepH-
MEHTANBHYIO MOJIENb Takoil Gosie3HH. KaK paccesiHHBIN ckiepo3 (multiple
sclerosis). B mabopaTtopun ¢paHiy3ckoit uccnefosateNisHALLI Hukons Jle-
Hyapen (LeDouarin) TpaHcnnaHTHpOBalH (hparMeHTbl HEMpallbHOM 3aKiaf-
KU CITMHHOTO MO3Ta 3MOPHOHOB KyponaTkH (quail) B COOTBeTCTBYOILHUIE OT-
J€NT CITUHHOTO MO3ra 3MOpPHOHOB LbLIUIEHKa 2 qHel MHKyGauuu. Beutynus-
1uMecst MITHIbE JEMOHCTPHPOBaNi HOPMaNbHOE IBUTaTElIbHOE MOBeleHHE 10
5-7-HenenbHOro BO3pacTa. 3aTeM pa3BUBAJICS MATONOMMYECKHIl CHHIPOM.
KOTOpBI BbIpaykalicsi B HApYLUIeH#H JBHXXEHHSI M B Pa3sBUTHH B 30HE TPaHC-
nna"raTa Gnsiniek, NofoOHLIX ckiepoTtruyeckuM. Habnropanu, Takxke cBoii-
CTBEHHbIE PACCESIHHOMY CKIIEepO3Y 3HLe(aNnOMHENNT U HeBPHT, HapyLUeHHe
NMPOHULIAEMOCTH TremaTo-3HIedanuyeckoro Gapeepa (blood-brain barrier),
uHGUILTPaAIMIO NeHKOUTAMH HEPBHOH TKaHH W JIEMHENUHHU3ALMIO HEpB-
HBIX BOJIOKOH.

C noMo1tpio TpaHcIaHTaUpil 9MOPHOHAITBHOR HEPBHON TKaHHU MOYKHO
HUHOYIHMPOBATL WM, HANPOTHB, HHIMOMPOBATHL 3MRIENTHUCCKHE MPHITAIKH
PAa3JIMYHON 3THOJNOTHH Y MJICKOIMUTAIOLIHX.

HakoHen, Tpancniadtaluu aMOpHOHANBHON HEPBHOH TKAHH HCHIONB3Y-
IOTCS IPH JIeYeHNH HEKOTOPBIX HEBPOJOIMUecKUX 3aboJieBaHuli, B 4acTHO-
CTH, HapyLIaloIMX HOpMalkHOe aBkeHre. Hanpumep, npm HaciencTses-
Hoil 6onesun INapkiHcoRa, BBHI3LIBAEMON HEJOCTATOYHOCTBIO AOGAaMUHIP-
THYECKOH CHCTEMbI, TPaHCINTAaHTHPYIOT 3MOpHOHANbHbIE AOGaMHHIpIuye-
CcKHMEe HEHpOHBI, 4TOOBbl KaK-TO BOCHOJHHUTEL MMerolwiics: nedekt. TpaHc-
MNaHTALUIO 3MOpPHOHANIBLHON HEPBHOH TKAHH UCTIONB3YIOT TAKXKe IPH Jiede-
Hun Ooste3HN AnbireiiMepa (CTapueckasl JeMeHuust). xopen [eHTHHITOHa u
psla Opyrux HeBpoJIOTHUecKux 3aboneBaHIid.

JomMecTUKanUs U paccymOYHAs NeATEIbHOCTh

Jlronu ¢ gpeBHHX BpeMeHH ofpalljamd BHUMAHUE Ha [OBECHUE >XHBOT-
HBIX M CTAPAACh MPUPYYHTL TEX U3 HUX, KOTOPbIe OLLIH MONE3HBI B XO3s1ii-
cTBe. DTO NpHpYyUYeHHE NONYYUIIO HA3BAHKE OIOMALLHMBAHUS, HIIH TOMeCTH-
kauyu. To, YTO OIHH XHMBOTHBIE NMOAAABANNCH NPUPYUECHUIO, a IPYTUX (Ha-
MIPEMEP, NBBBI, TUTPBI, THEHBI) HEBO3MOXHO OBLITO NPUPYYNTh, CBHIETENbCT-
BYeT O HACIEACTBEHHOM IMPenpacloIOKEHHOCTH HEKOTOPBIX >KUBOTHBIX K
CIy*KeHHUI0 YenoBeKy. ONHAKO reHeTHueckasl MpHpPOad 3TUX cnocoBGHOCTel
JOJITOe BpeMst He UCCIIeloBaach, 10 KpaiHel Mepe 10 Tol Nopkl, OKa poc-
cuiickoMy renetuky J1.K. BensieBy He joBenoch HaliTu oYeHb ynoOHYIO 155
3TOM LIeNH 3KCIIEPHMEHTANBLHYFO MOEITb.

I.K. Bensies BMecte co cBoell corpynnuneii J.LH. TpyT cenexnnoHupo-
BaJl JIMCHUII Ha arpecCHBHOCTE U CIIOKOIHOe nosefeHne. Okasanock, 4To cpe-
¥ QHKOM TONyNsiuuK ekl HabnmofaeTcs BbIpaXkeHHOe pa3HooOpasne 1o
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JI.B. Kpyumnckuii ¥ [1.K. BensieB — OCHOBONONOKHIKY TeHETUKH nosepieHus B Poc-
cuni. Co3ganyl 0TeYeCTBEHHYIO LIKO/y F'€HETHKH NOBEJEHHUS, BbIPACTHIH MHOIOYMC-
JIEHHBIX YYEHHIKOB, MPOROJIKAIOLIKX HX uccaenoBanud B Poccunt v 33 pyGexxoM.

HX peaklU{ Ha MOsiBJIeHHE YelloBeKa: HEeKOTOpble XUBOTHbIE OOHApYKUBA-
10T 3N00HOE IOBENEHUE, 8 JPYTHe IEMOHCTPHPYIOT BIIOJIHE APY>KECTBEHHYIO
peakuuio. Tak, B mONyNsSUUK JIMCUI, OTHOTO U3 cMOMPCKUX XO3sACTB ObILNO
o6HapykeHO 30% XHBOTHBIX, NPOSIBIISIIOIUX aTPECCUI0 HAa YE€NOBEKa pa3-
JIUYHOU CTENeHW BblpaXkeHHOCTH. 20% — cTpax. GONBIIHHCTBO KHBOTHBIX
(40%) — 3no6GHO-TpYyCIMBYIO peaklyio, W, HakoHell, 10% He nposiBnsiu B
NpUCYTCTBUM YeJIoBeKa OOOPOHUTENTLHOHN peakur. JTH MOBEJICHYECKHE pe-
aKLMH SIBISIFOTCST OJJHUM U3 KOMIIOHEHTOB CJIOXKHOH T€HETHYECKH JIeTepMH-
HUPOBAHHOW CHUCTEMBI perysiyy yHKUMH pa3sMHOXKeHHs. 2KuBoTHele 6e3
arpeccHBHOH peakli Ha 4YeNOBeKa, XapaKTepH3YIOLIHECs CIOKOMHBIM I10-
BefeHneM, oOHapy>KHUBarOT 6osiee paHHHE CPOKHU CIIapUBaHUs B CE30HE pa3-
MHOKeHHst H 60JIee BbICOKYIO IUIOJOBATOCTL IO CPaBHEHUIO € OCTANbHBIME.
HacnencreeHHBIA XapaKTep MOBeIcHYECKOro NonmuMopduiMa, Hapsily ¢
3TUMHU OOCTOSITENBLCTBAMH, TIOCITY>KII OCHOBO# IJIs1 Hauala CeIEKUHMOHHOTO
3KCHEpUMeHTa Ha [OMECTHMKalMOHHble 3(¢eKTH noBegeHus. OnbITHE MO
[OOMECTUKAIUH JIMCHL| MPORoIKatoTes yxke 6onee 30 seT. 3a 3T0 BpeMs Obl-
Na BbIBEIECHA NOMYJSANKS JOMECTULIMPOBAHHBIX XXUBOTHBIX, IPHYEM CTENEHb
OIOMAIITHEHHOCTH Y pa3HbIX NpecTaBuTelel 3KCIepUMEeHTaTBHON Moy si-
1AM 3HAYUTEJILHO BAPBUPYET, Y OBEICHHE OTAENbHBLIX XKHBOTHBIX NIPUOIIN-
}KaeTcs K nosepeHnro cobaku (puc. 7.18).

JoMmecTukanpsi JIHCHLL oka3ana riyGokoe BIIHsIHUE Ha MHorue mMopdgo-
¢hYHKLHMOHANBHBIE CUCTEMBI, B YaCTHOCTH, HA BOCIIPOM3BOIUTENBHYIO CUCTE-
My M Ha NOBEJEHUE, CBA3AHHOE ¢ OCOOEHHOCTSIMH ee (PYHKLFIOHHMPOBAHUS.
Oco6EeHHO XapaKTepHbIM SIBISIETCS] TEHACHLUS K CIIBUTY Ha4dana ce30Ha pas-
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Puc. 7.18. [1.K. BensieB ¢ ofoMallHEHHBIMHU JTUCULIAMH.

MHOXEeHHUs1 Ha Gosee paHHUe cpokd (nekabpb BMECTO sIHBAPS), B BOSHUKHO-
BEHUE OU3ICTPHYHOCTH Yy KHMBOTHBIX. KOTOPBIM B HOPME CBONCTBEHHA MOHO-
3CTPHYHOCTb, 8 TAK3Ke IONBITKH TOBTOPHOIO CIIAPMBAHKI B KOHLIC MapTa—Ha-
yasie anpensi. PakT MOBTOPHOIO CIIApUBaHKs CBUACTENLCTBYET O TOM, YTO
HACJIEICTBEHHAS] PeOpraHU3alfsl IUKOFO MOBEJEHHs HUCUI] B CTOPOHY JI0-
MAILLHETO BBI3LIBAET IBOJIIOLIMOHHYIO JIOMKY CE30HHOIO XapakTepa pa3MHO-
SKEHUS] i BO3HMKHOBEHHUE JMICTPHYHOCTH y XXHBOTHBIX, KOTOPLIM B HOpME
CBOIHCTBEHHA MOHO3CTPUYHOCT.

CyijectBed TakXe (PakT BOSHHKHOBEHHS HOBBIX (hOPM TIOBEJEHHS Y IO~
MeCTHIMPOBaHHbIX Jickl. HekoTopble 0cobn oOHapyXUBAlOT MOBENEHHE,
KOTOpOe HanoMuHaeT cobaunil pediiekc OXpaHbl YEeJIOBEKA, MPH €ro MnosB-
JICHHH B 3arOHE, TJIE CONEPXXHTCS IPYNNa XXUBOTHBIX ¢ ONPEAEIICHHBIMU, CTI0-
SKUBLINMMCS B HEH OTHOLUEHHSIMA TOMHUHHPOBAHUS-TIONYMHEHNS, TaKKie JIU-
culibl Kak Obl OXpaHsIIOT YeJIOBEeKa, He NOAIYyCKasi K HEMY IIPYIHX XKUBOTHBIX.
IMopo6HbIX ABNEHUi He HabNIronaeTcsl B HecelIeKIMOHUPOBAaHHOM MONy sy
>KUBOTHBIX. OTMEUEHB! TaKKe HEKOTOpble H3MEHEHHs F0JIOCOBBLIX peaKIuii
Yy HOMECTHLIEPYEMBIX KUBOTHBIX: HHOT[Id OHH PbIUAT II0-cO0auby, a H3[aBa-
eMble UMH 3BYKH HAllOMUHAIOT cobauuii nai.

[NoBeneHveckie H3MeHeHHs! NPOTEKAIOT Y IOMECTULIMPYEMBIX JIMCHL] Ha
¢oHEe TOPMOHANBLHBIX COBUIOB H ONpefieleHHLIX TpeoOpa3oBaHuil B HEHpO-
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ME/IMaTOPHOM chcTeMe. I opMOHanbHble CABHMIH JIeXXaT B OCHOBE W3MEHEHHI
MOBEICHHUS!, CBSI3aHHOIO € BOCIPOHU3BOOMTENBHON (yHKUMeld. B uyacTtHOCTH,
CYLL[ECTBEHHBIM NMOCJIEACTBHEM JOMECTHKALIH SIBISICTCS] H3MEHEHHE PEaKTHB-
HOCTH KOPBbl HaJIMOYEYHHKOB K PasiM4HOrO pona BHELIHHM BO3]eHCTBHSIM.
H3BecTHO, B YacTHOCTH, YTO BHEIHHE BO3[EHCTBHS OMOCPENYHOTCS uepes
AKTT (anpeHOKOPTUKOTPOINHBIT FOPMOH), YYBCTBUTENBLHOCTE K KOTOPOMY ¥
CeJICEKLIMOHHPOBAHHBIX 10 MOBEJCHUIO JIUCHL, OCEHBIO (CEHTSIOpb-OKTSOPD)
BBlILIE, YeM Y He CeNIeKIMOHHpOBaHHbIX. Kak oka3anock, joMecTukauusi BO-
o61e usMeHsieT QYHKLMOHANILHYIO aKTMBHOCTL TUITOTaNaMO-THNOGH3apHO-
HaJINOYEUHHKOBOM CHCTEMBL, H 3TH H3MEHEHHs COIPOBOX1ak0TC M3MCHEHH-
sIMH (DYHKIHOHAJILHOTO COCTOSIHHSA MONOBBIX Xene3. Pasnuuns mexny nuku-
MU U IOMECTHLIHPOBAHHBIMHI )XHBOTHBLIMU B 3TOM OTHOLIEHMH CKJ1a[biBalOT-
csl YK€ B X0jie peHaTalbHOro OHToredesa. Tak, B KOHIE 3TOro nepuoga co-
[ep>kaHue KOPTH30J1a B HAANIOUEeYHHKAX, 8 TAKXKe ero Npouykuus in vitro 6bi-
TI1 IOCTOBEPHO HIXKe Y 3MOPHOHOB OT ceNIeKIIMOHHPYEMBIX MaTepel 1o cpaB-
HEHHIO C HeceNeKHOHUPOBaHHbiM KOoHTponeM. [Jo6asnenune AKTI k uHky-
6GaLMOHHOI1 cpejie YBETMUMBANO CHHTE3 KOPTU30Jia BO BCEe U3YYEHHBIE IepPH-
OBl OHTOIeHEe3a, OHAKO B MeHBILIEH CTENEeHH Y CeNIEKIIMOHNPYEMBIX JKHBOT-
HBIX, YEM Yy KOHTpONBHLIX. B KOHIle mpenaTtanbroro nepuopa (45-50 cytok)
coflep>KaHie MporecTepoHa B HAANMOYEYHHKaX TakKe ObII0 IOCTOBEpPHO HU-
K€ Y 3MOPHOHOB OT CEJNIEKUMOHMPYEMBIX MaTepeii, YeM ¥ KOHTPOJILHbIX KU~
BOTHBEX. MOXHO 3aKJIIOMHTE, YTO B OCHOBE JIOMECTHKALIMOHHOTO Npeolpa3o-
BaHHs TOPMOHANBHOH (QYHKLMM MOHAA M HA[NOYEUYHHUKOB Yy cepebpHcTO-uep-
HBIX JIMCHUL] NIeXKaT HAcNeICTBEHHbIE H3MEHCHHS] MX OHTOTr€HETHUECKOro ¢op-
MHPOBaHHsL. B 11es1oM e M3 H3JI0’KEeHHbIX JaHHBIX ClleflyeT, YTO HCKYCCTBEH-
HBLi1 OTGOP Ha NOMeCTHKALFIOHHOE NTOBEICHKE COMMPOBOXIAETCS KOPPEJISITHB-
HbIM CHIDKEHHEM CTEPOMMIOTEHE3a B HAlllOYEUHHKAX ¥ YCHIIEHHEM peaKkTHB-
HOCTH CEMEHHHMKOB K [CHCTBHIO CTAMYJISITOPa CTEPOMIOTeHe3a B IEpHOI Ipe-
HaTalbHOTO pa3BuTHs. B CBA3M ¢ TeM. UTO JnHcHlbI HE SIBISIFOTCS yNOOHBIM
00BeKTOM 1151 OUOXHMHYECKHX HCCIEeJOBAHNMH, IKCIIEPUMEHTE 10 OfOMalll-
HUBAHMIO OBIIM MOBTOPEHBI Ha CepPbIX IMKUX KPbICaX, TAK YTO YAAIoCh OTCe-
JeKLIOHHPOBATE PYYHBIX KPbIC, CYLIECTBEHHO OTIIHYABILIHXCS [10 CBOEMY I10-
BEJICHHUIO OT CBOMX IMKMX ¥ aTPECCHBHBIX coponyeil. [JaHHbIe No cpaBHEHUIO
TOPMOHAaNBLHOTO 6anaHca y 00erx rpymn XXHBOTHBIX COTIIACYETCS C Pe3ynbTa-
TaMM HCCIIeNOBaHuil, MPOBEJEHHbIX HA JKCHIaX. B YacTHOCTH, y PYyUHBIX
KpbIC ypOBEHb KOPTHKOCTEPOHA B HAAIIOUEUHHUKAX CHIPKEH IIOUTH B 2 pas3a No
CPAaBHEHMIO C arpecCHBHBIMU KpbicaMH (puc. 7.19).

Y pyuHBIX KpBIC H3MEHEHA M 4YyBCTBHTEIBLHOCTH HANMOYEUYHHKOB K
AKTT. Y arpeccHBHbIX — TOCTOBEPHOE IOBbILLIEHHE YPOBHSI KOPTUKOCTEPO-
Ha B KpOBH HaONrogaeTcest TONLKO Ha no3y 2 en. AKTT . B TO Bpems Kak y py4-
HBIX )KHBOTHBIX 3TO NOBLILIEHHE HabmogaeTcst yxke npH ffose | en. AKTI. Y
PYUHBIX KPbIC 10 CPaBHEHHUIO € arpecCUBHBIME HabNFOaeTcsl usMeHeEHHe 1~
HaMUKH peakilMu Ha CTpecc, a Takxe 6onee OblcTpoe BoccTaHOBNeHHEe Oa-
3aJIbHOTO YPOBHS! KOPTUKOCTEPOHA I10CTIe CTPEcca. YTO CBSI3AHO C MOBBILIE-
HHEM YYBCTBUTEIBHOCTH OTPHLATENILHOU OOpaTHON CBSI3M rHNoTaNaMo-TH-
nochu3zapHO-HaaNoUe YHAKOBOM CTpeCcCOPHON cncteMul. M3BecTHO, YTO riko-
KOKOPTHKOHJIHBIE PELENTOPbl MO3ra UTPaloT BaskHYIO POJib B CHCTEME OTPH-
LIaTENILHOW OOPaTHOI CBSI3M CTPECCOPHON CHCTEMB, SIBJISISICH MULUEHBIO ISt
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Puc. 7.19. YpoBeHb KOPTHKOCTEPOHA y PYUYHBIX U arpeCCHBHBIX KPHIC 0 CTpecca, 1o-
cre 20-muH. ummoOunu3aruu (0) u yepes pasHble BpeMeHHBIE HHTEPBABI NOCIE pe-
KpallileHHs] BO3[elCTBHS.

0OpaTHOTrO NEeHCTBHS IMIOKOKOPTUKOUAOB. CpaBHUTENBHBIN aHANN3 KOJIH-
YecTBA IMNMIOKOKOPTHKOUIHBIX PEleNTOPOB B Pa3NUYHBLIX OTAENaX TOJNOBHO-
ro Mosra (TMnroKamr, runoTalaMyc, MAHAaNRHa, runodgn3) nokasal, 4To
YHCIIO LIUTO30JBHBIX TTFOKOKOPTHKOUIHBIX PEIlENTOPOB YBENHUNBaeTCs 60-
Jlee YeM B NONTOpa pa3a y PyYHBIX KPBLIC IO CPABHEHHIO C arpecCUBHLIMH
>KUBOTHBIMH TOJILKO B runmnokamne. CnepgoeatelbHO, IIpH OTOOpe cepblX
KPBIC Ha IOMECTHKAIUOHHOE NOBEJieHUEe HabnopatoTcsl H3MEHEHHs! pa3iiiy-
HbIX 3BE€HbEB I'MIOTANaMO-TUNO(U3aPHO-HAANOYE YHUKOBOU cicTeMbl. [1pu
3TOM COBEPLIEHHO OYEBUIHO, YTO I'IHIOKOKOPTHKOWAHBIE PeleIITOPb! THIINO-
KaMIla Tak>Ke HrpaioT Ba>KHYIO POJIb B IIpOLiEcce JOMECTUKAIHN.
YcTaHOBNEHO TakXke, YTO OTOOp HAa HU3KYIO arpecCHBHOCTH W JIpyXKe-
MoOHOe MO OTHOLIEHHIO K YeJJOBEKY MOBEJIEHHE CYIIECTBEHHO OTPaKaeTcsl
Ha (PYHKLHOHANILHOM aKTUBHOCTH MEIMAaTOPHBIX CHCTEM MO3Ta, peryJIupyio-
LUX TOT THI NOBEAEHHs, MO KOTOPOMY BENETCS CENeKLUsA. 3aMEeTHO INpuU
3TOM, YTO XapaKTep M3MeHEHHI HIEHTHYEH Y cepeOpUCTO-UepPHBIX JIHCHLL U
OMKHUX CEPBLIX KpbIC. DTH U3MEHEHHs B IIEPBYIO OuYepeNlb KacaroTcsl MeTalo-
JU3Ma HHIHOGHPYIOIETO arpecCUBHOE MOBelleHHe CEPOTOHHHA U YUacTBYIO-
L[E B PETYNSILIMK 3MOLHI KaTeXoJaMHHOB HOpaJpeHalnHa U nodamuHa. K
TaKOBBIM OTHOCsITCSI MOHOaMuHoKcera3a (MAQ) u TpunTodaHrugpokcuna-
3a. O ponn MAO ceugeTenscTByeT NOBBIIIEHAE CONEPXaHUsl S-rUapOKCH-
HHIOJNTYKCYCHOM KHCIOTHI B IOJIOCATOM Tele (CTPUaTyM) Y PYYHBIX HOPOK M
B FHMNOTanaMyce y IOMeCcTULMPOBAHHBIX CepPbIX MACIOKOB. Y NOMECTHLIHPO-
BAaHHBIX JIUCHL, U y pYYHbIX HOPOK OblNa HaliieHa ITOHU>KE€HHasi aKTHBHOCTh
A u b Tunos MAO B cTBONE MO3ra NO CPaBHEHHUIO C HECENEKLHOHNPOBAH-
HbIMH >XKUBOTHBIMH. JTH JaHHEIE XOPOLLO COINIacyroTCs C pe3ylbTaTaMH UC-
crenosaHuit Metabonu3ma cepoToHuHa. B aToM ciydae HabnrogaeTcs noBbl-
LLIeHUE aKTUBHOCTH TPUOTO(aHIHAPOKCUNA3L], KOTOPasl HE TONLKO BBICOKO-
CrieUpIYMHBIN 11151 CEpOTOHNHA (PEPMEHT, NTUMUTHPYIOIIHI CKOPOCTH €ro
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CHHTE3a, HO U SIBJIsieTcs] MapkepoM (hbyHKUHOHANBHON aKTHBHOCTH CEPOTO-
HUH3pru4deckoll CHCTeMbl MO3Ta.

H3mMeHenns B HelipoMenHaTOPHBIX cCTeMax MO3ra MpU JOMECTHKAHH
He OTPaHHYMBAIOTCSt CEPOTOHMHOBON CHCTEMOI. BhIsSIBNEHb! TAKKe H3MEHE-
H11s1 MeTaboNM3Ma HopajipeHalliHa ¥ flogamiHa. ITockoneky 06e MenuaTop-
Hbl€ CHCTEMbI CXOOHO M3MEHSIOTCs NIPH CENIEKIMH Ha NOBEIEHNE Y NpefcTa-
BUTeNIEH Pa3HBIX OTPSIOB, MOXHO IpeAroNarath, YTO IONOOGHBLIE CHBHIH
NpecTaBlAg0T coOOM CYIECTBEHHYIO YaCTh MEXAHM3MOB NTPEBpallleHUs T1-
KOT'O arpeccuBHOIO XXMBOTHOTO B 0CO0Ob., HE MPOSIBIISIOLYHO arPECCHBHON pe-
aKIUH Ha YenoBeKa.

IMon xecTkoe paBleHHe HCKYCCTBEHHOIO OTOOpa NPH CENEKLMH MO I10-
Be[ICHUIO MONANal0T PA3JINYHbIE 3BeHbST MENUATOPHON CUCTEMbE, M H3MEHEH-
HbIM OKa3bIBAETCH HE TONBKO ee MeTabOJN3M, HO U PELENTOPHbIE CUCTEMBI
MeauaTopoB. B 4acTHOCTH, GLUIA HalieHbl CIBATH B MJIOTHOCTH CEPOTOHH-
HOBBIX penientopos Tuna 5-HT1A u 5-HT2A, a Takxke B YyBCTBUTENbHOCTH
nothaMuHOBBIX D2 penentTopor y Kpbic MACIOKOB, CeJIEKIMOHHMPOBAHHBIX Ha
HH3KYIO arpecCHBHOCTD M0 OTHOLUEHHMIO K YeJIOBEKY.

M3meHenus B MeTabonm3Me MeIMaTOPOB, KOTOpPble HabNOfaroTCs Ipu
ceNleKLMH M0 MoBeIeHH!O, clieliu(hHYHbE 1151 TOrO BUJA NOBEIEeHUs], IO KOTO-
poMmy npoBoaMTcs ceniekups. Tak, Gbtin 0OHapy»KeHbl CylLecTBEHHbIE CIIBH-
TH B CEPOTOHUHIPTHYecKO! H flothaMHH3pruyeckoll cucremMax Mosra npu ce-
JNeKIMU Ha IpYroil Buj 3amMTHOrO MOBENEHUs — 3aMHUpaHue (KaTanencus),
OJIHAKO UX XapakTep ObLI JpyruM.

Peaxiys 3aMHpaHust, Tak >Ke KaK U arpeccHsi Ha YeJloBeKa, NpefcTaplis-
et co00ll NoBefieHNE, BLI3BAHHOE CTPAXOM, U ONPUHAMJIEXUT K TpeM OCHOB-
HBIM THUIaM 3alUTHOTO rosefieHys (6ercTBo, 3amupaHue, arpeccus). Hcene-
LNOBAHHSIMH CEPOTOHHH3PIHYECKOH CUCTEeMBI MO3ra y pa3/IiYHbLIX BUNOB M-
BOTHBIX, T€HETUYECKHU IPeAPACTIONOKEHHBIX K KaTalleliCUH, YCTaHOBJIEHO,
YTO Y KPBIC, CENIEKIIMOHMPOBaHHBIX B TeueHHe 30 NOKOJEHNIT Ha Nipefipacrio-
JIOXKEHHOCTb K KaTallellCUi, aKTHBHOCTh TPHITOMAHTHAPOKCUNA3kl MOBLI-
LIICHA B CTpHATVMe. HO He B IPYTHX CTPVKTYpax Mo3ra. CxoiHOe NoBbIIIeH e
aKTHBHOCTH KJTFOUEBOro hepMeHTa CHHTe3a CepOTOHMHA B CTpHATYMe ObIN0
BBIFIBJIEHO Y Mbileil THu CBA, KOoTOpble OTIMYaoTCs OT MbILIEN IpYrHX
JINHHAY BBICOKOJ NMPefpacnoNOXEHHOCTBIO K Pa3BUTHIO peaKLHH 3aMHpPaHHsl.
3710, B OOIIEM. H MIOHSITHO, NOCKOJILKY MMEHHO CTPHATYM SIBNfeTCs] OfHON 13
CTPYKTYp MO3ra. peryIUpVIOIIHUX MBILUEYHBI TOHYC, H HIMCHHO OH KOHTpO-
JHpYyeT pa3BUTHE KaTasernchd. belio oGHapy»eHo, YTO 3TH U3MEHEeHHs B ak-
THBHOCTH TPUNTO(aHrHApOKCHNa3bl B CTPHAaTyMe UIPAIOT TMIaBHYIO POITb B
3KCMPECCHU TeHETUYEeCKON MpepacnoNoKeHHOCTH K KaTanercuu, NOcKonb-
KY BBeJIeHHE MHIHOMTOPOB 3TOro (hepMeHTa npefoTBpallalo BO3ZHHKHOBe-
Hie KaTalelcChuu KakK y KpbIc, Tak U 'y Mbllleill. [1py 3ToM H3MeHEHHS B cepo-
TOHHHOBBIX petienTopax 5-TH1® Tuna okasanuck cCXOIHBIMH Y KPbIC, FeHe-
THYECKH NPefpacloNOXKEHHLIX K Pa3sHLIM BHAAM 3aLMTHOTO NOBEEHUs. B
JACTHOCTH PearupyroliiX 3aMEPaHHEM M BbICOKO arpecCHBHBLIM MOBEIEHH-
eM. ITockonbKy 3TOT THI peLleNTOPOB BKIAKOUEH B (PYHKLMOHHPOBAHHE Me-
XaHu3Ma TPEBOXKHOCTH H [IENPECCHH. TPHITEPOM BCEX BMAOB 3alMTHOTO NO-
BEEHNs fABJNseTCsl CTpax. B nenoM MOXXHO 3akNHOYHUTDb, YTO HacneJoBaHHe
3alllMTHOTO NMOBEeIEHUS BHe 3aBUCHMOCTH OT €To BHJA OIpeieNseTcsl FeHeTH-
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YecKH JIETEPMHMHUPOBAHHEIM MOHMKEeHHBIM 1ucnoM S-HT 1A penernrropos Bo
(POHTANBHOI KOpe rOJIOBHOIO MO3rd, TOTHa KaK KOHKPETHbHI BapHAHT
peanusali 3TOro NOBeAcHUS 3aBUCHT OT TakK K€ FeHEeTHUECKH IeTCPMUHH-
POBaHHBLIX peruoHalbHBIx OcobeHHOocTei MeTabonn3Ma nodaMiHa B onpe-
JICJIEHHBIX CTPYKTYpaxX Mo3ra. Ba>xHo oTMeTHTb, 4TO Bce 3TH 0COGEHHOCTH
c¢hopMupYrOTCS B ITpoliecce OHTOreHesa, 3aaBasi HEPBHOM CUCTEME Te CrielU-
¢uueckne YepThl €€ OPraHn3alyi Y JKHBOTHBIX Pa3JIMYHBIX JIHHHIA, OT KOTO-
pbIX B MOCTEQYIOIEM 3aBHCAT clelM(rUiecKie B KaXXJOM Cllyuae uepThbl
CTPYKTYPHO-XMMHYECKOU OPraHusaliuy Mo3ra 1 o0ycClIoBIleHHbIe 3TOH opra-
HU3aLMed criermgpnyeckue 0COOEHHOCTH MOBECHMS.

B nponecce ofiieHust ¢ JOMECTHLMPOBAHHBIMU XHBOTHBIMK OBLIO 3a-
Me'eHO, YTO MOpOoHi MxX NOBEeJEHHE OUeHb HAIIOMHHAET pa3yMHoOe, Kak Gynro
MM MTPUCYILEA PACCYAQYHAS NS TENbHOCTL U MIOHUMaHUe OKPY3KakoLlel cUTy-
k. O6 3TOM BHUfie AesITeNLHOCTH XUBOTHBIX eille B 30-e rojbt BbICKa3biBall-
cs B. Kenep, usyyapuimii 4enoBekooOpa3HbiX 00e3bsH W yTBEPXKIABLUUIA,
YTO OHM CMOCOOHB! MPUHUMATL HACTOSIILME peLIeHHs], KOTOpble He TpeOyroT
NpeJBApPUTENILHOTO HHAMBUOYANLHOIO OrbiTa. OCHOBHBIM KpHTEPHEM pa-
3yMHOTO IOBEJICHHS SBJISIETCS pellieHKe 3afaddl ¢ yUeTOM Beeil CUTyalmH B
nenoM. [ToaToMy BO3HUKHOBEHHE TAKOIO pofa pellleHyf SBISICTCS COrNacHO
Kenepy npusHakom pasymuoro noseneHusi. E. Paccen (E. Russel) B Te xe ro-
Abl paccy»xjall O cCHOCOOHOCTHU »KUBOTHBIX I€iCTBOBATh HE TONBKO METONOM
1po6 u oLMBOK, HO U MyTeM NPUHSTHS PELLICHUsS K OCYIIIECTBIICHHIO KAKOTO-
100 MOBEIEHUECKOro aKTa 10 ero BhINoNHeHusl. Ha Hanwdne y >KUBOTHBIX
crenrgUIecKoro THINA MOBENECHHUS, B OCHOBE KOTOPOT'O JIEXHT PACCYIOK WIH
rnounManue, ykasbisanu JI>x. Konopckui (Konorski), [1x. Bupenc ne Xaau
(Bierens de Haan), B. Topn (Torp) u ap.

Poccuiickuii renetuk JI.B. Kpyumnckus oGHapy>kui cBoeoGpa3HbIi BUJ
NOBEIECHUSI JKUBOTHBIX, IO3BOJIUBLIHIA HCCAENOBATE HX CIOCOGHOCTE K paccy-
OOYHOH JIesITeNTbHOCTH 3KCneprMeHTaNIbHO. OH Has3Ball 3TOT BHJ OBEACHMS
IKCTPANOJIARHORABIM,. CyTh Cro 3aKyi04yaeTcst B TOM, YTO XXHBOTHOE pearu-
pyeT He TOJNBLKO Ha KaKOH-JIMO0 HEMOCPEACTBEHHbIN PasIpakUTelNb, HO U Ha
TO HANpaBlieHHe, 110 KOTOPOMY IepeMeNaeTCs 3TOT pa3gpaXXUTenb 1pH ero
3aKOHOMepHOM JIBkeHusn (puc. 7.20).

CriocobHOCTB K 3CTpanoOsILMK, OCYHIECTBASIONICHCS Ha OCHOBe Gbl-
CTpO OOpa3YIOLIMXCS ACCONMANMI MeXy SIBJICHHAMH BHEIIIHETO MHPA, sIB-
JSIeTCSl OfJHUM M3 BaXXHEHIIMX KPUTEPHEB PACCYIOYHON NeSITCNBHOCTH.
JI.B. KpywmnHckuii n36pas i1 CBOMX 3KCIIEPUMEHTOB PA3IIHUHbIX XXUBOT-
HbIX — MJIEKONMTAIOLIMX U NTHL. B uacTHocTH, yDOOHBIMH OObEeKTaAMM
OKa3aJluch IITHLBE U KPOIUKK. B KauecTBe nMuieBOro pasgpakurtess He-
nonb30Balu xneb, Msco, gila, MiueHo — B 3aBUCMMOCTH OT BHA UCIIONb-
3yeMbIX >KHBOTHBIX. OnbiThl NPOBOUINCEL B 1aGOpaTOPHHU, U BO BpeMs
OINBLITOB >XMBOTHbIE HMENH BO3MOXHOCTH CBOOOJHO NEpeaBHraThbCst MO
BceMy nomelleHno. Cxema onbiTOB Oblna cnepyroulei. Ilumeson pas-
ApaXkKuTenb ABHrancs nNpsAMOJIMHEHHO ¢ OCTOSIHHOH ckopocThio. IlepBo-
HayalbHBIA OTPE30K NYyTH €ro ABHXKEHHS MPOXOUT Ha BHAY Y *XHBOTHO-
ro, KOTOpoe TMpH 3TOM HMeeT BO3SMOXXHOCTh HEe TOJIbKO BUIETH, HO H MOJ-
KapMIIMBaTbCsl OT MHUIEBOTo pasppaxkutens. [TpoaBHHYBLIKCHL onpepie-
JIEHHbIA OTPE30K NYTU Ha BUlYy Y >)KHBOTHOTO, pa3fpa>kuTesb ChpbIBAETCS
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Puc. 7.20. YcraHoBka KpyLUHMHCKOIO 715 U3yueHHsi IKCTPANONAIMOHHOI'O NOBEIeHUS
>KHBOTHBIX.

3a ykpbiTHE. B 3kcrniepyMeHTe BBISICHSNOCH, NPONOJIXKAFOT JIN XXHBOTHbIE
MOHCK THUILEBOro pa3jpaXXHTelisi Mocjle TOro, Kak OHH INepecTaroT BOC-
IPHHUMAaTh €0 CBOMM pelleNTOPHBIM allmapaToM, U CIOCOOHBI JIU OHM 3K-
CTpanoJHpoBaTh HalpaBlieHHE ero JBXeHus. B xope akcnepHMeHTOB
O6b11 OOHAapy»KeH napafoKcanbHbii QakT — OTCYTCTBUE HEelIPEMEHHOH CBSi-
31U MeXAY CTETNEHbIO pa3BUTUSI 3JIEMEHTAPHON PACCYJOYHOI fesiTeNbHO-
CTH AKHWBOTHBIX H YPOBHEM pa3BHUTHSI HOBOW KOpbl. OKazanock, UTO MTH-
11bl 13 CEMEHCTBA BOPOHOBBIX MO CBOEH CIMIOCOOHOCTH K pELICHHIO 3afad
MO 3KCTpAaroNsiuii HAXOASTCS HAa YPOBHE XHIHBIX MIEKONHTAIOIINX.
3T1oT DaKT ObLI HEOXKHMAAHHBIM, IOTOMY “ITO Y IITUI| OTCYTCTBYET HOBasi
KOpa, ¢ KOTOPOH MHOTHE MCCIEHOBATENH CBS3LIBAIOT BbICUIME MCHXUYE-
ckue ¢pyHKuMK. B nipouiecce ¢usioreHesa y nTui BMECTO HOBOU KOPbE pa3-
BHBAETCS CTPHATYM (MosiocaToe Teno). XapakTEPHO, YTO UMEHHO Y BOPO-
HOBBIX MONYLIAPHS JOCTUTNH GOJNBUIOTO 06 beMa NO CPABHEHHUIO C JpyTH-
MH NTHLAMU 34 cYEeT MOLLHO Pa3BUTHIX siiep MOJIOCATOrO Tela.

Y MNeKkoINmuTalolMX TAKXe YIA4€TCsl YCTaHOBUThL 3aBUCUMOCTB MEXIY
CTEINeHbIO PAa3BUTHS PACCYIOUHON JeITeNLHOCTH U OTHOCUTENBLHBIM pa3Me-
pOM MoO3ra: NpUMaThl M aenbhuHbpl obnagaroT HanGonee puddepeHimpo-
BaHHBIM H OOJILIIMM MO3IOM Cpefid MAEKOMHTaroIUX. MOXKHO yTBepXJaTh,
YTO cTeneHb Hedalu3aluyy B rpefenax KaXgoro KJacca Mo3BOHOYHbIX K-
BOTHBIX NPEACTABNsAET cOOON BaXKHENIINI NapaMeTp, ONpeaeNsiioMui Ypo-
BEHb Pa3BUTHS PACCYIOYHOM JieATeNlbHOCTH. YeM BbIlle cTeneHb ledanu3a-
LJMM y TOro MIH APYroro BUJa XXHBOTHBIX, TEM G0JIbllie BEPOSITHOCTEL 3HAUM-
TEJILHOTO pa3sBUTHsi HX pacCyJO4HOH fesTeNLHOCTH. BaXxHoe 3HauecHHe miis
YPOBHS pacCyIOUHOI1 IeATENbHOCTH UMEET TAKXKE CTEIeHb Pa3BUTHS aCCO-
LMATUBHBIX 30H MOJIOBHOIO MO3ra, B 0co6eHHOCTH TOOHBIX gonel. Cytect-
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BEHHO NPH 3TOM YCJIOXHEHHE CHUCTEMBI MEXHEHPOHHBIX KOHTAaKTOB, CONPO-
BOXK/IA0LIleecs NOBbIIIEHNEM YPOBHs paccylO4YHOM AeATelTbHOCTH.

Heiipomopdonoruueckue ucciefOBaHHs AEMOHCTPUPYIOT, 4TO B hUNo-
TeHETHYECKOM Psfly TTO3BOHOUHEBIX Hapsijly C yBellueHHeM pa3HooOpasus B
HENMPOHHOM CTPOEHIH MO3ra yCJIOXKHSETCS TaKXKe M CUCTeMa CHHAITHYECKUX
B3aUMOCBs3eH Mex/y HeiipoHaMmu. B psny MnekonuTtaromux HabntopaeTcs, B
YACTHOCTH, NapaJIe]IH3M Me3Kly YPOBHEM Pa3BUTHA PaccylOUHOM JieATelb-
HOCTH. cTeneHbr0 And¢epeHIMPOBAHHOCTH (HOPM TeN NMHPaMHIHbIX KJIETOK
1 NPOTAXKEHHOCTHIO UX IEHAPHUTHBIX pa3BeTBIeHHI. B cpaBHuTe NBHO-aHAaTO-
MHYECKOM PSfly MIEeKOMUTAIOILUX HaOntofaeTcs TakxXe yBelHUcHHe crene-
Hi AH¢depeHIUPOBAaHHOCTY 3BE34ATHIX HEIPOHOB, (DYHKIMs KOTOPHIX 3a-
KJIFOUAETCsl B HHTErPann (hyHKIMOHANBHON AEATCIBHOCTH ONPENENEeHHBIX
rpyrn 3 epeHTHEIX HEHPOHOB.

Y nrun Baxkuast ponb B BEICLIMX OTHeNlax Mo3ra NpHHaAMeXHT Tak Ha-
3piBaeMoMy Wulst. Dta cTpykTypa coctonT u3 hyperstriatum accessorium.
hyperstriatum dorsale, nucleus intercalatus hyperstriati ¥ MOKpbITa TOHKHM
KOPTHKOMIHEIM crioeM, hopMHUpyst 3aMeTHOE BO3billeHue. Apuenc Kannepc
(Kappers) nonaran, yto Wulst 110 cBoumM cBsizam ¥ ¢VEKLUsSM OJM30K K
HEOTIaNIHYM HH3LIMX MJIEKOIIMTAIOLMX, SIBJISISICH Kak Obl 3aMEHuTeNleM HO-
Bo¥i Kopbl. [Tokazano. uto Wulst 3akfafibiBaeTcs B pa3BUTHH He Kak 6a3anp-
HBIi FaHrmil, a Kak nannuajisHOe yTOJLIeHHe, T.C. MMeeT olLiee Mponcxo-
JKeHHe ¢ HEKOTOPbIMH OT/IeJIAMH HOBOI KOpbI MiteKonuTarowmx, Cunraer-
cs1, uto Wulst ¥ crpuapHas o61acTb KOpbl HMelOT 00iee 3MOpHOreHeTHIe-
CKoOe MPOHCXOXKeHHe, OTHHAKOBBIE CBA3H € APYIHMH CTPYKTYPaMH. OHHA-
KOBYIO (DYHKLHIO H OTIPeieJ/IeHHOE CXO[ICTBO B CTPOEHHH, 2 3TO OTBEYAET ON-
penesientio rOMOJIOTHYHBIX OPraHoB.

[TpennonaraeTcs. YTO UMEHHO TEHETHUECKH 1eTEPMUHIPOBAHHAS CITOX-
HOCTB OpraHf3anuH co3faeT BO3MOXHOCTb CTpUapHBIM OTHAENaM [IepeHero
MO3ra NTHI] OCYLIECTBIATE O4Y€Hb CIOXHBIE (hYHKUMH, BKIIOYAs Paccyjloy-
HYIO JIeATeIBHOCTE. B 1107163y 3TOro cBHAEeTeNECTBYIOT JAHHBIE CPABHUTENb-
HOr0O aHa/ln3a HefpOHHOIO COCTaBa MEpeHErO MO3ra NTUl, € pa3nuyHOi
COCOOHOCTBIO K PellIeHHIO 31EMEHTAPHBIX IOTHYeCKUX 3aJla4 Ha OCHOBE JK-
CTpamnoOJIAIIHOHHON PacCyIOYHON NesATeNEHOCTH, a MMEHHO y ronyOeii, xa-
PpakTepH3VIOIMXCs KpailHe HU3KOH cIIOCOGHOCTBIO K paccyfOUHOM fiesiTeNb-
HOCTH, U BOPOH. HAMPOTUB, OTJIMYAIOLIHXCA BHICOKHMM YPOBHEM Da3BUTHS B
3ToM oTHoweHnu. OKa3anock, YTO NMpH HanHYHM OOLINX TJIABHBIX IPYyNn
HEPBHEIX KJIETOK HalONrofaeTcs 66nblilasi CNOXHOCTb CTPOEHHIst HEHPOHOR Y
BOPOH IO CPABHEHHIO C COOTBETCTBYONINMHM KneTKaMu rony6eil. Hanpumep.
JeHAPUTHBIE CTBOJIbI HCHPOHOB BOPOH Oosee U3BHThIE. §ollee TOHKHE, & Y
GONBUIHHCTBA KNETOK C KOPOTKHUM aKCOHOM OHH ellle U yeTKooOpasHbie. Y
rony6eit BO Bcex Ipynmax KJIETOK ReHApUTHl Oonee rpyOble m npsiMble
(puc.7.21). Cpenu HeHPOHOB C MIIMHHBIM aKCOHOM Y BOPOH BBIJIENSAIOTCS OT-
HeNbHble KIeTKH. IEHAPUTHI KOTOPHIX YCesiHbl TYCTBIM MOKPOBOM LIHITHKOB.
B crpuatyme ronyGeit mopOOHEIX KJIeTOK He oOHapyxeno. Haobopot, B
CTpMapHBIX OTAenax Mo3sra rony0eil BCTpeqaroTCsi HEpBHBIE KNETKH, Kak
JUIHHHO-~, TaK M KOPOTKOAKCOHHble YNPOLeHHON opranu3zaiun. OHl UMEroT
TOJICTEIE, TPYOble ACHAPHTHI C PENKUMMH KPYNMHBIMK Man0yKooOGpa3HBIMH
mumikamMy. B ctpuaTyMe BOPOH TaKHe KJIeTKN 0OHapysKeHbl He GbLIH.
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Piic. 7.21. [InMHHOaKCOHHBIE HEHPOHBI U3 HEOCTPHATYMa NTHI: BOPOHLI (cpasa) U
rony0st (cnesa). Ilo JoOpoxoToBoil.

CoBeplIEHHO OUeBHAHO, YTO Pa3ji4Msd B TOHKOM CTPOEHHH HEHpO-
HOB NepelHero Mo3ra NTHI OTpakaloT OOJiblllee cOBEPLICHCTBO CTpPOE-
HHsi HEPBHBIX KNETOK Y BOPOH H CO31al0T MOP¢ ONOTHYECKKE TIpeANOChIIT-
K4 1ns 6onee TOHKOTO aHanu3a u nepepaboTku NocTynarolend B MO3T HH-
¢opmanmu.

SneKTpodH3uONOrnuecKmii aHaJIN3 TaK>ke BLISIBHN BUAOBEIE OCOOCHHO-
crd U B (pYHKUMOHANEHBIX XapaKTepHCTHKaX HeHpoOHOB ronybeil 1 BOPOH.
IIns hyperstriatum accessorium BOPOH XapaKTEepHO Gobliee YHCNIO pearupy-
FOILIUX HeHPOHOB, 4eM st rony6eil. Ilpu 3ToM y BOpoH npeobnaparoT Heil-
POHBI € NONHCEHCOPHBIMU CBOMCTBAMH 1 OONBUIMM IHANIA30HOM IPeiNOYTH-
TeNbHBIX HaNpaBleHHi IBIKEHHs pa3fipakaTes.

B 1nenom 066110 nOKa3aHo, YTO cHOCOOHOCTH K 3JIeMEHTAPHO! paccyoy-
HOI1 ieITeILHOCTH OTHOCHTENBHO €200 pa3BHTHI y ronyoel ¥ Kyp U IOCTH-
rarT Y BOPOHOBBIX Gonee BLICOKOH CTeNeHu pa3Butus. Mopdodusnonoru-
eCKOIl OCHOBOM 3THX Pa3NHYMil SBNSAIOTCS 0COOEHHOCTH cTpoeHHs Wulst y
ntull. KopkoBble cTpyKTypel NTHL, €[Ba JIY 3aefiCTBOBAHEI B 3TOM NpOLEC-
ce, NOCKOJIEKY Y 9THX XKMBOTHEIX OHHY 3HAYNTENBHO peAylHpOBaHbl 1axe HO
CpaBHEHHIO € KOpoH penTHIHiL. HanpoTus, y MIeKONMUTAaIOLHX CTeleHb pas-
BUTOCTH KOPKOBEIX CTPYKTYp UMEeT CYLLIECTBEHHOe 3HaueHHe IS yCrelllHO-
ro OCyLIEeCcTBICHHs PacCylO4HON JesTENbHOCTH, TaK e KaK H OTHOCHTEIb-
HBII pa3Mep Mo3ra, KOMHYECTBO ¥ MHOrooopa3ue MeXKHEHPOHHBIX KOHTaK-
TOB: 4eM OOJiblle KONUUECTBO HEPBHBEIX KIETOK M YEM CJIOXKHEE CHUCTEMa
ME>XXHEHPOHHBIX KOHTAaKTOB, T€M BEINIe YPOBeHb PAcCy[OUHOH HesTeNb-
HOCTH.

HenocpencTBeHHoe OTHOIIEHHE K OCYILLECTBJICHHIO 37I€MeHTapHOIO
paccyJOYHOrO aKTa HMEKOT ONpele/eHHbIE CTPYKTYPEl HEPEJHErO MO3ra. y
Ha3eMHEIX MJIEKONMTAOLMX B 0COGeHHOCTH npedpOHTaNBHBIH OTIeN MO3-
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ra. CBsi3b ypOBHS PACCY[OYHOI [IeATeIbHOCTH C 3THM OTJI€JIOM HECOMHEHHA:
4yeM CHJIbHee pa3BHTa 3Ta CTPYKTYpa, TeM Bbllle yPOBEHb PAcCYO4YHON fies-
TEJILHOCTH.

HlccnepoBarbh remeTH4ecKHe OCHOBBI PAacCyOUHOM JeATENBHOCTH He
Tak Npocto. TeM He MeHee HEKOTOPBIE IaHHBIE B 3TOM HanpasneHuu Obi-
i nonydeHsl. Tak, okasalock, YTO HeTbipe NOPOMBl OXOTHUYBMX cO0aK
(cnannenu, ¢poKcTeprepkl, 6aceHIKH H OUIIN) HMEKOT HECKONBKO 00Jiee
BBICOKME NOKa3aTeNd B pellicHHH NpebsBiseMuIX 3aay, eM HIOTNAHA-
ckue oBuapku. OgHMUM M3 ynOOHbIX OOBEKTOB HMCCIEeNOBAHHSA SBIIAIOTCA
KpbICbl U Mbiilin. MlHTepecHbie pe3ynbTaThl MONYHUHIN HPH HCIONbL3OBa-
HUH MBbILIEH ¢ poOepTCOHOBCKUMU TDAHCNOKALUAMU Pa3HOro MpOUCXOXK-
neHds. YacTe Mbllllell UMesla B KapHOTHUIE TPaHCHOKAIHIO, Ha3BAaHHYIO
E1WDM, yacts — poGepTCOHOBCKHE TPaHCJIOKaIHH, NEPCHeCceHHEIE NyTeM
CKPEILIMBAHHUI B KAPHOTHUI JIHHENHBIX MBIIIEN U3 FTeHOTHITA TaK HA3bIBae-
MbIX TabauHbix Mbliel (Mus poschiavinus) {UKOH NONYIALMH, UMEIOLLETl
ceMb Map XpoOMOCOM ¢ poOe pTCOHOBCKHMH TpaHcNOKanuaMu. Mellm ¢ po-
6e pTCOHOBCKMMHM TPAHCIOKALMAMH XapaKTePU3YIOTCS HEKOTOPBIM NMpe00d-
TlajlaHHeM JIONH MPaBHJIBHBIX pellleHHH 3KCTpanoOJISLIIOHHBIX 3amayu Haj
HENPABU/ILHLIMU, H B 3ITOM OTHOLICHUH OHU CXOIHBI € JUKHMH MbIIIaMH H
reTeporcHHON nmonynsuuei. DTH flaHHble CBUACTENBCTBYIOT O TOM, 4TO
usyuaemass ¢popMa NOBEJeHHS MBblLLEN pa3HBIX IPyNN HaxXoOgUTCs MON
KOHTpOJIEM FeHOTHNA.

Jns naGopaTOpHbIX MHHIN KPLIC XapaKTepHbI MO0 cnaBoBEIPa>kKEHHASN
crocoOHOCTh, MHOO HeCNOCOOHOCTH K 3CTPanoNsuuH. 3aTO NUKHe KPBICH]
(macroKu) MpOREMOHCTPHPOBANN BEICOKHE NOKA3aTENH pellIeHns IKCTpamno-
JNSUHOHHBIX 3aja4. CKpelllBaHHe UKHX U 1a00paTOPHBIX KPbIC H TeCTUPO-
BaHHe MHOpUIHOTO NOTOMCTBA Ha peLleHHe 3KCTpanosIUOHHEIX 3afay IMo-
3BOJIUIN MPUATH K CIAERYIOMHM 3aKMIOUCHUAM: 1) yPOBeHb pa3BUTHS 3Ie-
MEHTapPHON paccyJO4YHOMI ICATENBHOCTH ¥ KPbIC KOHTPOJIUPYETCS TEHOTUITH-
JeckMMH (hpakTOpaMu: 2) HecleflOBaHHBIE TMHUH 1abOpaTOPHEIX KPbIC H MX
ru6punael o6nafatoT MeHee pa3BUTON 3JIEMEHTAPHON pacCyflO4YHOH fAesATellb-
HOCTBIO, ueM fiukas cdopma Rattus norvegicus. BO3MOXHO, OIHHM U3 (haKTO-
POB. cNOCOOCTBYIOLUX HaUOOMNEE APKOMY BBIPAXKEHHIO 31IEMEeHTAPHON pac-
CYNOUHON NEATEeNBbHOCTH ¥ JIHKHX KPhIC, SIBUAETCS HacNelCTBEHHO CBOWCT-
BEeHHasi UM MOBbILIEHHast BO30YIMMOCTb. DTO, OfHAKO, €Ba JIU SBISETCH
€OUHCTBEHHBIM OOCTOSITENTBCTBOM, OMNPEACIAIONMM CTONE BbIPaXKEHHBIE
paznnuus. ['eHoTHI TaGOPaTOPHBIX IOMECTULHPOBAHHBIX KPBIC MOXHO pac-
CMaTpUBaTb KaK Ne3MHTErpHpPOBAHHYI0O TE€HETHUYECKYIO cuUcTeMy Rattus
norvegicus, rirybOKO H3MEHUBILYIO psift MOPhOGH3NOIOTHUECKNX OCOOEHHO-
CTeH AMKON CepOH KpPbICHI.

HccnepoBansl Ha npenMeT pacCyfO4HOH OEATENBHOCTH H OfOMalll-
HEHHBIE cepeOpUCTO-uepHEIE JIHCHIIBLI, OTcenekTupoBaHuele [1.K. bense-
BbIM. VX MOBefieHHe CpaBHUBANU C TOBefleHHeM AHKHMX KpacHBLIX JTHCHIL.
Ha puc. 7.22 npencrasneHbl pe3yneTaThl CpaBHEHHS yclieXa B pellleHUH
3KCTPaNOJISIHOHHEIX 3af1a4 cepeOpHUCTO-4EPHBEIMH W KPAacHBIMM JIUCHLIA-
MH. BO Bcex rpynmax cepeOpHCTO-4epHbIX JIMCHL] KONMYECTBO NPABWIb-
HBIX pellleHHil NpeRanupyeT Haj OLIMOOYHBIMH, OTHAKO HH OfIHA U3 3THX
Tpynn He IOCTHraeT MO yCNeXy PELIeHHs KpacHbIX MHcHI. B 1enoM noka-
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Puc. 7.22. I'ucrorpamma ycmexa peuie- Apacriere
HHS1 2KCTPanoNsiUOHHOMH 3aa4H pa3Hbl- m 917%
cepebpucmo-  858%F7
MH Fpynnamy JIMCHLL N vEpHbIE i %79
I — csoGonHoe conepxaHie, 2 — KNETOYHOE § o ? 8% 7%
L)
eyl
copepxatne. [1o Kpyumnckomy v ap. § ﬂi%? i.zlsz.’z 52%
2
01 |0
&3
33HO, UYTO cepeOpHCTO-uepHblE H E
KpacHble NTHUCHIIBI pellaroT IKCTpa- : 7
TIOJISI{HOHHBbIE 3afa4ul pa3HeIX CTE- § 4
neHell ycnoxXHeHus. BriaBneHo §
3Ha4YUTENbHOE npeuMynlecTBO Tiepboe  lo feeve flepfoe [T frem
KpacHBIX NHUCHL HaJ| BCEMU rpynma- npedsafin. npedsabn.  npedsrbn. rpedsabn.
MH cepeOpUCTO-YepHBIX JIHCHIL.
1, 4.

Pasnuumns nposiBUnuck Kak B ycrne-

Xe pelIcHHS] 3IKCTPAaNOJSIHOHHOH

3agayM, Tak M B BelOOpe HaunOosiee afeKBATHOH TAKTHKH HaXOXJEHUs
TIPUMAHKH, HCUe3alollieil U3 Nosis 3pEeHHs KHBOTHOro. BeposiTHO, 3TH
pa3nnuusi o0ycnoBIeHbl TEHETHYECKHMH MEXaHHM3MaMH, NOCKOJNBKY HC-
CIeOBaHHble KpacHble JUCULB! ObITH AOOBITEI U3 HOp LUEHSTAMU U HE
HUMEJIH BO3MOXHOCTH O3HAKOMUTKCS ¢ MHOTOOGpa3ueM cpefibl OGUTaHUS
aukux nucui. [MpepnonaraeTcs cyieCTBOBaHME TNOJHMIEHHOH CHCTEMEIL,
obecnevunBaroliell BEICOKOPA3BUTYIO pacCyfOUHYIO JEATENBHOCTE IUKHX
THCHI, KOTOpas B pe3ylbTaTe YMEHBLUCHUs JaBJICHUS eCTECTBEHHOIO OT-
6opa nocTeneHHO pacnanaetcsi. B ocHOBe 3Toro pacnaja y ogoMauIHEH-
HbIX XMBOTHBIX JeXXaT MOCTOSHHO MAYLIHH MyTalUOHHEIN MpoLecc, pe-
KOMOHMHAIMs T€HOB, CENEeKUNs NO crenupuyecKknM gpH3HakaM. Bece aTo
NPHBOMMT K [e3UHTerpalyHd reHoTHNa, oOyc/lOBIHBAIOLLErO alcKBATHOE
MOBefieHHE TUCHL] B €CTECTBEHHBIX YCNOBHMSIX MX cyilecTBoBaHus. Cxon-
HEble U3MEHEeHHUsi pacCyflOUHON NeATENBHOCTH HAOMIOganucek U y pyuHbIX
KPEIC.

Takum o6pa3oMm, IpH NOMECTHKAIHMU, KOTTIa XMBOTHBIE MONAJAI0T B HE-
06bIuABIe YCI0BUS OOUTAHUS, MPOHUCXOMUT MNEPecTpoilka BCEro reHQTUNA B
LEJIOM B KaXXIOH nony/siqyy OlOMallIHHBaeMBIX XHBOTHBIX. Mopgodusno-
JIOTHYECKUM BRIpa>keHHEM ITUX cOOBITHI 1 COOTBETCTBEHHO 3IBOJIIOIMH MO-
JIHTEHHBIX CUCTEM SIBIANOTCSA TE pa3fiuMsl B MOBEICHUH, (QYHKIHOHATILHOM
AKTHBHOCTH 3HJOKPHHHEIX H HEHPOMeIUaTOPHBIX CHCTEM, OKpacKe IIePCTH
H MHOTUX IDYTHX NPH3HAKAX, 0 KOTOPLIM IOMeCTHIIMPOBAaHHbIE XKUBOTHBIE
OTJINYAKOTCA OT CBOMX AUKMX NPeKOB.

Cornacno npeactabnenusm [1.K. Bensepa u JI.B. Kpyiunuckoro, qukue
¢hopMBI XKIBOTHEIX MOXHO paccMaTpHBaTh Kak 00jafiaioiinx MHTEerpupo-
BAHHOMH CHCTEMOM renoB, KOTOpble O0yCIOBNNBAKOT Haubolnee ajleKBaTHbIE
c¢opMel npucniocobeHus K cpefie OGUTaHHs. Y IHKHX XHUBOTHBIX OCPENCT-
BOM NOBBILICHHS YPOBHSA HX 3JIEMEHTaPHOI PaccyflOYHON fesATeTbHOCTH BO3-
HUKarOT Haubonee nNpHcnocobiieHHble K YCIOBUSM CYLLECTBOBaHUS (hOPMbI
nosefieHns. J103ToMy ecTecTBEHHO, YTO 0OpaTHHIIl Nponecc ne3HHTerpaluu
cGanaHCHPOBAHHBIX TeHOTHIIOB B XOA€ NOMECTUKALUH XUBOTHBIX HPUBOIKT
K MOHHM>KEHHIO YPOBHS PaccynoyHoi nesrensHocti. Ha puc. 7.23 npencras-
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Puc. 7.23. Cxema B3aHMOOTHOIE-

p’;‘:‘(":l‘:" A HHS OCHOBHEIX 3JIEMEHTAPHBIX
13 KOMNOHEHTOB nosefieHus. I1o Kpy-
l\ ¥ LIHHCKOMY.
i3
v
\%

nena cxeMma JI.B. KpyumHckoro,
al oTpaskaroiiasi B3aHMOOTHOIIIEe-

Pasymroe
noeejeHne

% ) HHS OCHOBHBIX KOMIIOHCHTOB,
\\‘b"‘faquﬂ“°°° ’ KOTOpble NPHHUMAKOT YuacTHE
Y.’ B (HhOPMHPOBaHHH TNOBefECHYE-
,,2'253.?,. ckoro akTa. B mponecce ¢uno-

reHesa NMPONCXOAUT CYLECTBEH-
HOE TlepepacnpefiesieHHe yIeJIbHOro Beca HHCTHHKTOB, 00yuaeMOCTH M pac-
CYNO4HON AesitenbHOCTH. OueBUIHO, YTO HA PaHHHX 3Tanax (pUIoreHeTHYe-
CKOro pa3BHTHs Bejyllee 3Hadenue B (hOpPMHUPOBaHHMM MOBEEHUS HIparoT
MHCTHHKTHL. [0 Mepe ycnoXKHeHHsi OpraHH3auuH HEpBHOH CHCTeMbl KpOMe
MHCTHHKTOB OOJIBILYI0 POJib B aflalITHBHOM NOBENCHHM HAUMHAIOT UrPaThb
pasnHuuble hopMbl 00ydenus. JansHelmas gudgepeHunalisa KOHeUHOro
MO3ra NWpHMBOAMT K TOMY, YTO 3NeMEHTAPHAas PAacCyNOYHAasA AEATENBHOCTH
CTAaHOBHTCS Bce 0oJiee 3HAUHMOIT B MOBefileHHH >XKUBOTHBLIX. HakoHell, y ye-
JIOBeKa paccyfouHasi NEATEIBHOCTE OKA3kIBAETCS! OCHOBHBIM KOMIIOHEHTOM,
onpefeNAOIM ero NoBefeHue.
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I'masa 8

TEHBI U MMATOJOIA NOBEJEHUA

I'enbl 1 naTonorns nopegesys Apo3o¢huanl

Kak 3TO HM yAHBHTENIBHO, HO y NPO30(hUNEl €CTb [eHbI, MyTalM1 KOTO-
PbIX BbI3bIBAlOT H3MeHEeHHs! B MOBefleHHH, HAMOMHMHAIOLIME HACTIEACTBEHHBIE
6onesnn yenopeka. K tTakoBBIM OTHOCHTCS, B 4aCTHOCTH, pelieCCHBHAS H JIO-
Kanu3oBaHHas B X-XpoMocoMe MyTauusi drop-dead, nposiBlIeHHS] KOTOPOH
HanomuHaroT xopero I'entunrrona (Hantington), XapakTepusyouyrocs Ha-
pacTarolM rHHepKHHE30M KOHEYHOCTEH, pPaHHHM HavalloM M pacrpocTpa-
HSAOILENCS JleleHepalpieil roJIOBHOro Mo3ra. ¥ MyxX — HOCHTeNelH MyTanui
drop-dead nepebie ieHb-IBa NOC/E BEUTYNIIEHNsi HAOMIONanock HOpMalbHOE
nopeficHie: (POTOTAKCUC, TEOTAKCHC. CIIapUBaHWE, HOpManbHas MOABWXK-
HOCTb U noJieT. Bnocnencteun kaxnass oco6b CTAHOBUTCS MeHee aKTHBHOM,
KOOPOUHALUS ABIDKeHUS] HapyLIaeTcs, XKMBOTHOE MafiaeT Ha CIMHHY, OBET HO-
ramu u ymupaeT. [lepexon OT HOpManbLHOrO NMOBEJEHHS K CMEPTH TIPOHCXO-
IOHUT B TEUEHHE HECKOJDbKHMX 4acoOB, OIHAKO BPEMs Hayalla MPOSBICHHsS CHH-
ApoMa BapbHPYET: MOCIE HAYAIBHOTO NEPUOA YHCIO >XKUBYLINX MyX YMEHb-
IIAaeTCs IKCNOHEHIHATILHO, PH 3TOM TPONOIXKUTENBHOCTh MOJIOBHHBI JKHA3-
HH cocTaBiisieT B2 fHs. ['eH XapakTepH3yeTcs NONHON NEHETPaHTHOCTHIO,
BCE MyXH YMUPAOT 3aJI07Ir0 A0 OOBIYHOTO CpoKa. CMEepTHOCTb Mano 3aBUCHT
OT TeMnepaTyphl M OJIHHAKOBA Y TEMHU3HIOTHBIX CAMLOB 1 TOMO3HTOTHEIX Ca-
MOK. ['eHepO3UroTHsie caMKH HOpMalbHEI, IOCKONBKY r'eH pelieccuBet. ITpu
HCroNKL30BaHHM MO3aUKOB N0 MeToly beHsepa nns u3ydeHns 37Ol MyTauuu
6b1710 0OHAPYXKEHO, YTO reHEl, (PYHKIHOHHUPYIOLHE B FONOBE MYXH, ONpefe-
JIAKOT, yMpeT NH OHa A0 cpOKa WK OyleT XNUThb. B 60NblIEH CTENEHH, €M re-
HBI, KOTOpbIe (hyHKLHMOHUPYIOT B TOpakce uny oprouike. ['ucronorunueckuit
aHanu3 MyTaHTOB, (PHKCHPOBAHHBIX JIO HA4Yasla KOHBYJILCHIA, He BBISIBUI OT-
KJIOHeHMIT OT HOpMBI. OHAKO Y MyX, ¥ KOTOPBIX YXX€ NOSBHJINCH NPU3HAKU
3a6oneBaHisA, MO3I H3pelled€eH bIpKkaMu. T1oceHIe CKOHLEHTPHPOBAHEI B
onpefieneHHbIX palioHax MO3ra, HO 3aXBaTHIBaOT U Orm3nexaiye obnacrtu,
B TOM YHCII€ 3PHTENbHBII FaHTIINA. [Jpyrue oTieNnbl HEpBHON CHCTeMbl, Ha-
NpUMEpP TOPAKANBHEIN MAHINUN, He OOHAapY>XXMBAIOT TakUX Hapylienuii. Ta-
KM o6pa3oM, B IaHHOM cIlyuae, Kak | Tipu xopee ['eHTHHITOHA. lereHepa-
LKsi HAYMHAGTCS B Onpefie/leHHbIX y4acTKax MO3ra, 3aTeM cllefyer obliee
YXYIUICHHE COCTOSiHHS, BO3HMKHOBEHHE HEKOHTPONUPYEMBIX JBHUXEeHHH U
cmepTh. Ilpu 3TOM KpHBas 3aBHCHMOCTH CMePTHOCTH OT BO3pacTa MyTaHTOB
drop-dead nanomunaer Takyio npu Goje3Hu ['eHTUHITOHA, TONBKO OfMH
OeHb XXW3HU JP030¢hUNbl COOTBETCTBYET NPUMEPHO NeCATHIETHIO KH3HH
S6onbHOTO.

Ilpennonaranoce. 4TO BApHAGENBHOCTH BO BpeMeHH Hayana 6one3HH
3aBUCHUT OT JICHCTBUs reHOB-MoucHKaTOpoB. OfHAKO B clly4yae reda drop-
dead obuapyKeHO, YTO Aake MPH NOCTOSIHHOM FeHETHYECKOM (hOHe aKTHB-
HOCTh €AMHHYHOIO reHa MOXET NPOSIBUTECS B PA3HOE BpEMs y PasHbIX 0CO-
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Geit. Pasnuumga ¢ xopeent [€HTHHITOHA 3aKNIOYAETCs €lUE€ U B TOM, YTO IeH
9TOI GONe3Hy YesOBeKa JIOKAJIN30BaH B ayTOCOME U oMuHAHTEH. Tem He
MeHee, napanneiu3M B IPOSBNEHUH NelCTBHS [IByX T'€HOB Y CTOJIb Pa3/iny-
HBIX XXUBOTHBIX YJUBUTEJIEH. XOTsl B CB€TE TEOPUH napanenu3mMoB A.A. 3a-
Bap3HHa BIOJIHE 3aKOHOMEPEH.

TeneTnuecku AE€TEePpMHHHPOBAHHASN ayUOTE€HHAA INUIECIICUA

B nacrositiee BpeMsi cuHTaeTcs, YTO KOMHUeCTBO OOMBHBIX aNMICTIcHEN
coctaBnsiet 1% nacenenns. IpumepHo 40% crpapatouiux 3tum 3a6oeBaHn-
€M MOAaITCs MEJUKAMEHTO3HOMY JICUeHHIO, HeHPOXUPYPruieckas Xe pe-
3eKUMs TKaHH MO3ra IpUMeHHMa y SIMITeNTHKOB fajieKo He BO BCeX Cllyva-
six. Cka3anHoe TpefionpegensieT HEOOXOAHMOCTE TUIATENbHOTO H3YUeHUs
naHnoro 3abonesaHus. lllupokoe pasHooOpasue anHiencHii, Ux Mofeslel, a
TakXXe METONOB HX UCCIEIOBaHMs YKa3bIBA€T Ha HeOOXORUMOCTb aHaiN3a
KJIETOYHBIX U MOJIEKYJISIPHBIX MEXaHH3MOB MX MHHLHALNWM H Pa3BUTHA, YTO
BaXXHO JJI1 pa3BUTHs HOBBIX MONXOAOB K NEYCHUIO amuwiencuil. OrpomMHoe
3HauYCHUE MMEIOT IKCIEepHMEHTAabHEIE MOENH 3MUNenchil, BblpabaThiBae-
Mble y XXHBOTHBIX. Hanbonee nepcneKTUBHBIM NPEACTaBISETCA HCTIOTB30Ba-
HUE HACNE[ICTBEHHBIX MOfie/ieH 3MMIIeNncuil Ha XUBOTHBIX, TAK KaK MONEKY-
NSIPHO-TeHeTHUECKHEe METOMBI TIO3BOJIAT NOHATH 3THOJIOTMIO 3MHIIENCHH te-
JI0BeKa, a B COBOKYNHOCTH € COBPEMEHHBIMH MOP(OJOTHIECKUMH U [IPyIH-
MH METOJ]JaMH — y3HaThb, KaK MeHHbie MYTallHd MPUBOMSAT K 3TMIeNTHYECKO-
My ¢eHotuny. KpoMe Toro, HaclefcTBeHHbIe 3MUIencil — ynoGHas 3Kcrne-
pHUMEHTallbHasi MOIENb Nt HceaepoBanus Mo3sra Boobue. OcobeHHO XOpo-
IO U3YUEHA B 3TOM OTHOLICHHU HACJICACTBEHHAs ay[MOTreHHast 3NUelcus y
I'PBI3YHOB, B 4aCTHOCTH y KpbIc MuHHH KpyniaHckoro — MonopkuHoisi. BeiBe-
neHHO# B MOCKOBCKOM yHHBepcuteTe. 2KHBOTHBIX MOMEILANH B KaMepy c
3NEeKTPHYECKHM 3BOHKOM, BO30YXJE€HHE BBI3BIBATH € NOMOIIBIO CUNBHOFO
3BOHKA, OKoNo 112 pgeuubenn. Peakis sKMBOTHOTO Ha 3BYK MOKAa3aHa Ha
puc. 8.1.

Bo30y:xieHue B OTBET Ha JICHCTBIE 3BYKOBOTO pasfpaXkUTels MpoTeKa-
€T B BHJIE OJIHO} UNM AIBYX BOJH [BHIaTENLHONW aKTUBHOCTH.

B cnyuae ogHOBONMHOBOrO BO30YyXK[eHHUS NMPH BKJIIOYEHHH 3BYKOBOIO
pasapaxkutensi, OObIYHO Yepes 3—5 ¢, HAUMHASTCS MHTCHCHBHOE [BUraTelb-
Hoe BO30yxjenHe. B GONBIIHHCTBe CTyuyaeB B MOMEHT MaKCHMAaIbHOrO BO3-
Oy»/IeHUS pa3BUBaeTCs CYJOPOXKHBINA mpunanok. Takum o6pa3oM. OT Haua-
Na BO30YX/ICHHS M 10 CYOPOXKHOIO NMPHIIANKa WiIH JO MOMCEHTA BBLIKJIOUe-
HHS 3BYKOBOIO pa3fpaKHTeNs KpeICa BCE BPEMsi HAXOIUTCA B COCTOSHMH He-
npepreiBHOTO BO30yxnenus (puc. 8.1. a).

[1pu 1ByXBOJNHOBOM BO30Yy>JleHUH uepe3 5—15 ¢ nocne BKIIOYEHHS 3BY-
KOBOTO Yy KpbIChl HAUMHAETCH BO30YXKAEHHE, KOTOpoe yepes 5—-10 ¢ BHesarn-
HO OOpbIBaeTcs, HacrylaeT Nepuoy TOPMOXKEHHUs, KOTHA XIBOTHOe HEMNon-
BHXHO 3acTeiBaeT Ha MecTe. Yepes 10-20 ¢ HaunnaeTcs BTOpas BOJIHA NIBH-
raTeJIbHOTO BO30YKMIeHHs, KOTOpas 3aKaHIMBaeTCs CYJOPOXHBIM MpHIIaf-
KOM MIIH TTPOlOIXaeTcs IO KOHIa NeHCTBUSE 3BYKOBOTO pazfpaxuTens. Po-
nocnoeuas nmuHHE KpyumHckoro-Monogkuhoit (KM), cenekuuonunposan-
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Puc. 8.1. IocnepoBaTenbHbie cTagMy Pa3BHTHS AYJHMOTE€HHOTO 3IHJIENTHYECKOTO
npunagka y kpeic THEEH Kpyniackoro — MonopkuHo.

@ — BHraTeNlbHoe BO3OYXXAeHIie KPLICH NMPH ReficTBHM 3BYKOBOTO pa3fpaXKeHHs; 6 — CyAopoX-

HBIii IPHNAJOK ¢ MafleHHEeM KpbICh! Ha OPIOIIKO; 68 — CyROPOXKHBI NPHNAJ0K € MafeHneM Kpbi-

¢bi Ha GOK. KNOHHYUECKas! (pa3a: 2 — CyIOPOKHbII NMPHNAfoK, ToHn4YecKast ¢pasa. [To Kpyumncko-

MY. O — IBHraTeNbHOE BO30YXACHHe, NPOABISIOLIeecs B Bue ogHo# BonmHbl. Hudpa (4) crout
Ha MecTe CyJOpOXHOr'o npHNajka (Tounyueckas dasa). [o Kpyumnckonmy.

HBIX Ha IaTOJIOrMYecKylo peakKlMI0 B OTBET Ha MPO3BaHHBAHKE, JIEMOHCTPH-
pyeT NONHTeHHbI XapakTep JaHHOTO npuznaka (puc. 8.2).

C nomotipto HelipoMOphONOrHYecKOro aHalu3a yaanoch BbISBUTE Lie-
NIBli psif TaTONOTHYEeCKHUX N3MeHeHUH B Mo3re Kpblc 1uunu KM nop Bnusinn-
€M 3MWIenTHYeCKUX npunagkoB. Habnioganice, B 4acTHOCTH, KPOBOH3JIHS-
HHs B 000JI0UKaX MO3ra, a TakXKe pa3pbIBbl MO3TOBBLIX BeHYJ1, Ier€HePaTUB-
HbIE nponecchl B HEPBHLIX KNETKaX B KOpe TOJOBHOTO MO3ra, MMNNOKaMIle.
CEKPETOPHLIX pax rHOTanaMyca, B sgpax CllyXoBOro TpakTa. Bece aTw n3-
MeHeHHS ABJANNCH CIEACTBUSMH HHAYIIHPOBAHHBIX 3BYKOM 3MTHJIe NTHYeCKHUX
MpUNagKoB, YTO B OOILEM CBOMCTBEHHO CTPYKTYpaM MO3ra B criydae HX ne-
perpysku. ['opasgo Gonblinii HHTepec NpefcTaBiseT coboi HccneloBaHUe
MOp(OJIOTHUECKUX M MOJIEKYJISIPHO-TEHETHUECKHX OCHOB MeXJIHHEHHBIX
pa3snMYHil B peaklMH Ha 3BYK U (PYHKIIMOHAIBHOIO COCTOSIHASA Me HETHUECKO-
ro annaparta B HPOILECCE OCYIIECTBIEHHs 3TOH NaTONOTMYECKON peakIMu.
HanbGonee n3BecTHbl nBE rHNOTe3bl BOSHUKHOBEHHS 3MWIENICMH BOOOLIE M,
BO3MOXHO, HacNeNCTBEHHO JeTEPMMHUPOBAHHON ayJHOTeHHON 31MUIIeNCHH:
1) Kounenus “3NUIENTUYECKOro OKPYXKEHHs” — HapyllieHHe peryJsiinu
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Puc. 8.2. Havano cenexumm Kphic Ha “4yBCTBHTENHHOCTE K 3BYKOBOMY pa3ppa-
JKHTENIO.

TTosnHocTblo 3auepHEHHBIM KBAPAaTOM (HIH KPYXKOM) OGO3HAueHbi KpbIChi, MPOSBUBLINE B

100% wcnbITaKHiT NATONOMHYECKYIO PEAKIII0 BO3GYKAEHNS, YAaCTHYHO 3auepPHEHHEDII — BIMI0-

CTPHPYIOT MMPOLEHT NPOSIBICHHSA NATOJIOTHYECKOrO BO30YKIEHNS IIPH AeSICTBIH 3ByKOBOTO pas-

ApakHTeNst, He3auepHeHHbIM OO03HAYEHDB! KPbICEI, HE JaBaBLUIHe MATONOrHYECKOro BO36yKne-

HUS NP RENCTBIH 3BYKOBOrO pasnpaxurens. “JI — cpelHsis AINTENbHOCTE TaTEHTHOTO NepH-
ofla ABHraTeNnbHOMN peakuul Bo36yxkaeHnd. [lo Kpyunkckomy.

37MIEKTPOJIMTHOTO GanaHca U U3IMEHEHHS B CUCTEMax CHHANTHYECKOl epefa-
4i, 2) KOHIENLHs anbTePAHH HelpOHOR 1 riiin. O0e rHnoTessl B3anMOCBSs-
3aHkl ¥ JJOMONHSIIOT ApYyr Apyra.

Kak 0TMeuanoce, OCHOBHBIE HOHBI 3JIEKTPOreHe3a HeHPOHA — MOHEI Ka-
N¥sl ¥ HATPHS, Yell TPaHEHT Y CHHANTHYeCKUX MeMOPaH co3NaeTcss KaTHOH-
HBIM Hacocom — Na, K-AT®azoit. B nepenynom anuientrnueckoM (hokyce
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MO3ra KOLIEK HalileHO U3MeHeHHe 3H3NMaTHYecKO akTUBHOCTH Na, K-AT-
®aspl. @ B KVNBTHBHPOBaHHBIX ACTPOLMTAX JIMHMH MBIIElH ¢ ayHOreHHO
anunencueit DBA/2) oTMeuaeTcs NOHH>KeHHOE CONEp>KaHHE HOHOB HATPHSL.
IloBblIcHHOE cofiepxkaHue MOHOB K+ onpeneneHo Bo Bpemsi anmnenTude-
CKOTO npHnajka y komek in vivo. B CA1 o6nacti runmokamna 8—12-cyrod-
HbIX KPOIMKOB OOHApYX€Ha NOBBIIIEHHAs NPePACHONIOXEeHHOCTb HEHpOo-
HOB K [IENONAPU3aLMH, a HX aKTHBHOCTb, XapaKTEpPHas [/1s1 NpHNafKoB, Ha-
6monanacs OHOBpeMEeHHO ¢ MOHWXEHHEM YPoBHst Na, K-AT®dazel. [Tpame-
HEHHWE KOHKYpeHTHeIX OnokaTopoB penentopoB N-metun-D-acnaprarta
(NMDA) ycrpausino npHnaku, yKa3blBasi Ha HEOOXOMUMOCTb CHHANTHYE-
CKOM aKTHBALUM ITUX PelenTOpoB. Henonspu3alHOHHbINH cHBUT MeMGpaH-
HOTO NOTEHIHANa PH YyBEIWYEHHH KOHLEHTPallH HOHOB K+ BEI3EIBaeT cHU-
eHHe Beibpoca HOHOB K+ M3 KNeTok M, Kak CIeAcTBHe, HabyxaHHe Helpo-
HOB U I'JIMH H YMEHBbIIIEHHe BHEKJIETOYHOT O npocTpancTia. [Ipu aTom moxeT
MPOMCXOHTEL TIOBLIIIEHHE CHHXPOHH3MPOBAHHON AaKTHBHOCTM HEHPOHOB
CA1 obnactu rumnokamna 3a cueT pOpMUPOBaHUA a(panTUIeCKHX KOHTaK-
TOB flaxe 6e3 cuHanTHuecKoil ctumynsanan u3 CA3 obnactu. U3 nabyxaHus
HeHpOHOB U I'NIHH MOXKET C1efloBaTh Haubolee XapakTepHbIi rMCTONOTHYE-
CKMIl MPU3HAK 3MHNENTHYECKOrO MO3ra — H3MEHEHUsI aMMOHOBa pora: ero
rMHO3, 3HAUUTENbHAs yTpaTa NMupaMHAHbIX HellpoHoB (Habmronaetcs y 50%
OonbHBIX € BHCO4HOH anunencuell). Ilpennonaraercs, YTO HHTEHCUBHbIE
NpHOaAKH MPHBOHRAT K Pa3BHTHIO U3MEHEHHH HITNOKaMIIa, NOsSBNEHHE KOTO-
PbIX, B CBOIO OYepenb, CTHMYIHPYET AanbHelee pa3suTHe snHencun. [Tpu
ayIUOr€HHOW 3MWJIETICHH MCXOOHbIE MOP(ONOrHIecK1Ee H3MEHEHU Halmo-
AalTcs B KOPKOBOM KOHIlE CIyXOBOIO aHanusaTopa (BucodHas kopa). Ilo
BcEH BepPOSITHOCTH. ay[THOTCHHYIO 3NMHIIETICHIO CIElyeT paccMaTpUBaTh B Ka-
YeCTBE MOJENHN KOMIJIEKCHOH BHCOYHOM 3NUENCHH YeJIOBEKA.

Jlerko 3aMeTUTb, YTO THMOTE3a KJIETOYHBIX AJLTEPAIiil MO3ra TECHO
CBs3aHa ¢ nepBol runoTe3oit. 3BecTHO, yTo Na, K-AT®aza urpaer kimrode-
BYIO POk B 3aXBaT€ HOHOB Kanusl KJI€TKaMM IIINM B IEPHOR “pa3psifky’ Hel-
POHOB. B TO e BpeMsi mpH 3NWIENTOTeHHbIX MOPAXEHUSIX CYLIECTBEHHOE
MECTO 3aHHMAKOF CTPYKTYPHBIE M3MEHEHUS! IMHAILHBIX KJIETOK. 3aKaH4YM-
Barollpecs paspactanieM K (rnuos). Ilpu u3MeHeHHn aK THBHOCTH KaTH-
OHHOTO HACOCA TJIHANBHEIE KITETKH CTAHOBATCS HECMOCOGHBIMHU YIANATh Ka-
JWi U3 3KCTPALENNIONAPHOro NPOCTPaHCTBa, B pe3ynbTaTte 4ero hopMupy-
eTcs enoNSpH3alMOHHBIN cOBHr MeMOpPaHHOTO NOTEeHi[Hana HelpOHOB.
OTeK ITHM KaK CRE[CTBHE YBEIMUEHHS] KOHLEHTPALHN HOHOB Kayus, Cro-
co6cTByeT fnedopMany MeMOpaH HEHPOHOB, COKPALIIEHUIO i H3MeHEHHIO HX
NEHAPHTOB. YTO TAaKe MOKET BBI3LIBAThH HApyIIEHHe aKTHBHOCTH MX KaTH-
OHHOTO Hacoca H CTUMYJIHPOBAaTh 3NUIENTH3aUHIO HEHpPOHA.

CyiiecTByeT Tak>Xe THIIOTe3a O PONH FMHH B yMEHBLUEHHH aYIHOT€HHBIX
IMUNETITHYECKUX TPUNafKoB y IuHHK Mblweit DBA/2J ¢ Bo3pactoM. Brino
HalIeHO, YTO YBENHUYEHHE aKTUBHOCTH rMIUaNbHOTO (pepMeHTa KapOoaHruf-
pasbl TIPOUCXOAMT B Tedenue 24 cyTok mocne poxneHus. Ilpu onpenenes-
HOM NMOPOrOBOM 3HAYEHHH €€ aKTHBHOCTH (¢ 25-x no 40-e cyTku) Habnrona-
eTcs HanOonblnnii snunenToreHes. B nansHellllleM ayguoreHHble 3MHIIENTH-
YecKHe NMpHIagKKH HauWHAIOT 3aTyXaTh MPH BO3PACTAHHM aKTHBHOCTH dep-
MEHTa.
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B cdhopMupoBaHuy 3NMUIIENTHYECKUX APUNIafKOB UTPAIOT POIb TakXke OHO-
reHHbIe aMHHBI. Y HEKOTOPBIX JIMHUI KPbIC C HACTIENCTBEHHBIM IPEPACIIONO-
>KEHMEM K ay/MOr€HHBIM 3IMUNENTUYECKAM (PHIMAJKaM MOHUXKEH YPOBEHb
CHHTe3a KatexonamuHOB. IIpu HacnecTBeHHOM JebULUTE KATEXOIAMHUHOB
Ha0mrofaeTcs YaCTUYHAs MHAKTUBALMs KaTHOHHOTO HACOCA, YTO MPUBOJUT K
¢(hOpPMHUPOBAHUIO KIIOHHYECKOTO MM TOHUYECKOrO KOMIOHEHTOB IpHIANKa.
[TprMeHenne nEKapCTB, YBENWYMBAIOIMX KOHIEHTPALMIO BHEKJIETOYHOrO
HOpa[ipeHaMHa, BbI3bIBAET MAKCHMAIIBHOE YMEHBIIEHHE UUC/Ia ayAMOT €HHBIX
INUIENTUYECKUX NPHIaAKoB. BHYTpHOPIOIIMHHAA WHBEKLUS apeHOKOpTH-
KotpornHoro ropmona (AKTT), ycunusaroias nugepeHiupoBKY cnMnaTo-
afpeHanoBOH CUCTEMBI M afipEH3PrHYECcKUX HEHPOHOB B PAHHEM IOCTHATAIb-
HOM pa3BUTHH, MOXET CHUXKAaTh MHTEHCHBHOCTD ay[MOTE€HHBIX MPUITAKOB WIIH
KynuposaTh ux. B psage oneitos JI.H. Kopoukuna ¢ coaBT. nepecagka am0Opu-
OHAJIbHOH TKaHU JOP3aITbHOTO MOCTA MO3ra KpbIChI, COfiepXallero Katexona-
MUH3IPTUyecKHe HEHPOHB!, B THITTIOKAMIT MO3Ta KpBIC, MPEAPacoyioXKeHHbIX K
ay[IUOTEHHBIM 3MMIIENTUYECKAM IMpHNagKaM, NPUBOAMIIO K CHMXKEHHIO 3THX
npunafkos. [IpaMenenne 610KaTopoB anbga-2-aipeHOpeLEenTOPOB B IKCIIE-
PHMEHTaX TAaKoro pofa NpoReMOHCTPUPOBAIO, YTO CYNPECCOPHOE AEHCTBHE
HOpAJIpEeHANNHA IPOU3BOAUTCS UYEPE3 CTUMYISILIMIO 3THX PeUeNTOPOB.

Ilpn uccnenoBaHuM cHMNATO-afpeHaNoOBON CUCTEMBI Y GONBHBIX C BU-
COYHON 3Muiencueil OTMEUEHO CHIDKEHME YPOBHSI IKCKPELMM afpeHalita u
HOpaJipeHallHHA, KOppeapylollee ¢ 4acToTod npunagkoB. ITOCKONEKY y
>KMBOTHBIX C ayJJMOT€HHON 3MANEINcUel TakxKe HaOMIoaeTcs NOHIKEHHbIN
YPOBEHBb KaT€XOJIaMUHOB, ayIHOTCHHYIO 3MHUIIENCHIO XXMBOTHBIX MOXKHO pac-
CMaTpuBaTh B KAYECTBE OflHOH U3 IKCIIEpUMEHTANBHBIX MOfieJIel Napyuab-
HOU KOMIIIEKCHOM BUCOYHOU IMMIIENICHU YeNlOBeKa.

CyuiecTBYIOT TaKXe JaHHbIE O NOHIDKEHHON KOHLEHTpaLuy rucTaMuHa
B TMONOKaMIE, MHUHAAHUHE, CpEJHEM MO3re, TallaMyce M IurnoTajnaMyce y
kpbic Junna Kpyummnackoro-MonoaknHoii. BeeleHne npenapaTtoB, yBeIu-
YUBAIOLMX YPOBEHL TMCTAMHHA (METOMNPHH), 3HAUNTENBHO YMEHBIIAIIO NPH-
NMapKM y JaHHOM JIMHUA KPBIC.

CrnegyeT TakXe OTMETUTD BO3MOXKHYIO pOJTb BO30YKIAIOLIMX U TOPMO3-
HBIX aMUHOKHCJIOT B I'eHe3€e HaCJIENCTBEHHON ayJMOTEHHON IMMITIETICHM.

Tak, uncysua Bo3Oyxparouieit aMmuHokucnotel N-Metun-D-acnaprata B
HIDKHUE OYIpBbl YETBEPOXOIMUS NPUBONUIIA K NPEAPACNONONKEHHOCTH K ay-
OUOTEeHHOU JMIENICHU JlaJKe Y HOpMalbHbIX KpbIc TuHun Cripeiir-Taymu. [Mpu
paspylleHil HOPaJpPEHIPrHUECKON CHUCTEMBI U OJIHOBPEMEHHOH WHQY3MH
NMDA B HukHHE Oyrpel yeTBepoxonmus KpbicaM uainu GEPR sabmopancs
MOJHBIA ayfHOreHHbl nAnenTHyecKuil npunanok. M36niTok BO30yKparo-
nleidl aMUHOKMCIIOTBI B Y€TBEPOXOJIMUAM MHUIMMPOBAT NPUITANIOK, B TO BpEMS!
KaK AehuUUT HOpagpeHaIiHa BbI3bIBAMT €r0 TOHMYECKUI KOMIIOHEHT.

bBeina Tak>xe BbIsSBIEHA pollb B reHese ayJHOIeHHON 3MUIENCHH — TOp-
mMo3Hoit TAMK-apruueckoii cucreMbl veitponos. Murubnposanue yHkumin
3TOW CHCTEMBI MOXET BbI3BaTh ayIMOTr€HHBIN IMHUIENTHYECKHH NPHNAJOK.
Bsepenne 6ukykynnHa. anraronrcra FAMK, kpoicam manum Buctap Boi3bi-
BaJIo NpUNankKu, ofHako 0e3 X TOHWUYECKOro U KIOHWYECKOrO KOMIOHEH-
TOB, UTO OTpPaXaeT 3KCNepHMEeHTAJIbHO HHAYIMpOBaHHbIi aedekT TAMK-
3prHYeCcKOll CMHANTUYeCKo# nepepayu. IlpnMenenne uHruOnTopa 3axparta

220



rnueii TAMK Ha MbIlIax ¢ ayIHOT€HHOH 3nuJIencHe il NPUBOMIO K Gokane
¢a3el TOHHYECKOTO HANPsXKEeHNs HUXKHUX KoHeyHocTel. Mccnenopanue cu-
HaINTOCOM I'MIMOKaMIa y Mbllliel JJUHIK Rb, reneTHYeCKH MpeapacnooxeH-
HOH K ay[IHOT€HHOMH 3MHIIENCHH, TOKA3allo BblpaXKEHHOE CHIDKEHUE KoJIhue-
ctBa TAMK B aTom o6pasoBanun. BelsBneHo yMeHbIIEHHE YAaCTOThI aynHO-
FEHHBIX 3MMIENTUYECKUX NMpunagkos y kpbic tuHud GEPR npu uabekuuu
I'’AMK B HIXHHE OYrpbl YeTBEpOXOJIMHAs. B TO € BpeEMsi ¢ IOMONIBIO HM-
MYHOTUCTOXMMUYECKOH TEXHMKH € UCIMOJIb30BAHHEM AHTHTEN K (PepMEHTY
cunte3a AMK — rimyramaTiekapOokcHia3sbl 00Hapy>KEHO MOBbILIEHHOE CO-
pepxanne FAMK-apruyeckux HeMpOHOB H OKOHYAHUH HX OTPOCTKOB B 3y0-
yaTol (pacuuy THNMOKAMIIA U B HUXKHUX Oyrpax YeTBEPOXOJIMMS. Y CTaHOB-
TEHO, YTO 3TH HEHPOHBI SIBJISIFOTCS TaK Ha3b1BAEMBIMU KOP3MHYATBIMU KIIET-
KaMM, KOTOPBIE NOCBUTAIOT TOPMO3HBIE HMIYJILCHI HA IPaHYNsIPHBIE KIIETKH
dacuun nentata. Ha ocHOBaHuM NONyYeHHBIX NaHHBIX NIPEANONaraeTcs, YTo
KOp3HHYaThIe KJETKHM BCJIECTBHE yBeIMYEHHS MX KOMHYECTBA HAUYMHAKOT
peuunpokHo nocbath '’AMK-spruyeckie akcoHbI, B pe3ynbTaTe Yero Ko-
HEYHas KOP3WHYaTas KJeTKa, Jaliias TOPMO3HbINH aKCOH Ha TPaHYIspHYIO
KIIETKY, CTAHOBUTCA HeaKTUBHOW. C nmoMolbio ruOpuH3aLyH in situ Ha cpe-
3axX Mo3ra ¢ ucnonbsoBanseM B Kavectse 3ouna [JHK, kogupyromeii rnyra-
MaTaekaboKCuNasy, MoaTBEpKAeHa BO3MOXHOCTb YBETHYEHHS! KOJIMYECTBA
'AMK-apruueckux HeiipoHoB. A poccuiickuii ¢usunonor H.U. Epmakosa
NoKasana, uYTo TpaHcinanTauust sMOpuoHanbHbeix TAMK-sprudeckux Heit-
POHOB B MO3T IIPEAPACTONOXEHHBIX K ayJHOT€ HHOU SIMIIENICHH KPbIC CHUMA-
€T MUHAYLHpYeMble 3BYKOM JIHIENTUYEeCKHE NPUIAJKU, YTO NMOATBEPKAAET
rUIOTE3Y O POJIM ITHX HEMPOHOB B reHe3¢e ayHOr€HHOTO 3MUIENTHYECKOr O
npunafka. Ecte cBuaeTenscTBa, uto yBenmuenunoe yuciaoc AMK-apruue-
CKMX HEHPOHOB XapaKTepHO AJIsl ONpefeneHHbIX o0nacTeil Mo3ra 1 CyHiecT-
BYET 10 Hayana NpUCTYNOB. JTH U3MEHEHNS CBsI3aHbl C FTeHOM WJIH IPYIIION
reHOB. KOTOPblE HEOOXOAUMO HCCIENOBaTh. NI TOTO 4YTOOBI YCTAHOBHTH,
Kak nporpamMmupyetcs pasBuTHe I'AMK-apruuecknx HelpoHoB. Ilpy usy-
YEHHH ITUHHHM MbIILEH, Hecyllled JOMHHAHTHRIN reH Lp, npeppacnonarao-
1Ml K CyAoporaM Npu BCTPaxMBaHUU XUBOTHBIX, YCTAHOBIIEHO, YTO B TOMO-
reHatax ux Mosra cofiep>kaHue auetuiaxonuHa (AX) u TAMK nosbnueno B
MONTOpa pasa 1o CPABHEHUIO ¢ KOHTPOJIBHOMH InHueN Mpleil. Ipegnonara-
€Tcsi, YTO B JAHHOM CJ1ydae NpefpacnofnoXeHue K CyAoporaM cBa3aHo ¢ yCu-
neHHbIM cHHTe30M AX u I'AMK Bo Bce BO3pacTHbie NEPHOOBI BIUIOTH JIO
3penocTu. KOTa u3-3a Hapyluenus: paBHoecks Mexay AX u TAMK nosis-
nseTes cneuMcpuyeckas CyfopoXXHasi TOTOBHOCTb.

OOCHapy>KeHBI Tak>XKe pasiuyus B TeMIax OUOXMMHYECKOH nuddepeH-
LEPOBKH MO3ra MeXy KpbicaMy MHAA KpylinHCKOro-MonopkHHO#N H 11-
HHUH, PE3UCTEHTHON K JEUCTBUIO 3ByKa. B nabopatopun JI.LU. Kopoukuna
MOKa3aHo, YTO MO LEJIOMY psily MOKasaTellell HepBHas TKaHb KpblC PE3H-
CTeHTHOH JuHHH audrdepeHiupyeTcs ObICTpee, YeM UYBCTBHTENBHOH JIH-
HHH. JTO KacaeTcs CIEKTpa BOAOPACTBOPHMbIX aHTUTE€HOB MO3ra (TOTallb-
HbIX M OpraHocrnenucpuyeckux), crektpa acrtepa3s, komnyectsa PHK na
KIETKY sfipa [eitrepca, MHTEHCUBHOCTH BKJIFOUEHHS MEYEHBIX NPENILECT-
BeHHUKOB B PHK sppa v inronnasmer Heliporos siapa Jleitepca H KOpbI ro-
TOBHOro Mo3ra u T.J1. Ilpu aToM 6NH3Kas K 3peloMy COCTOSHUIO OMOXHMH-
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Puc. 8.3. AKTHBHOCTE FeHa c-fos B pas-
YPOBHW TPAHCKPUMLIMA JIMYHBIX OTHesiax MOo3ra Kphic B pas-

c-fos B cTpyKTypax mosra
nocne anMnenTuHeckoro npunagaxa JINYHBIC TICPHOABI BPEMEHH I0CTIe 3ITH-
Jenrtuyeckoro npunaaka. Ilo Peickosy
Kopa W Ip-

e omm W e 000000

Mpogonrosarbi MO3T
yecKass XapaKTepHCTHKa Mo3ra
- | ckiIagpiBaeTcsa K 18-21 nusaM xmn3-
HHU XHBOTHBIX — KO BpEeMEHU Iep-
BBIX MPOSBIEHUH 3NMUIeNTH(HOPM-
HOH peakLuu B OTBET Ha NIPO3BaHU-
BaHpe. Y B3POCNBIX KPbIC JTHHHH
Mo3sxeuok KpyummHckoro-Monogkunoit  co-
nepxaune PHK B pacuere na opun
HelipoH supa JlediTepca JOCTOBED-
HO BBILIE, YEM Y YYBCTBUTENBHBIX K

'nnokamn

[pyrue cTpykTyphbl

Npo3BaHUBaHUIO Kpbic: 487112 u
._-__-___-_. 437411 nuKorpaMM, COOTBETCTBEH-
Bpems 15 30 1 2 4 HO. COOTHOLIEHHE BKITIOYEHHUS Me-

yenoro H3-ypupnsa B PHK unuro-
Iuta3Mbl W sipa TakXe BbILIE Y
KpBIC 3MUIENTUYECKOH JIMHUM AN HeHPOHOB siapa Jlefitepca H KOPbI TONOB-
HOro MO3ra. ITH pa3iuyus CKIafbIBalOTCs €1lle 0 NOsBIEHHs cNOcOOHOCTH
K NaTOJNIOTHUECKON PeaKlMM Ha 3BYK, T.€. He SBJSIIOTCS BTOPHYHBIMM, CBS-
3aHHBIMH ¢ 3¢ heKTOM NMPO3BaHUBAHKS, a HACJIEICTBEHHO JlIeTEpPMHHUPOBA-
HbL. B cnyyae MHoOrokpaTHbIX npo3BaHuBanuii KonmudecTBo PHK Ha kneTky
sapa [Jedtepca NoCTENEHHO CHUXKAETCS. ¥ PE3UCTEHTHBIX KPbIC MPO3BaHHBa-
HHe He oTpaxkaeTca Ha KonnyectBe PHK B aTux knmetkax.

CxopHble pe3ynbpTaThl Aan Takxe Onor-anamis c-fos PHK mosra kpeic
o0eux nMuHUM, NTpoBeaeHHbIH B nadopatopun A.I1. Peickosa (puc. 8.3). Ana-
JIU3 TUCTOrpaMM pacnpefelieHus HelipoHoB sfipa [lefiTepca KOHTPONBHBIX U
NOAONBITHBIX XXKHBOTHBIX Mo cofepxKaunio PHK Ha opny kneTky nokasan,
4yto caBur cpenHero kommdectBa PHK Ha xneTky oOycnoBieHo He paBHO-
MEPHBIMU U3MEHEHHSIMU BO BCEX HEHPOHOB [IAHHOM NOIMYJSALMH, HO YMEHb-
LIEHHEM UK yBenrnyeHueM Konudectsa PHK B orpanuuyenHoit rpynrie. Tak
CKa3aThb, “IEXYPHBIX~ KIE€TOK. ITO, BO3MOXHO. KOCBEHHO OTpaXaeT CooT-
HOLIIEHHME YUCTA NOKOSLIMXCS M AKTHBHO (DYHKIIMOHHMPYIOUINX HEPBHBIX KIe-
TOK B ouare Bo30yxpeuus (puc. 8.4).

Cepus nocnenoBaTeNIbHBIX NPO3BAHUBAHHH, BEAYIUMX K CHHXKEHHIO
coniepxkanns PHK B HelipoHaX, NPpUBOAUT K BPEMEHHOMN yTpaTe KpbICOii
crmocoOHOCTH peardpoBaTh Ha 3BYK 3MUIENTHYECKUM npunagkoM. Cxon-
HBIH pe3ynbTaT 3aperucTpUpPOBAH NpM cHMXKEHHH copepxarms PHK B
HEAPOHAX ¢ MOMOMNILI0 HHTpallepeGpaNbHON HHBEKUMHY MaJIbIX 103 aHTHU-
6HOoTHKA aKTHHOMULIMHA, nofasnstonero cuute3 PHK (puc. 8.5-8.6). Ot-
CIOJIa MOXHO CHENaTh BBIBOJ], YTO CKIaAbIBalOMLUecs pa3uyus B CHHTE3€e
PHK B kneTkax Mo3ra UMEIOT NpPsMOe OTHOLIEHHE K (POPMHUPOBAHHIO
PH3MOJIOrHYECKUX pa3INuMil B peakKlii Ha 3BYK. MOXHO TakXe 3aKJHo-
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Puc. 8.4. BnMsanve BHYTPHMO3roBOi MHBEKUUHM akTHHOMHIWHa D Ha copepxanne
PHK B nenponax sippa Jeitrepca. ITo Kopoukiny, MakcHMOBCKOMY | Jip.

Puc. 8.5. M3meHenust pacnpefiencHisi HeidpoHOB sigpa JeilTepca no copepxkaHuro
PHK B vux npu pa3Hbix ¢hYHKIHOHATBHBIX COCTOSHHSX.

ITo ropuzontann — konudectBo PHK Ha onnH HeHpoH (B nr). N0 BEPTHRANN — 9HCIO KJIETOK €
nasHbIM cogepxkaniem PHK (B npolienTax kK oOljeMy YHCIY HCCNENOBaHHbIX). | — KkpbICHI, Ve-
TOl4HBbIE K 3BYKY. Il — KpBICHI, BBICOKOYYBCTBHTE/bHbIE K 3BYKY (JiHIm Kpyumuckoro—Mo-
JOIKIHOI). g — KOHTPONb. 6 — | 3ByROBOE pasfpakeHue, 8 — 5 3BYKOBBIX pasgpaxenuir. [To Ko-
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YUTh, YTO 3MHMIENTHYECKUIA NMPUNIAfOK OTpakaeTcs Ha (PYHKIHOHUPOBA-
HHY F€HEeTU'ECKOro arnmnapaTta HEPBHBIX KieToK. IIpu 3ToM, Kak ycTaHo-
Bun A.Il. PBICKOB ¢ COTpYOHHKamu, B MEPBYIO Ouepefnb BO3pacTaeT
TPAHCKPUIIIIMOHHAS aKTHBHOCTB C-fOS T€HOB, @ 3aTE€M TPAHCKPUITIIHOHHAS
aKTHBHOCTb r€HOMA B LeJIoM (cM. puc. 8.3).

CxnanbiBacTCsi BIIEUATIIEHUE. YTO HMEET MECTO HE aKTHBAIIMS KaKMX-TIHGO
HOBBIX '€HOB, HO MHTEHCH(PHKAINSA TPAHCKPHILHH YK€ (DYHKIHOHHPYIOLLMX
reHOB, BbI3BaHHAS NOBLILICHHEM (DU3MOJOrHyYecKoil Harpys3ku. MHbMu crioBa-
MM, OCOOEHHOCTH OpraHi3aun QYHKIMOHAIBHON CHCTEMBI, O0ece uuBaoen
onpeneneHHbi (HOPMAJIBHBIH MM NaTOJIOTMYECKMI) XapakTep peakiud Ha
MpO3BaHVBAHIE, SBISISICE TEHETHYECKH Ie TEPMUHHPOBAHHBIMH, CKIIANIbIBAKOTCS
B Ipoliecce MHANBUIYaNbHOrO Pa3sBATHSA.

T'ensl H 00n€38b ABIredMepa

Bonesus AnbureiiMepa, anu crapueckoe ctaboymue, pa3BHBAeTCS B OT-
HOCUTENIBHO panHeM Bo3pacte (60 net), uaile y xennun. Oua npoTekaer ¢
BbIpa>k€HHBbIM HapyILEeHHEM MOBEEHUS — ABUTaTETbHBIM BO30YKACHUEM Ma-
HHAKaJIBLHOTO THUIA. CYETIUMBOCTEIO. PacnanaeTcs peus, 60NbHBIE yTpaulBa-
IOT CNIOCOOHOCTL MONB30BATLCS CIOBOM, 3a4acCTYI0 NMPOH3HOCAT JIMLIbL HeE-
ujeHopa3fenbHbie 3ByKU. JlocTeneHHO HcYe3arOT ABUTaTENbHBIE HABBIKH
(anpakcust), Kak C10XHbIE€ (LLUThE, pa3bopka MscOpyOKU), TaK H IJIEMEH-
TapHble (OTKPBITH CMIHYEUHYI0 KOPOOKY, ofleThbesl, 00yThes u T.1.). Hapacra-
IOT PacCTPOHCTBA NMaMATH: OONBHBIE HE MOTYT BCIIOMHHTE HE TOJIbKO HMEHA
CBOMX POACTBEHHNKOB (OKEHBI, IETEM). HO U COOCTBEHHOTO HMEHH. HEPEJKO
HasblBasi ceOst UMEHEM OTILA UITH cbiHAa. He 3HaIOT cBO# BO3pAcT, HE NOMHST
npodeccr, HecnocoOHbl MOHUMATh META(OPHIECKHI CMBIC PEYH, HE 3a-
MeuarT HecooOpasnocTh B pucynkax. Ha ¢one nporpeccupytoiero cna6o-
YMHsI BBICTYNaeT ociablieHHe aKTHBHOTO BHHUMAaHHUSA, OCKYJIEHHE 3alraca
npencTaBieHni. apeKTHBHBIE PacCTPONCTBA B BUJE BSAJOCTH. Oe3pa3imnyus
K OKpYXaloILleMy, HHOTHIa CMEHSIOIIHECS NPUCTYNaMH pasfpa’KuTeJIbHOCTH
H MoTopHoro OecniokoiicTBa. HabmroparoTcss oTpbIBOUHbBIE OpefloBble MAEH
yiiepOa, orpableHnst HITU NpeCNIENOBAHNSA U OTPABICHHUS.

B Gonwluei yacTu ciyyaeB Oone3nu AnblreiMepa cHavalla nopaxa-
I0TCS peueBble (PYHKIUM OHTOreHETHUECKH BOJIEE BBICOKHX, MTO3JHEE OC-
THTHYTBIX YpOBHeH. Tak. HapyllaeTcs ceMaHTHYecKoe NOHUMaHUE peyuH
MpH COXpaHEHHM 3BYKOBbIX oOpa3oBanuii crnoB. ITucbMo 1 uTeHHe Hapy-
HIal0Tesl o4eHb paHo. CHITBHO NMOPaXkatoTes! ePBast BUCO'MHAs U CEHCOPHAs
U3BUIKHBI KOPbl F'OJIOBHOrO Mo3ra. ATpo¢gHs KOPbI rOJIOBHOTO MO3ra MHo-
CTENEHHO PACNPOCTPAHSAETCI M HA 3PUTENbHYIO KOPY, OJHAKO paccTpoii-
cTBa 3penus HabmoparoTest peako. OueHb CUITBHO NOpaXKakoTcs NepefiHue,
IOp30-MeOualbHble, 3alHUE H INepefHE-O0KOBLIE sAfpa 3pHUTENIbHOro Oy-
rpa. [TopaxeHue 3puTenbHOro Oyrpa — BaXKHasi OCHOBA J171s1 BOSHUKHOBe-
HHs TICHXUYECKHX PacCTPOUCTB, TaK KakK 4epe3 3puTenbHbIA Oyrop (thala-
mus opticus) 0 Yepe3 H3IMEHEHHYIO PETHKYISAPHYHO (hopMaLUuIo NOCTynarT
HelpaBUNbHble CBEJEHUS W3 OKpYy>XKarollen cpefibl, criocOOCTBYIOLIME fie-
SHHTErpayul AESTEIBbHOCTU KOPBI FOJOBHOIO MO3ra, IMOpa>kCHHOH H 6e3
TOro aTpoPUYECcKHM MPOLECCOM.
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Puc, 8.7. CxemaTHueckoe H306paKeHHE HOp-
MaJIbHOH HepBHO# KIeTKU (ClpaBa) U KJETKH,
nopaxkeHHOH 601€3HBI0 AnblirefiMepa (cneea).

£2)
Y 3aboneputero HefipoHa BBLIABJACHBI TPH THMA Na- @
TOJNOTHM B K1eTOuHOM Tene. 3to NFT, netipoduo- @ '
PHILIsIPHbIE KI1YOOUKH — TPEYTOJIBHHK € HEPOBHBIM
OCHOBaHHeM, Tenblle XupaHo (poM0) 1 GVD — kpy-
XO4KH ¢ Toukamu. NFT — conepxat ¢hocopmunn-
poBaHHble (punamentsl, tau, MAP2, A68, youkBH-
THH. Tenbua Xupaso cofiepkaT akTHH M acCOLMH-
poBaHHbIe ¢ HIM OelKit. B TO BpeMsi Kak GVD o6Ha-
PY>KHBaKOT HMMYHOPEaKTUBHOCTb Ha TyOymiH. [Iuc-
TasnbHasl YacTh aKcoHa 60NbHOM K€ TKH XapaKTepH-
3Y€TCsl HANIHYHEM BapAKO3HbIX PaCUIMPEHH. B HEP-
BHBIX TepMMHaNAX HaKanlHBAKOTCA (HIaMEHTHI
(Manple TpeyronbHHKH), MOKa3bIBAKLIHE HMMYHO-
peaKTHBHOCTb. cXOfIHYIO ¢ Takoeoli NFT. Cocefane
€ TepMHMHaIAMHA YEPTOYKHU NPENCTaBIAIOT OT/IOXKE-
HHE IKCTPALIENIONAPHBIX AMUIIOHAHBIX (hHOpHIIL. N Y/ 6—)
AcconHanys HefipuToB M aMIIoHAa POpPMHpYeT ce- v )/ /
HMIIBHYIO ONSIUKY. AMMIOHAHBIE (PHOPHINBI MpH- “
CYTCTBYIOT TakKXe BONM3M KPOBEHOCHBIX COCYOB p
(1e nokasaHo). ITo Price, 1989.

I'Tpy rcTONOrn4ecKOM aHaNu3e B MOPaXKeHHBIX HEPBHBLIX KIETKaX pas-
AUYHBIX OTOENOB MO3ra (KOpa rOJIOBHOTO MO3ra U NONKOPKA) BBISIBIIAETCS
MOBBILIEHHOE COflepXKaHie NunodycipHa ((KUPOBOE NepepOXKIeHUE), KOIH-
YeCTBO XHMPOBOrO MMIMEHTA BO3PACTAET HACTOINBKO, YTO ANPO OTTECHAETCS
B CTOPOHY H BhIGyXaeT u3 nnasmsl (puc. 8.7). XapaKTepHBIM SIBJISETCS TaK-
Xe obpa3oBaHie B MO3IY CEHHJIBHBIX aMUNOMIHBIX 6nsitiek. B konue KOoH-
LOB NepepOXAEeHHBIE HEpBHBIE KNeTKH norubaror. Ha MecTe moru6Guinx
HEHpPOHOB OCTAIOTCH KYYKHU IIMIMEHTA U 3€PHUCTHIC HIaphl. I'usl yMepeHHo
pa3spacraeTcs, IPH 3TOM B IMHANBHBIX KIETKAaX Takxe OOHapy>KUBaeTCs JIn-
nodyciiu. BeISBISIFOTCS TakXkKe IPU3HAKH apTepHOCKNepo3a.

B xope 3aboneBanus jlereHepupyIOT HEHPOHBI, JIOKATH30BAHHBIE B XO-
NHUHEPrUYecKOM KOMILNeKce 0a3allbHOrO NMepenHero Mo3ra, B HECKONBEMX
MOHOAMHHEPIru4ecKHuX sfipax cTBOJIa MO3ra, B MHHAANIEBUIHBIX siapax (amyg-
dala), runnokamne n HeoKopTeKce. B nopa>keHHBIX HEHpOHaX OGHapy>KHBa-
10T HelipoguOpriutsipeble Kiy6oukn — “tangles™ (NFT) B o6nactu nepukapu-
OHa, HEKOTOPble aKCOHBI, IEHPATH] 1 HEPBHbIE TEPMHHANH YBENHIMBAIOT-
Csl U PacCIUMPSAIOTCS B OONacTH CEHWIbHbIX OINSIIEK. ITH HEHOPManbHOCTH
0o0yCIOBNEHbl HapyLUIEHUsIMM B 3NleMEHTax LMTOCKENeTa, BKIIoyas tau oe-
JIOK, aCCOLMUPOBaHHbIl ¢ MUKPOTpyOoukamMu 6enok 2 (MAP2), Genku neii-
podunaMeHTOB. B lereHepHPYIOUIUX HEPBHBIX KIIETKAX MOTYT IKCIPECCH-
poBathCs U Apyrue Geyku, B 4actHocTH A68 (Genok 68 KDa, comepxaHue
KOTOPOI'O YBEJIHYEHO B MO3T'y NAaLMEHTOB ¢ 605e3HbI0 AnblreiiMepa) n you-
KBuTHH (ubiquitin, 6en0K, HeOOXOOUMBIH AN afeHO3UHTPUOChaT-3aBUCH-
MOTO NpoTeonu3a), KOTOphIi He NMPpUCYTCTBYET B H300MINM B HOpPManbHBIX
kleTkax. [TopakeHHble HEMPOHBI NOrUOatOT. H B MULIECHSX, CHAOKEHHBIX HX
OTpOCTKaMH, HaONofaeTcss YMEHbIIEHHE COOTBETCTBYIOLIMX MENHaTOPHBIX
(HepOTpaHCMHUTTEPHBIX) MapKepoB. THUMHYHBIM NpU3HAKOM O60JE3HH
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AunbureiiMepa sBISETCS TaKxke OTIIOxeHue Oellka aMHIIONa BOKPYT KpoBe-
HOCHBIX COCYNIOB M BHYTpM crieluyecKux OJisllIeK, e HEHPUTHI acCOLMU-
PYIOTCS € IKCTPALEINIONSIPHBIMA CKOMIIEHUSIMU aMUTOMIHBIX hubpuni. On-
HHM M3 OCHOBHbIX KOMIIOHEHTOB amunouja spisetcs 4-kDa Gerta-Oesok
(BAP unn A4), “truncated form” Genka-npeauiecTseHHuka aMmunonna (APP),
KOTUPYEMOIo reHOM, PacrnosioXXeHHbIM B 21-i xpomocome. TTokasano, YTo
COCTOSHHE 1IEHTPAIIBHBIX XOJIUHEPrUHYecKHX HEHPOHOB, B NEPBYIO0 OYepeEnb
nopaxaeMplx Npu 6ose3Hn AnblreliMepa, 3aBUCHT OT (PaKTOpa pocTa Hep-
BoB (NGF). OgHako u3MeHeHHs ero cofepKaHNsa He UrpacT NepBHYHOH po-
Jld B lereHepalun Xoiauuepradyecknx HelponoB: NGF MoxeT GbITh noneseH
1418 CaceHusi HEKOTOPBIX U3 HUX B xofe 3abonesanus. Peakius MoHoaMu-
HEPruyecKoil CUCTEMBI CTBOJIA Mo3ra Oosee BapuabernbHa. B HeKOTOpbIX ce-
POTOHUH-HOpaRpeHanMHepruyeckux seiponax (raphe complex u Locus
coeruleus cooTBeTCTBEHHO) Oblin Takke oOHapyxensl NFT u copMiposa-
HAe Omsimiek. KonmuiectBo MOHOAMMHEpPrUYeCKUX KIIETOK MOXeET OBITh pe-
AyurpoBaHo. HapylleHuss HopagpeHepruyeckoi CHCTEMBI JIEKHUT B OCHOBE
pasBUTHS Y NAUEHTOB AENPECCHBHOrO cocTosumsi. B amygdala oOHapyxu-
paroTcs NFT, Onstiku 1 rubesb HEPBHBIX KIETOK. B HEPBHBIX KIeTKax rum-
nokamna passuBarorcs NFT M npyrue sHapylneHusi UMTOCKeJeTa, NPH 3TOM
caMbIMH PaHUMbIMH OKa3bIBalOTCs KeTKH B 30He CAl. XapakTepHbl naTo-
NOruyeckve U3MEHEHHs B IITIOTAMHHIPIHYECKHX HEMPOHAX IHTOPUHAIBLHOMN
KOPBI, OTHeNsoleH IHIMoKamMn OT HeoKopTeKca. I1o-BHIMMOMY, HMEHHO
3TH U3MEHEHHS NPUBOJAT K PE3KOMY yXY/ILEHHIO MTAMATH Y NMalUeHToB ¢ 60-
ne3ubio AnbureiiMepa. B neokopTekce B u300mnnu BeTpedaroTest NFT u
OJISIIKY, 2 TaKXXe OTMeYyaeTcs PefdyKLus KOJIHYeCTBa HEHPOHOB, BKIIOUas
KJIETKH, KOTOpbIe BbIPaGaThIBalOT B KAYECTBE HEHPOTPAHCMUTTEPOB KOPTH-
koTporuH-punusuHr ¢aktop (CRF), umu comatocratus. Ilpu 2TOM cHUXa-
eTCsl KOIIMYECTBO COMATOCTATHHOBBIX H IIIOTAMaTHBIX PELENTOPOB, HO KO-
muyectBo CRF peuentopos yesenuyexo.

Bo MHOrux natonoruvecku M3MeHeHHbIX Heliponax passusatotcst NFT.
s mipaMHEHBIX KJIETOK TMINOKaMIa XapaKTeEpHO o0pa3oBaHMe UHTPAlU-
TOIUIA3MaTHYECKUX TaK Ha3bIBaeMbix Tenel XupaHo (Hirano bodies) — na-
JIOYKOOOPA3HBIX NApaKPHCTAITHYECKHX PSAIOB aKTHHOBBIX MUK pOgHITaMeH-
TOB, aKTHH-aCCOLMMPOBAHHBIX OEJIKOB U TaK Ha3bIBAaEMOro tau-0eska, a Tak-
Ke IPaHyJIOBaKyOJsipHasi AereHepauusi (KjacTepbl 2J€KTPOHO-TUIOTHBIX
rpanyll, o0oraleHHbIX TyOynuHONONOOHBIMY OefIKaMu).

DKCTpaleJUTIoJISIpHbIE aMUI0OUAHbIE (PUOPHIITBI, COCTABIIEHHBIE 1€PBO-
HavaibHO U3 4-kDa BAP, npucyTcTBYIOT B GIILKaX U B KPOBEHOCHBIX COCY-
Aax, acCOUMUPOBAHBL C CYJIb(ATHPOBAHHBIMHM [JFOKO3aMUHOITIUKAHAME U
anb(ha-aHTHXHMOTPHUIICHHOM, HHTHOHTOPOM CepHHOBOH NpoTeaskl. B Grsim-
Kax oOHapy>XeHO TaKxKe OTIIOXKEHUe amoMocuinkara (alumino silicate).

PaccTpoiicTBa naMsTH pu faHHOM 3a00JleBaHUH CBA3BIBAIOT € YTPaTON
B runnokamie peuentopop Kk N-methyl-D-aspartate (NMDA) Bo36yxpnaro-
1leil aMUHOKUCNIOTe, KoTopas Oblla o0HapyxeHa B pafie cydaeB 00se3HU
AnsyrefiMepa.

JeTtannHble GHOXMMUYECKHE W THCTOXMMHYECKME MCCIICOBAaHUS INOKa-
3a/H, uTo Gone3Hs ANblUreiMepa sBISETCA KOMIUIEKCHBIM 3a00JIeBAHUEM,
3aTparuBaroOIMM XONUHIPrHYecKUe, HOpaJpeHIpruuecKue, rIoTaMUH3PIU-
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yeckue, GABA-aprudeckuie 1 HEKOTOPBIE NENTHAIPrudeckie HeApoHsl. [1a-
TONOTMYECKHUH NMPOLEeCC HOCHT FreHEPAJIN30BAHHBIH XapaKTep M 3aXBaThIBaeT
KOPY FONIOBHOI'O MO3Ta, TUIIIOKAMIIL, IOAKOPKOBBIE AApa U HHHEPBUpPYEMbIE
UMH 061aCTH.

B SAnonuu 6bina nomyyeHa KcnepHMEHTallbHas Mofesib 0onesHn Anbl-
reiiMepa Ha Kpblcax. [111st 3TOi tenn BBOIMITH B LiepeOpalbHYIO KOPY XKMBOTHBIX
koHbroraT NGF-auchrepnitHbIi TOKCHH, YTO BbI3bIBAET UIICHIIATEPATIBHYIO PE-
AYKUHMIO XONHHIPruvecKux HEHpPOHOB B ropu3onTansHoM KoHue (horizontal
limb) nuaronansHoit nomocel (diagonal band) u 6a3anbHOM MarHOLEITIONSIPHOM
anpe. He Obuio BBIARIEHO 2hheKTa HAa XOIMMHIPrUdeckHe HEHMPOHBI NaTepo-
JOp3aNbHOTO sfipa TETMEHTYM W psfa Apyrux spep. Mubekimu kowblorata B
KayllonyTaMeH He BbI3b1BAJIH U3MEHEHHI B XONMHIPTUYECKUX HEHPOHAX cTpUa-
TyM. ITocKonmbKy aHHasi MeTOIMKA BbI3bIBaNa W30HPATENIbHYIO PElyKIHUIO XO-
JUHIPIUYECKUX HEHPOHOB B 06a3allbHOM NepefiHeM MO3ry 0e3 HapyllleHHii B He-
XOJIUHIPrUYecKUX HEHPOHaX, 3KCIIEpUMEHTANIbHbIE XKUBOTHBLIE MOTYT ObITH MC-
TMOJTB30BAHBI TS H3YUEHNS HEKOTOPBIX CTOpOH Gone3Hn AnbureiiMepa.

Opyras mopens 6bina nonydena Ha Mbiniax B CIIIA, roe orcenektupo-
Balli IMHUIO 3TUX XXMBOTHBIX, MyTaHTHBIX 110 FeHY, KOMUPYIOLIEMY OENOK —
npenuiectBeHHUK amunonga (APP). Y atux Mbitell 0OOHapy>XHBaKOTCs HEKO-
TOpble CMMNTOMBI 60Ne3HH AnblreiiMepa, BKNOYas MOABIEHNE HeHPOhUO-
pRINsApHBIX tangles, a TakXe c0pa3oBaHKE B HEPBHBIX KIETKaX aMUIIOHUIHBIX
6nsiiek, coflepKauux nenTuj, BricBoboxnarouiics u13 APP. Jrot aMmuio-
HnHbIH nentup (AGetad2) umen muny ot 39 1o 42 aMUHOKHCNOT. JKCIpec-
CHSl 3TOTO NENTHAA Y MblIlIEH MyTAHTHOH JIMHUM ¢ NENTHAOM JUTHHOI 42 aMu-
HOKHC/IOTBI YBeJIUYHBANack B 14 pa3 no cpaBHEHHIO ¢ 5-KPAaTHBIM YBENUYe-
HHEM Yy MyTaHTOB ¢ JIHHOI nentuaa 40 aMuHOKHCIOT. AHANU3 IKCIIEpUMEH-
TaNnbHOH MOJEIBHON CUCTEMBI NO3BOIMI MPEANONOXATE, YTO UMEHHO NEN-
TH AGeTad2 urpaeT OCHOBHYIO POIb B OTIIOXKEHUH aMUITOMOHOrO (Kpaxma-
nonofo6Horo) OGenka B HEPBHBIX KIeTKax NMpd Gone3Hud AnblUreiMepa.

Cpeny MONEKyJISIPHO-TEHETHIECKUX THIOTE3, OOBACHAIONMX OoNe3Hb
AdnpureliMepa, ocoOeHHO MOMYJNpHAa Tak Ha3biBaeMas THIOTe3a aMUNOu[-
HOro Kackapa, sbiiudyTas B 90-e rogel 2K. Xapau (Hardy) u [Ik. Xurrunc
(Higgins) (puc. 8.8). CornacHo 3Toil Tunote3e OTIOXKEHHE aMHIIOMIHOIO
OeJika — rmaBHbIil MOMEHT B pa3BRTUM 3a60eBaHus. PeHOMeHONOrnYecKue
€€ MpoSBIEHHs, TaKHe, KaK (hopMHUPOBaHHe HelpohuOpuiLIspHbIx “tangles”,
BACKYNsIpHblE paccTpoiicTBa, ruberns KIETOK, cTapyecKoe ciaboymme (ne-
MEHUMS), NPEACTaBISIOT cob0i pe3ynbTaT 3TOro oTnoXxeHusa. Kak yxe ot-
Medanocek, A6etaP npoucxogut u3 npefurecteeHHnKa APP u obpasyet He-
pacTBOpUMOE 3IKCTpaleunosipHoe otioxenue. IIpu atoM rew APP npe-
TeprneBaeT anbTepHaTuBHbI cnmaiicuur PHK, tak uto opmupyetcs He-
CKOITbKO H3otopM Oenka. [IpeoOnaparoniuii B MO3ry BapHaHT yTpaynBaeT
OOMEH, UHIUOUPYIOILHI CEPUHOBYIO NpoTea3y U NMpHCYTCTByrowmi B APP
MOJIEKYIIaX B PYrux TKaHaX. B HacTosuiee BpeMst A3BECTHO. KaK MPOTEOJIU3
APP Bepet k otnoxeunnto AberaP B Tkanu Mosra. APP uHcepTupyertcs B
LUTOIJIAa3MaTAYECKYI0 MeEMOpaHy M 3aTeM ApOOUTCS Ha (pparMeHThl JJTHHOM
ot 15 po 17 amunokucnoT BHyTpH AbetaP nocnenoBatenbHocT (hepmeH-
TOM cekpeTa3ol. B pe3ynbTate 3T0ro gpo6nenus NOSBISIIOTCH (hparMeHThI,
KOTOpBIE HE COAEPXKAT UHTAKTHOTO AbeTaP 1 moTOMy HE MOTYT BHI3BAaTh OT-
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Puc. 8.8. Bepxusisi cxema mwumoctpupyetr APP k[THK 1 npegnonaraeMyio cTpyKTypy
6enka APP.

A — BHHa Koaupytomias o6nacts APP (A4 npepmecteennnk) KJHK (Toukn) ¢ BAP/A4 cer-
MEHTOM (3aLITPUxOBaHO) BONH3K 3’ — KOHIa reHa. B — NoKasaHa npepnosaraeMast oMeHHast
crpykrypa APP-D (695 amutokucioT) H npoTteasHbie HHcepThl (APP-1). Curnansnas nocieno-
BaTENBHOCThL COCENCTBYET € LUCTEHH-6OraThIM TOMEHOM M OTPHLATENBLHO 3apskeHHOH obna-
cTbi0. MHCEpTHI ¢ NpoTea3sHbIM HHIMGHTOPOM (YepHasi moJlocKa) Konupyet 56 (APP-II, 751) n
19 (APP-12, 770) aMMHOKHCIOT cOOTBETCTBEHHO. CalThl IMIHKO3HIMPOBaHHs PACNONIOXKEHbl B
3KCTPALIEIITIONAPHOM IOMEHe, ocTaTKH C-TepMIHANBLHOTO IOMEHa BLICTYNAT B IUITONA3MY.
O6nacte BAP/A44 (3aiuTpuxoBaHa) YacTHHYHO “BCTaBie€Ha™ BHYTPb TpaHCMEMOpPaHHOrO cer-
MEHTA, ITOT MaNeHbKHIl NENTHN NyTeM caMocGOpKH (hOpMUpPYET aMHnonaHbie (HOpHIIbI B
MHKpocpene Hefipomuisi. C — runoTe3a aMuiouaHoro Kackaga. IMpoueccusr APP mosxet mpo-
HCXOJIMTDb [ABYM myTsiMu: § — ipoOneHne BHYTpH AGeTaP cexpeTasoit, KoTopoe resepupyet 00-
pa3oBaHHe NENTHIHBIX NPORYKTOB: if — POG:1€HHE B 3HNOCOMHO-TH30COMHOM KOMOAPTMEHTE,
BBI3bIBaIOLicE 0Opa3oBaHne HHTaKTHOro AGeTtaP Genka, kOToOpbIit ocaxpaercs u opMupyeT
aMHIIOH[T, BbI3bIBaeT 06pa3oBaHue HefipodpuOpHunnapHbIX OasilieK u redenb KIETOK, 4TO ABISA-
etcs npu3HakoM Gonesun AnblreitMepa. Ilo Hardi, Higgins, 1992.
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JoXeHus aMUIoHfa. DTH parMeHThl BKITIOYaroT cekpeTupyembie NHy-Tep-
MHHaNbHbIE MIPOU3BOJHBIE, KOTOPBIE MOIYT OBITb ONpENENEHbI B MO3TY U [E-
pebpocnunanbHOH Xunkoctu. APP cekpeTasa, KoTopas pexet BHyTpH Ale-
TaP o6nacty, y3HaeT BTOPHYHYIO CTPYKTYpPY u Apoout APP Ha onpenenen-
HOM paccTossuuu oT MeMOpaHbl. KpoMme Toro, APP MoxeT npeteprieTk npo-
LECCHHT HHBIM, 3HJOCOMAaIBHO-TH30COMANIBHBIM NyTeM, Iocie “recycling”
MeMOpan-cBsizanHoro APP. Myrauun B COOH-tepMuHaNbpHON NMOPLUN
APP BbI3BIBAIOT paHHION, HAaCNECTBEHHYIO hopMy Gonesnu AnblreiMepa
U HacllefcTBeHHbIE LiepebparnbHbie reMopparuu (KpOBOU3IUSHUS) C aMUJIO-
upo3oM (Dutchtype). MyTtauust APP rena, koTopasi BbI3BIBA€T MACCUBHOE OT-
noXeHue amwiouaa B ciydae Dutch amriiongonaTuy, cBs3ana ¢ 3aMelleHu-
€M TIIFOTaMHHOBOM KHCIOTHI Ha TTFOTaMHH B KofloHe 693. I1pennonaraercs,
YTO 3Ta MyTalisl BbI3bIBAET aMUIOUL03, TOpMO34 apobnenne APP cekpera-
300. OnucaHo TakXKe TPH BBI3BIBaKOlHe OONE3Hs AnbureliMepa MyTauH
BHYTpH rera APP, B kofioHe 717. Bce OHM cBsi3aHBI C 3aMELLEHNEM BallMHA,
NOKAJTW30BAHHOrO Ha paccTosiiui Tpex octatkoB or COOH-koxna AbetaP,
Ha u3oneinH, PeHHITaATaHuH WITH IUUUH. BO3MOXHO, 3TU MyTanuu TopMo-
39T BelleuieHre TepMAHanbHoro COOH-¢parmenta AGetaP u3 APP u Ha-
pyuiarot npukpeiieHue APP k knetouHoil MeMOpaHe.

CornacHo npenyioXeHHoit runotese caM AbGetaP uinmn npopykT gpodine-
Hust APP, copepxamunfi AGetaP, HefipoToKCH4HBI H 00ycnoBIHBaoT obpa-
30BanKe HeHpouOPHIUTAPHBIX tangles ¥ B ATOTe — rubenk KIETOK.

TakuMm o6pa3oM, HEOOXOMUMBI [1Ba NOCAENOBATENBHBIX COOBITHS, YTOOLI
BBI3BaTh NATONOTHYECKUE CHMIITOMBI, CBOIICTBEHHbIE 00J1e3HU AnblreliMepa:

1) nosiken ObITE HaKomIeH AfOeTaP Kak caMocTosTeNbHAs €NUHHLIA WX
B cocTaBe (pparmMeHTa APP;

2) 9T BewlecTBa [OMKHBI BhI3BATh (POPMUPOBaHUE HEHPOPHOPUINIP-
HBIX “tangles™ ¥ MocIenyoIy 0 ruGenb HEPBHBIX KIETOK.

CrenyeT, oflHAaKO, YUYHTBIBATh, UYTO MyTalui B APP reHe oTBeTCTBEHHDI
3a MPOUCXOXKEHUE JIMLIL OYeHb Malloil IoyTy ciryuyaen OonesHn AnblreiiMe-
pa (2-3%). IlpepnonaraeTtcs, UTo 3a APYryro JONKO ClydyaeB 3TOTO 3aboeBa-
HHUSl OTBETCTBEHHBI I'€HHble MyTalHH, SBJISIOLINECS TpHITepamMu, pakTopa-
MH pa3pelaloLMH OTJIOXKEHHE aMUNOHna.

IeficTBUTENBHO, B NOCIIE[HEE BPEMS BBIABIIEHO €1ll€ TPH FeHa, OTBETCT-
BEHHBIX 32 reHe3 Oone3nn Aunbureiivepa (tabn. 3). OnuH U3 HUX, [1OBBI-
mammmi puck 3abolieBaHus, JTOKanu3oBaH B 14-ii xpomocoMe (30Ha
14924.3) u xogupyeT MeMOpaHHbIi 6enok S182, koTopblii 00ycTOBIUBaET
HacllefloBanpe 00JIe3HM KaK ayTOCOMHOTO JOMHUHAHTHOTO INMpH3HakKa (puc.
8.9). 310 nokyc (AD3) meTepMHHHpYeT BO3HUKHOBEHHNE OYEHb 3JI0Ka4ecT-
BEHHOI (hopMbl Gone3nn AnbireiiMepa. MneHTH(UUMPOBAHO 110 MEHbIIEN
Mepe 19 pa3nuyHBIX TPaHCKPUITOB, KOGHPYEMBIX 3T0il o6nacTbio. OnuH u3
HuX (S182) cooTBETCTBYET NMPONYKTY HOBOro reHa onucaHHoro E.M. Porae-
BBIM H JIp., OTBETCTBEHHOT'O 3a pa3BUTHe 00Je3HU AJblrediMepa u cofepaka-
UIEro MHOXeCTBEHHblE TPaHCMeMOpaHHbie NOMeHbl". OH OYEHb MOXOX Ha

* HenapHo NOKa3aHoO, YTO onucaHHbie PoraeBbiM i Ap. GENKH. NPECEHINTUHBI, YUaCTRYIOT
B pacuiennennn GenkoB APP u NOTCH. MyTaunn COOTBETCTBYIOLUIX FEHOB BENYT K
HapYyUIEHHIO HOPMaIbHOrO MX pacuiernfiesuss u K Oonesnmnm Anburefimepa mnum K Noich-
nonoGueIM fedekTaM pa3HTHA (cM. Nature. 1999. Ne 398. P. 466).
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Kuenbin ruapodmneHbIR

AOMEH ~—

N-koney

C-Korel

Puc. 8.9. CxemaTuyeckas opranusaums S182 Genka.

TpancMmemOpanHeie JoMeHsl HymepytoTest Kak I-VIL, caiitel N-riuko3sunapoBaHAsi OTMEYEHBI
3Be3fgoukamn, caiithl FAD Myraumii o603nauenbl ropusoHTanbibiMi crpenkami. [1o P. Llep-
punrrony, Poraesy n np. 1995.

6eNoK, HHTerpUpPOBaHHbIN ¢ MeMOpaHo# (an integral membrane protein). Bor-
JIO HAalIEHO 5 pa3nuyYHBIX MiSSeNs MyTalHH, KOTOpble KOCETPErUpPYIOT C paH-
HUM HavanoM cemelHO# Gone3ny AnblreliMepa. DTH MyTaluA 3aTparusa-
FOT KOHCEpBATHBHBIE IOMEHBI JAHHOT'O I'eHAa.

I'en, xopupyronmii 6enok S182, ayTOCOMHBIH, JOMHHAHTHBIH, BBI3bIBA-
eT 70-80% pano HauMHAFOLUMXCH CeMelHbIx ciy4yaeB Gone3nu AnblreiiMe-
pa. Ero npopykT MMeeT HEKOTOpOe CXOICTBO ¢ MeMOpaHHbIM GesIKOM, u3-
BecTHLIM Kak SPE-4 wemartonw! Caenorhabditis elegans. 3ydenne MyTanuu
SPE-4 y yepre#l nokasano, YTo jaHHbli 6e10K HeoGXOMUM Il TPaHCHopTa
6GeNKOB MeXX/ly KJIeTOYHBIMH KOMIAPTMEHTaMH B MepHOH (pOPMHPOBaHUS
cnepMel. Cxoncrso S182 Genka ¢ 6enkoM SPE-4 ykasbiBaeT Ha BO3MOX-
HOCTb TOT'O, UTO OH MOXKET OBbITh BKJIFOUEH B TPAHCMIOPTHPOBKY GE/IKOB BHY-

Tabauya 3. I'enbl, MyTallUl KOTOPLIX BbI3LIBAIOT Oosie3Hb AnblredMepa
(o Barinaga, 1995)

Bos- % Cnyuaes
XpoMocoMuast Tun reua pacr, Benkosblit
JOKAAU3aNKsS TOMBL | (oo e Bee NPORYKT
14 AyYTOCOMHBIN 30-60 70-80% 5-10%  S182
JloMpHaHTHBLH Mem6GpaHHbIii
6esiok
19 dakTop rete- 60+ - 40-50% ApoE4
TAYECKOI'O PUCKA
21 AYTOCOMHBH{ 4565 2-3% <1% Benok-npep-
JloMuHARTHBI LIECTBEHHUK
aMHIIOHA
? AYTOCOMHBIR 40-70  Ilpumepno 2-3% ?
JoMHHAHTHBIA 20%
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Tpm kJeTKM. B HopManbhbIX kneTKax Mo3ra APP Tpancnoprupyercs Besn-
KyJlaMH K KJIETOYHOH Mia3smaTndeckoi MeMOpaHne, rjne M paspe3aeTcs Ha
¢parMeHThl ¢ NMOMOUIbIO CNENHANLHBIX (PEPMEHTOB, U NOTOMY 3JIEMEHTEI
6eTa-aMHIIONIa HE MOT'YT HaKaIMTHBAThLCA B HOPManbHOM MO3Ty. Ecnn 6enok
S182 urpaet pons B Tpancnopte Oenka, TO OH, OYeBUIHO, BKJIIOYEH B YIAKO-
seisaHne APP B Be3ukynwl, a neektni 8 S182 Genke MOryT BBI3BaThH Ipe-
nATCTBAA B TpancnoptHposke APP uepe3 KIeTKy.

B03MO3KHO Taxke, YTO IPH MyTalusax resa S182 cooTBeTCTBYOIINHA fie-
dexTHBIN Genok cnocoGeH Boolie npepsarh Tpancnopt APP B kneTky n
TEeM CaMbIM COcOGCTBYeT OGPA30BAHHIO CEHMITBHBIX AMWJIOMIHBIX GNALLIEK.

B nrobom cnyuae o6Hapys>keHMEe reHOB, OT KOTOPHIX 3aBUCST NOBEAEHYe-
CKMe HapyuieHusi npa Gone3Hu AJblreiMepa, cnocobcTByeT JNyduieMy no-
HHUMaHUIO KaK MOP(OJIOrAYeCKHX, TaK H MOJIEKYISPHO-TEHETHUYECKHX OCHOB
HOPMAaJBLHOTO MOBENEHHUs, a TaKXe NO3BOJIAeT pa3pabaThIBaTh HOBLIC IMAr-
HOCTHYECKHUE TECThI H METOJbl KOPPEKIMH 3THX HapyLUCHHIA.

I'enn] M HApyIIeHHs NOBeeHHs] IPH HEKOTOPBIX
APYTUX 3a00/1IeBaHMAX

Bonezus [apkuncona (mapKuHCOHN3M, JpOXKAaTENbHBIH Mapanuy) BOep-
Bbie omucana [IxkeiimcoMm ITapkuHconoM (Parkinson) 8 1817 r. HaunnaeTtca
yaiie B Bo3pacte nociue 40 net, XxapakTepH3yeTcs TPEMOPOM (IpoXKaHHEM) B
MBILIEYHOIl pHIHAHOCTEIO. TpeMop HaGnroaaeTcss B MOKOE M YMEHBIIAETCS
MpH LieNeHaNpaBleHHbIX IBUXEHHAX. [TocTeneHHO HApacTaeT MbILIEYHbLIA
TOHYC, 10 Mepe pasBUTUsA 3a60NeBaHus aAKTHBHbIE IBIDKEHUs] CTAHOBATCS BCE
Gonee ¥ Gonee CKOBAHHBLIMM H 3aMEIUIEHHBIMHM (ONHro- U GpaguKUHE3us).
HepaBHoMepHoe pacnpepesieHHe TOHYca NPABOAMT K HAPYLIEHHUAM OCAHKH
(cornyTas no3sa) ¥ NOXogk# (MENKMMH HIaxXkKamM) 6e3 COOpy*eCTBeHHOro
nBuKeHHs pyk. IIpH nBikeHHN GONBHOrO NOPOY BIeYeT BIOEpeN, Ha3an MK
BOOK. JTuio mpeBpalnaeTcs B HENOABIXKHYIO MacKy. Peub craHoBUTCSI MOHO-
TOHHOH H THIIIEHHOH 3MOIMOHANBLHOHN OKpackn. B paneko 3amepumx coyva-
six OOJNIbHOH HE MOXKET BCTaTh, CECTh, MOBEPHYThLCA B nocreny. Yacro Ha-
GIFONArOTCA BETETATHBHBIE HApYUICHHS: TpOocgUYeckue H3MEHEHUs KOXH,
yJalleHHble cepaueGHeH s, CaMBHOCTD NHLa. bonbHble MOCTOARHO HaXONAT-
Cs1 B COCTOSTHHH BHYTPEHHEro 6eCOKONCTBa U B NMOAaBIIEHHOM HACTPOEHUH.

Mopdonoruueckre n3MeHeHHs BhISIBISIOTCS rnaBHbIM 06pa3oM B obna-
ctu 6nepgHoro wapa (Globus pallidus) u yepHoii cy6eranmun. CTpanaroT Tak-
xe locus coeruleus, runoranamyc, 6asanesHbie sgpa, HepebpanbHas kopa,
LEHTPaNbHBIA H nepudepHYeCKUi OTAEbl aBTOHOMHOH HEPBHON CHCTEMEI.
W3MmeHeHHs BHIPa>KaroTcs B rHOeNy rairnyuo3HbIX, TaBHBIM 06pa3oM foda-
MHMH-3PIrHYEecKHX KIETOK ¢ 0Opa3oBaHHEM NyCTOT ¥ nponudepaured Imu-
anbHBIX KIETOK. XapakTepHO Takxke (pOpMUpOBaHHE BHYTPHKICTOYHBIX
BKIIIOYEHHIA, Ha3biBaeMbiX Tesiblamu Lewy. [ToMUMO U3MEHEHHMH B OOKOP-
KOBBIX y3n1ax OOBIYHO BCTPEYAOTCS paccesiHHbIE, CTAPUYECKOro XapakTepa
H3MEHCHHA B Pa3T4HbIX OTAENaX HEPBHOM cHCTEMBI. OHH HMEIOT I'He3[HbIi
XapaKTep M 3aKJIIOYAIOTCA B MEPEPOKICHHHM, aTPO(hUM HEPBHbIX KIETOK,
YTONLEHUN COCYOMCTBIX CTEHOK, pa3pacTaHUM COENMHUTENBLHON TKaHU U
TJIMH.
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ITapxHHCOHHM3M MPHHAJJEXXHT K YUCTY HaCIeICTBEHHBIX 3a601€BaHNUN U
COOTBETCTBYIOLMII I'€H, OTBETCTBEHHbI 3a reHe3 3aboneBaHns, JTOKAIN30-
BaH B xpomocome 4 (4q21-q23). ITOT reH ObIN BBINEIIEH H KIIOHMPOBaH, €ro
nponykT — 6enok anbda-cuHykaenH (synuclein), npecuHanTHYecKHit 6eoK
HepBHBIX TepMuHaned. CHauana oH ObLT MiCHTH(MOHLUMPOBAH Kak Oenok-
NpeLecTBEHHUK [ He-6eTa aMUITOMIHOTO KOMIIOHEHTa aMUJIOUHBIX Gsi-
ek, (hopMHPYIOIIHXCA Npy Gone3Hn AnburefiMepa.

Y kpbIc 6b1T0 HIEHTUDUUMPOBAHO TPU WIEHA CEMEHCTBA CUHYKJIEHHOB,
npuueM SYN1 o6Hapyxusaer 95% cxoacTsa ¢ 4eIOBEHECKHM alibha-CHHY-
kienHoM, SYN1 y KpbIChl 3KCIpeccUpyeTcs BO MHOrMX ofJacTsix mosra.
0CODEHHO BbICOK YPOBEHB €ro COAEpXaHusi B ONb(aKkTOpHON ITyKOBHIIE, B
runnoxkamne, gyrus dentatus, amygdala, piriform cortex, MpOMeKyTOYHBIH
YpOBEHb COEP>KAHUA HANWNEH B MPaHYJISIPHOM CIIOE MO3XEYKa, YepHOH cy6-
cTaHuuu. caudate-putamen, JOp3ajibHOM IlBE. JTOT LATTEPH 3KCIpPecCcUH
COBNaaeT ¢ pacnpeenceHreM Tenel JleBu, HaliIeHHBIM Y GOJTLHbIX MAPKWH-
connsMoM. [lopaxeHne ONKGaKTOPHBIX NMyTeHd MpPU 3TOM, MO-BHIUMOMY,
MMEET MECTO OCOOEHHO PaHO, NOCKONBKY HAPYILIEHHE YYBCTBUTENBHOCTH K
3amaxam siBJsieTcs OJHHM M3 caMblX PAHHHX NPOsBIEeHHH 3aboneBaHusl,

Y poi0ku [Tanno (zebra fish) Takske HaiijleH rOMONOr CHHYKJEHHA, 3TO
6e0K — CHHETb(HH, KOTOPBIH NPMHUMAET y4acTHe B poreccax o6ydYeHHs 1
naMaTH. BO3MOXHO, CHHYKJIEHH TaK3Ke BOBJIEYEH B 3TH IPOLIECCHI, YTO 06b-
SICHSIET HapylleHHs NaMsaTH npy 6one3uu IapknHcoHa.

EcrecTBeHHO, HENb3s MOKa YTO FOBOPUTE O PaClUM(POBKE MONEKYJISIp-
HO-TEHETHUYECKHUX MEXaHW3MOB GonesHH [lapKMHCOHA, HO NepBBIA 11ar B
3TOM HaMNpaBIEHHU CHETaH.

I'pynnoin U.A. HMsanosoii-Cmonenckoit u3 Mockosckoro UHctuTyTa
HeBpONOruKM o6HapyeHa B BypaTun yHMKanbHasi ¢popMa HaclenCTBEHHOIM
aTakCHY (HapyLIeHHe KOOPHHHALWH BUXKeHHH) — X-cllenJieHHol BpoiK/eH-
HOI runonaasun (HeAOpasBHTHA) Mo3xkeyka. [lepBbiM npH3HakoM GoNe3HH
6bL1a cylecTBeHHAas 3a/lep2KKa MOTOPHOIO pa3BHTHs pebeHKa, OTMeYaeMasi
ye Ha MEPBOM rofly *H3HH. JIeTH He MOTJIM CaMOCTOATENBHO XOMUTH JI0
10-15 Mecsiues, HAUHHAIH XOOUTHL Ge3 NOJIePsKKH JIHLUL B BO3pacTte 4—7 JeT.
OTtmeuanack Takxke 3HaYHTENbHas 3agep>Kka pa3ssuthda peyd. K 6-7 ropam
pa3BHUBANHCh MO3KEUKOBAs aTaKcHdA, AU3apTpHsA (pacCcTpONCTBO pedeBBIX
(PYHKLUH), OrpaHUYEHHE JaTEPANbHBIX M BEPTHKANLHBIX MPOW3BOJIBHBIX
JIBUXKEHUH INa3HbIX A06510K. OCOOGeHHOCThLIO, OTIHYAKOLIECH fanHoe 3abore-
BaHHE OT CXOMHBIX C HUIM (POPM MATOJIOrHH, SIBIAETCA OTCYTCTBHE Y NAIHEH-
TOB SIBHbIX NPH3HAKOB YMCTBEHHOM OTCTaNOCTH.

IMpu KOMOBLIOTEPHON 1 MarHUTHO-PE30HAHCHOH TOMOrpachun roJIOBHO-
0 MO3ra y 6OJIbHBIX ObINH BBIABIEHBI IPH3HAKH THIONIA3WH NONYLIAPHIA H
YepBsl MO3XKeuKa, 3HAYHTENBLHOE pacliHpeHHe 4-r0 Kelyjgodka Mosra |
6onbioi uictTepHbl. Micnons3oBanue MONEKyNIpHO-TEHETHYECKHX METONIOB
HCCIIeJOBaHHsl MO3BOJTHIIO KAPTUPOBATh I'eH, OTBETCTBEHHDIH 3a X-CLEIUICH-
HYIO THIONNAa3MI0 MO3XKeuka Ha LUTOreHeTHYeCKoi kapTe B obnactu
Xpl1.21-g24.

Hurepechbie ganHble NOMyYeHBI TAKKe B Clyvae UCCIEIOBAaHHSA MOle-
KYJIApHbIX MEXaHN3MOB GOKOBOro aMHOTpo(hH4EeCKOro ckieposa (6onesHn
Illapko). CooTBe TCTBYIOIINH reH GBI JIOKanu30BaH B o6nactu 22921.1. 3a-
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GoneBaHHe HAYMHAETCS B BO3pacTe 2565 yeT ¢ nosneHus ciabocty U aT-
podun MBILLI[ CHAYalla BEpXHUX, a4 3aTEM U HUXKHHX KOHeyHoctel. Habmio-
naeTcs gu3apTpus, aTpodus A3biKa. B 6onee no3pHui mepron pa3BuBarOTCs
nepudepruyeckie NapaHyd ¢ NOTEPEH MOJBUKHOCTH H ITPOrPECCUPYFOILEH
atpodueil M. MHorga o6HapyxuBaroTcs H3MEHEHHS BBICLIMX KOPKOBbIX
dyHKUUA — BO30YxKAEHUE, cMeX, nnad. TeyeHue GONE3HH 3NIOKAYECTBEHHOE,
Bejyliee Kk OBICTPOil CMEpPTH.

B ocHoBe Gone3HH JNEXHT AereHepanusi MOTOPHBIX KJIETOK CIHHHOrO
MO3ra, MO3rOBOro CTBOJIA U B MEHBIIIEH creneHH nupamuy bena kopbl 60J1b-
LIMX MOonylapuil. BropuyHbie jereHepaTvBHBIC H3MEHEHUA B GOKOBBIX H
MepegHUX OTeax CIMHHONO MO3ra XapaKTepH3YIOTCd MOoTepeidl MHMellHHa.
Jereneparusubie N3MeHEHHs MpPeOo6MagaloT B GOKOBLIX CTONGAX CIHHHOIO
MO3ra ¥ B IIMPaMUJIHOM MYTH. Y MEHbLIaeTcsl KONHIECTBO cy6Geranuun Huce-
Jisl B TIOPaXKeHHbIX HEHpOHaX (XpOMAaTonus3, TATrponus). B mutomnasme kie-
TOK OOHApY>XXMBArOTCA CenH(pNUecKe aprapogpuIbHbIE BKIFOUYEHHS.

B nocnepgHue rofbi MOKa3aHo, YTO NMPH IAHHOM 3a00IeBaHNy BCerna Ha-
GIIOAaOTCs TOYKOBblE MyTauuM B reHe, Kogupytowem depment Cu, Zn cy-
nepokeun pucmyTtasy (SOD), koTopas kaTanusupyeT HpeoOpa3oBaHHe Cy-
MEPOKCHIHOIO pagHKana, TOKCUYHOIO JUIs KJEeTKH, B [EPEKHCh Bopopona
(hydrogen perioxide) H MOJIeKYJISIPHBIN KUCTOPOH. Y GONbHBIX YPOBEHB 3TO-
ro ¢pepMeHTa 3HAUNTENBHO (Gonee Yem Ha 50%) CHIDKEH B pe3ynbTaTe My-
TauMi ¢ 3aMEHOM aJlaHMHA Ha BAJIMH B 3K30Hax 1, 2, 4 umu 5-m.

A¢dexT MyTalMU reHa CYNMepOKCH]| JUCMYTa3bl NETANBHO HCCIENOBAH
HA MOJENBHON CHCTEME — TPAHCIE€HHBIX MBIIIAX, COAEPXKAIMX MOBPEXIEH-
HBIH I'eH CYNIePOKCU]l AUCMYTas3hl YenoBeKa. YyskepOiHbii I'eH 3KCPeCcCHpo-
BaJICsl B HEPBHOH TKaHH X038HMHA, B PE3yJILTATE Yer0 CHUXKanach aKTHBHOCTb
CYNIEPOKCH]I JUCMYTa3bl 1 HAGMFONATUCh NaTOJIOTHUCCKUE H3MCHEHHS B LIEH-
TpaAbHOH HEPBHOH CHUCTEME, HAMOMHHABIUKE COOBITHS, MMEFOLLUE MECTO
npyu 60KOBOM aMHOTPO(MHUECKOM CKIIEpO3¢e y YeJIOBEKA.

CxonHbIMY 6BUTH M KIIHHHYECKHE CUMITTOMbI — IEPBOHAYANBHO Y TPAHC-
TFEHHBIX >KHBOTHBIX OOHAPYXKUBANIACH MBIIIIeYHas C1abocTh, a yepe3 2 Hepje-
JIM OflHA UK 6oJiee KOHEYHOCTEN OBLIM y>Ke NopakKeHbl MapalluioM.

MO2KHO € yBepEHHOCTBIO CKa3aTk, YTO aHalN3 TAKOrO poia MOAENBHBIX
CUCTEM NMOMOXKET HAWTH MyTH UCLIENEHUsS! OT TAKOM IO CHX NMOP HEU3IEUMMON
6one3ny, kak 60KOBOH aMHOTPO(PUYECKHI CKIEepO3.

Eiue ogHuM cnyuaeM, 3aciy>KHBAIOLLINAM YITOMHHAHNS, ABNISeTCS OIHA H3
MEPBBIX H3YHYCHHBIX B MONEKYISIPHOM IuTaHe 6one3HeH, 3aTparnBaroLpx Mno-
BeleHHEe uenoBeKa — (penmiKeTonypusi (HpeHHINMHMPOBHIIOTPAHAsS OJIMTO-
¢dpenus, 6ones3ns Pennunra). Ita Gonesus 6buta OTKpeITa B 1934 1. HOp-
BEXKCKHM Y4YeHbIM (PETHHIOM U ABIIAETCS ONHUM H3 CaMBbIX PACIpOCTPaHEH-
HBIX 3a60:1eBaHul, CBA3aHHBIX C geheKTOM B MeTaboNMM3IMe OnpeneneHHo
aMHHOKMCIOTEIL. COrnacHo faHHbIM MUpOBOIi ctaTHCTUKH (1974 r.) yacrora
ee cpefH HaceneHus pa3Hbix crpan Kone6Gnercst ot 1:5000 no 1:43 000. Ona
MPOSIBIISIETCA B MEPBBIE MECALbI NIOCNE POKACHHS U BBIPAXKAETCA B 3a[ePXK-
K€ MOTOPHOI'O M ICHXWYECKOTO pa3BuTHA. BenymuM KIHHUYECKHM CHMITO-
MoOM Gone3Hu siBiserca craboymue, pa3sBHUBArOILEECs B pasHOH CTENEHH Y
pa3HbIX ocobei. OTMEqaroTes TaK>Ke CyTOPOrd, KOCOria3He, HUCTarM, Hapy-
LIEHUs KOOPOUHAUMH JBI>KeHMH. BroxumHMyecknil aHanmu3 neMOHCTpUpYET

9. Kopoukus J1.W., Muxatinos A.T. 233
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Puc. 8.10. Cxema oOMeHa ennnananuna, THpo3HHa B Tpuntodana npu eHnNKeTo-

HYPMH.
Ilepeuunplii (cnnoninast THHAA) H BTOpHYHbIE (MyHKTHP) MeTabonnrdeckue Oiokn npu Qewnn-
KETOHYPHH.
OAT - pennnananunruppokcunasa, SIIK — ¢enmnniposutorpansas kucnora, ®MK — denorno-
MonoyHas kucnota, @YK — dennnykcycnas xucnora. JOPA — 3. 4 nnokcndeHunanaHnH,

3HAYMTEJLHOE MOBbILIEHHE IKCKPEUMH € MOYOil (HYHHIIMPOBHHOIPaTHOH
KHCIIOTHI, YTO SIBNSIETC OCHOBOM paHHeH JMarHOCTUKH 3a00TeBaHus,

I1pu natoMophOIOrHIECKOM HCCIENOBAHHN HaXONT Ie MHEJTUHU3ALHEO
NPEUMYLIECTBEHHO B 00IacTH NEePEKPecTa (XMa3Ma) 3pUTENbHLIX HEPBOB, a
TaKXXe IMHO3HOE NepepoXaeHne Mo3ra.

B ocBoBe pa3BuTHs 3a601€BaHNs JIEXUT nePeKT (OTCYTCTBHE HJIM MHA-
KTHBanus) pepMeHTa IeYyeHH (PEHUNanaHiH-4 IMIPOKCUNaskl, B pe3ybTare
YETro HAPYLIAEeTCs peakuys rUIpOKCUTHPOBAHNSA (heHHIANIaHHHA B TUPO3UH.
Haxkonneunue B opraHusme (heHHUNanaHMHa ¥ ero NpoU3BOIHBIX MPHBOTUT K
BTOPHYHbLIM HapyLeHHeM o6MeHa sellecTs B opranusme (puc. 8.10). Hako-
TJIEHUE B TKAHH MO3Ia HEJOOKHUCIEHHDLIX MPOLYKTOB OOMeHa (KETOKUCIIOT)
GnoKupyeT HOpMallbHOE TEYEHHE MHOTHX MONEKYISIPHBIX MPONECCOB, pH-
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BOJIAT K HApYIUEeHHIO (pOPMHPOBAHUS BBICIIHX MTCHXMYECKUX (PYHKIHUIT M MTPO-
ABNAETCA B OPTaHHUYECKOH JeMEHIHN H HeBPOJNOrMYECKOH CHMITOMATHKE.
I'lpy aToM oTMeueHa KOppensnus MeXXAy riny6GHHON HEBPOJIIOTHUECKHX Mopa-
SKEHHUI M CTENEHBLIO MOJIEKYNIAPHOIro fedekTa.

D eHHUNTKETOBYPUS OTHOCUTCS K YUCTY TeX 3a60oneBanuil, KOTOphie nedat
HA OCHOBE 3HAHHUS MOJIEKYNAPHbIX MEXaHH3MOB UX MPOUCXOXeHus. Jleyar ¢
MOMOLILIO CIELHATBLHON METHI, TaK YTO MHIIEBOH paHoH 6ONBHOrO peben-
Ka JTHIIeH (peHITATaHHHA HITH COJEPXKUT €r0 B HUYTOXHOM, CTPOTO 103UPO-
BaHHOM KOJIHYECTRE.

CrenoBartenbHO, 3Hasi MOJIEKYJIAPHO-TEHETHYECKHE OCHOBBI 3a6oneBa-
HUSI, MOXKHO JIEUHTH €T0, MOPOI ¢ MOMOLILIO OYEHb MPOCTHIX CPENICTB.

HurepecHsie pe3ynbTaThl ObLIH NOMYYeHbI MY UccaepoBadnu 80 neBo-
YeK M XEHIIMH B Bo3pacte 6-25 net ¢ cuHgpoMoM TepHepa (cHHupoM, Xa-
PaKTepH3YIOLHiics XxpoMOcOMHBIM HabopoM X0O+44 unn XXX+41 u nposs-
JISFOLHICS B 3aMEINIEHHOM IOJIOBOM CO3peBaHHU, HEJOPA3BHTUN IOHA, OT-
CYTCTBHH MeHcCTpyaumii, OeCriogiH, MaloM poOcTe, YMCTBEHHOH OTCTallO-
CTH), Y KOTOPBIX BCSI HITH YaCTh X-XPOMOCOMBI OTCYTCTBOBaNA. ITpH 3TOM y
55 cy6bekTOB X-XpoMocoMa Oblita MaTEpUHCKON npupoibi (XM) U y ocTanb-
HbIX 25 — oTHoBCKOH MpHponkl (X°). Y cy6bekTOoB ¢ XM B GONbLUEH CTENEHH,
4yeM y cy6beKToB ¢ X°, ObLIH BhipaXXeHbl TPYJIHOCTH B COLMANBHOM MOBEJE-
HHH H [IO3HaBaTeNbLHOMN gesTelibHOCTH. [leTanbHbilil UTOreHeTHYECKMI aHa-
JIA3 MOKAa3al, YTO 3TH OCOGEHHOCTH CBSI3aHbl C COXPAHEHHEM MaTePUHCKOMN
X-XpoMOCOMO# METUIHPOBAHHOIO COCTOSHUS HEeGONBIIOK ee oOnacTu pas-
MEpPOM B HECKONIbKO H, BO3MOXHO, B OFMH I'eH (MMOPHHTHHI), YTO COMpO-
BOXKmaeTcsd HHrHOHpoBaHHeM (PyHKIMOHANBHOH aKTHBHOCTH 3TON o6acTy.
OcHOBBIBasICh Ha TAHHBIX TAKOTO POJia, HEKOTOPLIE ABTOPhI B YACTHOCTH aH-
rnuitckuil ncuxonor u reneTuk PoGept [1noMuH, nonararor, 4TO HeKoTopkle
0COOEHHOCTH HHTEJUICKTYAILHOH M NO3HaBaTeNsHON NEeATeILHOCTH MOIYT
OnpeneNsATHCH ONHHM reHoM.

IeneTHueckas nmpupona ‘‘GosesHeii 3KcnaHeun”. bonesnn skcnawncun
6b1M 0OHapy:keHbl B [991 r. Ouu BLI3BIBAKOTCA TaK HAa3bIBAEMbIMH JHHAMH-
YECKHMH MYTALHAMH., KOTOPBIE HAHJIEHBI TOJMLKO y YEJIOBEKa H HE 3apeTHCT-
PUPOBAHBI HH Y OTHOTO BH/1a MJIEKOMUTAIOIIMX HIH IPYTHX XOPOLIO N3y4YeH-
HBIX OPraHUu3MOB (Ipo3o¢una, HeMaToOAbI U Ap.).

CyTb MyTannH 3aK1104aeTCsl B HAPacTaHHK (3KCINAHCHH) YKcaa TPUILeT-
HbIX IOBTOPOB, PACNIONOXEHHBIX B PErYISTOPHON HIIH KOIUPYIOLIEH JacTu
TEHOR.

J171s1 TPUMILTE THBIX MOBTOPOR, SKCHAHCHS KOTOPHIX OJI0KUPYET (pYHKIHIO
reHa, XapakTepeH BhIpaXKeHHBIH MONYJSHOHHBLIN MOMUMOPKhH3M, NpUYeM
4UCTIO anieneil MOXKeT BApUHPOBaTh OT eJUHHI IO MHOTUX fecaTKoB. [Ipy-
roi UX 0COOGEHHOCTLIO SIBJISIETCA NTOMHMHAHTHBIA TUN HACIEeqOBaHUs, CBONCT-
BEHHBIN KaK X-CUENJEHHBIM, TaK U ayTOCOMHBLIM reHaM. XapakTepHoil yep-
TOW NpaKTHYecKu Beex Oose3Hell akcnancuu spnsieTcs 3(p¢eKT aHTHIMA-
LMN (OXHMAAHHs), CMBICI KOTOPOrO 3aKIFOYaeTcsl B HAPACTAHHU TSXKECTH
CHMITOMOB 3a60JeBaHus B MOCIENYFOIIMX MOKONEHUAX, YTO SBIISIETCH pe-
3yJbTATOM JaNbHEMIIEro yBeIHUeHHs (3IKCIAHCHH) YHCIa TPUILIETOB NOCTe
TOr0, KaKk OHO y3K€ NMPeBLICUIO HOPMY. BhIsIBNEHbI onpenenentbie 0coGeH-
HOCTH mepefiayy 3a601eBaHMsl NOTOMCTBY: U1l HEKOTOPBLIX Gonesnell (Ha-
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MpUMeP, MHOTOHHYECKasl IACTpOGHs) TUIIHYHA MEpefada no MaTepHHCKOM
JIMHAY, @ 0TS IPYTUX (Xopes [eHTHHITOHA) — B OCHOBHOM 110 OTHOBCKOM NH-
HUH. MONEeKyIsIpHbIA aHalu3 3TUX TeHOB BbIIBMII CXOJICTBO MEXaHHU3MOB
3KCMAHCUH TPUILUIECTOB, KOTOpas NPOHCXOAUT B MHTO3€, 3aTparuBacT Yalle
anneny ¢ N3HaYaabHO GOIBLUNM YUCIIOM NOBTOPOB. Hepenko curuanom axkc-
MAHCHU SIBIIAETCS YyTpaTa HETOMONOTHYHOIO TPHIUIETA, B HOPME pasfelisio-
1ero 1en04Ky MOHOTOHHBIX NOBTOPOB. YacTo puHaMuueckue Mytaun 61o-
KHPYIOT 3KCIPECCHIO COOTBETCTBYIOLHX I'eHOB. [IpH HelipoereHepaTHBHBIX
3a60J€eBaHNAX, BbI3BAHHBIX 3TUMU MyTauusaMu (xopesi 'eHTHHrTOHa, criu-
HanbHO-OyNbOapHast MbILLIEYHas aTpogus, CMHHANLHAs aMuoTpodus KeH-
HeNU, pAj HACTENCTBEHHBIX ATAaKCHI H JIP.), IKCIPECCUs FeHa HE HapyllleHa.
OpHako o6pa3syromuiicss 6enkoBbI NPORYKT € HEOOLIYHO NNIMHHOM MNONH-
[IFOTAMHUHOBOM LIEMOYKON HapyllaeT HEM3BECTHBIM IOKa YTO CHOCOGOM
MPOLECCHl HOPMATBHOIO MeTab0aN3Ma HEPBHBIX KIIETOK MOJKOPKOBBIX OT-
nenos Mo3ra. MMeHHO 3TH COOLITHS M BHISBIBAFOT HAPYLUEHHS B MOBENCHHH
MalMeHTOB, CTPagaoLIMMH NaHHON KaTeropreil 3abosneBaHuil.

Xopes I'enTunrrona (Xxopenueckasi IEMEHIMA) XapaKTepu3yeTcst Hapac-
TaOIIUM FMIEePKUHE30M KOHEYHOCTEH, KOTOPHBIil YCHINBAETCS NPU 3MOLMO-
HaJIbHOM HanpsikeHHH. bonesub naunHaercs B Bozpacre 30 neT u crapiue.
IMopoi#t Havano 3a6oneBaHus CBS3aHO C BbIPAaXKEHHBIMH HHTEJLIEKTYal bHbI-
MH PaccTpoHCTBaMH, HHOIIA ¢ IMCHXO030M M GpenoM. Habmroparorcs Takke
HapyLIeHHs] PeYH, 3MOLMOHANILHAs NPUTYIUNIEHHOCTb, HIOKPHHHBIE H HEM-
POTPOPUIECKHUE HAPYILIEHHMS.

ITpu naroMopoNOruYecKoM HCCaeNOBaHuu 0GHAPYKUBAIOT aTpodHio
MO3ra ¢ Npe’MyIeCTBEeHHBIM MOpaXKeHHEM TOGHOI TOMNH, CriakeHHOCTh U3-
BHITUH, pacllIUPeHUE U XETYTOUKOB MO3ra. Oco6eHHO TAXeJble H3MEHEHNS
HaHMIeHbI B NOJKOPKE, B YaCTHOCTH, B putamen 1 XBOCTaTOM fape, B obnactu
YepHOH CYOCTaHLMH — YBEJIMUEHUE COAEPXXaHus Kelle3a. B HepBHBIX KieT-
Kax M NEepHBACKYISAPHBIX MPOCTPaHCTBaX BLISABISIETCS! SKMPOBOH MHIMEHT.

MonekynspHo-reHeTHYeCk il anann3 60NLHBIX xopeel I'enTHHITOHA 06-
HApYKUIT HAIW4¥e OHHOM KOMUM MYTAHTHOrO IeHAa, HECYLIEro 3KCNAHCHIO
TanpeMHbIX CAG-noBTOpoB. YHCI0 3TUX MOBTOPOB B MYTAHTHBIX AJLIENSAX CO-
ctasnset ot 40 o 78 (B koHTpone ot 12 go 32). ComocTaBnsny cTeneHb 3KC-
MaHCHUU TPUHYKJIEOTUAHBIX MOBTOPOB B MyTaHTHOM I'€HE M BO3PACT MOSABICHNUS
NepBBIX CHMITOMOB 3a60/1eBanus 1 OOGHaPY KUK 00paTHYIO KOPPENALMIO Me-
KAy YHCIOM 3TUX MOBTOPOB M BO3pACTOM Hayaja 3abomnesaHus. BrhisiBneHa
TaKXKe MpsAMas KOPPEJALMA MEKY YHCAOM MOBTOPOB M TEMIIOM MPOTPECCH-
POBaHNA KaK HEBPONOTMYCCKOIL. TaK H MCHXUYECKON CUMIITOMATHKI, YTO CBH-
OCTEJNLCTBYET O BaXKHOH pOJIM MyTAHTHOTO MOJIMIITFOTAMUHOBOIO pailoHa 6e-
KOBOro NpOOYyKTa reHa B NOJiep>XaHUM NaTONIOMMYECKOro NpoLecca Ha Beex
cTagusax 3abonesanus.

Xopes T'enTHHIrTOHA NepefgaeTcs NPEUMYLIIECTBEHHO OT OONBHOIO OTLA,
MPHU 3TOM Y geTe HabIroaaeTcsl HapacTaHue JIIHHbI NOBTOPa, COMPOBOXKato-
weecst 6onee panneil Manugecraumeii cumnroMos Gonesuu. ITpossnsrowas-
cst TaKuM 06pa3oM reHeTHYecKas HeCTAGUIBHOCTh reHa Xopeu 'eHTUHIToHa
SIBIIACTCA MOJIEKYISIPHOI OCHOBOM (pe HOMEHA aHTULMIALNH, KOTOPbIH 3aKJTFO-
YaeTcs B YTSXKEIIEHHHM KITMHUYECKOi KapTiHbI 3a60/eBaHKsl U MOSIBIEHUH €ro
B 6onee MONOIOM BO3pAaCTe B MOCHENYIONMX MOKOEHUSX.
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Hpyrum ciyvaeM 3KCNaHCHU TPUHYKIEOTHIHBIX MOBTOPOB siBisieTcs 6o-
nesnb Opuppeiixa, WK CIHHABHO-MO3KEYKOBas aTaKCus (HapyLIeHHe KO-
opaMHanui nBi>keHUi). OHa nposBisieTcs], HaYuHas ¢ 7—13 neT U conpoBo-
KOAaeTcs HapyLIeHUsIMH PaBHOBECHs, IM3apTpUel (paccTpONCTBO YieHopas-
AENLHOH peyn), MbIILEYHOM cnabocThbio, TOKanbHOH aTpoduei Mplin. Ha6-
JIOJArOTCSl KOCTHBIE 1e)OPMAali — HCKPUBIIEHHE TPYJHOrO OTAENa Mo3BO-
HOYHMKA, Pa3IMYHBIE H3MEHEHHUs CTOMbI. XapaKTepHbl M3MEHEHHUsT cepriey-
HO-COCY[IMCTOI CHCTEMBI — BPOXJIEHHBIE TIOPOKH CEPALA, XPOHUYECKHIT MHO-
KapuT.

OTMevaloTces TakkKe NOAEPrUBaHMs Inasza (HUCTarM), napaiud riaso-
IOBMraTeNlbHBIX MBIIL, CHHKEHHE ciyxa. IlaTonoroanatommuuecku o6Hapy-
2KMBatoTcs (PUGPO3HBIE VTONNICHHA M MH(MUILTPALMs MATKHX MO3IOBBIX
obonoyek, XHpoBas Jerenepanus nepugeprueckix HepBOB U fereHepauus
HEHPOHOB NePeiHUX POrOB CIIMHHOI'O MO3ra, a TAKXKE HEPBHBIX BOJIOKOH, CO-
epuHAoIMX Baponnes MOcT ¢ mpoponroBaTeIM MO3IOM H MO3XeykoM. B
CeTHYaTKe I71a3 MOJHOCTHIO OTCYTCTBYIOT MAaNOUKH, BBLIPAXKEHA aTpopus
SINEPHOTO H HAPY>KHOrO croeB. B BONOKHaX 3pUTeNnbHBIX HEPBOB Habmona-
eTca mponudpepanys IJIMH, B cKIepe — OTJIOXeHUe nunupos. HalineHsb! Tak-
K€ HapyLleHus: MeTaboan3Ma JTHIIHoB — 1eheKT anba-oKHCIeHHS (PUTONa
HJIH €ro NpeflecTBEHHUKA — (PHTUHOBOI KUCIOTHI.

C noMouipio MONEKYIAPHO-TEHETHYECKHX METOIOB Y ManfaeHToB ¢ 60-
nesnbio dpupperixa BuIABIEHA 3KCNaHcUs TaHpeMHBIX GAA HOBTOPOB B
MepBOM HHTPOHE reHa X25. Bee Gonbhbie ¢ KiaccHieckiM (PeHOTHITIOM 3TO-
ro 3aboneBaHnss UIMENIM FOMO3UI'OTHYIO 3KCnaHcHio GAA-ydacTka. IpHYEM
4YUCIO TaHOEMHBIX MOBTOPOB y HHX B OJHOM HIIA OOOHX anNenNsix I'eHa npe-
Bbiiano 400 konwit. ITokazano, 4TO BO3MOXKHBI Pa3JIHUHbIC BAPUAHTHI NPO-
siBJeHus1 60JIe3HN M HApYLUEHHH NOBegeHUsl NaleHTOB, 00YCIOBIEHHBIE T'e-
TEPO3UIOTHOCTBIO MO 3KCIAHCHU NOBTOPOB MIIN KOJNEGNEMOCTBIO CTENEHH
3KCMaHCHU.

Eiue onHo 3aGoneBanne, XapakTepu3yrollieecs paccTpOiCTBOM KOOPIU-
HAIMH BIXXEHHA U OOYCIOBIEHHOE 3KCNAHCHEH TPHHYKJIEOTUIHbIX MOBTO-
pOB, — AYTOCOMHO-IOMHHAHTHLIE CHHHOLEpPEOIspusle aTakeun. OHU co-
MPOBOXIAFOTCS MPOrPECCUPYIOLIEl MO3XKEUYKOBOH aTaKCHEH, qu3apTpueil u
NposBIArOTCst B pAne (opM. B cnyuae kaxpoi U3 HUX HIeHTH(PHLHPOBAHBI
reHBI, cofepxXKalue 3KCnancuio TpuHykineoTuaHeix CAG-niosTopos. Jloka-
JIU3a1MA 30H 3KCIIAaHCHU pa3HoobpasHa — B cnyuae ¢opmel CIIA 1 310 Xxpo-
Mocoma 6p22-23, CLIAZ - 12q24.1, CLA3 — 14q32.1, CLHA6 — 19pl3,
CHA7 - 3pl2—p21.1. Kak o6HapyxeHo HccaegoBaTessiMi H3 MOCKOBCKOTO
HHCTUTYTa HEBPOIIOTHH B Clyyae Hambonee 4acTto Berpedaromeiica CLIA]
¢opMbi BMeeT MecTO 00paTHas KOppemsiis MeX]y YMCIOM TaHAeMHBIX
TPUHYKJIEOTUAHBIX [MOBTOPOB MYTAHTHOI'O aJJIeNs W BO3PAaCTOM MOABIEHUS
HNEPBBIX CUMIITOMOB GONE3HH. Y GONBHBIX ¢ HAHOONBLIEH MNIHHOH MOBTOPa
(50 konuit CAG) ¥ paHHHUM NPOsBJIEHHEM CHMITOMOB (21-26 nert) GonesHb
xapakTtepusosaiacb 0co0eHHO HeGnarompHvsiTHBIM TeyeHHeM. B rpymnme
6GOJIbHBIX ¢ HEOOMBIION CTENEHbLIO IKCMAaHCHH MOBTOPOB (39—45) HaGmopa-
JIACH 3HAYMTENBHAs BapuabeNnbHOCTL BO3pAcTa Hadana GoNe3Hu U ee TsaxKe-
CTH 1axKe y NalLlMEHTOB B npefenax ofHod ceMbn. Kak u B cnyyae xopeu I'en-
THHI'TOHA, MPOSABIAECTCS TEHACHLUA K TEHETHYECKON HecTaGUIIbLHOCTH MY-
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TaHTHOTO aJuleJisl MPH ero HaclenoBaHHH 10 JTHHAN oTua. HopMmanexbie an-
JIEJTH BO BCEX CAy4asX OCTaBalHCh FeHETUYECKH CTaOUITbHBIMH.

Takum 06pa3oM. MONEKYISpHO-TeHeTHnYecKasl mpupopa 3a6oneBaHni
YenoBeKa HaXOIUTCA B LEHTPEe BHHMaHUS COBPEMEHHOH HEHpPOTeHETUKH, U
ee YCUIHsl HAnpaBJIeHbI HE TOJNIBKO Ha M3YUYEHHE MEXaHHU3MOB U MPHPOILI
3TUX 3a60JieRaHHH, HO H HA MOKCK MeTO0B 3((EKTUBHOIO WX JICUEHHS Ha
OCHOBe MO3HAHUS ITUX MEXAHH3MOB.
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IF'nasa 9

MOJIEKYJ/IAPHO-TEHETHYECKHME COBBITHA,
COITPOBOXIAKMMUE IMPOINECCH OBYYEHHA
" NAMATH

IonbITKH HANTH MOJIEKYJIBI NAMSATH

Bompoc 0 MONEeKynapHO-TeHETHUECKHX OCHOBaX MamsATH Bcepbe3 Obin
NOCTaBJeH ML B 60-¢ rojbl BLIAKILUAMCS IIBEJICKUM HUTOIOrOM XOJbIe-
poM Xupterom (Holger Hyden).

WM 6p1tH pa3paGoTaHbl U3SAILHBIE U YpE3BbIYafHO TOHKHE METOMEL. T10-
3BOJIArOIIME aHanu3uposatk konudecTBo PHK u 6enka B oTnensHOR H30mH-
pOBaHHOH KIIETKE, a TAKXKeE onpenensaTs KadecTseHHEI coctaB PHK ¢ nomo-
HIBIO 37IeKTpOogope3a Ha IIEeNKOBLIX HUTAX. B onbiTax no oOyueHnro KprIC
Xupes H ero cotpynHuku o6Hapykumy, 4To Konudectso PHK B rex Beiipo-
HaX KphbIC, KOTOPBIE MPEeNONIOKHTENBHO HMEROT OTHOILIEHHE K JaHHOH (hop-
Me O6YydeHNHs!, yBeTHUNBAETCs, a €€ KAUECTBEHHBIN COCTaB (Cojlep>KaHue pas-
HBIX HYKJIEOTHJIOB) N3MeHsieTcs. XHJIeH MPUMLUET K BHIBOAY. YTO B xonne 06y-
YeHUs aKTHBHPYIOTCS HOBBIE, paHee “MOYaBline” reHbl, KOTOpbie CHHTE3H-
pytot HOoByro Marpuunyro PHK (MPHK), siBrsromyrocs Hocutenem nams-
TH—MoneKynoit namsati. bnaropaps ee cunTe3sy, T.e. (pyHKUMOHHPOBAHHIO B
COOTBETCTBYIOIMX HeHpOHaX Hekux HOBBIX ydyacTkoB [IHK, onmpenenennbie
NOBeJIcHUeCKHE HAaBLIKM 3aNevyaTyIEBAIOTCA B MO3ry >KMBOTHBIX. Bax-
Hasg poNb B XpaHEHNHW CJIEIOB MaMATH NPHUIMCLIBANACh TaK HA3LIBAEMOMY
6enky S-100. xonuyecTBO KOTOPOIro Tak»Ke BO3pacTaso B Xofe 00yUueHHs!.

B cBoeii koHmenuuM XwupeH ynme-
nrn Gonpllloe BHAMaHKeE B3aHMOJENCT-
BHIO HEHPOHOB M rUK. OH yCTaHOBHUIL,
YTO MapaiesIbHO YBEIIHYEHHUO COlep-
skanps PHK B Heliponax momonbITHBIX
>KHBOTHBIX B TOH e MPOMOPLMK CHH-
»kaetcs konudyecTso PHK B omuropen- b
OpOLMTaX, OKPYXKAarolMX 3TH Heipo- T
HBI, H CHE€Nanl BBIBOJ O TPaHCIOpTe .
PHK n3 onuroneunpoumtor B Heiipo-
HBI B X0ne O0y4YeHuUsl. .

3aTeM nocienoBano MHOXKECTBO
ny6IHKAaIMii, B KOTOPBIX OMHCHIBAJIH
ONBITHI MO BIHAHUIO TOPMOXEHHS
cunte3a PHK u 6enkos B Mo3ry c no- H

IBenckufl uuTonor Xonerep XumeH, oc-
HOBOIMNOJIOXHHK MOJNEKYISpPHOH HEHNpo-
TEeHETUKH.
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MOIIbFO AHTHOMOTHKOB aKTHHOMULIMHA, MYPOMHLIMHA ¥ LIUKIIOTEKCUMU/IA Ha
npouecchl O6y4YeHHsT pa3HbIX BUAOB »KMBOTHbIX (KPbIChI, MbILLH, ITHLbI, PbI-
ObI) 1 IEMOHCTPHPOBANIOCH, YTO TAKOE BMEILATEIBCTBO IIPENSITCTBYET OBJA-
AEHHIO pa3HbIMU HAaBbIKAMM, B 1aCTHOCTH MEILACT HAXOXKACHHUIO MPaBUIIbHO-
ro nyTu npy 0O6yuyeHun B nabupuHTe. Pe3ynbkTaThl 3THX ONBITOB KakK OyATO
nopTBepxaany runoresy Xupena. Jlanbiue 60nbIe: rpynna aMepaKaHCKHX
uccinepgosateneit (F. Babich u ap.) Beipenuna PHK u3 mosra obyueHHBIX
KpBIC 1 MHBELMPOBAZa €€ B MO3I HEOOYUEHHBIX XXHBOTHBIX. ABTOpBI €O00-
ILMJTH, YTO NOIONBITHBIE XMBOTHbIE 0OyYanuch ObIcTpee KOHTpoNbHbIX. Ha-
KOHEL|, CTali KOPMUTE HEOOYUEHHBIX IIOCKMX UepBeil Mnanapuil 06yueH-
HBIMM U, PETECTPUPYS CKOPOCTb 0OyUYeHHsi, OOHapy>XHIU €€ BO3pacTaHue y
MOJONBbITHBIX MNaHapull. AMepuKaHcKui MeguK KaMepoH Hamucan craThbio,
B KOTOpO¥ yTBEp»KAall, YTO KOPMIEHNE NMALUEHTOB ¢ OTEPEH MaMATH Ipe-
napatamu PHK cnocobetByer yactuyHOoMy ee BOcCTaHOBIIEHMIO.

I'nnoTesa, KOTOpO# He OTKaXKElb B KpacoTe, TEM HE MEHee He NOJTBep-
punack. Metoauka omnpepenenusi KayecrseHHoro cocrasa PHK, paspabo-
TaHHass XHACHOM M B CBOE BpeMsl HajienaBliasi MHOTO Ilyma, OKa3ajlach
CITMIUKOM I'PyOOii M HE OTpakaja peanbHOH CHTyaly, HabnmropaBlleiics B
kneTke. Korpa nossunace 6onee TouHasi METOAUKA, OKA3a/10Ch, YTO KauecT-
BeHHbIX n3meHennin PHK B Hefiponax npu o6yyeHnn He MpOUCXOMT, MOTYT
UMETHL MECTO JHILb M3MEHEHHS KONHYECTBEHHOIO COOTHOLUEHMS pPa3HbIX
¢pakumit MPHK, yxe npencyliecTBoBaBIIMX B KieTke. B3aumopeiictBue
TJIMH U HEPBHBIX KNeTOK B siipe HeitTepca, Koropoe Hccleposan XUpeH,
NMPOaHAMTU3UPOBAN C MOMOILBIO INEKTPOHHOH MHKpOCKONHMH. OKa3alock,
yTO onuropeHppouuThl, TpaHcnopT PHK 13 koTopbix B HEHpOHBL NOCTYIH-
poBan XHfEH, B 3TOM fAipe HE UMEIOT KOHTaKTOB C HEPOHaMH H, CliefloBa-
TENIbHO, HE MOIYT CIY>KHTb MCTOUHUKOM pononnutenbHoft PHK gns Hux.
IIBepcknii 6uonor A. Iucrpém (Edstrom) BMecTe ¢ A. I'pamnniom (Grampp)
obHapy>xunu, uro TopMoxenue cuhiresa PHK akTunomuiinom B HelipoHe
peLienTopa HAaTSDKEHHs Paka HIKaK He cKa3biBaeTcsl Ha (DyHKLIUH 3TOH KieT-
K#t. OImbITbl pOCCHHCKOro MonekynspHoro 6uonora E.B. Bensickoro na
MOJINIIOCKaX MOKa3alld, |TO Npu OOYUEHHH YITUTOK HE MPOUCXOAUT BKIIOUe-
HU$1 HOBBIX T€HOB, HO BO3pacTaeT aKTHBHOCTh Y€ (DYHKIHOHHPYIOILHMX 30H
JHK, uto MOXHO HabMIOAATh HE TONBLKO MPH 00YUEHHH, HO M IpH OObIYHbIX
¢usuonoruueckux Harpyskax. VIHbIMH cnoBaMi, Hapsiy ¢ THIIOTE30H O cy-
IIECTBOBAaHNMH CHELM(PHUYESCKUX MONEKYJ MaMSTH MOJIYy4YHia MOIEKYJISPHO-
OUONOr¥UYECKYIO MOAAEPKKY U cTapast runores3a Pamon-Kaxans, ceonubLuas
NpoLcce 3alIOMUHaHUA K OOpa30BaHHIO HOBBIX (DYHKIIMOHANIBHO 3aMKHYThIX
HEATPalbHbIX KOHTYpPOB, B KOTOPBIX LMPKYJIHPYET UMIYJILC BO3OYKICHHUSI.
ITpu aToM akTUBHOE (DYHKLMOHMPOBAHHE BXOMAILMX B ITOT KOHTYp Heps-
HBIX KJIETOK TpebyeT bosee HHTEHCHBHOTO CHHTE3a OeiKa U COOTBETCTBCH-
Ho MPHK, 3a cuet uero u perucTpupyeTcsi NOBBILLIEHHE COREPXaHUS ITHX
BEILECTB MPH OOYUYEHHH, KOTOPOE B AHHOM Ciy4dae sIBNAETCS A KAXKIOTO
HEHpOHa 06bIUHOM (PYHKLIHOHANBLHOI Harpy3koit. CreriHYHOCTD Xe Ipo-
1ecca OGyUeHHsI pealliu3yeTcsl He Ha MOJIEKYNSPHOM U JiaxKe He Ha KIeTOu-
HOM YPOBHE, @ Ha YpOBHE TKaHEBOM — HEHPOHHBIX aHcaMbIneil, ocylecTBIIs-
IOLIMX MPUOBPETEHHbIH HABBIK.

UTo ke KacaeTcsl BIUSIHASA aHTHOMOTHKOB Ha Mpouecchl OOyYeHus, To,
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Kak nokasan KopoukuH, gaxe B Manbix Jo3ax (MEHBILUX, YEM T€, YTO HC-
MONb30BAJM B 9KCNIEPUMEHTaxX MO O0YUYEHUIO) OHH ClIOCOOHBI BbI3bIBATD Ma-
TOJNIOTHYECKHE M3MEHEHHUS B HEPBHBIX KJIETKax M Aaxe rubenb. CyecTBeH-
HOE 3HaUYEHHE UMEET H TO OOCTOSITENbCTBO. UYTO BCE HCNOJIb3YyEMbIE B TAKO-
ro popa 3IKCIEpPUMEHTax aHTHOMOTHMKYM HapylUaroT NpOHMLAEMOCTh KpOBe-
HOCHBIX COCYIOB, BRI3bIBasi OTCUHbIE SIBIICHHS, YTO, ECTECTBEHHO., HeOnaro-
NPUATHO cKa3biBaeTcs Ha Mopdonorun # PyHKIUOHNPOBaHHN HEPBHOM TKa-
Hi. Bonee toro, amMepukanckuM HeitpoxumukoM PrnekcHepoM (Flexner) u
np. 6bUTO HaNACHO, YTO aHTUOMOTHKH MOTYT GJIOKUPOBATh MPOLIECChl CHHATI-
THUYECKOM TIepefayil MMITyJIbCOB OT HepOHa K HEHpPOHY, T.€. BbI3bIBATh (-
3UONOTHYECKHE HApYIUEHUS B (PYHKIIMOHMPOBAHHMU MO3Ta HE3ABUCHMO OT
TOro, KAKOBO COCTOSIHUE PaGOThI TEHETHYECKOrO amnnapaTta HEpBHBIX Kile-
TOK. Takum 06pa30M, BBEJIEHHE aHTHOMOTHKOB B MO3r MPENATCTBYET 00yUe-
HUIO, TOTOMY UTO BBIBOIHMT W3 CTpOA Lenbie (PYHKIUOHANBbHBIE aHCaMOIu
HEpBHbIX KJIETOK B 30HE BBECHUA NMpenaparta. PerucTpauusi ckopocTa 06y-
yeHust B onbITax no seepeHuto PHK o6yuyeHHbIX )XHBOTHBIX B MO3T HeOOY-
YeHHbIM OKa3asnach iepekTHOl. B mickMe KpynHeHInx aMepruKaHCKYX Hel-
poOuonoroe, ony6auMKoBaHHOM B >ypHane “Science” (1966, T. 153,
c. 658-659), a1 ganHbIe ObLIN ONMPOBEPrHYThI. IKCIEPUMEHTBI IO NIPOBEP-
Ke OMbITOB ¢ BHYTpUMO3roBbiMi MHBeKuMsMu PHK nposopunuce B 601b-
mom ob6beme B MHcTuTyTe 1Tonorun u reHeTuk B HoBocubupceke, pe-
3yJbTaThI BO BCEX Clyvasix ObutH OTpruarenbHbIMu. UTO KacaeTcs KOpMIle-
HUS TNIaHapHil, TO OKA3aI0Ch, YTO B TeJle OOYUYEHHbIX XHBOTHbIX 00Opa3yroT-
Csl CTUMYJIATOPBl, YCKOPAIOIIME CHHAaNTHUECKYIO INepefaiy MMMNyJbcOB OT
HEUpOHa K HEHPOHY, MMEHHO 3TO OOCTOATEJNILCTBO ¥ OOYCJIOBUNO MOpasu-
TenbHbI 3(pPEKT B IKCIEPUMEHTAX ¢ KAHHUGANTU3MOM.

Heypaueit okoHUMIHCE ¥ NONBITKY NPUNHUCATD (PYHKIMH MOTIEKYJI TaMsi-
TH GENKaM H BbIIETUTDb OEJTKH, OTBETCTBEHHBIE 32 CHELHAMHUYHOCTD TOTO HITU
HHOI'O MpHOGPETEHHOroO HaBbiKa. Hanbonee usBecTHbl paboOThl B 3TOM Ha-
npaBlieHnH aMepuKaHckoro Heitpobuonora I'. Yurapa (G. Ungar), BHUMaHue
KOTOPOr'O MPHBNEK TOT (haKT, YTO TPbI3yHbl NPH BO3MOXHOCTH BbIOpaThb
MEXAY TEMHBLIM W OCBEILEHHBLIM OTAEICHUSMH KJIETKH NPERNOYHTAOT TEM-
HOTY. YHrap nomeuall Kpbic B AIHK C BHIXOOM Ha OCBEIICHHbII MaHEX, B
OJTHOM M3 VIJIOB KOTOPOTLO HaxORWIOCh TeéMHoe oTaesenue. Tlpu nonbitke
3ailTH B TEMHOE OT/IEJICHUE KPbIChI MONYYAIH YHAp 3NEKTPHUECKHUM TOKOM,
TaK YTO B KOHLE KOHIIOB y HUX IpOMafaia OXoTa NpsTaTbes B TEMHOTE. Ec-
T 3KCTPAKT U3 MO3Ta TaKUX XUBOTHBIX BIIPLICHYTH MbIIIaM, TO OHH TO yT-
BEpXK/IEHUI0 YHIapa OTKa3bIBAJIHCh 3aXONUTh B TEMHOE OTAEIICHHE B OTIIH-
ype OT KOHTPONBHBIX MbILIEH, KOTOPbIM BBOJAMIIY 3KCTPAKT U3 MO3ra HEODY-
YEHHBIX KpblIc. [leficTByOIEE Hauano GbINIO BBIIEICHO M3 IKCTPAKTa U OKa-
3a510Ch MENTHAOM. COCTOSIBILUMM M3 15 aMPHOKHCIIOT M MOJYYHBILUM Ha3Ba-
Hie “ckOToghoOuH” (oT rpet. ckotodobus — 60s13Hb TEMHOTHI). OHAKO OMNbI-
Thl YHrapa He YRajJochk BOCIPOU3BECTH, H OHHM TOYHO TaK 3Ke, KaK M ONbITbI
Babuua u ap., Ob171# MOBBEPTHYTHI CEPLE3HOH KPUTHKE 38 METOAMUYECKHUE JiE-
¢extbl. COBCTBEHHO, ¥ (PH3HONOTOB cpa3y Moc/e MOSBICHUS MyONTHKaLHH
YHrapa BO3HHKIIM cepbe3Hble COMHEHHS B HHTEPIPETAMH PE3yNbTATOB €ro
onbiToB. M fefcTBUTENBHO, KAK HUUTOXHBIE KOIMUECTBA BBEICHHOTO NENTH-
Aa MOIJIM HanpaBisThCS K HY>XXHBIM HEHpPOHAM M TPOHMKATh MMEHHO B
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N \ Puc. 9.1. O6pa3oBanne HOBBIX MeXKHeil-
@) C/\/.\/___— O_—_ POHHEBIX cBsi3eil no XeGoy

/ A ITokazaHo. Kak [Ba HeiipoHa 00pasyioT

cHHamnchl Ha TpeTheM. Chauana (I), korpa

\ aKTHBEH HMXXHMIT (TEMHBII) CHHAaNC. NPOHC-

/I} @: XORUT BO3OYXKAEHHE TPETHLETO HENPOHA,

KOTOpPOE HE MOXET ObIThb BbLI3BAHO Uepes3

CITHILIKOM cnadbIil BEPXHI (CBeTNbIH) ch-

_A
WNC’\//——\_: \( ,\/_) Harc. OpHako IIPH OJHOBPEMEHHOM BO3-
peiicTeun oooux cunarncos (I1) TpeTuil neit-
/A /A POH TOXe BO30YXJaeTcs H B HEM MpO-
HCXOOMT Psifi ITOCJIEROBATENbHBIX SHOXUMH-
YeCKHX [MPOLECCOB, KOTOPbLIE YCHIHBAKT mpexpe cnalblil Bepxuuit cumanc. B pe-

synbrate (IlI) BepxHmHil ciHanc npuoOpeTaeT cnocOOHOCTL caM TNO cebe BhI3LIBATH
peaxilMio TpeThero HeHpona.

HUX, YTOGbI 3aKOAUpOBaTh HOBYIO UHpopmamio? M ecnu 661 Ha camMoM fie-
Jie CyILecTBOBaM “NENTHAbI MAMATH M KOHLIEHTpALHs KaXA0ro U3 HuX Obl-
712 Takoli Xxe, KaK KOHLUEeHTpauHs cKoTopoOuHa, TO ANsl KOHPOBAHHS! BOC-
MOMMHAHUI HA NPOTSXEHHH YENOBEUECCKON XU3HKM MX COep>KaHHE B MO3TY
pocTnrano 6l COTHH KUJIOTpaMMOB. YTO HaMHOroO OOJbLIE CpefIHEro Beca
Halllero Tena.

Mo>KHO IyMaThb. ITO B KOHEUHOM MTOrE CIIpaBeJIIMBON OKaXKeTCsl THIO-
Te3a, BeiiBRHYyTas PamoH-u-Kaxanem w passuras Xe660M: npouecchl 06y-
YEHUS PeaTU3YIOTCS Ha YPOBHE HEHpOHHbIX aHcambieil. T'eHbl KoHTpoupy-
TOT He 0cOGEeHHOCTH NOBENEeHHs], He CNOcOoGh] K OGYUEHHI0 H 3alIOMHHAHMIQ,
2 0COOEeHHOCTH OpPraHH3amMM MO3ra, COCTABISAIONHNX ero Moayiell U Hel-
ponHkIX ancamonel. U yxe gepe3 0coGeHHOCTH 3TOI OpraHH3aIH HacIexy-
eTcs cnennprka noBeleHHs KaK *XHBOTHLIX, TaK H YelloBeka. ['eHn1, cneno-
BaTeNbHO, AeTCPMHHHPYIOT NOBeJeHYeCKHe NPU3HAKH wepe3 ynpaBlieHHe
Pa3BUTIIEM HEPBHOM cMcTeMBbI B oHTOrene3e. Korga cnoXuBuiasicsi Ha OCHO-
BE I'CHETHYECKOM MPOrpaMMbl HEpBHAA CUCTEMa HAYHMHAET (DYHKLIHMOHHUPO-
BaTb, aKTUBALHMA KaKHX-THOO0 reHOB N obecneueHus crelpuuHOCTH 3TOi
¢yHKUmy He TpebyeTcs. MOXHO cpaBHHTDL 2Ty CHTYaLUIO ¢ peaKIMel cBep-
TLIBaH1S KpOBU. Bee KOMIIOHEHTBI 3TOMN peaKLUKH BO3HHKAIOT B pe3yJibTaTe
¢hyHKLIHOHUPOBAHIIS! TEHOB, HX KOAUPYOMX. OIHAKO I8 TOro. YTOGkI 1o-
¢Ji€ TOTO, KaK Bbl MOpe3any Najci, CBepHyIach KpOBb, aKTHBAMS 3THX re-
HOB He Hy>XHa (puc. 9.1).

I'eHeTHYECKHE CIOCOOHOCTH K O0YIEHHIO Y APO30(hNIbI

BHuMaHne K TreHeTHYeCcKMM OCHOBAaM OOyueHHA y Apo30(uibl GbIIO
NPUBIEUCHO YX€ YMOMSIHYTBIMM Bbille paGotamu Caliviypa Bensepa, u ¢
3TOTO MOMEHT2 HAKOMUIICS 3HAUNTENbHBIT (PaKTHUeCKHH MaTepuan, Kacaro-
HIMiCSA JaHHOM IPOOIEMBI.

B na6opartopnu Bensepa ynanock BolpaboTtats y Apo30hIiibl Knaccide-
CKHl YCJIOBHBIH peddleKe Ha pa3inyuHEIe 3anaxoBble pasipasxkuTenu (onbga-
KTOpHOe oOycnoBnuBaHue), B 4yactHoctd. 3-oktaHon (OKT) u 4-merun-
nuknorekcados (MLTY). opuH U3 HUX TIPEABSIBNSNN BMECTE C yaapaMH 3JEK-
TpHUYECKHM TOKOM B KauecTBe O6€3yCAOBHOro pasapaxurens. Bri-
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710 BBENIEHO NoHsiTHE HHAEKC 00yueHus (MO), KoTopblil 0Tpaxan coOTHOolLe-
HHE MYX, H36erafolLluX 3anax, CoOYeTaHHbIi ¢ aNeKTpuyecKuM ToKoM (Y C+),
H MyX, W36erarolux 3amax, He coueTaBlunii ¢ TokoM (Y C-). Ecnu Myxu He-
crnoco6Hbl 00yuaThes, oHu u3berator YC+ n YC- oguHakoBo, u torga MO
paeeH Hynto (1YC+ — 1YC- = 0). Eciun Bce myxn n36erarotr Y C+ u He u3be-
ralot YC—, To MO pasusietcs enunuie (1YC+ — 0¥YC- = 1). o nanubiM
rpynnbl Bensepa uHpekc o6yuenust y Myx aukoro tuna pasex 0.34 £ 0,02.
OnHnako nosgHee amepukaHckue revetuku Tmm Tymm (Tully) u Ix. Keun
(Quinn) CKOHCTPYHPOBAK HOBBII1, YCOBEPILECHCTBOBAHHbIH anmnapaT AJis Bbl-
paboTKH YCIOBHOrO onb(hakTOpHOro pedJiiekca i NONYUMIH Y MyX JHKOrO
trna MO 0,89 £ 0,05. MakcuManbHbIi HHAEKC 06yUYeHusi HabIomancs npu
OBHOBPEMEHHOM NPefbsIBIEHHN YCIOBHOIO (3anax) u 6e3ycnoBHOro (Tok)
CTHMYJIA, C YBEJIMUEHHEM UHTEPBANa MEXKIy HUMH HHIEKC OOYUECHUsI YMEHb-
LIarncs.

B rpymne Ksuna 6bina uccnefoBana BbIpaGOTKa MHCTPYMEHTANLHOTO
ycloBHOTO peduiekca y apo3zoguinsl. st 9Toi uenu nanku gByx Myx ObLTH
MPHCOCTMHEHBI MOCIENOBATENLHO K LENU JEKTPOCTHUMYIATOpa. Boskuit
pa3. KOraa nepsas Myxa OIlycKana Nanky B COJeBOH TOKONpoBOAAIMi pa-
CTBOp, LiETb 3aMbIKaach # 06e MyXH monydand ynap TokoM. IlocreneHHo
MepBasi MyXa Hay4ulach yAep>KHUBaTh JIANKy U TeM caMbIiM U306eratb yaapa
TOKOM. BTOpas Myxa cnyxkuna “‘ciapeHHbIM” KoHTponeMm. OHa nonyvyana
3JIEKTPHYECKHUE YIaPbl OJHOBPEMEHHO C MEPBO# MyXOil, HO OHH He ObLIM
CBSI32HbI € €€ COOCTBEHHBIM MOBEACHHEM, TIOITOMY Y HE€ MHCTPYMEHTAJNb-
HBbIfi YCNIOBHBI pechnekc (ynep>KHBaHue JIanKy HaJl pacTBOPOM) He BbIpaba-
ThIBajicA. OKa3zanoch, YTO MO 3TOMY METOAY ObUIM cnOcOGHBI 06ydYaThCH
92% MyX QUKOTO THIA.

Iletepbypreckue reverakn H.I'. Kambimues. K A. Unuanu u gpyrie uccrie-
AOBallH BO3MOXHOCTB BbIpaOOTKH Y MPO30(HIIBI HHCTPYMEHTANBLHOIO YCAOB-
HOro pediiekca no pa3paboTaHHON UMH METONHKE ONEPaHTHOrO B3auMO00y-
YeHHs MyX B rpynnoBoit cutyauus. IlpeuMyinecTBo aToft METOAMKHA 3aKIrOYa-
eTcs B TOM, UTO HcCliefoBaHHas hopMa OOyUCHUs! SIBISETCSH €CTECTBEHHON 1
HMEET afianTUBHOE 3HaueHHe. [Ieno B TOM, YTO B TPYNIIOBON CUTYaluH, Xapa-
KTEPHOW [ IPO30hUITbI B MECTAX ECTECTBEHHOIO OOUTAHUS, [JIe MyXH 00pa-
3YIOT CKOIJICHUSI HA TIOBEP>KEHHBIX OPOXEHHIO (PPYKTAX, UINUILHAA UX aK-
THBHOCTb IPUBOIUT K BO3PACTAHMIO YaCTOTHI (PH3NUECKIX KOHTAKTOB MEXJTY
0COOsIMH, B XONIE KOTOPBIX MYXH HAHOCAT APYT ApYry yaapbl nankamu. O6MeH
B3aUMHBIMH yhapamu siBNsAeTcs Kak Obl “HaKa3anuem” 3a TIPOSIBNEHHYIO ak-
THBHOCTDb U BEJIET K €€ CHHXKEHHIO B PE3YJILTATE ONMEPAHTHOTO OOYUEHHS, T.€.
0OYyUEHHs METOAIOM NMPO6 1 OILUINOOK, IPH KOTOPOM MOBEACHUE XUBOTHOTO, 3a-
KaHuMBaroLIcecs MOJyuYeHHEM BO3HATPaXXACHUS HITN NO3BOIsitoLIee n36exaTh
BO3AECTBHSI HEOAArONPUATHBIX (haKTOPOB, CTAHOBUTCS GoJiee BEPOSTHBHIM B
AanbHEHIIEM. a BEPOSITHOCTh MOBEACHHS. KOTOPOE MPUBOIUT K OTPHLIATENh-
HBIM MOCTIEACTBUAM, CHUXaeTcsl. CHUXXEHHE aKTHBHOCTH YMEHBIIAET BEPOSIT-
HOCTb (hU3MYECKUX KOHTAKTOB U MO3BOJISET MyXaM HE TpaTHTh BPEMs Ha ar-
peccuBHbI€ [IEHACTBHS, 4 UCIIONB30BATh €O s YNOBIETBOpeHus Honee Bax-
HbIX >KM3HEHHBIX NOoTpebHoCcTell. B KauecTBe KpuTEpHsi B3aMMHOro OGyYeHuUst
MYX B IPYIINOBOIl CUTyaLil pacCMaTPUBAETCH YCYTyOJIEHHE CO BpeMEHEM pas-
IMymnii MeXJy OFUHOUYHLIMA OcOOSIMH B MyXaM¥# B TPYIIIE N0 BPEMEHH, IpOBe-
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HEECHHOMY B aKTUBHOCTH, M [10 HEKOTOPLIM BPYTHM TapamMeTpam ABHraTebHO-
r'O TIOBEJCHUSI.

B cuny xopolieit reHeTHYECKOH H3yUEHHOCTH Ipo30hHIIbI Ha Hell ynob-
HO HCCIEAOBAThL MOJIEKYTAPHO-TEHETHUECKAE OCHOBBI MPOLECCOB OOYUCHHs
u namsti. PaboTbl, HauaThle B 3TOM HanpabiacHun C. Bensepom, Obunu B
RanbHeHIeM pa3BUTEl BO MHOTHX J1JaGOpATOPHSIX M NMPUBENH K BRISBJICHUIO
L[EJIOr0 PAfia COOTBETCTBYIOLIMX MyTAHTOB, 3aTPAarHBalOLIMX MOJIEKYJISIPHbIE
MPU3HAKH.

OpHuMm 13 nepBbIX ObLT OGHapyKeH reH dunce (dnc), NOKanu30BaHHbIN
B X-xpomocome, B 06nactit 3D4. MyTaHTBI 110 3TOMY FE€HY UMEIH OUEHb HN3-
KUl MHIeKC OOyYeHUsi MPH UCMONb30BaHMK ONnbpakTOpHOit MeTopuku Bex-
3epa. OKa3anock, OHAKO, YTO TIpH MOJNOXHUTENbHOM NOFKPEIUIEHAR PACTBO-
pOM caxapo3bl OH ObLT GIIM3KHM K HOpME, HO MyTaHTHbIE 0cobu 6oree yeM
B 25 pas 6bicTpee 3a0bIBany MpHOOPETEHHBIH HABbIK IO CPABHEHHIO C MyXa-
MH JUKOTO THIIA.

B nocnepyroiem red dunce (dnc) 6bin upeHTHUIHMPOBaH KaK reH, KO-
mupyromui ocopuacrepasy 11 (PII-11), koropass paciennser tAM®P
(UMKJTHYECKHi ageHO3MHMOHOgocdaT).

Myxu ¢ genenueil no Kopupyrowemy aty @173 pafiony 3D4 xapakrtepu-
3yt0Tcsl B 2—7 pa3 6onee BbICOKHM YpoBHEM HAM® 1o cpaBHEHUIO ¢ Myxa-
MH AMKOro THNa. Bbpuio nonyyeHo HECKONBKO MYTAHTOB MO TeHy dunce U ¢
NOMOUIBIO KOMIUIEMEHTALHOHHOIO 2HANK3a BbISBICHO 1IECTh alljieNeil aTo-
ro JIOKyca ¢ pa3HbiM ypoBHeM OJ1I-I1.

I'en dunce — opuH W3 caMbIX GONBINAX UACHTU(MhUUHUPOBAHHBIX Y APO-
30¢unbel M 3aHuMaeT okono 140 k6. B pesynbraTe anbTepHATHMBHOrO
CTNJIaMCHHTA H MPOLECCUHIa UM NMPOAyLUpyeTcs o KpaiHeit mepe 8—10 mo-
nekyn PHK paszmepoM ot 4,2 no 5,9 k6. OnuH #3 MHTPOHOB 3TOrO reHa He-
O6BIYHO BENUK — 79 K6, BHYTPH HETO COEPKUTCA 1O KpailHeil Mepe 2 gpy-
rax reHa (Sgs-4 u Pig-1). TlepBblil M3 HMX KopmMpyeT OOMH M3 OCIIKOB
CITFOHHOW >XeNe3bl H 3KCNpeccHpyeTcsl B 3TOM OpraHe B JIMYMHOYHBIH 1e-
puon xku3Hu. BTopoil Takke 3KCIpeccHpyeTcsi B CIIOHHOM Xenese, HO
TPaHCKPHUIILUS €ro OCYLIECTBISIETCA B MPOTHBOMOJOXHOM HANpPABICHHH.
IMponykT rena dunce umeet romonoruio ¢ ®J13 apyrux opraHu3MoB, B TO
K€ BPEMs B 3TOM JIOKYCE TIPHCYTCTBYET TaKXe€ MOCAEAOBATEILHOCTh, T'O-
MOJIOTHYHAS FeHy, KOJIUPYIOILEMY FOpMOH SHLEKIAIKH Y MOJUTIOCKA arin-
3WH, UTO. BEPOSITHO, OOBACHSAET €ro MIeHoTpOonHbIN 3¢h¢heKT Ha TpoLecchl
penpofyKuun Jpo30¢hunsl.

I'en dunce 3kcnpeccupyetcs B I[pHOOBHIHBIX TEJIaX MO3Ta JIPO30(HIILI.
HzssectHo, uto y Drosophila melanogaster kaxxpoe 13 [{ByX rpuOOBHIHBIX TEN
cofep>kuT oKono 2500 HeHpoOHOB, MOCBUIAIOIIMX CBOM [CHJIPHTBHI B BEHT-
PalTbHBIN K NEPUKaPHOHY HEHPOMUIb, TAE pacloNoXeHbl HEPBHbIE OTPOCT-
KH OT aHTEHHANbLHBIX IONIEH U Y HEKOTOPBIX HACEKOMBIX M3 3PUTENIbHOMN U
APYTHUX CEHCOPHBIX cHcTeM. OUeBUAHO. TPUOOBHIHBIE TENA MONYYAKOT UH-
¢opManMio 13 aHTEHHANBHBIX JIONEH Yepe3 UX ACHAPHTDI, JIOKATTM30BaHHbIE
B calyx — obnacT Mo3ra, BEHTpanbHON K rpHOOBHHBIM TesaM. [lpepnona-
raeTcsl Ha 3TOM OCHOBAHUM, YTO TPUOOBHIHBIE TE€NA HACEKOMbIX SBJISOTCS
HEKHM aHATIOrOM THINOKaMIIa MO3BOHOYHBIX.

MaprtuH I'eiizen6epr (M. Heisenberg) BbisiBun BaxkHyro posib IpUOOBHI-
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Hemenxnit HefiporeHeTHK MapTun [efzen-
oepr.

HBIX TeJsl B npolieccax MOBENICHUS U
0o6yueHus y apo3ochunb, Gnaropa-
p# MOJTyYUECHUIO psifia MyTaHTOB C U3~
MCHEHHOM Mopdonoruenn  3Toii
CTPYKTypblI (puc. 9.2):

1. vacuolar pedunculi®S67, vap
(54,2 £ 1). Bakyonusauusi 3TOil
CTPYKTYpbI ¥ THOEIb BHEILIHUX HEil-
POHOB B 0OJIaCTH HOXEK.

2. beta-lobes-fusedBG!7b.  pef.
I'puboBuniHbIe TEna XapaKTepy3y-
IOTCA  apXaW4yHOW  CTPYKTYpO#
— CIUSTHUEM HX B BEHTpalbHON 06~
nacTd. Y MyX 5TOH JIMHMM HapyLIEH
¢doToTaKkcuc, MNO-BHAUMOMY, 3a
cyeT aHoManuil B pa3BUTHU a3 H
OIITHYECKUX AOJIEM.

3. Mushroom body defectkS63, mud (50 + 3). B atoM cnydae aHTeHHaNb-
Hble fonu u tractus olfactorio globuralis cunrHO pacummpensl. Ha cropone
calyces HaiileHO OIPOMHOE KOJIMYECTBO OYEeHb TOHKMX BOJIOKOH, (pOpMH-
pyroLLuxX cBoeoOpa3HbIe TONBKA CHAPYKH OT INIaBHOrO LEpEOGPabHOrO He-
pOMuUIIst, HO CBSA3aHHbIX ¢ HUM tractus olfactorio globularis ¥ gpyruMu Bonok-
HamMi. PopMa LIEHTPaNbHOTO KOMILIEKCA YacTO UCKaXkeHa. I'puOGOBHIHbIX
Tell He OOHAPYKEHO.

4. Mushroom bodies deranged®S65, mbd (56 £ 5, npokcumanbHast yacTb X-
XpOMOcoMbI). PazBuBaeTcss TOIBKO HEMHOTO BOJIOKOH, HEKOTOPBIE U3 HUX €O
croponsl HoxekK (pedunculi) yromuensl. Jonek (lobes) He 66110 06Hapy>xe-
Ho. Calyces cyriecTBEHHO YKpYIIHEHbI, BHYTPEHHHE BOJIOKHA Pa3pacTaloTcsl,
HO HE BCTYNalOT B LepeOpanbHblil HEeHpONumib, aKKyMYIHpYsich BOJIH3H
calyces. ['puGoBuyiHbIE TENa Yy MyTAHTOB pa3BHBAarOTCA HOPMallbHO Ha 3MO-
PHOHaNbHOM M INYUHOYHOII cTaguy. OHaKO B TEYEHHUE MEPBBIX YacoB pas-
BUTUA KyKONKH 60% cocraBnsronux rpubOBUHBIE TENIa BOJOKOH KIETOK
KeHboHa y MyTaHTOB IET€HEPHPYET.

5. Mushroom body miniature (mbm) — 21B-C1. Y aTnx Mytanros rpu6o-
BHfHbIE TeNna HOpMalbHO pa3BUBAIOTCS [0 TPeTbEl JUUAHOYHON CTafuu,
KOIJIa BOJIOKHa Kj1eTOK KeHbOHa ucue3aroT, HecMOTps TO, UTO TeNa caMuX
KJIETOK OCTaIOTCs KMBLIMU. B manbHeiuem B npouecce Metamopdo3a H 'y
uMaro rpuGOBH/IHBIE TENIa YMEHBINAIOTCA UK Mcue3atoT Boodie. [Ipossie-
HHE MyTaL{K 3aBHUCUT OT 11012 — MyTalMsl BAUSET TONBKO Ha FPUOOBUAHbIE
TeJla CaMOK, TOTa KaK Y CAMIIOB OHH OCTAIOTCH HOPMaJIbHBIMH.

MyTtaHTHBIH (heHOTHTT BecbMa BapuabelsieH, TaK 4TO neeKT MOXET
ObITh BHIPAXCEH B pa3HOM CTENEHH, 2 HHOI 2 NPOSBIAETCS TONHKO Ha Of-
HoM cTopoHe. [loBeneHue U cmOCOBGHOCTH K OOYUEHHMIO TAKHX MyX HE KOp-
PenupoBano co cTeneHbio anatomuueckux pegektos. [Iposepennnie Teit-
3eHOEproM 3KCIEPHMEHTHI MOKAa3any, YTO y MYTaHTHBIX XXHBOTHBIX HET
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Puc. 9.2. M3meHeHns cTpoeHus rpu-
GOBHIHBIX TEN Y MyTaHTOB Apo30¢hu-

UKWiA Tun
A nel. Ilo T'eiizeHGepry.

HAapyLIEHUH MOTOPHOH KOOpIHU-
HallUl W, CIEAOBATENLHO, AJis
OCYIIIECTBIICHHA 3TOI (QYyHKIUH
HEpPBHO# CUCTeMbl TpHOOBUJA-
Hbl€ TENA He SABIAIOTCA KIIOYe-
BbIM KOMHOHEHTOM. He cTonb
CYIIECTBEHHO UX HAMuHe U 1S
BBINOJIHEHUSI pUTyaNla yXa>KUBa-
Husi. JIOCTaTOYHO  YCHEIIHO
COPaBISIUCL MYTAHTHBIE MYXH
U C BHINONHEHHEM APYrUX MOBE-
JICHYECKHUX, B TOM YHCIIE H CBS-
3aHHbIX C¢ OOyYEeHHEM, TECTOB.
Ieiizenbepr MpeAnonaraeT
cBA3L TPHOOBHUIHBIX TEN C Oonee
CnoXHbIMH ¢OpMaMH TOBEJIE-
HUA ¥, B YaCTHOCTH, C accoljua-
THBHBIM OJNb(AKTOPHBIM 0O0Y-
CIIOBIIMBAaHHEM.

Tak, y MyTanToB mbm u mbd o6HapyXeHbl AePeKThl TONLKO ONb(ak-
TopHoro obydenus. [lpu atom gedekT o6ydeHHs1 HEe 3aBHCEN OT BbIpaXKEH-
HOCTH MOP(ONOrHYECKHX aHOMAIHE i He ObLT CBSI3aH HU C YMEHBIIEHUEM
YYBCTBHTEIIBHOCTH K 3amaxaM I JEKTPUUECKOMY TOKY, HH ¢ H3MEHEHHsI-
MH [BUCATENbLHOH aKTHBHOCTH.

I'puboBupHbIE Tena y MEpenoHYaTOKPbUILIX (Hymenoptera, mMypaBbH,
OCBbI, ITYENBI) OCOBEHHO OOITbIINE, UTO OTPAXKAET UX Ba’KHOCTH B NMOBENEHUH
U MaMATH, CBSI3aHHBIMU ¢ COL{HAIbHBIM TIOBeAeHueM. CunTaercs, YTo B Mpo-
Leccax 3allOMUHAHHS Y HACEKOMBIX NMPUHUMAIOT yYacTHE W OpyrHe OTACIHbI
MO3ra — B IIEPBYIO OUEpE/ib AHTEHHAIbHbIC IOJH, LIEHTPAIbHBIH KOMIIEKC U
JiaTepajlbHbIN NpoTOLEpeOpyM.

B rpuGoBUAHBIX Ke TeJlaX IKCIPECCUPYIOTCS U €Lie OUH TeH, rutabaga
(ruf), BLIIEJICHHBIA MPAMEPHO B TO XK€ BpeMs, UTO U dunce, u NOKaNU30BaH-
Hblit B 06nacta 12F5-7. DTOT reH, B NpOTHBOMONOXHOCTL MpEABLIAYIIEMY,
KOJMpYeT NPOAYKT, OTBETCTBEHHBIN 3a cuHTe3 UAM® — KaTaIuTHYECKyrO
cyopepuunly Ca/kKanbMopynuH-3aBUCMMOl apeHunaTuknassel (ALl Rut-
AC). Rut-AC He akTHBHpYETCS MOHOAMUHAMU — ROHaMHAHOM, CEPOTOHHHOM
WM OKTOIaMAHAOM, HO akTHBHpYeTcs HeiponentiagoM PACAP, o kotopoM
peub Hmke. [oMO3UroTHbIE rut/rut XXUBOTHBIE YTPaYuBaloOT yHKLpIO ALl 1
MOJTHOCTLIO JIHILEHBI cTOCOGHOCTH K OJbhakTOPHOMY O0yUEHHIO, TOTAA KaK
Y reTEpO3NroT Fut/+ OHU MMLLB clierka yxyaueHnsl. Kak i B cnyyae ¢ npefibl-
nyiieii MyTauuei, MyTaHTbI rut OGHapYXKUBAIOT NPAKTHYECKH HOpMalbHble
c10COGHOCTH K OOYUEHHIO ¢ MUINEBHIM NOJKPEIIeHHEM, HO 3a0bIBalOT MpH-
0BpeTeHHbIH HaBbIK B 25 pa3 GbICTpee HOpMalbHbIX MyX. 'eH rut, kak dunce,

vacuolar
pedunculi kS €7 yap
(54,211)

beta Ilobes
fused BG 17b pef

mushroom body
defect KS € mud
(5043)

mushroom bodies
deranged KS 85 mbd
(5615)
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3KcnpeccupyeTcs B kieTkax calyces u lobes rpudoBuHblx Ten. Bee ati pan-
HbIE CBUJIETEILCTBYIOT O BaXHOMN PONH IPUOOBUEHBIX TEJl KAK LECHTPOB Ollb-
¢aKTOpPHOM MaMsITH.

ITo3aHee Obin OOHapy>KeH reH turnip (tur), TIOKaNM30BaHHbIN B MPOKCH-
MaJILHOM YacTi X-XpoOMOCOMbI H KOAUPYIOLIHil 6eJIOK, KOTOPbIA PErysupy-
IOT ypoBeHb akTuBHOCTH NpoTerHKuHa3bl C ([TK-C). ¥ roMo3uroTHeIx no
JTON MyTauuM MyX HafiicH OU€Hb HU3KHH YpOBeHb aKTHBHOCTH 3TOro dep-
MeHTa. MyTanT turnip oGHapyskuBaet fedekt B hocholMpoBaHHl MeMO-
paHHoro Genka pp76. NOKaJIM30BAHHOTO B TKaHW Mo3ra. CmocoGHOCTL K
OOYUEHHIO U MaMsTh HAPYILEHbI Y HUX TakKuM Xe obpa3oM, KakK U y MyxX
dnc/dnc v rut/rur. Y Hux HapylueHbl onbgakTopHas JUCKpHUMUHaLusl, obyye-
HUE JIHUUHOK, 3pUTeNibHOe 00yUueHue, POpMUPOBAHUE pa3NHUHbIX TUIIOB YC-
TIOBHBIX pehIeKcoB.

IMoBegeHueckue OCOOEHHOCTH MYTaHTOB aninesiac (umn) (IO reny, Jo-
Kanu3oBaHHOMY B 30He 19A1 X-xpoMOCOMBI), MpH TECTUPOBAHUHN HX IO Me-
TOMKe OJb()AKTOPHOro 06yueHHs: OTIIMYAIOTCS OT NMEpPEUnCIEHHLIX BbILIE
MyTaHTOB. Myxu amn/amn uMerot 61IM3KUHA K HOpME HHAEKC OOyYeHHs. HO B
TEeUEHHE MEPBOro Yaca nocne o6y4eHus ObICTPO 3a6bIBAIOT NPHOOPETEHHBINH
HaBbIK. OUuEeBHHO, laHHAsi MyTal[1sl BIIMSIET HAa HaualbHYIO ¢hasy (popMupo-
BaHHs clefla namaTH (3Hrpammbl). CxonHbie faHHble ObLITH TIONYYEHbl Ha
3TUX MyTAHTaX H NPH TECTHPOBAaHUU KX MPH ONIEPAHTHOM OOYyueHHH, 06yUe-
HHHM Ha 3PUTEINbHBLIE pazfpakuTeNH, OOYYEHHH € TIOJOXHTENbHBIM MHILE-
BbIM MOJKpEIIEHHEM, 00y4eHHH, OCHOBAaHHOM HAa MOJIOBOM MOBEACHHN, a
Takxe npu obyuyeHny nuuvHOK. OKa3anock, UTO TeH amnesiac KOBHpPYET
HelflpOnIeNnTHI, FOMONIOTHYHBIH NUTYHTAapPHOMY aKTUBUPYIOILEMY aficHWIaT-
uuknaszy nentuny (PACAP38) mnekonuraoimux. PACAP sensercs uneHoM
ceMeicTBa NOMMENTHAHBIX TOPMOHOB, BKIIIOUAIOLINX CEKPETHH, TTTIOKAaroH
M Baz0akTHBHBIM uHHTecTHHanbHbIA nogunentyy (VIP). Y Mnekonuraromux
OH 3KCMPECCUPYETCH B pa3NUUHbIX nepH(eprUecKuX TKaHAX M B HEKOTOPbIX
ofbnacTax MO3ra, B YACTHOCTH B I'HIIOTaliaMyce M THOnoKamie (MMeroILeM
nIpsIMOe OTHOLLIEHHE K npolieccam o0yueHus u 3anomuHanus). PACAP B xo-
Ie cBOEro (PyHKIHMOHUPOBAHHS B3aUMOAECHCTBYET C JIByMsl TUMaMH TpaHc-
MeMOpaHHbIX peuenTopos: 1) ¢ pelenTopoM, CIEIUIEHHBIM € afICHUTTATIHK-
nasofi. Kotopblil y3HaeT Takxke VIP. 2) ¢ peuentopoM, KOTOpLIH y3HAaeT
Tonbko PACAP u cruennen ¢ doconunazoit C u ageHunar nukaazon. B
Heilponax PACAP yBenuuuBaeT comepkaHue BHYTPHKIETOYHOro cAM®
(UMKIHYecKHui afeHO3uHMOHOGochaT) U Kanblysl, a TaKxXe crocobCcTBYET
pocTy akcoHa. [lenTusl 06BIYHO OCBOGOXKIAKOTCA U3 HEPBHBIX TEPMHHATEH
BO BpEMsI BLICOKOYACTOTHOH HEHPOHHOH aKTHBHOCTH KaK KOHTPaHCMHTTE-
PbI (KO-MeIHaTOphI) BMECTE € TAKUMI MEIHATOpaMH. KakK IIioTaMaT Ay ce-
pOTOHHH. Monekynbl MegHaTOpOB UMEIOT Manbii pa3Mep U MOTOMY ObICT-
PO AENCTBYIOT M OBICTPO YAANAIOTCA U3 CHHANITHYECKON Lieny. B mpoTtuso-
MONOXKHOCTb UM MENTHAbL XaPAKTEPH3YIOTCS MPONJICHHBIM IEHCTBUEM, OT-
YacTH NIOTOMY, YTO OHU He NOBBEP>KCHbI ACHCTBHIO JErPafHpYOLLIUX CUCTEM
cuHanTryeckoll wenu. HakoHel, Manble MONEKyNbI MEAUATOPOB CHHTE3H-
PYIOTCA U *“YHaKOBBIBaOTCA B MalleHHKHE Iy3bIPBKH (BE3HKYJLI) B [PECH-
HanTHYeCcKHX TepMHHanei. B TO BpeMsl Kak NEeNTUAHbBIC TPAHCMUTTEPbI CHH-
TE3UPYIOTCA B puOOCOMax MEPHKAPHOHA (KNETOUHOrO Tena) KaK 4acTh HeaK-
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Puc. 9.3. Hefipoxumiyeckas MoJiesib acCOLHAaTHBHOTO O0y4eHHsI.

MyTaiuu Jpo30dub, fedeKTHHIE N0 00YUeHHIO U NaMsiTH — rutabaga (X1), dunce (X2), Shaker

(X3) — neiicTBYIOT COOTBETCTBEHHO Ha aJleHHIIaTHUKIIa3y. ¢hocoanscrepasy vt 6eKn KanueBo-

ro kanana. [lpennonaraercs. wro Mytauus furnip (X4) MosxeT ObITh BoBNeueHa B IAM®-kac-

Kajl "epe3 NoKa €Le HeH3BECTHbIE H3MEHERNAst AKTHBHOCTH NpoTeuHKuHAaskl C. MyTaute Ddc

(X5) He CHHTE3HPYIOT HElipoMegHaTOp (CEPOTOHHH HIH fOhaMHH), KOTOPbIl HEOOXOIHM B ac-
corpatnBroM obvuenmn. [To Kandel. Abel, 1995.

THBHOTO GEJIKOBOIO MPEAIIECTBEHHNKA, KOTOpHBII 3aTeM ApobuTcst Ha 6onee
MEJIKHE aKTUBHbIE (POPMBI, TPAHCIOPTHPYIOIHECS B OONBIIHX My3bIPbKax B
HEpBHBIE TepMHUHAIN. B KauecTse KO-TpAHCMUTTEPOB NMENTURbI. KAK NIPaBH-
710, ycunuBaroT 3(peKT MEPBHYHBIX MEAHATOPOB, OGHAKO MOTYT OKa3bIBAThL
¥ HEKOTOPbIE OTIIMYHbIC MOyNupyroue feficteysi. benok amnesiac norex-
LHANbLHO BKIKOYAET TpH NENTHa, Ba U3 KOTOpbIx romonorudnsl PACAP u,
No Beeil BEPOSATHOCTH, TAK e CIOcCOOCTBYIOT yBeNnuueHH0 cAM® nytem ak-
THBAlMK afEHUNAUMKIIA3bl [OCPENICTBOM B3auMopeiicTBua ¢ G-Genkom
(puc. 9.3, 9.4). Bee 3Tu [aHHbIe CBUAETENBCTBYIOT O BaXXHOH ponn cAM® cu-
cTEMBI B Tipoliecce 0OyueHNs i MaMsTHA. OOHAPY>KEHHOII He TONBKO ¥ ApO30-
(UIBL. HO ¥ MOJUTIOCKOB (aTlmi3ns) U y Mbln. Y Aplysia cAM® tpebyetcs
ATl 3aMBbIKaHUsT CHHANITHYECKO# CBSA3M MEXJy CEHCOPHBIMH U MOTOPHBIMH
HeflpoHaMM B Xojie 06y4yeHus peduiekcy BTATHBaHuA *Kabep.
PACAP38-tofo6ubiil 6enok aposodmnel mHynupyet 100-kpaTHOe
yBenudyeHue noroka K+, ato ypenuueHue anuMHHHPYETCA y MyTaHTOB 7uf, a
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OKTonaMuH PACAP

P I Tt
R A A 2 3 SO LA
il bR

l Raf
cAMP ¥ cAMP
MAPKK?
v
PKA? MAPK? PKA?
““ e

Slo-K* Kananb!

Puc. 9.4. Mogynsiiusi NOTOKa HOHOB Kanus nocpefcrsoM oktonamuna 1 PACAP38-
nonoOHOro HeliponenTHxa.

BonpocoM oMeyeHb! Té MOTeKyJbi, (hyHKLUH KOTOPLIX He Oblmn TectupoBanbl 8 PACAP38

HHJYLUHPOBaHHO# Mopynsanun. TTyHKTHPHbIE CTPENKH NOKaskBaloT, rae cAMP u Ras/Raf nytu

KOHBeprupytoT. HanpaBnsitoTcst v OHE MPAMO K KANTHEBBIM KAHANAM HIH Yepe3 IPOMEXYTOW-
HYI0 MHLIEHb — IIPEACTOMT BbisicHTh. Ilo Kandel, Abel, 1995.

TaKXKe ras ¥ raf (rOMOJIOrHYHbIE NPOTOOHKOTeHaM). OHO OHAKO UMeeT Me-
CTO B cllyyae akTHBHOTO raf ¥ pobasnenuu cAM®. M3 atoro cienyeT He
ToNbKO TO, 4To RUT-AC akTuBUpyeTcs HElpONENTUOM, HO U TO, YTO IyTh
Ras/Raf cymecTBeH st HEHPOTPaHCMUCHHU.

BaxHy10 ponib B OEChIBaEMOM 1IETTH COOBITHI! UTpaeT TAKXKE U OKTOMNa-
MHH, HEHPOTPaHCMHUTTEP HACEKOMbIX, NPUCYTCTBYIOIMI B HEHPOMBILICY-
HoM coeprHeHun. OKTonamuH Takxe uHpynupyet 100-kpaTHoe yBenMueHHE
notoka K+, Ho ne uepe3 Rut-AC unu Ras/Raf myT: oKTONaMUH-BHAYLMPO-
BaHHbIA OTBET HOpMaJIeH y ruf MyTaHTOB. Ha OcHOBE 3THX pe3yNbTaTOB U
6bL1a MpeAJIoXKeHa MOJETb, IpecTaBlcHHas Ha puc. 9.5. BugHo, yro o6a ny-
TH — u obycrnoeneHublil PACAP38-nogo6HbIM NENTHIOM M HHAYUMPOBAH-
HbIi okTomamMuHoM Ras/Raf — ocymiectBnsroTest nocpeicTBOM B3aUMOJICHCT-
Busi ¢ G-6enKaMH, TaK YTO KaXAbIH TPaHCMHUTTEP aKTHBHPYET pa3jinyHbLIC
TUIbI AJeHIIaTIUMKIa3b] Yepe3 cyoneauHuly G-6enka. O6a KOaKTHBHPYO-
wEx mytd mopynupytor norok K+ cuxepruuso. Ilpm aTtoM BbIsBNsEeTCH
BKIHOYeHHOCTH Ras/Raf nmytu B nnpoueccbl o6yueHus: ¥ namMaT. Monekynsp-
HBIH aHanmM3 G0JTbHbIX HEHPOGUOPOMATO30M BbISIBHII BO3MOXHOCTE Y4acTHs
B 9TOM myTH rena Hepogubpomarosa NF-1. Okono 30% nauueHToB O6HA-
PYXKHMBAIOT crelpMUEcKUe paccTpoicTBa CNOCOBHOCTeH K OOyueHH:o. Y
Apo3o¢mnbl TpaHcMHccusi, BuisBaHHass PACAP38-nopo6HbIM HeltponenTu-
oM, amuMuHUpyeTces: MyTauusaMi NF1-romMonoruuHoro rena.

Takum 06pa3oM, MOXHO CUHMTaTbh, YTO HCHPONENTUMBI, KOOUpYyeMble
amnesiac, IPUHAIJIEXAT K YUCITY MOOYJISTOPOB, BLICBOOOXKAAEMBIX Y IPO30-
¢unbl 6Ge3ycNOBHBIM CTUMYJIOM (JIEKTPHUECKUR INOK) U aKTMBHUPYIOLLHMX

10. Kopouknn JI.H., Muxaiinos A.T. 249



cai¢
NyTs ana %3\ i
YCNIOBHOrO CTUMyna: j HeiipoH
OnbhaxkTopHas wHgpop- rprboOBMAHOrO
MaLWA aHTeHHanNbHoU A0NK ® N Tena
Heipo-
Tpahc-
MUTTED
]
Yenobrbiit cYUMYn:
’ 3anax
Amnesiac?
(PACAP)
NyTts gna
P 6eacnonnHoro cTMMyna:
CenxcopHas uHopmaLyma
BEHTRANBHOW HOPBHOM
TpyEru

s

Be3ycnobHbil CTUMYN:
3NeKTPUYBCTBO

Puc. 9.5. BosmoxHas MofieSlb onbhakTopHOro o6ycaosnuBanms y apo3odunsl. Onb-
¢akTOpHas FHCKPHMIHALMS 00yyeHHs. 3anax COUYeTaeTCs ¢ 3NEKTPOLIOKOM.

nuknasy yepes G-6eNOK. B TO BpeMs Kak NOoToK CaZ+, BLI3BaHHBIH aKTHBHO-
CTHIO HEeflpOHOB, BOBNIEYEHHEBIX B IIyTH YCIOBHOIO CTUMYNa (HanpuUMeEp, Olb-
(pakTOPHOrO NYTH) aKTHBUPYET UMKNa3y depes CaZ+ 3aBUCHMBIH KalbMONY-
nuH. OUEeBMOHO TaKXe, YTO ycunuparonme (6€3ycnoBHbIe) CTUMYITbl 8KTU-
BUPYIOT MOHOZMHHIPTUYECKHE WM NENTUAIPTHYECKUE MOIYIATOPHBIE CHC-
TeMbl, ¥ 3TO BBI3bIBAET (PYHKLUOHANBHBIE U3MEHEHUS B MYTH YCIOBHOrO
CTUMyJla TOCPEACTBOM akTuBaumu cAM® kackapa. JlocaMuH, CBA3bIBAIO-
uwticst ¢ D1/DS penentopaMn. KOTOpHIE CUETUIEHEI € aNeHUIaTUUK1a301, SB-
NSETCS OHUM M3 MOJEKYJSPHEIX (hakTOpOB, (hOPMHUPYIOLIMX IHIPAMMY B
nped)pOHTANBHOI KOpe M TUINoKamie Mnekonurarouux. Cnenosatenbho,
MOJIEKY/ISIPHO-TEHETHYECKASE CHCTeMA, CBAIAHHAA € CHHTE30M H PACTIAIOM
cAM® sBIsieTcsl YHHBEPCASIbHBIM MEXAHHIMOM, NPUHHMAKOLHM Y4acTue B
¢dopMupoBaHuMK IHTPaMMBL. ITO HE O3HAYAET, OHAKO, YTO IPYTHe MOMNEKY-
JISIPHEBIE CHCTEMEI HE YYaCTBYIOT “Ha PaBHBIX NMpaBax™ B MPOLECCAX 3aNOMM-
HaHHNs.

Poccniickuii redeTrk (netepoyprekoit mkonst M.E. Jlo6awesa) E.B. Cas-
BaTeeBa OTKPBLUIA ellle OfIHY MHTEPECHYI0 MyTalMIO, HA3BAHHYIO €10 adgnostic
(agn) (paiton 11B X-xpoMocoMbr). 3ta MyTalusl TEMIEPATYPOYYBCTBUTEBHA:
npu nepmuccuBHON Temneparype (22°C) oHa MOBLILEET COCOCHOCTH MYX K
0GY4eHUIO, a IPpW PECTPUKTHOIN TeMnepaType 29°C BeneT K nonHo#i Hecnocos-
HOCTU K 00y4enuto. Ha MonekynsipHOM ypOBHE OHa BBI3BLIBAET MOBBILIECHUE aK-
THBHOCTH afieHHIATLUKNA3bl ¥ KanbMORYJIHH-CTUMyNHpyemofi dochonuacte-
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pa3bl. MOXHO NPefnonoXuTsb, YTO FeH agn OTBETCTBEH 38 NMPOAYKLMI0 Genka,
KOHTPOMHMPYIOLIETO cofepKaknne Kanemonynuaa. OpgHa u3 MyrauMil agn BbI3bl-
B2ET CTPYKTYPHBIE fetheKThl B 00NacT! LEHTPaNbHOro KOMILIEKCAa MO3ra.

Hapyuenus: naMsiTi HabmIofaroTCs TakxkKe IPU MyTaLusiX TeHOB latheo,
linotte, HapylarOLMx mpouecc NpuoOpeTeHMs HaBbIKa, a Takxe radish u
cabbage. Hanpumep, Myxu ¢ X-cuenieHHo#l MyTtanuelt radish chadana yc-
TNIEIIHO BBINONHSIIOT TECThI ONb(haKTOPHOHI JUCKPUMIHALUH, HO 3aTeM OBICT-
PO 3a0BIBarOT NpUOOpETEHHBIE HABLIKK. Pe3ucTEHTHas K aHECTE3NM TaK Ha-
3bIBaeMasi KOHCONUMPOBaHHas! NaMsATh CUIIBHO PENYLMPOBaHa y MyX ¢ de-
HOTHIOM radish, TONTBEPKAas, YTO 3TOT reH BKJIIOYEH B NPOLECC KOHCOMM-
pauuu (3aKperieHnst, Nepexona U3 KpaTKOCPOYHOH B [ONTOCPOYHYIO) NaMs-
TU. ITponykT reHa latheo B3auMOOERCTBYET ¢ TUPO3UHTUAPOKCUNA30H, YTO
IpeanonaraeT MORYJHPYIOLIYIO PONb 3TOIO reHa B CUHTE3€ HEHPOTpaHC-
MUTTepa.

Y npo3ocdunsl U3BECTHBI TAaKXKE MyTanMy, HapyllarolMe NOBEJEHYE-
CKMe aKThl U YXy[LIaloliie NaMsTE B CBSA3M ¢ NeheKTOM B CHHTE3E HefipoMe-
AMaTOPOB. DTO, B YACTHOCTH, MyTALUK TeHa, KOOUPYIOLIETo fona-nekap6o-
kcunasy (Dopa-decarboxylase Ddc — 37B10-37D1), hbepMeHT. KOTOpPBIIT Npe-
ppaujaer L-DOPHA B nodamus u 5-runpokcUuTpuntodaH — B CEPOTOHUH.
OTa MyTalusl HapyllaeT pa3sBUTHE MyX, NO3ITOMY B paboTax no o6y4eHHIO
>KHBOTHBIX UCTIONB3YIOT TEMIIEPATYPOYYBCTBUTENBHEIE alnesi. I oMo3uroT-
HblE [0 TAKUM aniessiM MyXd NMPH PECTPUKTHOH TeMIlepaType He CUHTE3M-
pyioT gogamul ¥ cepoToHuH. Ilockoneky podamMuH U CEpOTOHMH BaXKHBL
O7s1 HOPMANTBLHOTO OCYLIECTB/IEHHS acCOLUATUBHON hopMbI 00ydyeHus, y My-
TAHTOB 3TOT BU 00y4eHus! HapylleH.

OpHUM U3 caMBIX NMEPBBIX OOHapy>XEHHBIX MYTaHTOB, 3aTparuBaroLIMX
noseqielue qpo3ocunel, 6uin Shaker (Sh) — 58,1, KoTopEIi B HacTOsLIEE BpE-
Ms1 y2Ke KJIOHUpoBaH. Myxu ¢ 3Toil MyTauyell MposIBISIOT NOBBIIIEHHYHO Ya-
CTOTY NOfEPTUBaHMs NanKaMi B COCTOSTHUY 3¢UpHOro Hapko3a. ITopoOHbIi
3¢ pekT 06yCnOBIEH U3MeHeHHeM BO30YIUMOCTH MeMOpPaHbl aKCOHA, 0OHa-
PYKEHHBIM C MOMOIIBIO 3NEKTPOGUINOIOrNYECKHUX IKCIIEPUMEHTOB. JlaH-
Hasi MyTanus 3aTparvpaeT CTPYKTYPHBIE MeHbl, KOOUPYOIMe OenKU Kanmie-
BBIX KaHanoB. IIpy M3MeHeHMM MO3BI FEHOB COOTBETCTBEHHO U3MEHSIETCH
YHCJA0 MOHHBIX KaHanoB B MeMOpaHe akcoHa. IIpu BepaGoTKe yCIOBHOIO
060pOHUTENBHOrO pedrekca Ha oNb(aKkTOPHble pa3apa)kureny 6bLIo Haf-
[EHO, YTO MyTaHTHl S/ mnoxo o0y4aroTcst 1 ObICTPO 3a0bIBAOT.

IlpennpuHMMaOTCs MONBITKM MCCNENOBATh B3aNMOJAEICTBHE pa3iny-
HBIX T€HOB B (hOpMMPOBaHNM CHCTEMBI, OTBETCTBEHHBIX 34 MPOLECCH 3allo-
MUIHaHMA.

H3BecTHO, UTO NaMATh — CJOXKHBIA ¥ MHOTO3TanHbIi npouecc. Pazmnya-
IOT TPU BMAA NMaMSTH: CEHCOPHYIO. COXPaHSIONIYIOCS OUYEHBb HEMPONOIKH-
TEJBHOE BpeMsl, KpaTKopemeHnHyrw (STM) — HeoOxonuMyto a1t NepBUYHOM
06paboTKM monyueHHoiT HH(popMauu 1 gosrospemennyto (LTM), koTopas
SIBIISIETCS XpaHUIHiLeM HHGOpMaLuy HeOrpaHUYEHHOrO 00 bEMa M BpEMEHH
(puc. 9.6). BaskHEIM NOHSITHEM SIBIIAETCS MOHSTUE O KOHCOIHAAUNH NaMsTH,
T.€. O niepexone HHpopManuy 13 TabuUbHON (ha3kbl, KPaTKOBPEMEHHOM na-
MSITH B CTaOHIBHYIO, JONTOBpeMEHHYIO aMsTh. [Iponecc kKoHconupanuu na-
MSITH MOXeT OBITh HapylleH pasnu4HbIME areHTamu. B yacthocTty, ecnn
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Puc. 9.6. [lunaMuka crenos naMaTy y ublineHka. ITo Mapu I'n66c¢.

cpa3sy nociie BhIpabOTKH ycnoBHOro pedekca NONBEPTHYTh IKCIEPUMEH-
TalbHOE XMBOTHOE BO3[EVICTBHIO INEKTPOLIOKAa MM aHECTE3MH, TO HaCTy-
MaeT YacTUYHAS WM TIONHas NOTEPS NaMATH (aMHE3NS).

Oxazanock, 9TO pasHble '€Hbl OTBETCTBEHHEI 33 (hOPMUPOBAHUE pa3-
HBIX CHUCTEM, NMPUHAMAIOLIMX Y4acTHe B OPraHM3alMM IOCJIeNOBaTEIBHBIX
npoleccos 3anoMuHanus (puc. 9.7). Tak, Mytauuu latheo n linotte napya-
0T Npornecc obyuenust Booduie. Myrauuu dunce, rutabaga, a Takxe, BO3-
MOKHO, turnip, Biusioniyie Ha ooMeH tAM®, BhI3LIBAaIOT NedeKThl KPaTKO-
BpeMeHHo# namsiti (STM). Tum Tyau (Tully) BeipensietT y gpo3oduns! etie
U cpefHeBpeMeHHYIO namsts (MTM), dopmupoBaHre KOTOPOi! 3aBUCUT OT
STM. DTOT BUA NaMSITU JOCTUraeT MaKCHMaNBLHOIO YPOBHS uepe3 60 MUHYT
TNocJie OHOrO HMKJa 00ydeHus ¥ coxpaunsiercs no 7 ywaco. MTM napyiaet-
Csl y MyTaHTOB amnesiac.

JuckyTupyeTcsl BOpoc O TOM, SIBISIETCS M HEOOXONMMBIM AN IPO-
necca 00yueHusl CHHTE3 HOBEBIX, clleyudundeckux 0enkoB. Hekoropklie ag-
TOPBI NloNarany, YTO KOHCOMUAuMs NaMsTH 3aBUCUT OT 3TOTO CHHTE3a U
naxke Ipennonarany, YTO MOTYT aKTUBUPOBATLCS HOBBLIE M'EHEI, paHEE HE
¢yakuroHupoBapuive. OfHaKO yOeNUTENbHBIX IKCIEPUMEHTANBHBIX [O-
Ka3aTEALCTB B MONB3Yy 3TOH TOUYKHU 3pEHUs B ONbITaX Ha MYeNax U fpo3o-
¢une monyuyeso He 6b110. OPUTMHANBHYHO KOHLEILUHIO BBIOABUHYN TuM
Tynu. O BbIgenu ABa HE3aBUCHMBLIX KOMIIOHEHTa KOHCOJIUANPOBaHHOI
namsTu. IepBeIit COXpaHseTCs OO0 YeThIpeX nHeEil nocie OKOHYaHus oly-
YeHMs], He 3aBUCHUT OT OENKOBOro CHHTe3a, ONOKUpyeTcs MyTaumeil radish
n obpasyetcss npu nMOO0M pexxuMe BbIpabOTKM YCJIOBHOrO pedlekca
(Ip¥ ONHOKPATHOM COYETAaHUM YCIOBHOTO M 6€3yCIOBHOTO CTUMYIIOB,
IpM OTCYTCTBMM HMHTEPBANOB MEXNY MHOrOKPAaTHBIMH COYETaHUSIMM H
IpY UX HAIHYUK). DTOT KOMIIOHEHT OOHApPY>KUBA€T HUCXOASIUMI rpajgu-
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Puc. 9.7. FeneTuyeckue NyTH, BAUSIONHE Ha (pOPMHUPOBaHHE NIAMATH B XO[e TI2BJIOB
CKOTO 0Nb(aKTOPHOro 00y4eHHs Y Npo30¢uibI.

H3beranme cnenmp4eCcKOro 3anaxa JOCTUraeTcsl NOC/e NOBTOPSIOLIErocst NPeNbABIEHNs
3anaxa BMecTe ¢ 3yiekTpoiokoM (LRN). 3T1a MH(poOpManus npoxXoAnT 3aTem Yepe3 [ABE
PyHKLUMOHANBHO pa3niusble ¢asel, STM u MTM, Korpa oHa KOHCONHAMPYETCS B IBe Na-
pannenbHbie HopMbl fosrocpounoil namsta, ARM u LTM. LRN 650KupyeTcst MyTaUUsmMH
nByx reHoB — latheo wn linotte. LRN u STM napyluarorcs myranmsivu dunce v rutabaga. Y my-
TaHTOB amnesiac LRN u STM sopmansuelr, Ho MTM HeHopmansna. Y myTtaHTOB radish
ARM HapyweHa, no LTM HopmaneHa, B To Bpemst kKak LTM napyiiena, a ARM Hopmans-
Ha Y MyX IMKOTO THId, HAKOPMJIEHHBIX HHIHOUTOPOM Genkoeoro cunte3a CXM HIH y MyX,
3KCIPECCUPYIOLMX AHTArOHUCT TpaHCKpunuMoHHoro ¢haktopa CREB (dCREB2-b). Tlo
Tully et al., 1994.

€HT YyBCTBUTENBHOCTH K aHeCTETHMKaM (XOIOmOBOMY HapKo3y) B Xofie
KOHCONMUAauuy, Ho He YYBCTBUTEJIEH K HAM IIOCJIE €€ 3aBEPLUEHUS, B CBS-
3U ¢ 4yeM ObLT Ha3BaH yCTONYMBOI K aHECTETUKAM NaMsATEo (ARM). Bro-
PO KOMIIOHEHT MOSIBISETCS TONBKO IOCIE MHOFOKpPAaTHBIX COMETaHUi
yCIOBHOrO 6€3ycJIOBHOIO CTHMYIIOB IIPH HalIMYHMH JOCTaTOYHBIX MHTEP-
Banos (15 MunyT) Mexxay HUME (Takoit pexxuM Tum Tynu npuMmeHun snep-
Bble). OH coxpaHsieTcs IpaKTuyecky 6e3 N3MEeHEHUH Yepe3 ceMb IHel o-
cie 3aBepLIeHus 0Oy4Y€eHUs M He 3aTparuBaeTcs Myrapuel radish. opmu-
pOBaHUE ITOr0 KOMIIOHEHTa KOHCONMAUPOBAHHON NaMATH TOJHOCTHIO
6nokupyercss yxe npu 50%-HoM nofgaBneHHM cuHTe3a Oenka nyrem
CKapMIMBaHNs MyXaM HHru6uTOopa 6EMKOBOrO CHHTE3a UHMKIOreKCUMUA.
‘Tynu paccMaTpHMBaeT 3TOT KOMIIOHEHT KakK UCTHHHYI0 LTM B oTnu4ne ot
ARM. NmeroTcs Takxe paHuble, 4yto KoHconunauus L'TM conpoBoxna-
etcst EAM®-3aBucumoil Tpasckpunuueil reHoB. OHAKO HET aHHBIX, YTO
3TO aKTUBALMs TPAHCKPHIIIMY KaKUX-TO HOBBIX, paHee He (PYHKIIMOHUPO-
BaBLIUX FEHOB, CneuMdHUyecK paboTalolyX TOIBKO B XON€ 3allOMUHa-
Husi. CKopee BCero UIMEET MeCTO YCHIIEHHE TPaHCKPHUIIMOHHO! aKTHBHO-
CTH yke (PyHKLIMOHUPOBABUINX PaHee FEHOB B CBSI3U € BO3pocuieil pusno-
JIOrM4Y€eCKOl HArpy3KO#, YTO NPERCTaBaseT cOO0H OObIYHOE siBTEHE. 13-
BECTHO, 4TO UAM® ycunyBaeT TPaHCKPUNIMIO PEHOB PAHHEro AeiCTBUS
(c-fos, Hanpumep) nocpencTBoM UAM® 3aBUCHMOIl NPOTEUHKUHA3EI A,
KoTOpas B ¢Bo1o odepenb akTuBupyeT CREB [cAMP-responsive element
(CRE) — binding] 6enok B sinpe KNeTKH, ABNAKOWIMIACA HPaKTOPOM TpPaHC-
Kpunpui (puc. 9.8).

Pons CREB B nnpoueccax 06yuenust Obin1a JeTalbHO UCCIEN0BaHa aMe-
pukanckumy reieTukaMu. CREB npuHapiexXxur K cyrepceMeiicTBy Tak Ha-
3bIBaeMBIX leucine-zipper TPaHCKPUIIUMOHHKBIX (hakTopoB. Jleinuu-3umniie-
POBBIl JOMEH ONOCPENYET CENEKTUBHOE (hOPMHUPOBaHKE FOMO- U FeTepo-
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Puc. 9.8. Carnans! Mexly CHHAIICOM H SIIPOM.

Ha pucynke n3obpazeH cHHanc Ha 1pnsKe AeHapHTa (6e3 cobnrofieHus mMacmTaba), a Takxke
Tena NPECHHaNTHYECKOro | NOCTCHHaNTH4YeCKoro Hewpoxos. B mpouecce dopMupopaHus na-
MSATH HEMPOMEMATOp (IITIOTAaMaT, NOKa3aH YEePHOI CTPENKOit) OCBOOOXKIAETCS U3 NIPECHHATITH-
YECKOro y4acTKa H B3auMOJEHCTBYIOT C PELIENTOPOM Ha NIOCTCHHANTHYECKO! KNETKe, UTO NpH-
BOOHT K (hocthopunupoBaHnio MeMOpaHHBIX GeNKoB (YePHBIE KPYKOYKHA) NPOTERHKNHA3Z0M ¢
(I1K) 1 nocTynieHuio BHyTPb K1eTKH HOHOB Kanbius (Ca). Kanbiuil CyXuT cHrHanom as sj-
pa, roe HayuHAaEeTCs TPAaHCKPMNUKSA “paHHHX (c-fos) M “no3 HEX" reHOB, KOTOpPbIE KOOUPYIOT
cHHTe3 GENKOBBIX H INIMKONPOTEMHOBRIX MONEKYJ (6enplie KPyXOUKH), a Te B CBOKO OoYepenk
TPaHCTIOPTAPYIOTCS K MeMOpaHe M BKIIFOUYatOTCH B Hee, HameHss ee opMy M pasmepel. Ilapan-
NENbHO aHaNOrH4HbI NPOLIECC 3allycKaeTcsi NOJ, IeMCTBHEM PeTPOrpafHoro CHruana (CeetTnas
CTpenka) B IpecHHanTu4eckoi kietke. Ilo Poysy.

OUMEpOB Cpeay MONIEKYN pa3NW4HBIX 4YNEHOB ceMelicTBa. CBSI3LIBAsCh C
CRE-nocnepoBatensHocThio JJHK, KOTOpPYO comep>XaT B CBOEM perymus-
TOpHOH YacTu UAM®-uunynupyemele reust, puMepbl CREB akTusupyet
X TpaHCKpHNuuw. Y ppo3ocgunbl ObIN KIOHUPOBAH M M3YYEH IeH
dCREB2, xapakrepu3yrommuiicst BHICOKOIl CTENEHbIO TOMOJIOTHH ¢ (haKTO-
pamu Tparckpummy CREB 1 CREM mnexkonurtaromux. B pesynbrare ane-
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TEPHATUBHOIO CIUIaiiCMHIa 3TOT reH oOpa3yeT HECKONBKO MNpPORyKTOB,
onus u3 koropeie (ICREB-a) siBnsieTcst akTBaTOpOM, a jipyroit (ICREB-b)
crienuyecKuM aHTaroHucToM BAM®-unnyurpyemoit Tpanckpammu. C
MOMOILBIO TEHHO-NHXXEHEPHOI! TEXHUKHU Oblna CKOHCTPYHPOBaHa NOCIeno-
BatensHocThk JHK, Tpanckpubupyroinas dCREB-b, non npoMoTopoM reHa
TEMNOBOrO 1IOKa. Y TPaHCreHHBIX MYX, B FeHOM KOTOPBIX Oblla BBEencHa
3Ta KOHCTPYKIUS, PU NOBBILIEHHOHN TeMiiepaType HHAYLMPOBAJICS HHTEH-
cuBHBIf cuHTe3 Genka dCREB-b. I[IpuMenenue TennoBoro 1oka 3a 3 yaca
100 00yYEHHUs BBI3LIBANO Y TPAHCTEHHBIX JKHBOTHBIX NOJTHYIO OJIOKany KOH-
comupanuu L'TM, HO He BIMSNIO HU HAa camMo oOydeHMe, HU Ha KOHCONua-
o ARM.

Cpassenne npoaykta reia CREB npo3o¢Unel 1 MIEKONUTAIOLIMX T10-
Kasalyo, 4To jBe o0nacTH MOJIEKYTB! BBICOKO KOHCEPBaTHBHBI: KapOOKCH-
TEPMHHaNbHast OCHOBHast 0611acTh — leucine zipper 30Ha (00n1acTh gUMeEpU3a-
nuu ¥ JHK-cBsi3bIBatoias 30Ha) ¥ 06nacTh BHYTPEHHEro ¢ochopunmposa-
Husl. B xope ananusa nomeHa ¢ochopunupoBaHusl oOHapy>XeHO, YTO MHO-
>KECTBO dMHHOKUCIIOTHBIX OCTAaTKOB, SBNSIOIIMXCS CyOcTpaTamu nefCTBUS
KMHa3, — KOHCEPBATUBHEL. JTO. B YaCTHOCTH, cafiTel ¢hocopunnpoBaHys
Ca-kanemopynue kuHazof II, rmukoreHcMHTa3a KHHA30(-3 M Ka3eHMHKU-
Ha3oM, a Takke cAMP-3aBucMoi nporenskuHasoit (caitt Ser-133). 31 Ku-
Ha3bl, BO3MOXHO, peanu3yioT SIepHEIl YPOBEeHb CUrHana TPaHCOYKLMH, KO-
TOPBIN aKTUBUPYETCS BO BpeMst OOy4€EHHs! M BKIIOUEH B PETYISINIO aKTHB-
HocTi CREB. AktuBHocts CREB MoOxeT OBITH MHrnGupoBana ¢pocdopuin-
poeannem CaM kunasoii I konceppaTussoro Ser-142 ocratka. 1o “TopMO-
>KEHHE” OTHOCHUTCS K aKTUBMpYIoleMy docopinupoBanuio cafita Ser-133.
OTcrona MOXHO cfienaTh BBIBOJ. YTO BBINOJHEHME Kax[oifl npobbl B Xone
o6y4enus (training trial) CONPOBOXXIAETCS aKTHBALUEN HEHPOHOB, BKIKOYEH-
HeIX B LTM. B Mo3re npo3ocunel olM ObLTH MAEHTH(MIMPOBAHBI M HX OKa-
3anoce HeMHoro. B Hux Bo3nMkaer Ca2*+ notok, CaM kunaza 11 akTuBUpy-
ercs, a CREB, cooTBeTcTBeHHO, NHaKTHpYyeTcs. [lepnonsl Nokost B mpoMe-
KYTKax Mexpy npobamu (trial) conposoxkaarotcst necocOpUIpoBaHUEM
Ser-142, ocyliecTBnsieMEIM COOTBETCTRYHOMIEN (hocchaTa3olt, uTo paspelua-
et akTuBaumio monekyiasl CREB, eciiu octatok Ser-133 Bee eme docdopn-
mmposas (puc. 9.9).

Takum o6pa3zom, cornacHo TuMy Tynu npopyKThl reHoB latheo u linotte
BKJIKOYEHBI B PaHHHME MPOUECCH] 3aNIOMUHaHUsI. Y MyTaHTOB dunce W rutaba-
ga HapylueHBI 00Y4YEHue ¥ PaHHss NaMsaTh, Ho ARM TeM He MeHee nposBns-
€TCsl, YTO CBUIETENLCTBYET 00 yHacTuM 3TUX reHoB B STM. Y Myx ¢ MyTaHT-
HBbIM FeHOM amnesiac o6ydenne u STM 6nusku K HopMe, Ho MTM Hapy1e-
Ha. MyTaHTHI o reny radish HapymaT ARM, octaensist neTakTHON LTM.
Lluknorekcumup napywaer LTM. HO He OKa3bIBaeT CYLLIECTBEHHOrO BIIMS-
Hug Ha ARM.

XOTs MONIEKYNSIPHO-TEHETHYECKIE aCTIEKThI O0Y4YeHNsT BO MHOIOM OCTa-
FOTCS HEU3BECTHBIMMU, B HCCJIEAOBaHUSIX Ha APO30(UIE NOCTUTHYThI, KaK MBI
BUJIENH, CYILIECTBEHHBIE YCIIEXU B 3TOM o6nacty. OOHAKO CYILIECTBYET U e1Le
OfuH, NOXanyH, 6osiee BaXKHBIH ypOBEHb OOYUEHHST H 3aNIOMUHAHUS, KOTO-
pblfi peanusyeTcs Ipexxae BCETO Yepe3 B3aUMONENCTBUS Pa3INYHBIX TPYI
HEHPOHOB, HEMPOHHBEIX aHcaMbneil u Mopynell. MolekynsipHble COOBITHS
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Pic. 9.9. MonekynsipHble MEXaHU3MBI KPAaTKOCPOYHOM 1 IONITOCPOYHOM NaMATH

A — KPaTKOCPOYHBIl KOHTAKT C HEHPOMEAMATOPOM BENIET K KPATKOBPEMEHHOMY HAKOILIEHUIO
cAM®, uto cnocoGeryeT akTHBauuu PKA B upronnaiMe u moxer obecneunth MOOH(uKa-
IOMEO HOHHBIX KAHAIOB H CHHANTHYECKUX GelKOB. 3TO BRI3bIBAET KPATKOBPEMEHHYIO MOMTyJs-
LHIO cHHanTr4eckol (yHKIMK. B — JI0NToCpotHbIi KOHTAaKT C HEHPOMEHATOPOM BEJIET K re-
HepaLHi NOBBILIEHHOrO KonuiectBa CAM®, uto obecnieunBaeT TPAHCIOKALIHIO B PO KaTa-
maTHueckoi cybpepununbl PKA. [py atom docdopunupyercs CREB u, Takum obpa3zom, ak-
THBUPYETCH TPAHCKPHIILKSA MPOMeXyTOUHO-paHHuX reHoB (IEGs). benkoBbie npOiyKThl MHO-
IHX M3 3THX FEHOB CAMH SABJISIIOTCH TPAHCKPHILIMOHHLIMU (haKTOpAMM, KOTOPBIE MOTYT aKTHBH-
pOBaTb IeHbI IO3AHEro OTeeTa, felicTRyionue B Koonepaunu ¢ CREB. enbl nosprero orsera
KOJUPYIOT GelikH, HeGXOMMMBIE JiTIA IONTOCPOYHON MOfy siLMy cuHanTHyeckoi dynkumn. [lo
Frank, Greenberg, 1994.

NULL KaK Obl 06GC/IY>KMBAIOT 3TOT YPOBEHDb. Y OpO30QUIEl €ro N3y4yaTh 3a-
TPYAHUTENBHO B CBSI3W C MalbIMHM pa3MepaMM HEPBHBIX KIIETOK, U NOITOMY
OCHOBHEIE PE3yIbTaThl NONYYEHEl B 3KCNIEPUMEHTAX Ha ITULEX U MIEKOIH-
TaIoLX.

AHanM3 NpoueccoB 00y4eHns H MaMATH Y NTHI

Korpa Mpl nmpucTyniaeM K HCCNIENOBAHMIO TEX WM HHBLIX (DYHKUMH, TO
TNpesk/ie BCEro 3afiaeMcsl BOIPOCOM, KAaKOBa MX JIOKAI3aUMUs, B KAKOM YaCTH op-
raim3ma OHM ocyectBisitoTes? He siBnsieTcs HCkmoueHneM U (heHOMEH namsi-
TU. BriosHe ecTecTBEHHO 3alaTh BONpPOC, B KaKoi 00nacTh MO3ra coOBEpIIAroT-
cs1 COOBLITHSI, CBSi3aHHLIE € 3TUM (hbeHoMeHOM? [Ins Toro 4ToObl OTBETHTH HA
3TOT BOIPOC, GBI UCTIONBL30BAH YPE3BLIYAIHO OCTPOYMHLIN MeTON. M3BECTHO,
YTO AKTUBHO (PYHKIMOHUPYIOIME HEPBHBIE KIIETKH MOTNOLIAIOT B GONBIINX
KOJIPYECTBAX NIIOKO3Y: MO3T NONyYaeT SHEPrHIO, Cxkurast rmoko3y. Cnenosa-
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TENBHO, ITO BELUECTBO KaK Obl MAPKUPYET T€ HEPBHBIE KJIETKH, KOTOPHIE NpHU-
HMMAIOT Y4aCTHE B OCYLIECTBIEHHM TOH HIIM MHOH (pH3HONOTMYECKON pEaKLMH,
B YacTHOCTU OOy4yenust. [1y1s OOHAapy>KeHHs 3THX KNETOK B opraHu3M obyuaro-
H{erocs TOMy WJIH VHOMY HaBbIKY >KMBOTHOTO BBOJSIT B KPOBSIHOE PYCNO pafMo-
aKTHBHO MEYEHHOE BELECTBO, OYEHb NOXOXKEE Ha ITIOKO03Y, 8 HMEHHO 2-Ie30K-
curnioko3sy (2-ar). HepBHyIo K1eTKy, Kak Ob1 0OOMaHbIBalOT BO MMsL TOCTHXEHUS
BIIOJIHE KOPHICTHBIX 1jenieit. KneTka Ha 2ToT oOMaH NoggaeTcsl M aKTUBHO “BbI-
NaBHBaeT” aHAJIOr TNFOKO3HI U3 OKPYKatoiel cpepbl. BHYTpU KneTku nepBhIi
ke U3 Habopa ¢epMEeHTOB, PaCICNASIONMX ITOKO3Y. TOXE NpuMeT 2-1r 3a
TIPUPONHBIH caxap v CTAHET NPeBPAILATh €€ B 2-e30KCUTTOK030-6-chocaT (2-
ar-6@). Opxako Ha cnefyroILeM JTare MeTabonu3mMa (hepMEHT, KOTOPHIH [OM-
>KeH Obin Obl paciiiennsiTs rK030-6-tocdar, cnocobeH “y3HaTh” MOJHENKY U
He Bo3geicTByer Ha 2-ar-6®. IlocnenHuit HakannMUBaeTCs B KJETKAX, U €r0 KO-
JINYECTBO CIYXKUT MEPOH TOTO, CKONBKO OHH HCTIONB3YHOT IIIIOKO3HI |, CliefoBa-
TeNbHO, B KaKO# CTeneHn y4acTBYKOT B OCYIIECTBIIEHHM M3y4aeMOH (yHKIMN.
ITpu 3TOM MOXHO € TOMOLLBIO COYETaHMsI TUCTONOMYECKHX U PafuOaBTOrpa-
(huyeCKHX METOROB BHISIBUTh 9TH KJIETKA H 3aperucTpHPOBATH TE 30HLI MO3Ta,
KOTOpHIe (PYHKIHOHANBHO aKTHBHHI B npolecce o0yyeHus. 3HauuTesbHBIE YC-
nexu ObLIM HOCTMFHYTHI € NMOMOINBIO 3TOrO METOfa B OMNbITax ¢ O0ydyeHHeM
UbIILIAT.

Hm nopbpacwiBan 6YCUHKH, CMOUEHHEIE BOIOI HIIM TOPLKMM PacTBO-
poM (METHNAHTPAHHIIAT), IPUUYEM TE U pYyrue ObM pa3Horo Bupa. Llsimns-
Ta, eCTECTBEHHO, KNeBanyu 3TH OYCHHKHU H [TOCIIE HECKONbKUX NpeNhABICHUI
obyuanuck pa3niyaTh. KAKOMY BHY COOTBETCTBYET F'OPLKHI BKYC, KOTOPBIil
HM, eCTeCTBEHHO, He HpaBuJics. [IuHaMIKa clefoB NaMATH V LBIMIIEHKA T10-
Ka3aHa Ha puc. 9.10. Arrnuiickuii Heitpo6uonor Ctueen Poys (S. Rose) ¢ co-
TPYIHHKaMH, HCTIONB3Ys! YIIOMSIHYTYIO BbIllle METONUKY, 3aalICs LIENbIO BbI-
SICHHTB, YTO K€ NPOUCXOOUT MPH 3TOM B MO3TY NOJKOMNbITHBIX »XUBOTHBIX.
Oka3zanock, 4TO ABa y4acTKa B MO3re OGY4YeHHBIX LBIUIST NPU PagloaBToO-
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Puc. 9.10. MonekynsipHbiii Kackaj namsTu.

KpuBhIE CXeMaTH4eCKK MOKa3bIBalOT MOCIENOBATENLHOCTE MONEKYIAPHBIX H3MEHEHHH, Ha-
6mopaemeix B IMHV LeInnenka B pa3sHble CPpOKH HOCIE ONBITa € ropeKoil GycuHoii. ITo Poysy.
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Jop3ancHas cTOpoHa

Puc. 9.11. I'icTonornyeckuil cpe3 NepeqHero Mo3ra IBIILIeHKa.

Ha atoit mukpodoTorpadun nokaszaHo pacrionoxkenude /IMHV u LPO. [Ipyrue oTaensl Mosra:
HA — hypersiriatum accessorium, N — neostriatum, PA — paleostriatum augmentatum. TeMHooOKpa-
LLIEHHAs PEBOBHIHANA CTPYKTypa cinepa — MO3xke'uoK. [1o Poysy.

rpapuyeckoM aHanuie “CBETUIMCH’ CUNTBHEE, 4YeM Y KOHTPOJBHBIX
(puc. 9.11). 3To — NpOMeXYTOYHAS YaCTh MEAUOBEHTPANBHOTO rUNepcTpua-
tyma (Intermediate Medial Hyperstriatum Ventrale — IMHV) u Lobus
Parolfactorius (LPO). Ilpu aToM cpa3y nocne o6yyeHus cogep>kaHue paguo-
aKTMBHOI METKH O6bLIO 0co6eHHO BhIcOKUM B neBoM IMHYV n nesom LPO.
CrepoBaTenbHO, HECMOTPS! Ha IBYCTOPOHHIOIO CHMMETPHUIO KYPHHOIO MO3-
ra, COCTOSIILET0, KaK 1 y MIIEKONHTAaIOIIMX, U3 IBYX BHEIUHE ONWHAKOBEIX NO-
nyiapuil, 3pekT oOyueHns Gbl1 acHMMeTPHYIEH: 32 00yyeHne y UbNLIAT B
OoJiblel Mepe oTBedas 0 NeBoe nosymapue. IMHYV siBnsieTcst ananorom ac-
COLMATHUBHON KOPBI MJIEKONUTAIOIIMX, TIE CXONSTCS M MHTEIrPUPYIOTCS CUT-
HaNbl OT MHOTAX CeHCOpHBIX cucteM. LPO xoopauHupyeT qBUraTeNbHEIE pe-
aKIUM, B TOM YMCJle KIIeBaHUE, 1 HMEET OTHOILEHNE K IMOLMOHANBHBIM pe-
aKUMSIM NTHUL, B YaCTHOCTH. K YYBCTBY OIIACHOCTH M K OLIYLUEHUAM HENPUSIT-
HOro BKyca. YUTO e IMpOoMCXOOMT B 3TUX sgpax B xoze obydenus? Ilpexpe
BCEFO BBISCHUIIOCh, YTO B XO€ OOYYEHHS BaXKHYIO POJb UrparoT HEPBHbIC
KJieTKM, BEIpabaThIBaOIME B KAUECTBE HEMPOMEIUaTOpa (HEHPOTPaHCMUT-
Tepa) rnrotaMart. B npouecce popMupoBanmst naMaTH IMIOTAaMaT OCBOOOK-
[3eTcsl U3 NPeCHHANTHYECKOTO YYacTKa U B3aUMONEHCTBYET € PELENTOPOM
Ha TMOCTCUHANITUYECKOH KNEeTKe. TO BeneT K ¢hochopUnHpoBaHnio MeMO-
paHHbIX 6enkoB npoTenHkUMHaz0il C n notoky HoHOB Ca B kneTKy. VOHEI
KanbLusl CIY>aT CUTHATIOM [N SiApa, Tie YCUITMBAETCS] TPAHCKPHITUMS CHa-
4yana TaK Ha3blBaeMBIX “paHHUX” IeHOB (MMPOTOOHKOreH c-fos), a 3ateM u
“mo3pHuX” reHoB. IlocnemqHne opraHu3yrOT NOBLILLEHUE CUHTE3a GENKOBLIX
¥ TTIMKONPOTENHOBBIX MONEKYI, KOTOPEIE TPAHCIIOPTUPYIOTCS K MeMOpaHe
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Puc. 9.12. Cxema BO3MOXHEIX HeHipOHHBIX Slelsnr fpabsn;
B3alIMOJCHCTBHI1, KOTOpble MOTYT O0bfi-
cHUTEL BaMsHMe nesoro IMHV Ha mpa-
soifi IMHV npu cdopmuposaunu cregos
MaMSTH.

Benble TPeyroybHHKHM — BO3OYXIaIOLIHe CH-
HANCHI, YEPHBbIN TpEyrojkHUK — TOPMO3HBIL
cuHanc. BeixonHo# curdan kneTkd Q HueT K
OpyruM Heifposam B IMHV unu K OpyruM otae- A
JIaM MO3ra, BO3MOXHO. K TEM, KOTOPbIE Pery- @
JIIPYIOT TNOBEAEHHE NpHONMIKeHns—n3bera-

us. Ilo Poysy. K Tparunugy X N

U BKJTIOYAIOTCS B Hee, H3MeHsIs ee ¢hopMy U pa3sMepbl. CXonHEBIN KacKap co-
ObITHIl BKITIOYAETCS O IEHCTBIHEM PETPOrpanHOro CUrHANa U B NIPECHHAI-
THYECKOH KneTKe. BO3MOXHO, KOMIIJIEKC POo1eccOB TAKOTO pofia U SIBISIET-
csl MONEKYNSIPHOI OCHOBOIl 3aMbIKaHUSI CUHANITUYECKOH CBS3M, (DYHKLIMO-
HaJbHOIO “IpOphIBa” MPEACYILECTBYIOMMX, C(HOPMHUPOBABLIMXCSI B OHTOrE-
He3e CHMHaNCoB, B PE3YNbTaTe 4Yero (POPMHPYIOTCS HEHPOHHbIE KOHTYPHI
— HOCUTENH IHIPAMMBI.

Y0 KacaeTcsl CMHaITUYeCKOro annapara, TO Hapsily ¢ Ka4eCTBEHHBI-
MH, OOHapy>XHUBaOTCS ¥ KOJUYECTBEHHBIE U3MEHEHUs. Tak, KOITUYECTBO
IINNMKOB (OOpasyrolux CUHANCKl) Ha peHapMuTax kieTok IMHV depes
24 4yaca nocyie oOy4enus yeenmunsaeTcst Ha 60%. Habnronaercs u usme-
HeHne UX GopMbl — pa3nyBaHHe KOHYHKA, YTO CBSI3bIBAETCS € MOBBLILIEH-
HBIM CHHTE30M ITIMKONPOTEeMHOB. CXOpHast MepecTpoiika CHHANCOB BBISIB-
neHa u B LPO. Tlpu nospexpennu IMHV ypInnsra KiI00T ropbKyo Xpo-
MHPOBaHHY10 OYCHHY TaK K€, KaK HX JIOXHO ONepHpOBaHHbIE cOOpaTh,
TpsICYT TONOBaMM, OLIYTHB €€ BKYC,  OTBOPaunMBarOTCs NPU NOBTOPHOM
npepbsaBneHnn. OgHAKOo CITyCTS HECKONBKO YacOB MPH BTOPHUYHOM HCIBI-
TaHUM OHHM IOJHOCTBIO 3a0bIBamy NpPUOOGPETeHHBIH ONBIT M KJEBajIH
cyxylo OycHRY CTOJIb XK€ IHEPrU4HO, KaK ¥ KOHTPOJIbHbIE ULIILISTA, KOTO-
PBIM paHblL€ faBany OycHHy, CMOYEHHYIO Bofoil. CiiefoBaTeNnbHO, IIOBpe-
3KIEHIE MO3ra He BIUSAIO Ha NMOBENEHNE NTEHLOB (KI1eBaHue OycHHBI), Ha
YYBCTBO BKyCa WM OOIIYIO NOABIDKHOCTE — OHH JIMIUb HE MOMHWIH, ITO
cienyeT H3GeraTb GYCHH onpejesenHoro Buaa. [Ipu noBpexaeHUu TONb-
ko nesoro IMHV peakunst u3beranust OTCYTCTBOBana, a IpU NPaBOCTO-
POHHEM NMOBPEXIEHUU COXPAHANAch, YTO COrNacyeTcs € MaHHBIMU O (PyHK-
LUOHANBHON acuMMETPHN Mo3ra (puc. 9.12).

Yepes wac nocne obyyeHus: faxke OBYCTOpoHHee noepexnexne IMHV
He TpUBOAWIO K amMHe3un. Mtak: [nst 3anoMuHanunst Heo6X0MuM MHTaKTHBII
nepbnt IMHV, Ho ecnu ypimusTa yxxe yceounu HaBelk, IMHV oka3sviBaeTcst
HeHy>kXHbIM. ClieoBaTenbHo, cnen namsti epeMectuncs. Ho kyna? Okasbt-
BaeTcs, B LPO. JleitcTBUTENBHO, ABYCTOPOHHEE mOBpexaeHne LPO uepe3
4ac nocyie o6y4YeHNs BBI3BIBANO aMHE3HIO. KOTOPOil He OBLTO NPH OIHOCTO-
POHHEM IIPaBOM MJIH TEBOM NOBpexxpeHnn. OnHako, ecnu nopeauts LPO no
00yueHus1, Takasl Oflepaumst He BIMSET Ha NaMsiTb. O4YeBUIIHO, B ITOM cllyyae
namsTe 3akpemnnsercs B IMHV, O6bsCHUTE NOMyueHHBE Pe3yNbTaThbl NO3-
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BONWIa cnepyoias cepust skcrnepuMenToB. CouetanHoe nospexaenue LPO
no TpeHupoBkU ¥ IMHYV nocne TpeHHUPOBKY BhI3bIBANO AMHE3MIO. Y XKMBOT-
HbIX ¢ noBpexaeHueM LPO Bo Bpemst oOyueHust nocaenyoiiee NoBpeXeHIe
neporo IMHV He Biusisio Ha 3alIOMHHaHHE, a NOBpexXaeHue npasoro IMHV
BBI3LIBANO aMHe3M0. Bee 3TH pe3ynbTaThl nossonuiau Cruseny Poysy no-
CTPOUTBL MOfIENE COTIIACKO KOTOPO¥ NEPBHIHLII cJie]] NaMATH 0 GycHHe U pe-
aknuM n3teranus oopazyercs B iesom IMHV, cnyersa Heckoibko yacor no-
c1e obyuenns o ‘‘mepemeraerca” chavana B npaesiii IMHV, a 3arem B
npasei u JeBbiii LPO.

CxopnHble siBJIeHNs1 6LINH BBISIBNEHBI U NPH HCCIEIOBAHUY HMIPUHTHH-
ra — ceoeoGpa3Horo BapHanta mamsitu. Oco6eHHO YeTKo copMynupoBan
noHsTHE 00 3TOM sAIBNeHNM mpuMeHrTentHO K ntunam K. Jlopeni (Lorenz).
Bcekope nocie BbulynneHdst NTEHNb! BLIBONKOBLIX NTHL HAYUHAIOT CIEeo-
BaThb 3a MaTepbio. ONHAKO peaKlysl CleJOBaHusl BLI3BIBAETCH He TONLKO
UCTHHHON MaTepbro. Hanpumep. npimisita foMalllHAX Kyp MOTYT npubim-
XKAaTbCs K CAMBIM pa3iuyHbIM 0O0bEKTAaM, B OCOGEHHOCTH K JBHMXKYIIMMCSI.
Ecnu ubinnsta HOfBEpraroTcs NPOOIKUTENLHOE BPEMSI BO3JIEHCTBHIO TO-
ro UM HHOro 06 beKTa, Y HUX (POPMUPYETCS MPUBSI3aHHOCTD K 3TOMY 00'Bb-
€KTy, CPaBHHMas C NMpUBA3aHHOCTLIO K HacToslleH MaTepi. B6nusn sToro
OObeKTA OHHM HCBLITHIBAIOT YOBOJLCTBHE H HAYMHAIOT OOSITBCA ¥ CTOPO-
HUTbCA Apyrux o6bekToB. ITono6Hoe moBefeHUe CBUAETENLCTBYET O TOM,
YTO OHH 3aMOMHHAIOT NPHU3HAaKW “‘MaTepn’. Takum oOpa3oM. NTeHIOBbI
HMOpPUHTHHI — 3TO mnponecc, NMOcpefcTBOM KOTOpPOro y MOJIONLIX NTHIL
thopmMupyeTcsi NPUBS3AHHOCTL K MAaTepy WM €€ NCKYCCTBEHHOi 3amMeHe.
HMIMOpMHTHHI CBOJCTBEH TaKXe HEKOTOPBIM 3pENIOpOXKIAOLIMMCS (Cro-
COOGHBLIM XOIMTL U 6eraTh Yepe3 HECKONbKO YacOB MOCIe pOXKACHMS) Mne-
KOMWTAIOLIHM, B YACTHOCTH MOPCKHM CBHHKAaM, OBLlaM, KO3aM H aHTHJIO-
naM. OpgHako 6onbllas YacTh UCCIIEIOBAHNYN 3TOrO SBJICHHS NPOBOAMNACH
Ha peimnaTax. C MOMoLIbIO palMoaBTOrpahuieckoro MeTofa (€ UCronb3o0-
BaHUEM, OfTHAKO, ApPYyroM, Hexenu y Poysa, pafiioakTHBHOH MeTKM) Oblno
YCTAHOBJIEHO, YTO UMIPHHTHHI COIPOBOX/AETCS aKTHBaLyel (hyHKIMOHU-
pOBaHUsl HEPBHBIX KNETOK TOH KE MPOMEXKYTOYHOM YaCTH MEJHOBEHT-
pansHoro runeperpuatyma (IMHV), uto u B oneitax Poysa. Bnpouem, atu
OaHHBIE BMNOCNEACTBUM ObIMH MOATBEPXKAEHHI U B OMbBITaX C BBEJECHUEM
2-Ne30KCATNIOKO3HI.

INoepesxpenust IMHV y ublnnsT Hapyllano MMIPUHTHHE TaK XKe, KaK W
apyrue Bunibl namsatu. [lpunsito cuntaTe. 4TO 3Ta 061AaCTh MO3ra UMEeT KpH-
THYECKOE 3HAYeHHe JUIsl XpaHeHus: HHopManMe, UMEIOLIIEH NpsAMOE OTHO-
LIeHKe K BLIpAOOTKE HaBbIKa clefoBaHus 3a MaTepbio. Kak u B onbitax Po-
y3a, Obli1a npopeMOHCTpHpoBaHa (PYHKIMOHANBHAS ACUMMETPUs MO3ra: Je-
Bu1i IMHV BBINONHsieT pyHKIMIO XpaHANUIIA NAMSITH, @ NOBPEXKIEHHUE Mpa-
BOT'O HE OTpaXKaeTcs Ha Npouecce UMNPUHTHHIA. TOYHO TaK XK€, ECIIM NoBpe-
xkpatb IMHV uyepes HekoTopoe BpeMsl mocie obyueHHs, aMHE3NH He HacTy-
naet. I'. Xopu (G. Horn) npennozxun Mopesib B3aUMOJICACTBYS HPaBOro W Ne-
poro IMHV, cxonHyro ¢ Mopenbio Poy3a ¥ nocTynMpoBan Haniuyue XpaHuiiy-
uja namsty, coorsetcrBymoiiee LPO Ha cxeme Poy3a.

JocraTouno nogpo6HO H3yuanuch ¥ MOP(ONOrnyeCcKHE OCHOBLI HM-
npunThHra. Ecrh panHbie, 4TO UMNPHHTHHT BNUsieT Ha AM(QepeHIIupOBKY
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Puc. 9.13. Cxema cBsizeit IMHV.

AddepenTHble MyTH 0603HAUEHBI CTUIOLLHBIMU JTHHUAMH, 2¢h(epEeHTHBIE — TOYEYHBIMH. MHO-
THE CTPYKTYPBI. MOKA3aHABIE HA PHCVHKE. HE JIEXKAT B OTHO# INOCKOCTH. a NOKA3AHHBIE NYTH HE
NONHOCTBIO COOTBETCTBYIOT HX JIEACTBUTENBLHOMY HAMNpABJIEHNIO. | — 3aHAa 06NacTh apXHCTPH-
atyMa, 2 — fop3anbHas o6nacTb NPOMEXKYTOUHOrO apXHCTpRaTyMa, 3 — narepanbhas obnacrb
MO3ra, 4 — NpOMEXXyTOUHBIH rHIepCTPHATYM/LOp3aibHblil THIIEPCTPHATYM. 5 — NONONHITEN -
HBIil apXHCTPUATYM, 6 — FMIINOKaMIL, 7 — HEOCTPHATYM, 8 — BO3BBILIAIOIMICS ManeocTpuaTym, 9
— centanbHule agpa. 10 — fop3o-MenanbHas obnacte tanamyca, // — BeHTpoMeaUansHas 00-
JIaCTh TamaMyca.

HefiPOHOB NepeiHell YacTH KPBIILK fepefiHero Modra. B yactHocTh. Bo3pac-
TaeT YWCIO LINTKMKOB Ha €AVHHILY JUTHHBI JEHPHTA. CTUMYJIUPYyETCs (pOPMHA-
pOBaH#E aKCO-OIMMHKOBBIX CHHAICOB.

O6yueHre BHAOCNENM(DUIECKON NeCHE Y HTHL, COMPOBOX/ACTCS CJOXK-
HOH NepecTPORKON HepBHBIX ceTEl, perylHupyIONIMX CTPYKTYphl, KOTOpbIE
ocyiecTBNsAOT nenve. CucreMa 3THUX ceTe BKIIKOYAET BBICIIMI BOKaNbHbI
yeHTp Mo3sra (HVC), MarHouemnsonsiproe sijipo HeocrpuatyMa (MAN), cne-
nudguyeckoe sapo apxuctpuatyma (RA), MepuaneHoe Apo3onatepasibHOE
sapo Tanamyca (DLM), sippo 12-ro uepennoro uepsa (n. hypoglossus), BeTBn
KOTOPOTO MHHHEPBHUPYIOT BOKaNbLHbI{ annapaTt. 3aMeyaTeNnbHO, YTO B ENOY-
Ke HepBHLIX cBsizeil DLM — MAN —RA kaxpas cyOrpyia HelpOHOB yCTa-
HaBAMBAET KOHTAKTBI CO CTPOro OMNpe/leNeHHO COOTBETCTRYOLIEH efl cyD-
rpyNIoy KJeTOK, UNNIOCTPUPYS JIMIIHUEA pa3 AeTepMUHUCTUYECKUIT HpHUH-
LIUN HOCTPOEHNUs HEPBHOM cUCTeMBI. B xone oOy'ueHHs yBeNHUUUBAIOTCA pas-
MEp HEHPOHOB ¥ MX KOJIMYECTBO B COOTBETCTBYIOLLNX OONACTsIX MO3ra, YBe-
JIUYHBAETCS KONHYECTBO IUMIIMKOB M CHHAMTHMYECKHX KOHTAKTOB. bBonece
CNOXHBIE U3MEHEHNs CBOMCTBEHHBI KJIeTKaM MarHOneNnioaspHoro sapa. B
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HHMX KOJIMYECTBO CUHAMTHYECKUX CBsA3€ll YMEHBIIAETCA. TaKXkKe YMEHbILAeT-
cs1 konudectso NMDA-penenTopoB rpH yBeHYeHHH UX CPOACTRA K Crienu-
¢uueckomy nwranpy (MK-801). OueBnpHO, XOTsI KOJHMYECTBO CHHAINCOB
yMEHBILAETCS, “CUTa” Te€X CHHAIICOB, YTO OCTaloTcs, yBennuuBaercd. CHu-
JKaeTcsl aKTHBHOCTH Ie€Ha, KOAMPYIONIEr0 CUHANTHYECKUA O€JIOK CHHENb-
(puH, U COOTBETCTBEHHO CHUKAETCS KOHLEHTpauus 3Toro 6enka 8 MAN u B
RA, nocnepnee, BUTUMO, CBSI3aHO C YMEHBLIEHUEM KOJIMYECTBA CHHAMCOB,
obpasyembix akconam MAN Ha knetkax RA.

B IMHV umMetloTest KNETKH pa3sNUYHOro THMA, YNOPSIOYEHHO pacnoio-
*keHuble. HekoTophie U3 HUX SBISIFOTCS MHTEpHEHpOHaMH, OCTANLHBIE MO-
CLLTAFOT aKCOHBI K ApyruM obnactsM mosra. B IMHV BeisiBneHo takske 3Ha-
YUTENBHOE YKCIO HEHPOaKTHBHBIX BELLECTB, KOTOPBbi€ MOIYT (PYyHKLMOHU-
pOBaTh Kak MeIHATOpbl U MOAYNISITOPHL. JTa 06JacTh NOJY4aeT OTPOCTKH
HEHPOHOB OT GONBILWHCTBA CEHCOPHBIX cucteM. Ungopmanusi, nocrynato-
1as B 3Ty 00/1acTh, NpefBapUTENLHO OOpabaThIBae€TCs B APYTHX CEHCOPHBIX
obnactax nepegiero Mosra. IMHV gepes npsiMble Hny NepeKsitoueHHbie My-
TH UMEET HOCTYII K BBIXO[IaM M3 MEpeJIHEro MO3ra H OKasblBacT BIIMAHME Ha
103y, JIOKOMOIIHIO U 3pUTENIbHO HanpagJisieMoe nopefieHue. FiMeroTces Taxxke
CBSI3M C CHCTEMaMH, KOTOPBIE MOTYT yYacTBOBAaTh B OpPraHM3anMu TaKuX
¢opM nmoeeeHus, Kak HanajieHne, usberanue 1 BUCLEPAIbHO-3HJOKPHUHHLIE
¢pyuxuun. Cesasu IMHV namomMHHaIOT cBsizu npepOHTaNBHON 1 IUHTYJIsp-
HoIT obJracTell KOpbi FOJIOBHOIO MO3ra MJIEKONMUTAKOIIMX U IPUMATOB. KOTO-
phle TakxKe UMET OTHOLLleHHe K namsitu (puc. 9.13).

Ananmn3 npoieccos OGy‘leHﬂﬂ H NaMATH Y MJICKOIIHTAIOIIUX

MonekynsipHO-reHeTUYeCKUI aHanuz oOyyeHHsl U MAMATH Y MIICKOMNH-
TAOLIMX OOLIMHO MPOBOAMTCS Ha MpuMepe Mbliell U Kpbic. Y ofoux o6be-
KTOB Yy2Ke JlaBHO OBl OOHAPYXXEHbI MEXIMHEHHBIE Pa3IuiUs 10 CTOCOOHO-
CTSIM K 00y4eHH10. 31ech ChIFpalio posib TO 06CTOSTENBCTBO, YTO OBLJIO CO3-
JaHO JOCTATOYHO MHOTO MHOpDENHBIX JIMHMI MBILLIEH, a TaKXe HaKoMJeHa
uH(OpManUs 0 HEHPONIOrHYECKOM H MOBEIEHYECKOM CO3PEeBaHUK 3TOrO BH-
Ia, B OOIIMX YepTax HalMOMHUHAIOLLEM TaKOBOE ¥ yenoBeka. Bnobasok Owino
OfpeieSIeHO CYLIIECTBOBaHUE YeTKHX BHYTPHBUIOBBIX (PDEHOTUNHYECKHUX pas-
JIR4Mi Ha YPOBHE MO3ra, YTO YKa3biBano Ha 60y HHAMBU/IYATIEHYIO H3-
MEHYHMBOCTh MACChl MO3ra M pasMEpPOB HEKOTOPLIX liepeGpanbHbiX CTPyK-
Typ. YPOBHEI colepXKanusl XONUHEPIHYECKUX U aIpEHEPTUYECKUX MENHATO-
pOB, a TakXe 3neKTpo3Huedanorpaduyueckoro pucyHka. Ipu ucnonszoba-
HHM METOAa BhIpabOTKH YCJOBHOrO pegpnekca usberanusi ObLIM BBISBICHBI
3HAUUTENbHBIE MeXIUHENHbIE pasnuums. VtanbsHckuil reHeTuk Onusepro
(Oliverio) uccnepopan peaknuio M30€ralusi y Mblilleil, MONYyYEHHBIX B pe-
3yJibTaTe §8-NTHHEeHHOro CKpellliBaHus (CKpelMBaHus, IPOBENEHHOrO MEXAy
BoceMbIO pasnuutbiva nukmsimu FfJ, A/Hel, BALB/cJ, C57BL/6J, C57L/1,
C57BR/cd], DBA/2), SEC/1Re)). XKueorssie u3 Fl. npoucxopsiiue n3 pas-
JNMYHBIX POOUTENILCKUX JIMHUIL, CrapuBanuch IUisl NOMyueHus 4-nuHeiHoro
CKpEeIIUBaHUs, 3TH MOTOMKH, YK€ HMeroille oOIMX popuTesell Kakoi-To
OIHOI IMHUH, CITAPUBANKCE [UTsl TOnyyeHust 8-nuHeHoro ckpemmpauusi. [o-
BEJICHYeCKasi F€TEPOr€HHOCTb 3THX Mblilled Bhipa)keHa JOCTATOMHO OTYET-
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nuBo. ONNBEPHO YCTAHOBUN TaKXe, YTO OJHU T€ e reHbl MOTYT ObITh OT-
BETCTBEHHBI 32 Pa3NHUYHbIE MOBEAEHYECKUE MPH3HAKH, YTO AAaeT BO3MOX-
HOCTL M3YyUaTh BIHSHHE HaHHOIO KOHKPETHOrO FEHA Ha MOBEleHHe IMyTeM
3aMeHbl OMHOH €ro ajiesny Ha APYryo HPY HEM3MEHHOCTH OCTaNIbHOrO FeHO-
THIA, a8 TaKXe ¢ MOMOIBI0 METOIOB MONEKYJISIPHON F€HETUKH aHANU3UPO-
BaTh MEXAHU3MBI 3TOro Bnusinus. Taxk, Mbiuu nuHuii DBA/2, PT, Re/Re Han-
Bornee crnocoOHBL K O0YUEHHIO YCNOBHOMY pedhieKcy u3beranusi, B TO BpeMs
kak Moy muuuit CS7L, CCTBR, tfftf TecTupyroTCs MO 3TOH METORMKE KaK
“rayneie”. B naboparopun KopouknHa oOHapyXeHa KOPpessiiMsi MEXOy
crnocoGHOCTEIO K 00y4yeHuto u coepxanriem S-100 6enka B MO3re MbILLIEH.
UeM MBIIK criocOOHEE, TEM BBIILE COJlIEpKaHKue 3TOro Oenka.

BBINM nNpeAnpuHATHE MONBITKM OXapaKTepH30BaTh HCXOIHBI YPOBEHb
TPAHCKPHIIIIUY U TPAHCISILMY, 2 TaKXK€ UX H3MEHEHHs1 B Iporecce 00yJeHUs
¥ XHBOTHBIX C TEHETHYECKH NAETEPMUHUPOBaHHBIMU (POpMaMHM TTOBEIEHHS.
Taxk, B naGopaTopun Xonsrepa XuaeHa Obi1 MpOaHaINu3NpOBaH CHHTES CIle-
nuguyeckoro 6enKka HepBHOH TKaHu 14-3-2 (u30pepMenT 3HONA3BI) ¥ ABYX
Kpuic Wistar, ceI€KLIHOHUPOBaHHBIX B TeyeHue 16 nmokonenuii nHOpeMHbIX
CKpellUBaHus U pasiHvaroIUXcs MO CKOPOCTH BbIPabOTKH YCIOBHOTO ped-
JeKca usberanmsi.

Okas3anoch, YTO y JUHUM ObICTpO 0OYYaIOIMXCS KPBIC YBENIHYEHa CKO-
pOCTh BKJIKOUEHUS! PaIHOaKTUBHBIX mpefiecTeeHHuko H3- n C14-panuHa B
3TOT Helipocnenmpuueckuil 60K N0 CPABHEHUIO C KOHTPOBHBIMH XXUBOT-
HBIMH M3 TOI e JIMHUM B YEThIpex BaXHbIX OOJIACTSAX MO3Ia: CEHCOPHOI U
3pUTENIBHOI KOpe, FUINOKaMIle ¥ 3HTOPUHAIBHON Kope. Y Kpbic Me[JIEHHO
obyuaroLerics TUHUN NoNoOHbIE pa3nuyus He ObLTH OOHapyKeHbl. BeposiT-
HO, HalilcHHble H3MEHEHNsI B yPOBHE COMIEP>KaHUs 3HOJNA3b] ABJSIOTCS Map-
KepaMH HMHTEHCHBHOTO (DYHKIIMOHUPDOBAHUSL TeX WM MHBIX HeHpallbHBIX
KOHTYpOB (MORyJieil), IPUHIMAIOIIVUX yJacTHe B OOyUEeHHH.

Briparonuites am6puonor ALl [Ih6an Bmecte ¢ N.W. Tlonetaepon u
J1.T. PomanoBoOii OOHApY>KH/H, YTO U3MEHEHHS B Pacnpenes€HUH reHeTHYE-
CKOro MaTepuarna, B YaCTHOCTH, pobGepTcoHoBCcKue TpaHcenokauuu (PT) rak-
K€ MOT'YT OTpaxaThCsi Ha OCOOEHHOCTAX NOBENEHYECKHUX PEAKIIME.

PoGepTcoHOBCKHE TpaHCIOKAIMA — 3TO LIEHTpHYECKUE UIH TaHIEMHbIE
CIHUSIHMS JIBYX aKpOLEHTPHUECKUX XPOMOCOM ¢ 06pa30BaHileM OfHOIl MeTa-
LieHTpHYecKOH uiM cybMeTtaneHTpudeckoi. Ipu PT, no cpaBHenuto ¢ npyru-
MH THIaM¥ XpPOMOCOMHBIX NEPeCcTpoeK, He MPOUCKXOMUT 3aMETHBIX U3MEHe-
HUM B KONHUYECTBE M€HETHUECKOro MaTepHasa, HO H3MEHSIETCS JIHILB HOJO-
>KEHHe OTAEJIbHBIX IPYIIN F€HOB B TE€HOME.

TectupopaHue Gonboro yncna XHUBOTHbIX ¢ PT no3Bonuno BLISABUTH
0co6¢€ll, y KOTOPBIX JONs MPABWIBLHBIX PEIeHull MOBeJleHYeCKOol 3a1aqn 1o-
CTOBEPHO MpeBblilana cay4daiHyro. 1o Obumu Mbiuu ¢ PT (cnusHuem)
8-11 u 17-11 xpomocomsl — Rb (8,17) llem. B Teuenne 6onee yeM nBafnaTuneT-
HEro pa3’BelieHust B nabopaTOpPUH MBILLEH C 3TOM XPOMOCOMHOHN MyTallUe
YCTOHYHBO OOHAPYXXHUBANK OTNHYHBIN OT CIy4aiiHOIO YPOBEHb perleHus 3a-
Ja4d Ha 3KcTpanonsauMio. [losgHee OblM nony4yeHb! cyOJIMHUU W3BECTHBIX
uHOpeaubIx uHui (CBA u C57BL/6J, B kKapuoTHIIe KOTOpBIX MMeJach AaH-
Has PT.

B nocnegHee Bpemsi BHMMaHHE HEHPOreHEeTHMKOB U Helpocdu3nono-
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Amnnpeit ITaBnosuy [Ipi16an. Bhiparo-

Hics poccuiickuit aMOpuonor. Mecne-

oh AOBall pONb OTACIBLHBIX XPOMOCOM B
pa3sBUTHH MEKONUTAIOIINX, SBISETCA

MHOHEPOM B NPUJIOXEHHH MPMHIHIOB

FEHETHKH Pa3BUTHA H IIUNTOINCHETUKH K

> HeHporeHe THUECKHM HCCIIENOBAHHAM.

RS rOB NPUKOBAHO K IMIOTaMaTIprAve-
S CKHM HEpPBHBIM KJIeTKaM. MMOCKOJb-
Ky MMEHHO C HEWpOHaMH AaHHOI'O
THIIA 3PrUYHOCTH CBS3BIBAOTCA Y
MJICKOMUTAIOLNX, KAK U Y ITHIL
npoueccbl OOy4eHHMS W 3aMoMu-
HaHUS.

OcofGenHo Oonpilloe 3Ha4YCHUE
npupaetcs penentopy NMDA. ¢ ko-
TOPBIM CBSI3bIBAETCS IIHOTAMUHO-
Basi KUCJIOTa. MoONEKy bl 3TOro pelenTopa paclosloXeHbl Ha NMOBEPXHOCTH
KJIETKH W, KaK NpeArnonaraeTcsi, UrpaloT KJIIOYEBYIO podb B o6yueHHH 1 na-
msiTi. CylllecTBYeT HECKONBKO MOATHIOB INIIOTAMaTHBIX peuentopoB. Mx
KJaccubUIMPYIOT Ha OCHOBE HM3yUCHUsl JICICTBUSI aHAlIOrOB IIIOTaMaTa:
N-meTun-D-acnaptrata (NMDA), anba-aMHHO-3-ragpoKcu-5-MeTun-4-n3o-
KCa30J-NPOMUOHOBOM KUCnoThl (AMPA). KaHOBOM KUCIOTHI. KBUCKBAJIO-
BOf1 KIcNTOTEI. O6BIYHO BRIIENSIOT [iBa INIaBHLIX THITA pelientopos — NMDA
1 He-NMDA-peunentopsl. K He-NMDA-penentopam OTHOCATCS peELENTOPEI
AMPA u KaMHOBOH KHCJOTBI, CXOHBIE MO CBOUM (PU3UKO-XUMUYECKHM
CBOICTBAM M paclpoCTpaHEHHOCTH B CTPYKTYpaxX Mo3ra.

B mo3sre mnexkonraromux NMDA-cBsizbIBarOIIMe YUaCTKHU JIOKAIH30Ba-
HBi IJTaBHBIM 00Pa30M B KOPTHKAJIBHBIX CTPYKTypax, 0a3aJIbHbIX FAHLJIUAX U
CEHCOPHO-acCOlMATUBHBIX cucTeMax. HauBbIcasi HX NIOTHOCTL OOHApY»Ke-
Ha B runnokamne. NMDA-perientopbl cocTOSIT U3 psiga CyObeAMHULL U Jier-
KO ONUIOMEPH3YIOTCH, 00pa3ysi BLICOKOMOJIEKYNSIPHBIE KOMIJIEKCHI. JTH
6enKy SABNSAIOTCA INHUKONPOTEHA-TINMUAHBIMY KOMIIEKCAMH, KOTOpPLIE hop-
MHpPYIOT HOHHBIE KaHanbl st KatioHoB Nat, K+, Ca?t. Monekyna raiora-
MaTHOTI'O PElENTOpa CONEPIXKUT 6ONBIIOE KOIHIECTBO THAPO(POOHBIX AMUHO-
KHCIOT, CBSI3aHHBIX M ¢ BHYTPEHHEH. M ¢ BHELUHEH YacTbio MeMOpaHbl, opra-
HHU3Yysl B3aUMOJIEHCTBUE C NHITHIAMM.

PenenTop uMeeT nsATh (PyHKIMOHAIBHO pa3sfiuyHbIX YYACTKOB:

1) yyacToK cBA3BIBaHUS HelpoMeauaTopa;

2) perynsiTOpHBIA rNHIUHOBLIN Y4YaCTOK;

3) yyacTOK BHYTPH KaHaJla, CBA3BIBAIOLLMH (PEHIUKINANH U POCTBEH-
HbIE COEIMHEHHUS;

4) noteHUMaN-3aBUCKMBIT Mg2+-CBsI3bIBAIOILMI YUACTOK;

5) TOpMO3HBIH YyYacTOK CBA3BIBAHUS ABYXBAlEHTHBIX KATHOHOB.

HauGonee cnenitdiueckuit CHHTE TUYECKHMH arOHUCT 3THX PELENTOPOB —
NMDA — He obHapyxeH B Mo3sre. CuuTaeTcsi, KpoMe rfioTaMaTa IHAOIEH-
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HBIMH MEIMATOpaMi B 3THX pellenTopax siBnsitores L-acnaprat 1 L-romonu-
creuHaT. Cpenn aHtaronuctos penentopoB NMDA tuna seigensitor D-2-
aMHHO-5-pocporHoBanepuat U D-2-amuHo-7-pochoHorenTaHoart. a Takxe
cvHTeTHYecKHe 3-(2-kapOokcununepasnd-4-un)-npomui-L-¢pocdonar, MK-
801 u pp., sBnsIOIIKMECS] HEKOHKYPEHTHBIME nHrubutopamu NMDA, xoto-
pBI€ HEe NEHCTBYFOT HEMOCPECTBEHHO HA YUACTKH CBSISBIBAHMSA [NIOTaMara.
I'nullMHOBBIH y4acToK ciocoGeTByeT yeunenuio oreera NMDA-penientopa B
Cllyyae COOTBETCTBYIOLUEro BNMsiHUS riuiMHa. CaM IIMOUMH He BLI3bIBAEeT
OTBETA, HO YBEJINUMBAET YaCTOThl OTKPLIBAHUSI KAHAJIA, He BIIHSIS Ha aMILIH-
Ty TOKa nipH peitctBun aronnctosB NMDA. Hanuuue rinuvnpna BooOiile He-
06XOlIUMO. NOCKONBbKY HPU MOJIHOM €ro OTCYTCTBHE peLienTop He aKTHBUPY-
ercs L-rnroramarom.

Baxueiimei @pynkupueit NMDA-pernentopa B IIHC siBnsieTcs ynpas.ie-
HH€e HOHHBIM KAHAJIOM, €I0 CMIOCOOHOCTBIO NMPONYCKATHL MOHBI HATPUS, Ka-
nust, Kanbuust. I1py 3TOM BHYTPHUKIeTOUHBI Kanbiiil, KOHLEHTpalus KO-
TOpOro Bo3pacTaeT npy akTuBauyuu penentopo NMDA, poeneuer B unu-
[HAIMI0 NPOLECCOB MIIACTHYHOCTH Pa3sBUBAIOLIETOCs M B3pPOCIOro Mo3ra
(prc. 9.14).

B To e Bpemst rpynnamu 3puka Kaungens (Eric Kandel) u Cycymy To-
HeraBbl (Susumu Tonegawa) 66110 noxasano, yTo NMDA-penentop ¢yHK-
LIHOHHUPYET BO B3aMMOAECHCTBHH C e1lie OfIHIM BaXKHbIM (PakTOPOM — anbda-
KaJblHA-KaNbMoaynuH-3aBucuMoi kiHa3zom I1 (CaMKII). Korpa rnotamar
BBLICBOOOXAAETCSA U3 MpeCHHaNTHYeCKol 0b6acTl i cBsa3biBaeTesi ¢ NMDA-
PENENTOPOM NOCTCHHANITUYECKON 30HBI M penenTop OTKphiBaeT MeMOpaH-
HbIE KaHaNbL. “paspellasi HOHAM KaJibLHsl BOHTH B KJIeTKY, 3TH HOHBI npe-
ppauaror CaMKII B akTHBHYIO hopMy. KOTOpasi 3alycKaeT KacKkal Guoxu-
MHUYECKHX COOBITHH, MOBBINIAIOIUX YyBCTBUTENBHOCTE COOTBETCTBYIOIIMX,
BOCITPHHMMAIOLUX UMITYJILChl HEIPOHOB K NOCTYMAOMIM K HUM NpecHHan-
THYECKHM CUTHAJIAM.

I'en, kopupyronmii NMDA peuenTop, 6bU1 KIOHHPOBaH U JeTallbHO
n3yueH B rpymmnax Puuapnca Teuena (Richard Tsien) u3 Craundopackoro yuu-
pepecutera ¥ Yapnza CruBeHca (Charles Stevens) u3 Conkosckoro (Salk) un-
ctutyTa. B ofenx rpynnax ¢ noMouipio CnenraNbHON TEXHUKH TIATENIBHO
NpoaHaNI3HPOBANU Ha KOJIMUECTBEHHOM YpOBHE (PU3UUYECKHI CHIHAN, Nepe-
AaBaeMbIil Yepe3 CHHaNTUYEeCKUH KOHTAKT OT OJHOro HelpoHa K Ipyromy ¢
NOMOIIIBbIO HEUTPOTPAHCMUTTEPA.

Kaxk y>e ynoMuHanoch, csizbiBaHye HelpOTPaHCMHUTTEpPA C MOCTCUHAN-
THYECKOH 00NacThl0 KNETKH-MHULUEHM OTKPBIBAET KaHANBI B KJIETOYHOM
MeMOpaHe M TeM CaMbiM BbI3BIBAET NOTOK HOHOB BHYTPb KieTKH. Ecnu MeMm-
6paHy nepeceyeT JOCTATOYHOE KONUYECTBO HOHOB. TO BO3HAKHET JJICKTPH-
YecKMil CHTHaJjl, pacnpoCTPaHSIOIMUICA MO NOCTCHHANTHYECKOH KIETKe.
Cpenusist BenUU@HA MFOHHOTO NMOTOKA Yepe3 CHHANC NeTEPMUHNPYET CHITY CH-
Harca — YCUIIHe, C KOTOPbIM MOXeT OBITh BbI3BaH HEPBHBII UMNYNbC. Y Be-
JUYEHHEM CIJIBI CieliMPUYECKHX CHHATICOB MOXeT OBbITh 0O'BSCHEH NMPOollece
XpaHEeHUs] TAMSITH.

BosHukaeT BronHe eCTeCTBEeHHBIH BONPOC, KAKAM 00pa30OM IOCTHraeT-
cs1 TpebyeMoe NoBbIIeHHe cHHanTH4ecKoil cnnbl. CyliecTByeT ABe BO3MOX-
HocTH: 1) mMpecuHanTHYeCcKas KJIETKa HauyMHaeT MpoayuupoBaTb Oonblie
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HefipoTpaHCMUTTEPa; 2) NOCTCHHANTIIYECKAs! KIETKa CTaHOBUTCA 6onee 4yB-
CTBUTENBHOM, IponycKasi 60JIbIIIE HOHOB B OTBET HA TO XK€ CAMOE KOJIMYECT-
BO HelipoTpaHCMUTTEpa.

Y1068 y3HATh, KaKasi U3 3THX IBYX FHroTe3 npapunbHast, U3uen n Ctu-
BEHC MCNONbL30BaNIl HOBBIH, KBAHTOBBIH METOJ ONpeflesieHHsl KONUYecTBa
NAaKeTOB MeAuHaTopa, BbICBOOOXKIaeMoro BO30yXOeHHoil Knerkod. Ilpm
3TOM NPEANONIaranoch, Y7o (PU3MONOrHIYecKOil OCHOBOI 3aMOMHHAHHS SBJIS-
eTcsi loNroppeMerHasi noteHyuanus (long-term potentiation), COKpallleHHO
LTP. Brino, B 4aCTHOCTH HalllileHa pacnpocTPaHeHHOCTb 9TOr0 peHOMEHA B
TMIIMTOKAMIIE, KOTOPBIH BKIIIOYEH B HEKOTOPble BHAbI OOYUEHHUs W HaMSITH.
OkKa3zanocek Takxe, uto s ocyiectbiienust LTP tpebyeTtces penernrrop nns
rmoTamaTa, T.e. NMDA penentop ucnonb3yemMoro B runnoKamiie HeifpoMe-
nuatopa. Kpome Toro, 66110 yectanosnieHo, yto LTP dropmupyeTcst Ha noct-
CUHANTHYECKOH CTOPOHE MEXKJIETOYHOIO KOHTakTa. XapaKTepHO npH
3ToM, yto NMDA penenTop oTkpelBaeT HOHHBIE KAHANBI TOJIBKO B TOM CINy-
yae, eCIM MOCTCHHANITHYECKAsl KNeTKa yXe 3NeKTpHUecKasl akTHBUpOBaHa,
T.€. B TO Xe caMoe BpeMsl MoJy4YHila CMrHaJl OT APYroro HEpPBHOI'O BOJIOKHaA.
B cnyyae npucyTcTBusi TaKUX KOHBeprupytowux curianoe NMDA peuento-
pbl pa3pellaioT KaJbIHeBbIM HOHAM NMPOHUKATL B KJIETKy-MHIlleHb, Tako#
TIOTOK BBI3bIBaeT OHOXMMUYECKHE U3MEHEHMUs, 0OYCIOBIHBAIOLIME MOSBIIE-
nue LTP. Takoii MexaHusMm, npy KOTOPOM CHHAIC “ycHIMBaeTcs Gnarojaps
ABYMS KOHBEPrMPYIOIIMM CHIHalaM, XOpOLIO OOBSCHAET acCOLMATHUBHBIE
¢opmMbr 06yueHust. [TokazaHO Takxe, YTO KOIja KOJIMYECTBO BBICBOOOXKa-
€MOro NMPecHHANTUYECKOH KINeTKOW INIoTaMaTa yBEeIUMHBAETCs, B MOCTCU-
HANTHYECKOI KileTKe HaBJONAeTCs COOTBETCTRYIOLIMI oTBeT Kak NMDA,
Tak ¥ non-NMDA penentopos. Oanako B cnyyae LTP yBenuuenne gemon-
CTpUpYIOT TONBKO non-NMDA penentopel. 9TH pa3iuyHs yKa3blBalOT Ha
TO, yT0o L TP He cBsA3aH ¢ yBenMyeHUeM BbICBOOOXKIECHUS IPECUHANITHYECKO-
ro MefUaTopa U €ro BO3HMKHOBEHHE O053aHO YyBCTBUTENBHOCTH PELENTO-
pOB KJeTKa-pelHNMeHTa, T.€. OCYIIeCTBJISETCS Ha MOCTCHHAHTHYECKOM
ypoBHe. Opnako 13uen 1 CTUBeHC NONYYWITH JaHHbIE, CBHIETENBCTBYIOLME
B MOJIL3Yy NpecuHanTHYecKoro npoucxoxaenus LTP (puc. 9.15).

Bronne BO3MOXHO, YTO B 3TOM INpouecce yuacTByroT 006a MexaHHU3Ma.
HecoMHeHHO, BnpodeM, [UTO MYTanHH, 3aTparMBaiolide oOpa3oBaHHe
NMDA penentopoB, 0Tpa3sTcs HAa npoueccax o0yJeHHs H NaMATH.

MeToapl COBpEMEHHOI MOJIEKY/sIPHOH TeHETHKH MO3BOJISIIOT TPOBE-
pUThL 3TO nosioXeHue. [1nsi 3ToH 1ieny HCMONb3YIOT TAK HAa3bIBAEMbBIX “HOKa-
YTUPOBaHHBIX ™ >XUBOTHBIX (0ObIYHO MbIIIel — knockaut-mice), axcnepuMeH-
TallbHBIM MyTEM JIMIIEHHBIX OMpeNeNeHHOrO reHa, (PyHKIMH KOTOPOro Ha-
MepeBaroTCs U3y4yaTh.

Y100kl MONYYUTH HOKAYTHPYIOLIYIO MyTaluio (knock-out mutation), no-
Clel0BaTeIbHOCTE KJIOHMPOBAHHOI'O I'€HA IOJIXKHA OBbITHL U3MEHEHA in Vilro 1
3aTeM BBEJleHa B KyJIbTYPY SMOPHOHANBHBIX CTBONOBBIX KieTOK (ES). C Hu3-
KOl 4aCTOTOI MyTHPOBABILMII TPaHCI'€H 3aMellaeT ero HOpMabLHbIN anyenb
B XpOMOCOME NMyTEM FOMOJIOTUYHOI peKOMOHHAIME — MPOILECC, Ha3BaHHbIN
targeting. ES kneTku, KOTOpsbi€ copepXKaT HOKAyTHPOBAaHHYIO MyTalMIO, MO-
ryT OBITE HCMONB30BaHBI, YTOOBI CO3[ATE XUMEPBI, KOTOPbIE MPATOHBL 15t
NoNy4YeHUst TPAHCTEHHBIX NHHUIH, HecymMX HOKayTHPOBAHHYIO MYTalHUIO.
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Do LTP MNocne npecuHantuueckoro LTP
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Puc. 9.15. “KsantoBm#i ananus” LTP.

IlpencrapneHbl TpY KpUBLIE, WINKOCTPHpPYOIie 3ToT MeToA. [lo ocu oppuHaT npefcTaBneHo
KOJIHYECTBO KBAHTOB (aKETOB HENPOTPAHCMUTTEDA). BLICBOOOXAAIOLMXCS H3 NpECHHANTHYE-
ckoro Hefipona. I1o ocr abcumce nokasaH OTBET Ha 3TO KONHYECTBO KBAHTOB B MOTOKE HOHOB B
NOCTCHHANTAYECKON KJEeTKE. BepxHsis neBas KpnBasi NPENCTaBISET KOHTPOJILHYIO CHTYALMIO
no LTP obycnosnusanns. [TpaBas BepxHsas H HIDKHAA KPHBBIE MOKA3bIBAIOT BE BO3MOXKHOCTH
nocne LTP. Ecnu LTP Bo3uukan 6narofapst BbICBOGOXAeHHIO GOJBIIErO KOJHYECTBA KBAaHTOB
U3 NPECHHANTHYECKOH KIETKH, TO CaMas BbICOKas TOYKa KPHBOM A0NIXKHa ObITH CIBHHYTA BNpa-
BO, HO MaKCHMaJIbHbII OTBET MOT OBl ObITh BhILLIE. YEM 10 TOrO (CpenHsisA kpuBas). Ecnn, ¢ gpy-
ro#l cropoHbl, LTP BO3HMKaN BCJIEICTBHE YBEJNHYEHHOH YYBCTBUTENILHOCTH B NOCTCHHANTHYE-
CKOH KJIETKE, MAKCHMAJIbHBIH OTBET MOT ObITh yBesnueH (OT 6 K 9), HO caMast BbICOKAs TOUYKa
KPHBOIf MOr/a OCTAaBaTECA B TOM XKE CAMOM OTHOLUEHHH MO OTHOILEHIO K KpuBoii. [To Tsien.
Stevens, 1997.

3TO OCylIeCTBAsETC NYTEM CKPEIMBAHUA [IBYX I'€TEpPO3UrOTHLIX JIMHHIA,
YTOOB! BBIBECTH B TOMO3MIOTY HOKAYTHPOBAaHHYIO MyTAlHIO ¥ OTIPe/leNINTh
€€ BIINSIHKE Ha pa3BUTHE U NOBefleHMe (MpuHIyn Metosia cM. B KH.: J1.W. Ko-
pouknH “Beepnenue B reHeTuxky paseutus’. M.: Hayka, 1999).

Beina nocrasneHa 3agava, OCHOBBIBAsICh HA MPHHLMIE, YIAIUTL I'€H, KO-
AVIPYIOLIME penenTop Ais rIoTaMaTa, ToNbKO U3 HeGonblloi rpynnsl Kie-
TOK B I'MITHOKAMIIE, 4 HE U3 KaX[Oi KJIeTKH MbIIW. YTO6KI 3TO clenaTh, B
nabopatopun Tonerapbl 6bUI NMOCTaBNEH NOJ KOHTPOJbL IIPOMOTOpa reHa
CaMkuHa3bl 1 UHTETPUPOBaH B reHoM red Cre, kotopelit Kopupyer JHK-
crutaiicupyrommii epMeHT. 3aTeM Obilla NoNyyeHa KOJMNEKIUA JTHHU Mbl-
e, B KOTOphix red Cre, 3KCNpeccHpoBaincsi B pas3fiuuHbiX KOMOHHALMSX
TKaHel, nojipaxasi naTTepHy 3kcnpeccuy reHa CAMkunasbIll. Tpn 3ToM B
Tpex NUHuAX Mbimeit red Cre 3KCNpeccUpoBalcs TONBKO B ONpENeieHHOM
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THIE KNETOK (NHPAMUJIHBIX HEfpOHAX) W B ONPEAE/ICHHbIX 30HAaX THNNOKAM-
na. Jnst cenexruBHoro yuanennss NMDA-penenTopa Takux Mblied CKpeuy-
BaJIM C XHBOTHBIMH, KOTOPBIM C MOMOIIbIO F€HHO-UHXEHEPHBIX MAaHHUITYJIsI-
uni BBenM napuble nocaeposatensHocTn [JHK (twin sequences), pacrono-
JeHHBIE Nepef U Hocle reHa, komupytomero NMDA-penentop. Y HeKoTo-
PbIX NOTOMKOB OT TAKOTo ckpemuBanus ¢pepmenT Cre y3HaBan Takue JBOi-
HbI€ NOCIENOBATENLHOCTH M ““CKJIeHBall” X BMecTe, Tak uTo reH NMDA u3-
OUpaTenbHO BbIpe3ancs TONBKO B MAPAaMUAHBIX KIETKax IUNIOKaMna, rae
aKTHBHO (hyHKupoHupoBan reH Cre nop 4yy>KepogHbIM IPOMOTOPOM.

¥ Takux Mplneit 0OHapy>XUBaJN BeIpaXkeHHble TeheKThl B CIOCOOHO-
cTsIX K 00yyeHHI0, conpoBoxaeMple HapylieHusimu LTP.

CXOHBiE€ IKCNEPHMEHTHI NPOBOAUIMCE U C TEHOM, KOJUPYIOIIUM anb-
¢a CAM xunazy. B 3Tom cnyyae npu BBefeHHH 37I€KTPOAOB B CPE3bI MO3-
ra s CTUMYJISIUME HEPBHLIX KJIETOK OOHapy>Kunu HapyuueHuss LTP. Mbt-
1lef TECTUPOBANH TAaKXe Ha CrocOOHOCTH K 3alloMuHaHmio. Vix 6pocanu B
COCYy[l € BOJIO#, B ONpEIENEHHOM MecTe KOTOpOro MoMemiaiu HeOoNbillyto
nnaTgopMy, B300OpaBLUINCh HA KOTOPYIO HOJOHBITHOE XHMBOTHOE MOIJIO
“crnactuck”. B HopMe OHO 3aNOMHHANO NOCIE HECKOJIBKUX HPOO MeCTO pac-
MONOXeHHs1 MaT¢hOpPMbI U B NOCAENYIOMUX ONbITax OBICTPO ee HAXOMMIIO.
U3BecTHO, uTO Takas (hopma HPOCTPAHCTBEHHON HaMSITH CBsi3aHa € (PYHK-
LIMOHMPOBaHKEM runnokamma. OKas3anock, YTo y MBILIEH € yaneHHbIM re-
HOM anb(pa CAMKHHa3bI HAbMIOJAIOTCA 3HAYUTENBHBLIC TPYAHOCTH C 3aM0-
MUHAHHEM MECTOMNONOXEHUS MIaT(OPMBbI, H OHU ObIIH HECIOCOOHLI COXpa-
HHUTBb B CBOEl MaMATH COOTBETCTBYIOLIUII NpocTpaHCTBEeHHBIN 00pa3. Mo3r
TAaKHX MbIIIEH Ha NepBBIil B3NS KaxKeTcsl COBEPLUEHHO HOPMaJlbHBIM, OfI-
Hako Kahjiesnib oTMETHI, YTO NpH Oosnee neTanbHOM aHalu3€e Yy HUX MOXHO
OOHapyHUTh HEKOTOpBIe fedekThl HefiporeHesa, MpUBOMSILIKE K yBelHUe-
HHUIO YHCIAa HEHPOHOB B HEKOTOPBIX 30HAX FHHIIOKAMIMA MO CpaBHEHMIO C
HOPMOT.

Kanpene ¢ coOTpymHMKaMH HPOBOJMIN TaK>Ke HbITHI ¥ C JPYTUMM KuHa-
3aMHU. MBIIIH. HOKAayTUPOBAHHBIC MO Pa3sHbIM KHHa3aM, IeMOHCTPHPOBANH
pa3nyto peakuuio LTP Ha 3T pedpexthl. 2KUBOTHBIE, “yTpaTHBLUKME” KHHA-
3bI Yes M Src, umenu HopmanbHeiil LTP. Ho B cinyuae oTeyTeTBusi KHHa3bl Fyn
otMeuanuce gedektel LTP. MnTepecHo, urto noBefendeckue oco6eHHOCTH
HOKayTHPOBaHHBIX No Fyn Mbltiell 3aBUCeNIM OT TOro, B KAKOH I'eHOTHINYE-
CKO#f cpefie BBINOJHSICS “HOKayT . B ofiHOM cpejie MOgONbITHLIE MBI Xa-
paKkTepHsoBanuchk penyuuposanibiM LTP 1 HecnocoOHOCTEIO K 3alOMuHa-
HHUIO MECTOIMNOJIOXKEHHS TAaT(OPMBI B nnaBaTelbHOM “‘OacceiiHe”, B py-
roil — obyuanuce 6onee HITKH MeHee HOpManbHO. OTCrOa CNEAYET. YTO B TPO-
necc perynsinun LTP u o0y4denust BOBIeUeHb! U ipyrie resst. TeM He MeHee,
MOZKHO CMEJIO CKa3aTh, YTO MONYYEHBI I0KA3ATENLCTRA CBsA3U KuHa3 ¢ LTP u
LTP co cnoco6HOCTBIO K 0OYUYEHHIO W JONTOBPEMEHHOT NaMSThIO.

MoxHo Takxe cka3aTh, yTo HU Fyn, un CAM KuHas3kl He obecrevuBa-
10T MOJHOCTBIO HOpMankHyto peanusanmio LTP, mockonbky y HOKayTHpO-
BAaHHBLIX 10 06eUM KuHa3aM Mbiwed LTP, XoTs ¥ 3HaYMTENBbHO peRyLpOBaH.
HO HE 3NIHMHHHPOBAH MONHOCTHIO. JYeBHOHO, B Mpouecce 3BOIIOIMH CJI0-
JKMJICA IOCTATOYHO CIOKHBIN NOJNreHHBIA Mexaun3M, perynupyrommii LTP
M CBSI3aHHBIE C 1M NPONECCHl 00yYeHMs M NAMSITH.
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I'puropuit Huxonaesnd Enukoaonos.

Poccufickuii MonekynsipHbIi GHOJOT, yc-

newno padoraronuii B Konpg-Crpusr-

Xapbope (CIIA). Bmecre ¢ Bopucom

: Kysunbim necnegopan pons NO-cuura-
' 3bl B Pa3sBHTHH JpO30HIIbI.

"“;j‘% L Henasno I''H. Exukononos sme-

cre ¢ B.A. Ky3uHbIM OOHapyKunu,

o 4TO y fpO30(ustkI (M, BEPOSITHO, TOY-

T HO TaK XK€ y ApPYrMX OpraHM3MOB)

YPOBEHb Pa3BHTHS TOTO WM HHOTO

w Oprasa, ero pasMepsl 1 T.A. QPOpPMu-

PYIOTCSl B OHTOT€HE3€ IpPH Y4acTHH

¢epmenta NO-cuHTa3bl, OTBETCT-

BEHHOTO 3a 00pa3OBaHHE HEJaBHO

OTKPBITOrO HOBOTO HEHpOMERMAaTo-

pa -NO. O4eBugHO, CTAHOBIICHUE CH-

CTeMbl 3aNIOMHHAHNS 33BUCHT OT aK-

TUBHOCTH 3TOr0 (pepMEHTA, NNOCKOJIBLKY €r0 THIIEPAaKTHBHOCTD BEAET K TOPMO-

SKEHUIO KJIETOYHOM Npougepaliy, 8 CHUXEHHE aKTHBHOCTH. HAIIPOTHUB, K TH-~

NEePNpoAyKIMK KJIETOYHBIX 3JIEMEHTOB, COCTAaBNISIOLIMX NAHHYK) CUCTEMY.

Kak yxe ormeqanock, ahdeKTHBHOCTL (DYHKLIMOHHPOBaHHUsl MO3Ta CBSI3aHa ¢

KONMYECTBOM COCTABISIIOLINX €ro KieToK. Kak nokasanu ynoMsiHyThIie BbILLE

aBTOPBI, IETEPMHHALINS 3TOTO KOIMYECTBa OOYCIIOBIEHA MONEKYNIAPHO-TEHE-

THYECKUMH MEXaHM3MaMHM, CpEfll KOTOPHIX ONpEAENEHHYIO pOllb MOTYT HI-
paTh bepMEHTEI, 33J€iCTROBaHHBIE B CHHTE3E HEPOMEINAaTOPOB.
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3AKIKYEHHME

Hrak. B TOI1 0651aCTH HAayKU. KOTOPas HOCUT Ha3BaHNE HeHPOreHeTHKaA,
HAKOINeH (hakTHYeCKUil MaTepuas, JEMOHCTPUPYIOLIHIL, YTO OCOOEHHOCTH
NOBEAEHUS XUBOTHBIX U YeJIOBEKa B 3HAYUTENBHON CTENCHH A TEPMUHUPO-
BaHbl reHeTH4ecKH. ECTECTBEHHO, YTO IE€HBI, OT KOTOPLIX 3aBUCAT 3TH OCO-
OEHHOCTH, XapaKTEPH3YIOTCS ONpEAETIEHHON KoNeGneMOCThIO TNPOsIBIERUsS
ux ac¢hchexTa B paMkax TOH MM MHOIT HOPMB] peakmuH. JTa Koie6neMocThb
(BapuabenbHOCTB) 3aBUCHT OT MHOTHX (PaKTOPOB, B IEPBYIO OYEPENDb OT re-
HOB-MOJU(UMKATOPOB, Ha HEHl TakXXe CKa3bIBAFOTCS BIMSIHHS BHYTPEHHEH
(MeXKNETOYHbIe MOP(OreHETHYECKUE B3aNMOAECHCTBYSA, TOPMOHANBHBIN
GanaHc U T.JI.) U BHEWHEH cpenbl, OTPa*KaroIUECs Ha Pa3HbIX YPOBHAX (OT
TPaHCKPHUIILHUOHHOTO [0 MOCTTPAHCISALMOHHOTO) Ha XapaKTepe JKCIpECcuH
Pa3NUYHbIX CTPYKTYPHBIX TEHOB. BKIFOYasl Helipocneuugryeckue.

OCHOBHOJ NOCTYNAaT, KOTOPLIH Mbl CTapaluck OOOCHOBAaThL B HALLEH
KHUT€ 3aK/IH0YaETCs B TOM, YTO reHbl, “olnpeaensiolye” nopegeHyecKue pe-
aKIHH, peanTusyIoT cBO€ BIHAHHE B Npolecce HATHBHIYAILHOTO Pa3sBHTHSA,
“KOHCTPYHPYR” clenH(PHICCKYI0 OPraH{3auHio Mo3ra, “BeicTpauBas’ (pH
y4acTHH MOpGhOreHeTHYECKAX Peakui) psaabl HeHPOHHBIX ancamére (Mo-
ayneii), MEKHEHPOHHBIX OTHOIUEHHH H CHHANTHYECKHX KORTAKTOB TAKHM
00pa3om, uTO CIOXKHBILASACA B OHTOreHe3e MophodyHKIHOHAILHAS CHCTe-
Ma Kak 06l “npedpopmipoBana” K oCylLeCTBICHHIO NOBeIeHTeCKHX AKTOB
HMEHHO TAKHM, 3 He HHBIM cnocoOoM. M 3TOT cnnocol, aTOT BUJ NMOBENEHHS
BapMUPYET TOJBKO B PAMKaXx COOTBETCTBYIOWIEH HOPMBI peaklMH., HETEPMHE-
HUPOBAHHOI T€HETUYECKH. M TIPHUCYIL, UMEHHO [aHHOI1 OCOOH B Cully CrenH-
¢uYHOCTH, “HHIHBHAYAIH3HPOBAHHOCTH reHOKOHTPOJIHPYEMOro Ppa3sBHTHS
HepPBHON CHCTEMBI.

HnbIMu cloBaMH. TeHBI IETEPMUHNUPYIOT He NOBENEHHE, a crnelucu-
YECKYIO OPTraHH3alMI0 MO3ra. KOoTopas, Oynydd reHeTHUYecKd “‘Tipecop-
MHPOBAHHOI”, B CBOIO OYepe[b H ONpeaessieT cnelmduky mosepeHye-
CKHMX peakIuii.

Takum oOpa3oM. B HEHIPOTEHETHKE B cBOCOOpa3HOH ¢opme NEfCTBYET
TOT K€ NPHHLUI. YTO H B T€HETHKE PaBUTHSI BOOOUIE — NMPHHLUN npedop-
mu3Ma. TOYHO Tak e, Kak ¥ B 3MOpuoreHese BooOIIE, CHCTEMA T€HOB, pe-
TyIUpyroUiasi pasBUTHE MO3ra, OpraHM3oBaHa 10 HepapXu4ecKOMy IPUHIM-
Iy. TaK YTO B KaXXOM PETYNATOPHOM TeHETHYECKOM KacKale y4YacTByeT
MHO€ECTBO CONONUHHEHHBIX T€HOB. B3aHMOJEHCTBYIOIINX HA PAsHbIX YPOB-
HsX (M. JL.M. Kopoukun “BeefieHne B TEHETUKY pa3BUTUS ).

B reHeTuke pasBuTUA H3BECTEH MPHHIUI KOJIMHEAPHOCTH B PaclosoxKe-
HHM T€HOB U KOOMPYEMBIX UMH NPH3HaKOB. B HElpOreHeTHKE MMEET MECTO
CXOJHBIH NMPHHIMIT KOJMHEAaPHOCTH B NPOCTPAaHCTBEHHOH OPranu3alul HH-
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HEPBHPYEMOro cyScTpaTa M HHHEPBUPYIOLIETO HeHTpa ((Hrypa ““MasieHbKO-
TO 4YeNoBEUKa B NPEMOTOPHON M MOTOPHOI M3BMIIMHAX TONOBHOTO MO3ra).
Kak B aMOpuosioruu BooO1ie, Tak H B HeHpoaMOpHOSIOrHU MOKHO BBIENIUTh
TPH ABTOHOMHO (PYHKUHOHHPYIOLIMX CFEHEeTHYECKHX CHCTeMbl, KOHTPONU-
PYIOILMX TPpH COOTBETCTBEHHO aBTOHOMHBIX Ipouecca : ¢popmMooOpa3oba-
TenbHble cOGLITUSA, JU(DdhEPeBIUPOBKY CIENU(HYECKIX MOPONOTHIECKHUX
THUIIOB KJIETOK, XUMUYECKYIO CrielM(bUKaLUIO 3TUX KJIeTOK. M3BecTHBI ciy-
yau, Korxa Mpolece HeRPynsauu NPOXOAUT HOPMaNkHO M HEpBHas TpyOKa
3aMpIKacTCs. ONHAKO N depeHHHPOBKa BXOIALLHUX B €€ cOCTaB Helpobina-
cTOB Be npoucxoauT. HanpoTus, B ciyyasiX HapyLle HUsT 3aMbIKaHHSI HEPBHOM
IIaCTUHKM B HEPBHYIO TPyOKy HaGstopanack pudgepeHuposka Helfipobna-
CTOB 3TOH NIACTUHKHN B HEPBHbIE KJIETKH, MOP(ONOTHYeCcKH BIIOJIHE Pa3BH-
Thie. TOYHO Tak >Xe BO3MOXEH CHHTe3 Helpocnenuduyieckux OEnkoB B
KJIETKaX, HE3aBHCHMO OT XapaKTepa o01uero pa3sutus. B yacTHocTH, B Xone
3K30racTpyNALMY, KOTHa IPONCXONUT He BISUMBaHINeE, a8, HaNpOTHUB, BHINA1N-
BaHHME XOPHOME30NEPMBI, IKTOIEPMa Kak Obl OTACISETCA OT OCTAIBHON Ya-
CTU 3apOAbIILA, ¥ MOP(OTeHe TUYECKHE NIPONECCH] B HEil HAa HaONIORAaroTCs,
TaK YTO HM HEPBHAas IUTaCTHUHKA, HU HEPBHast TPYGKa He (hOPMUPYIOTCS, HE
nvdepeHuUPYIOTCS U HEHPOONAcTbl, ONHAKO Helpocneduueckue 6enKH
B KJIETKAX TaKOH IKTOAEPMbI CHHTE3UPYHOTCS.

INono6HO TOMy Kak cosepLiaroluuecs B aMOpUoreHese CoObITHS pasbIr-
PBIBaIOTCS HAa OCHOBE B3aUMOJEHCTBHUS MPOLECCOB aKTUBALUU U TOPMOXKE-
HUsl, puddepeHUUpOBKa 1 (YHKIMOHHPOBAHHE HEPBHOH CHCTEMBI Tak XKe
OCHOBBIBAETCSl HA TAKOTO POfia B3aUMOMIECTBUSX.

HakoHen, pa3BuTHIO HEPBHOI CUCTEMbI Tak e, KaK U IMOpUOreHe3y B
11€J10M, CBOMCTBEHHA aBTOHOMUS YacTE MIPH ENUHCTBE 1[ENOro. ITO KayecT-
BO TIPOSIBIISIETCS], HAYUHAS ¢ HEHPaNbHON MHIYKLUH, W HAXOIUT CBOE 3aBep-
LIeHUE B CUCTEMHOM XapaKTEpe HelporeHe3a (CUCTEMOIEHES).

Takum 0Opa3oM, Kak pa3BUTHE, Tak U MPYHHOBNPOBaHHE TKAHEBbIX CH-
CTEM, B YaCTHOCTU, HEPBHOW CHCTEMBI, OCHOBBIBAIOTCS Ha HEKUX OOLIuX
OpUHLMNAX, cPOPMYIHPOBAHHbIX B MOCJIENHUE TOAbI U NMPOJKBAIOIIUX CBET
Ha 3aKOHOMEPHOCTH Fe HETHYECKON PEryssiiiuy MOJIEKYyIsIpHBIX 1 Mopdore-
HETUYECKHUX NPOLECCOB.
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199034, Cankr-TleTepSypr B-34, 9-n simpus, 12



B N3JATEJIIBCTBE «HAYKA»
BBIIIJIA B CBET KHHIA:

Iarpywes JI.H.
IKCIIPECCUA ITEHOB

46 n.

B MoHOTrpadun paccMOTpEHBI COBPEMEHHBIE NPENCTaBIICHUS
O CTPOEHMH U MEXaHU3MaxX (hyHKLIHOHUPOBAHUS T€HOB NPOKAapH-
OT M 3YKapMOT. a TAKKE€ OCHOBHBIE METONBI X MCCIENOBaHUS.
KHura cocrouT u3 aByx yacrell. B nepBoiil yactu obcyxkparoTes
CTPYKTypa reHoMa MPOKAPUOTUYECKUX W 3YKAPHOTHYECKUX Op-
TaHM3MOB, & TAKKE€ MEXaHU3Mbl TPAaHCKPHUILIUY, TPAHCIALHH, Pe-
nNEKauuy, penapanuy ¥ ux perynsuuu. ChopMynupoBaHa COB-
peMeHHasi KOHIenusi reHa. Bo BTopoit yacTy MoHorpadmu pac-
CMOTPEHBI NPUHIMIIBI OCHOBHBIX METOJJOB, HCNONB3yEMBIX B HC-
ClIeOBaHMsiX IreHOB. I'1aBHOE BHMMaHUE YAEJIEHO COBPEMEHHbBIM
METOMaM TeHHOI HHXeHepuH. O6cyxknatoTes Hanbonee BaKHbIE
acneKThl pa3sBUTHS COBPEMEHHON MOJIEKYNSIPHOH F€HETHKH B HC-
CJIeNOBaHUSIX HAMpaBJIeHHOTO MyTareHe3a U OENKOBOI MHXKEHe-
pun, antucMeicnoBeix PHK, antamepoB, pub03MMOB U I€30KCU-
pHO03MMOB, TPAHCTEHO3a U TEHOTEPalMH, & TAKKE NOCTHXEHHA
B paspaborke mukpouunos [IHK, NTHK-pgrarnoctuke u JJHK-
TUIIHPOBAHMM U WU3YYE€HHH TeHOMa 4desloBeka. B Kumre ydreHsl
OaHHbBIE JTUTEPATYPhl Ha KOHel 1999 T.

Jnst HayuHBbIX paGOTHUKOB, aCIIUPAHTOB U CTYAEHTOB, CTIEIH-
ANU3UPYIOLIMXCS B 00NacTU XUMUH U OHOJNIOTHH.



B U3JATEJIBCITBE «<HAYKA»
TOTOBSATCA K TTEYATHU
CIEOQYIOIIME KHUWIU:

Jyouunu HLIL.
HN36panuble Tpynsl

Tom 2
PAJIMALIMOHHBLIN M XUMMYECKUI MYTATEHE3

38 1.

BTopoii ToM n30papHbIX TPYAOB BBIAAIOLIETOCS YYeHOro-Te-
HeTuka akagemuka H.IIL. [JyOunnHa nocesaweH npobiaemMam paju-
alMOHHOrO U XMMHUYECKOTO MyTareHe3a. B HeM comepxaTtcs Hau-
Gonee paxupie paboTht H.II. [ly6nrnna 1no oOumyM BOMpOcam
panUalMOHHOH FeHETUKHU. MO BIMSHHIO UOHU3UPYIOLUX H3IyYe-
HHIl HAa HaCJIENCTBEHHOCTb YENIOBEKa, a TakKe (hyHIaMeHTalb-
Hble CTaTbl MO MENULMHCKON reHetuxe. IlpmBeneHsl HOBaTOp-
ckne uccneposarus H.II. [JyOrHNHa MO XUMUYECKOMY MyTareHe-
3y, HA OCHOBE KOTOPBIX UM ObINIO CPOPMYIINPOBAHO TNPENCTaBIIE-
HU€ 00 3TanmBOCTH CTAHOBIEHMS MyTalMil U KOHLEMNIMS MpeaMy-
TALHOHHbIX TIOTEHIMAIbHEIX H3MEHEHHIT XPOMOCOM KaK OCHOBa
¢OpMUpOBaHHS TCHHBIX B XPOMOCOMBBIX MyTalMil.

Jlnst Bcex MHTEpeCyomuxcs paboTaMu M0 reHeTHKe, A ce-
JNEKLUOHEPOB, pafuOCHONIOrOB U UCTOPHKOB HayKH.



INPOBJEMA BEIJIKA
T.4

Iomos E.M.
CTPYKTYPA N ®OYHKIIMA BEJIKA
35 5.

B knure paccMOTpeHO KOHUENTYANTbHOE Pa3sBUTHE MCCIENO-
BaHHIl CTPYKTYPHO-(DYHKIIHOHANBHO! opraHu3aiuu 6enka. Beis-
BIEH TEHE3UC TIPEJCTABIIEHHH O CBSI3U MEXAY CTPYKTYpOH M
¢yuxiuei. [TpoaHanu3upoBaHbl runoTe3sl ouokatanusa. O6cy-
SKIEHBI Pe3yNbTaThl ANPHOPHBIX PacyeTOB B3aMMOJECHCTBHS psifa
¢epMeHTOB ¢ cyOcTpatamu 4 HHruGuTopamu. ChopMyianposana
o0111asi TeopHsl CTPYKTYPHO-(YHKIMOHANLHOM opranu3alny 6esn-
KOB. PaccMOTpeH KOJNMYECTBEHHBIH MOAXON K H3YYECHUIO MEXa-
HU3MOB OeNKOBbIX B3aumopelcTeuil. OOCyKIeHbl METORBI HC-
ClIeOBaHNs (pepMEHTATHBHBIX PEaKIHil.

T. 1ppimuen B ceetTB 1995r1..1.2-8 19961, 7. 3 - B 1997 1.

g 6MOXHMUKOB, XHMIIKOB, OHO(pH3NKOB.



AJTPECA KHUTOTOPIOBbIX TIPEOINPUATHUN
TOPITOBOM ®UPMbI “AKATIEMKHHWT A"

Marazuns “Kunra—noyroi™

121009 Mockesa. llly6unckmii nep., 6
197345 Canxkr-TletepGypr, yn. Ilerposasonckas, 7

Maraznne! “AxkajileMKHATa” ¢ ykazanneM otaenoa “Knura—nouton”

690088 Bnapueoctok, Okeaunckuii npocnekT, 140 (“Kuura—mouron™)
620151 ExatepunGypr, yn. Mamuna-Cubupsika, 137 (“Kuura—I1o4roii™)
664033 UpkyTck. yi. JlepmonToBa. 289 (“Kuura—noutoit™)

660049 KpacHosipck, yn. CypukoBa, 45 (“KHura—mno4yroi™)

117312 Mocksa, yn. Basunosa, 55/7

117192 Mocksa, MuuypuHCKMI NpOCNEKT, 12

103642 Mocksa, b. Yepkacckmii nep.., 4

630091 Horocubupck. Kpacurbiit npocnekt. 51 (“Krura—nourtoit”)
630090 HorocnGupcek, Mopckoii npocnexT, 22 (“KHHra—noyroii™)
142292 Tymmuo, Mockoecko# 06n., MP “B”, 1 (“Kaura—nouroii”)
443002 Camapa, npocnekt Jlenuna, 2 (“Kuura—nouroii”)

199034 Cankr-Tletep6ypr, B.O., 9-st munus, 16

191104 Canxr-Tlerep6ypr, Jlureinsiii npocnekT, 57

199164 Cankt-Tletep6ypr, TaMoxeHHbIR EP., 2

194064 Cankr-TletepGypr, Tuxopeuxnit npocnexr, 4

634050 Tomck, Habepexxnas peku Ywma¥iky, 18 (“Krura—noyroir™)
450059 Ya, yn. P. 3opre, 10 (“Kuura—rnouroir™)

450025 Yipa, yn. KommyHucTuueckas. 49

Ilo sonpocam npuobpemenun kHuz
RPOCUM OOPALaMbCa MAKx e

6 U30UMenbCcmeo no aopecy:

117864, Mockea, ya. [lpoghcoroznasn, 90
mean. (095) 334-98-59







