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BBEAEHWE

BpoxaeHHble HapylweHWs pa3BUTUA LEHTpPanbHOi
HepBHON cuctembl (LLHC) saBnstoTca Haubonee YacTbiMM MO-
pokamMu y yenoseka. OHWM NpuUBOAAT NN6GO K CMepTM B nepwu-
HaTaNbHbIA Nepnog, NM60 K pasnnMyHbiM OpPMaM BPOXAEH-
Horo cnaboymusi (onuMropeHun) u NpeacTaBnsfOT COOOW
BAXHYI KIWHUYECKYIO U coumanbHyl npobnemy. Mpu cpeg-
HeM nokasaTene 2,16 Ha 1000 popguswwnxcsa (Alter, 1962)
4yacToTa BPOXAEHHbIX NOpokoB LLHC B pasnuyHbIX cTpaHax
HeoAuHakoBa u Konebnetca ot 0,19 (Shako, 1978) no 4,49%
(Huidi, Dixian, 1980).

Hanb6onee rpybble nopoku (aHaHuedanua, rugpoueda-
NNSA) OTHOCWUTENbHO NErko AMarHOCTUPYKTCSH NOcne poxpie-
HUA 1 NpyY BCKPbITUKU. OJHAKO chneunanbHO NPOBELeHHbIE UC-
cneposaHua (HepsbBeab, 1970; YepcTtBoii, 1973) nokasanu
BbIPaXEHHYO MOPKMONOrMYEcKy U 3TUONOTMYECKY PasHo-
POAHOCTb fa)ke 3TUX MOPOKOB. WM3-3a OTCYTCTBUA COOTBET-
CTBYHOLWEN NUTepaTypbl OCOBEHHOCTU 3TUX BPOXAEHHbIX MO-
pokoB LIHC B npakTuM4yeckoil fAeATeNbHOCTU Bpayva-narTono-
roaHaToMa COBEPLIEHHO He YYMUTbIBAKTCA.

Ewe 60nblWyl0 TPYAHOCTb 4NN AWArHOCTUKM MpefcTaB-
NA0T COBOM KOMMNEKChbl MHOXECTBEHHbIX BPOXAEHHbIX MO-
pokoB pa3sutua (MBTIP), KoTopble MOryT 6bITb 06ycnoBne-
Hbl PasIMYHbIMW MNPUYMHAMW, B TOM 4YUC/e XPOMOCOMHbLIMU
abeppauymamn (Naswok, 1979) n HacneaCTBEHHbIMU (PaKTO-
pamun (J1a3toK n gp., 1983). OTMeYeHO, YTO TakKnue CUHAPOMbI
MBTIP conpoBoXAalTcA OTHOCUTENbHO MOCTOAHHbLIM CoYe-
TaHWEM HapyLlleHWA pa3BUTWA Pa3NUYHbIX CUCTEM M OPraHoB
(Na3tok, 1974), B TOM yucne n XxapakTePHbIMU N3MEHEHUAMMN
LHC (HepsbBeab, 1978).

MosaBMnacb BO3MOXHOCTb MOCTAHOBKW [AMarHo3a TOro
WA MHOTO CMHApPOoMa MBITIP ¢ nomMowbio MOPKhONOrmMyeckoro
mMeTofa. OcoOeHHO BaXHbIM 3TO 0Ka3afiocb B Cliyyasx, Korfja
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HEBbINOJIHUMbI KapuvosOrMYyeckKoe M LUMTOreHeTu4ecKoe nccre-
foBaHuA. BbigBneHune Mopghonormyeckux nNpu3Hakos M pas-
paboTka KpuTepus OLEHKW HapylweHuin passutma LLHC no-
CNY>XW/N OCHOBON BHeApeHWA B NPaKTWKY MeTOAOB MpeHa-
TanbHOW AMATHOCTUKM HE TONbKO Fpy6bIX HapyLlleHWid ronos-
HOro Mo3ra, Takux, KakK aH3Huedanua, rugpaHaHuagpanus,
CNnHanbHble paxucxusbl (Boue et ai., 1984), HO u MeHee
3HAYUTENIbHbIX — MOPOKOB MO30/IMCTOr0 Tefa U MO3XKeuka
(Newman et al., 1982; Bonilla-Musoles et al,, 1988). BHeg-
peHve TakKuMX MeTOAO0B MO3BOJINIO PE3KO CHU3UTbL YacToTy
POXAEHMNA AeTeil ¢ aH3HUe(anuen n pasnuyHbIMU (GopmMamm
CMUHanNbHOro paxucxusa B BenukobputaHuu. B oTeyect-
BEHHOW NuTepaType MMeeTcs BCero ofiHa MoHorpadus, noc-
BAWleHHas ypoacteam LLHC (Kpacosckuid, 1964).

B HacToAwel KHure o6ecyxparTca MaTepuanbl WMHOCT-
paHHOW nNuTepaTypbl W pe3ynbTaTbl MHOTONETHUX COOGCTBEH-
HbIX UCCNef0BaHUN, MOCBALWEHHbIX W3YYEHUD MaTonormyec-
KO/ aHaTOMWUKM BPOXAEHHbIX HapyuweHuid passutus LIHC.
lMokasaHO, 4YTO 3TW HapyleHWA ABAAKTCA NNO60 caMoCcTof-
Te/lbHbIMW HO30/10TMYECKUMUN (hopmMamMu, NnM6o BXOAAT B CO-
CTaB cUHApoMoB MBTIP Kak XpOMOCOMHOI, TaK W TEeHHOW
npuMpoAbl U 4YTO CNEKTP TakKMX HapyweHwin Konebnetcs B
WNPOKUX Mpefenax— OT rpy6biX, BUAUMbIX HEBOOPYXEH-
HbIM T1a30M, O CTPYKTYPHbIX MUKPOCKOMWYECKUX, [aSIEKO
He BCerfja AWarHOCTMPYEMbIX fa)Ke maronoroaHatomamu.

B ocHoBy knaccummkaymm nopokos passutua LLHC no-
NOXEH CTPYKTYPHO-MATOreHeTUYECKUA NPUHUUM, YUYUTbIBAKO-
Wnii ocobeHHOCTN oHToreHesa LLHC uyenoBeka. HapyweHus
passutna LULHC npu HacnefctBeHHbIX cuHgpomax MBIIP He
BblfeNeHbl B OTAENbHYIO [1aBYy, TaK KakK UMEKLWnNecs HeMHO-
rouyncneHHole nccnepgosavma LLHC npu atux cuHgpomax nsno-
XeHbl B KHure . W. Naswka, N. B. Jlypbe n E. [. YepcT-
Boro (1988), cneumanbHO MOCBALLEHHONW 3TUM CUHAPOMAM.

M3yyeHne HapyweHuin LLHC HeobXxoAMMO He TONbKO A4ns
BbIACHEHWA MnaToreHesa psafga (OpM ONUTropeHUn, BblABIIE-
HUA MOP(ONOTrMUYECKO OCHOBbI ee KINMHUYECKUX MPOABAEHUIA,
HO M ANA TOYHOW MOP(ONOrMYeCcKONn [UArHOCTUKKM psfa
BPOX/JEHHbIX MOPOKOB pasBuUTWUA, a CcliefoBaTenlbHO, AN
060CHOBAHHOI0 MeAUKO-TeHEeTUYECKOr0 KOHCYNbTUPOBAHUSA.

ABTOp nNpUHOCUT TNy6OKYyt0 6narofapHOCTb COTPYAHMW-
KaM MuHcKoro gunuana MHctutyTta reHetukn AMH CCCP
M Kadegpbl NaTonormyeckoin aHatomMum MUHCKOFO rocypap-
CTBEHHOI0 MEAWLUMHCKOr0O WHCTUTYTa 3a MOMOLWb NpW MOA-
roTOBKe MOHOrpajuu K usgaHuio.



FnaBsal

KPATKWE CBEAEHWSA
O PA3BUTUN LLEHTPA/IbHOW HEPBHOW
CUCTEMbI UE/TOBEKA

Nio6oe HapyweHne pa3BUTMUA FOIOBHOIO MO3ra B OH-
TOreHe3e BO3HMKAET B CTPOro OnpefesneHHOe BpeMs, KOTOpPOe
Ha3blBalOT TepaToreHeTUYeCKUM TepPMUHALMOHHbLIM  MEpPUo-
fom (FynbkeBuy v gp., 1971). N3yyeHue 3Toro nepuofa
nmeeT 6ONblIOE 3HauyeHWe ANA MOHUMAHUA 3TUONOrUMKU TOro
WM MHOTO0 MOPOKa rofoBHOro mMosra. C aToli TOYKM 3peHus,
a TakXe [A15 BbIICHEHNS MOpPGOreHesa HapyLleHUd B CTPYK-
Type LHC kpaiiHe BaXHO 3HaTb OCOBEHHOCTW €e pa3BUTUS
B OHTOreHese, Tem 60/ee 4TO MOP(ONIOrMYECKME 3aKOHOMEP-
HOCTU (POPMMPOBAHUA 3TOW CUCTEMbl TECHO CBA3aHbl C (Pu-
3M0/IOTUYECKMMU. Ha paHHUX cTaguax oHToreHesa LUHC Be-
LYUWY pofib B 3TOM OTHOWEHUW WUrpawT (UIOreHeTUYecKu
cTapble opmauuMu Mo3ra, 3aTem MOCTENEeHHO rfiaBHasa posb
nepexoauT K (hUIOreHeTUYeCcKU HOBbIM, KOTOPble 3HAYUTEb-
HO M3MeHATCA B npouecce pa3suTusa (Asy<raesa, 19/5).

Paszsutne LIHC B OHTOreHese COCTOUT U3 4 OCHOBHbIX
npoueccoB; 1— mosBNeHWe HEPBHOW MNACTUHKKU U QOPMUPO-
BaHWe HepBHOW TpybKW; 2 — o6pa3oBaHMe MO3FOBbIX My3bl-
peii, pasgeneHue nepefHUX Ny3blpeii Ha NapHble OTAeNbl; 3—
mMurpauusa u gugdepeHuMpoBKa HEPBHbLIX U FAnanbHbIX Kie-
TOK; 4 — nocneposaTesibHasgs MUeNMHU3aLMA MPOBOAALLMNX
nyTei rofIOBHOr0 M CNMHHOIO MO3ra.

Y u4enoBeka HepBHas NnacTUHKa nosaBnsieTcs Ha 16-i
[eHb pas3sBUTUA W3 HAPYXXHOTO 3apOofblleBOro /MCTKa, MOj
BINSHMEM XopAomesogepMbl. Ha 20 i geHb BO3HWKAET LEHT-
panbHas npojonbHas 60opo3ga, KoTopasa pasjenser HEPBHYIO
NNacTUHKY Ha JIeBYO W NMpasBylo MOMIOBUHLI. Kpasa nnacTuHOK
yTOo/NUWalTCca, HAaYMHAIT 3aKpyymBaTbCA W 3aTeM C/AMBAKT-
cA, obpasys HepBHYK Tpybky (Sidman, Rakic., 1982). Kpa-
HuanbHas 4acTb 3TOW TpyOKM pacliupseTcs U AennuTca Ha
TpU MO3roBbiX Ny3bips. K 5-ii Hegene nepegHuin u 3agHuil
Nny3blpu BHOBb [eNATCA, B pe3ynbTaTe 4yero obpasyrTcs Ko-
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HeuHblin (telencephalon), npomexyTouyHblt (diencephalon),
cpegHuii (mesencephalon), 3agHuii (metencephalon) u npo-
ponroatbii mo3r (myelencephalon). Monoctn  MO3roBbIX
nysbipeil B mpouecce pasBUTUS MpeBpal,alTca B BEHTPUKY-
NAPHYI CUCTEMY FONOBHOrO Mo3ra. KoHeuHbli# Mo3r Ha 30-i
JeHb HaYMHAaeT AeNNTbCA NPOAONAbHO, U K 33-My AHIO U3 Hero
obpasyloTca fBa napanfieNbHblX MO3F0BbIX My3bips, U3 KO-
TOpbIX Ha 42- feHb (QOpMMpYHTCS 60MbliMe MoAywapus.
Ewe 00 feneHUss KOHEYHOro MoO3ra, K 24-mMy AHIO, B ero ne-
pegHUX oTAenax CUMMETPUYHO MOSABAAIOTCA 3pUTENbHbIE NY-
3bipbkn (O’Rahilly, Gardner, 1971).

HepBHasa nnacTuHKa M MepynnapHas TpybkKa Ha paHHUX
cTagnax pasBUTUA COCTOAT M3 KNETOK OfHOro Tuna, obpa-
3YIOWNX BEHTPUKYNAPHYIO 30HY. OHU BbITATMBAKOTCA Mep-
NEHAUKYNAPHO MOBEPXHOCTU TpybKM M npeBpawarTcs B
NMCeBAOMHOrOCNOMHbIA 3anuTennii. B agpax NpouMcxXoguT no-
BblWeHHbIA cuHTe3 AHK. Ha cTagum HepBHOW NNACTUHKWU
Aapa pacnonaratTcd 6nMXe K Me3ofepMe, a Ha cTaguu
TPYO6KM — 6NMXKEe K BEHTPUKYNAPHOIW noBepxHocTU. CuHTe-
smpya OHK, aAapo ABMXeTCS B UMAMHAPUYECKOW UMTOMNas-
Me No HanpaBNeHWI0 K 3KTOAepMe, MOC/e 4Yero cnegyer Mu-
TOTMYECKOE AefleHne KNeTku. [lovyepHue KNETKW ycTaHaB/u-
BalOT KOHTAKT C 06eMMy MOBEPXHOCTSMU HEPBHOW TPYyOKM:
Hapy>XHOW W BHYTpPeHHel. BONbWMHCTBO KNEeTOK MNpPOAon-
)KaeT 0CTaBaTbCH B BEHTPUKY/NSPHOW 30He M fenutbcs. Ta-
KM 06pa3oM, YMNCNO HEPBHbLIX KETOK /iorapupmMmyeckn yse-
NMYMBaeTCAa NPUMEPHO CO CKOPOCTbK Tpex TreHepauui B
feHb. HecOMHEHHO, 4YTO He6O0NbllOe HapylleHWe pa3MHOXe-
HUS K/IeTOK B 3TW paHHWe CTaguy 3aMeTHO B/USAET Ha pas-
Mepbl U KNeTo4yHbln coctaB LLHC (Sidman, Rakic, 1982).

Kaxpas reHepauus KneToK B AajbHellleM MpejHa3Ha-
yeHa ANA KOHKPETHOro c/f0sl KOopbl 60MbWNWX nNoAywapui
(FpaueBa, 1973). BHauyane BeHTpUKynAapHas 30Ha 3aHUMaeT
BCIO TOJLY CTEHKW HEPBHON TpPy6KU M Aapa KNeTOK paBHO-
MepHO pacnpefefneHbl. 3aTeM B OTAENbHbIX MecTax MosBAfA-
eTCsA MapruHanbHas 30Ha, cocTofAwWas M3 nepenneTtaroWwmnxcs
KNeTOK BEHTPUKY/IAPHOA 30HbI, a TakXe aKCOHOB HEelipOHOB,
pacnonoXeHHbIX U BHe HEPBHOM Tpybku. Mexpay mapru-
HafbHOM W BEHTPUKYNAPHOW 30HamMu obpasyeTca NMPoOMeExy-
TOYHas 30Ha, NpeAcTaB/eHHas AgpaMy KNeTOK Mocfie MUTO-
TUYECKOro AeNeHuns, KoTopble ABUXKYTCA K NOBEPXHOCTU MO3-
ra. Mo cpaBHEHW C BEHTPUKYNAPHOW 30HOW Aapa KNeTokK
MPOMEXYTOYHO 30HbI pacrnosioXeHbl 6ofiee pefko. YacTb
Afep He AOCTWraeT NPOMEXYTOUHOW 30HbI M 06pa3yeT cy6-

6



BEHTPUKYNAPHYHO 30HY, B KOTOPOWA MPOAOMKAEeTCA UHTEHCUB-
HOe fefeHue KNeToK. BOMbWWHCTBO KNEeTOK CYGBEHTPUKY-
NAPHOI 30HbI MMeeT OTPOCTKU, AOCTUTalLiMe KaK BHYTPEH-
Hell, TaK M Hapy>XXHOI MOBepxXHOCTWU. TakK opmupyloTCcsa ue-
Thipe MepBuYHbIE 30HbI LLIHC, panbHewas cygbba KOTOPbIX
elwe He coBcem AcHa (Sidman, Rakic, 1982).

Knetkn, ffpa KOTOpbIX pacnofaralTcid B BEHTPUKYNApP-
HO 30He, pacueHMBalTCA KaK CMOHrnobnacTbl, U3 HUX BNO-
cnefcTBMM o6pasyloTca rAManbHble KneTku. KneTku, pacno-
NOXEHHble BHE 3TOW 30HblI, MOTYT TpPaHC(MOPMMUPOBATLCA Kak
B HEMpOHbI, TaK M B aCTPOLUTLI U ONUTOAeHApOrInoLuThl. Ha
8- Hepene HauuHaeTca 3aknagka Kopbl 60/1bWKUX MNonylla-
puii  (MonskoB, 1965) M cocyguCTbIX CNAETEHWUIA, KOTOpble
HayuHatT npoayuupoBaTb nukeop (Knocosckuid, 1960).
CTeHKa 6o0nbWNX nonywapuit B 3TOT Nepuos COCTOUT U3 Ye-
ThIpeX OCHOBHbIX CNO0EB: BHYTPeHHEero (rycTOKAeTOYHOro)—
MaTpuKca, MEeXYTOYHOr0, M3 KOPKOBOM 3aKnafKu W JULIEH-
HOrO KNeTOYHbIX 3/1IEMEHTOB KpPaeBOro cnos.

O6pa3oBaHMe HEOKOPTMUKaNbHOW NAACTUHKU (KOpbl 60/b-
WnX nonywapuii) npoxoauTt 5 cTaguii: 1— HauvanbHOe 06-
pasoBaHWe KOpTWUKanbHOW nnacTuHkn (7—10-a Hegenu);
2 — MNepBUYHOE CryLleHWe KOPTWUKaNbHOM nnacTuHku (10—
11-9 Hepgenun); 3 — ob6pasoBaHMe 4BYCNONHON KOPTUKaNbHOW
nnacTuHkn (11— 13-a Hegenun); 4 — BTOPUYHOE  COTyLLeHMWe
KOPTUKaNnbHOW nnacTuHky (13— 15-9 Hepenn); 5 — AnnuTenb-
Haa audgepeHumpoBka HellpoHoB (16 Heg u panee). Oco-
6EHHOCTbI0O pa3BUTUS KOPTUKaNbHOW MNNACTUHKWM  ABNAETCH
NosiBNeHWe B MapruHaibHOM OTAefle KOpbl TFOPU3OHTANbHO
OpPVWEeHTUPOBAHHbIX HeilpoHoB Kaxana—Petuuyca, npowuc-
X0X[JeHne KOTOPbIX HEM3BECTHO. Y 4YenoBeKa OHW MOABNAKT-
CA BO BTOPOV/ NOMOBUHE FecTaLum v McuyesalT B TeuyeHUe nep-
BbIX LIECTU MeCHLEB XWU3HU. ApyruM Manou3BeCcTHbIM U Bpe-
MEeHHbIM KOMMOHEHTOM pa3BUBalOLLelics KPaeBOW 30HbI KOpPbI
ABNAETCSA TPaH3UTOPHbLIA cybnuanbHblil  (MOBEPXHOCTHbIN
3ePHUCTbLIN) CNON, KOTOPbIA 06HapyXMWBaeTCA TONMbKO y Ye-
noseka. [anbHeiwas cyabba KAeTOK 3TOro Cnos KOpbl He
fAcHa (Sidman, Rakic, 1982).

Ha 5-mM Mecsue BHYTPUYTpPOOGHOro pasBUTUA HaumHawT
BbIABNATHCA OCOGEHHOCTU LUTOapPXUTEKTOHUKU pPasfiInyHbIX
nonen kopbl (BonkoBa u ap., 1971), a K KOHUY 6-ro Mecsua
Kopa Bcex o6nacteii 60MbWMX Nonywapuii MMeeT LWECTU-
cnoiiHoe cTpoeHne (Knocoeckuii, 1960). OcobeHHOCTN LMUTO-
apXUTEKTOHUKN NpeLeHTpanbHOM 061acTy NPOSABAAIOTCA YXKe
Ha 4—5-M Mmecque, ele [0 3aKNafKW LeHTpanbHON 60po3fgbl
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(LeByeHko, 1972), a pasrpaHuyeHuWe Ha NONS HayuHaeTcH
¢ 22-i Hegenn (Kykyes, 1968).

PaHble Apyrux OTAeNAlTCs, yBeNuymBaroTca B pa3me-
pax v npuHUMalT Gopmy nupamui 60Mbline HEAPOHbl Nf-
TOro cnos kKopbl. K MOMEHTY poXAeHus 60NbLWIMHCTBO HEeW-
POHOB FNYy60KUX CNOEB KOpbl A4OCTUraeT 3penoctu, npubnu-
Xafacb NO XapakTepy pa3BuMTMA OTPOCTKOB M (popMme Tena K
CTPYKTYpe 3TUX C/I0€B Y B3pOCNOro 4YenoBeka. HelipoHbl 60-
Nlee MOBEPXHOCTHbIX C/I0OEB KOPbl HECKONbKO OTCTAlT B pas-
Butun (Monskos, 1965). AeHAPUTbI HEPBHbIX KNeTOK MOAB-
NATCA NO3Xe aKCcOHOB. MepBblli AeHAPUT GopmupyeTcsa y
HepoHa Ha MoOAtCe, MPOTUBOMOMOXHOM akCcoHy. K 11-my
MecsAly Y akcoHa pasBuBatoTca Konnatepanu (Bonkosa
nap., 1971).

Ko 2-my Mecsiy NOBepXHOCTb 60/bLIMX MOAyLWapuUin oc-
TaeTcs rnagkoi. Yepes 2 mMec Ha HUXHeN MOBEPXHOCTM N06-
HbIX J0Nei HauyumHaeTcd 3aknafka 060HATeNbHbIX 60p0o3f4, a
TaKXe JIyKOBUL, TPAKTOB W NNacTUHOK OBGOHATENbHbIX Hep-
BOB. BHauane 060HATENbHblE NYKOBUUbI W TPaKTbl UMEKT
MPoOCBeT, KOTOpbIli B fanbHeiwem ob6nutepupyetca (dunm-
MOHOB, 1965). Ha 4-m Mecaue BbIABNAKTCA 0CO6EHHOCTU
Hapy>XHOW KOH(pUrypaymm 60nblimnx nonywapuii n obpasyer-
ca Mo3onuctoe Teno. lMepBoit opmupyetcs cunbBuersa 60
po3ga, 3atem, Ha 6-m Mecsue,— ponaHgoBa 6oposga. B 6
NIYHHbIX MECHALEB YXX€& XOPOoLWO OMpPefensaTCcA NpeueHTpanib-
Hble M3BWMHLI M 6OPO3Abl 3aTbIIOYHbIX A0JE, MPOUCXOAUT
3akfnajka nepBMYHbIX 60OpPO34 TEMEHHbIX AOMEeN, BEPXHUX W
HVKHUX NOGHBIX U3BUMNH.

B BMCOYHbIX A0NSIX NEpPBON NOABMAETCH BEPXHAS BUCOY-
Has u3BMAMHA. O6pa3oBaHWe OCTPOBKA HameyaeTcs C 4-ro
mecsina. lMpouecc ero onepkynusauun u hopmupoBaHue Ha
MOBEPXHOCTW OCTPOBKA 60p0O34 WM WU3BUAUH K MOMEHTY POX-
[eHNA MOMIHOCTbI0 He 3aKaH4yMBaeTCcAd W NPOAO/KAeTCA Moc-
ne poxpgeHua (A3yraesa, 1969). K 8-my mecsiyy ronoBHOIiA
MO3r nnoja WMeeT BCe rNaBHble MOCTOAHHbIE 60po3gbl. B
3TOT Xe CPOK NMOABNATCA BTOPUYHbIE, & B Te4eHue 9-ro nyH-
HOro Mecsila — TpeTu4Hble U3BUAUHBLI  (Sidman, Rakic,
1982).

3aknagka runnokamna NpoucxoauT Ha 37-M feHb, 4yepes
4 pHA HauyuHaeTcA AnddepeHumposka ero oTtgenos (O Ra-
hilly, Gardner, 1971). Mo gaHHbiM W. H. BoronenoBoli
(1969), anthepeHuMpoBKa rMNMNoOKamna Ha OCHOBHble NOnA
nosiBNAETCA NUWb B Hayane 4-ro NyHHOro mecaua. Hapyx-
HOe KONneH4yaToe Teno pa3BMBAETCS M3 NaTepanbHOW rpyLw bl
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KNeTOK 3puTenbHOro 6yrpa. ¥ ambpuoHa gnnHoi 3,5 cM 3a-
Knajka ero BeHTpaNbHOro Agpa NPMXOAUTCA Ha KOHeL 2-ro
mecsaua. Ero gopcanbHoe agpo o6HapyXueaetca y aM6puoHa
ANVHON 4,5 cM, OHO 6bICTPO pa3BMBaeTCsA, MPUHMUMAasA CMOUC-
Toii BUg (MpuroHHukos, 1949).

Mo03XKe4yoK pa3BvBaeTCA M3 MapHbIX 3a4aTKOB, MOABMAAIO-
WMXCH U3 KPbITOBUAHbLIX MIaCTUHOK, MPUMEPHO Ha 32-7 aeHb
(O’Rahilly, Gardner, 1971). Agpa u kKopa MO3Xeuyka ¢op-
MUPYHOTCA M3 ABYX MWUTPALUOHHLIX 30H — MeAuanbHON K
naTepanbHoOin. ®unoreHeTmyeckn 60nee HOBble 06pa3oBaHUSA
MO3Xeuka (3ybuyaTble Agpa M Kopa naTtepanbHbiX OTAEN0OB
nonywapuin) passuBaroTCA M3 naTepasbHON MUTPaLUOHHOM
30Hbl. M3 MegmanbHOil o6pasytoTca 6onee cTapble B Quno-
reHeTMYeCKOM OTHOLWIEHUM CTPYKTypbl (Kopa 4epBsi U Aop-
cCoOMeAmnanbHbIX OTAEN0B MNONywapwii, WapoBUAHOe, (acTu-
rmanbHoe ¥ MPo6GKOBUAHble AApa). Aapa 3aknajbiBaloTCca B
2—3 NlyHHbIX MecAua, a euwe 4yepesd 1 mMec HauyumHaeTcd 3a-
Knagka KOPKOBOW NNacTUHKW, npuobpeTatoleir K 8-my Mme-
cAly TMnuyHoe cTpoeHune (Bep6buukasa, 1966).

Oc06eHHOCTM OHTOreHe3a CpefHEro mMo3sra eule HepocTa-
TOYHO U3ydyeHbl. Ero guddepeHuUMpoBKa 3HAYUTENIbHO 3aBU-
CUT OT pa3BUTUS CTBOSIa MO3ra, ero MO3XXEYKOBbIX U KOPKO-
BbIX cBA3ei ([3yraeea, 1969). [opcanbHblii oTAen Bapo-
nneBa MOCTa, COOTBETCTBYHLLIMIA MOKpPbIWKe, hUNOreHeTnYe-
CKN 60Nee cTapblii U POPMUPYETCS paHblue, Yem 60nee HOBbIN
BEHTpPa/bHbIA, nan 6asunc.

MpoponroBaTbiii MO3r SABASETCA MPOM3BOAHLIM  MNATOrO
MO3roBOro ny3bips. Ero sgepHble rpynnbl popMupyroTca foO-
BO/IbHO pPaHO, YTO HaxoAMTCA B NPAMON 3aBUCMMOCTU OT CTa-
HOBMEHWA B OHTOreHe3e (YHKLMIA [blXaHWsi, KpoBoobGpaLlie-
HUS 1 nuuweBapeHns (A3yraea, 1969). MepBbiMu, Ha 54-i
[eHb pa3BMTUA, 3aKNajblBalOTCA MefManbHble J06aBOYHbLIE
0NnMBbI. Yepes 4 [HS HauyMHaeTcs 3aknagka ffep HUKHUX
onuB (KyHakoB, Nogde, 1949), KoTOopble CHayana WMeKT
BUA KOMNakKTHbIX o06pa3oBaHWil. Pa3feneHune MX Ha BEHT-
panbHYl W LOpCanbHYI MIaCTUHKNW HameyaeTcs y SMOpuUOHa
ANVUHON 8 CM, a UX W3BUTOCTb — NUWb Y 3MO6PMOHA ANUHOWA
18 cm. C 4-ro mecsiya Ha BEHTPasbHOM MOBEPXHOCTU MNpPO-
LONTOBATOr0 MO3ra OGHApPY>XMBAKTCA KOHTYpPbl ONMB U NK-
pamng. K MOMEHTY POXAEHUS HVKHWE ONMBbI MOKPbLIBAKTCA
TOHKMM CNOEM HepBHbIX BONOKOH (Bonkosa u gp., 19/1).

MpumMepHO 40 3-ro NYHHOro MecsAla CMNUHHOW MO3r 1 No3-
BOHOUYHbI KaHan MMelT 04MHAKOBble pasmepbl. B ganbHeli-
WeM CMUHHOW MO3r OTCTaeT B pPa3BMTMM OT MO3BOHOYHUKA U

9



ero KayfanbHbli OTAeN K MOMEHTY pPOXAEHUs pJocTuraeT
TONIbKO YpPOBHA 3-ro0 MOSICHWYHOrOo MNO3BOHKa ([3yraesa,
1969). ®opmupoBaHue CNUHHOrO MO3ra MPOUCXOAUT ObICT-
pee, YeM TO/0BHOr0. MepBbIMU MUTPUPYIOT U andhepeHLmn-
pyloTCA ABWraTeNbHble HENpOHbl, 3aTeM KOMUCCYpalbHble,
MYy4YKOBble HEMPOHbI MEXYTOYHOW 06nacTV nepejHero u 3af-
Hero poros, fanee HellpoHbl 60KOBOTO pora u sigep Knapka.
HelipoHHas opraHusauus CNMHHOrO Mo3ra npuobpeTtaeT OT-
HOCUTeNbHO chOopMMUpOBaHHbIA BuA B nepmog ot 20-1 go
28-n Hepenn (CyTtynoBa, 1975). bbicTpoe co3peBaHMe CMNUH-
HOro mo3ra obecrneymBaeT paHHWe ABuUraTefbHble (YHKUUK
y nnoja.

Buanumoe HEBOOPYXXEHHbIM FNa3o0M pa3feneHne MO3roBOl
TKaHW Ha cepoe u 6enoe BewecTBO 00YCNOBMEHO pa3BUTUEM
MUENNHOBbLIX 060/04eK, KOTOPOe COOTBETCTBYET Hauany
(MYHKLMOHUPOBAHUA TeX WAM WHbIX CUCTEM TOJIOBHOTO U
CMMHHOTro Mo3ra. lMepBbie NMPU3HaKN MWENNHU3ALMUN MOABNA-
I0TCA Ha 5-M Mecsue BHYTPUYTPOOHOW XW3HW B CTBONOBOWA
4yacTu TrOJIOBHOr0O MO3ra, B BO/IOKHax MpoAo/irosatoro, B
WeliHOM M MOACHUYHOM YTOJILLEHUAX CMUHHOTO mMo3ra (A3y-
raesa, 1969). Ha 6-m mecsiue MuUenuHmzauusa 3axBaTbiBaeT
HEKOTOpble LeHTpalibHble ABUraTenbHble oTAenbl (BecTubyno-
CMWHaNbHbIA, py6bpoCnUHaNbHbIA U OTAENbHbIE MO3XEYKOBbIE
TpakTbl). MuennHoM MNOKpPbIBATCHA CHavyana 4YyBCTBUTE/b-
Hble, a 3aTeM fABuratenbHble nytu (A3yraesa, 1975). Mep-
Bble MPU3HAKW MWENMHU3ALMN NUPaMULHBLIX MYYKOB MOAB-
nalTCcAa y nnoga Ha 8—9-m Mecsue.

K MOMEHTY pOXAEHUA MuUenuHusupyetca 60nblias 4acTb
CMWHHOTO MO3ra, MPOAOMTOBaTbIi MO3r, OKPYXHOCTb ffep
MO3)e4yKa, MHOrMe yyacTKM MOCTa M CpefHero mosra, mno-
nocatoe Teno. OfHaKO MOMIHOCTLIO MUENUHUINPYIOTCHA TONbKO
HepBHble BONMOKHa 6neAHOro Wwapa, TanaMmyeckKUx MyuKoB,
.3pUTeNbHbIX TPaKTOB U AOPCanbHbIX OTAENOB BHYTPEHHeN
Kancynbl. K 4-my Mecsauy nocne poxzieHusa MUennHOBbIE 060-
NOYKU XOpOoLWo chopMMUpPOBaHbl B NYYMCTOM BEHLE, MO30/U-
CTOM Tefle, B HUXHWUX OTAenax BHYTpeHHeil kancynbl. K 1
€-My mecsduam COCTOSAHWE MWENIMHU3ALWN HEepPBHbIX BOSIOKOH
LLHC npubnuxaetca K TakOBOMY Yy B3pPOCNOr0 4YenoBeka,
04HAaKO MWEeNWHOBblIE 060M04YKM eLle pacnofaralTcs pPegko,
0C06EHHO B 6ENIOM BeLLeCTBE BUCOYHbLIX 40NN,

Mocne poxaeHns MuenmHusauma 6bICTPO HapacTaeT U KO
2-My rofly BHeyTpPOOGHOI >W3HW rOM0BHOW MO3r pebeHka
MUENVUHU3NPOBAH MPaKTUYECKU B TakKOW" XXe CTemneHW, Kak y
B3pocnoro 4enoseka (dunumoHos, 1965). MwuenmHmnsauns
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NMUpaMUAHbIX NyTei 3akaHYMBaeTCA K 1-My rofy >XW3HU Wau
HeCKONbkKo no3xe (Bonkosa, 1971). B TeyeHue 1-ro gecs-
TUNeTNA MNPOAOMXKAKT MUEMHU3UPOBATLCS BOJIOKHA Hecne-
UMpMNYECKUX MPOEKLMOHHBIX U acCoLMaTUBHbIX OTAENOB Ta-
namyca, a y B3pOCAbIX J/0feil — BOMIOKHA PeTUKYNAPHOW
thopmaumu n Heilponuna kopbl (Richardson, 1982).

MwuenuHuzauuu npegwecTsyeT npoaudepaLna He3penbix
KNneTok rnuyM (o4arn KOTOpPO HepefKO paclLeHuBalTCA Kak
nposiBfAeHWe MaTONOrNMYecKOro mnpouecca) B BUAe TaK Ha-
3bIBAEMOr0 MWEMHU3NPYIOLLEro rnMo3a. BnocneacTtBum oHu
npespawatTcd B ONUFOLEHAPOT T MOLUTLI (Richardson,
1982). B cnoXHbIX npoueccax MWENUHU3ALUN BO3MOXHbI
pasnnuHbie OWMNGKN, YTO OBHApPYXXMBAETCA METOAaMU 3/1EKT-
POHHON MUWKPOCKONMWMW: HEKOTOPble MWENMHOBble 060/0YKN
hopmupytoTcs 60nee AAMHHBIMKU, YeM 3TO HEOOXOAMMO AN
06epTbiBaHMA aKCOHA; Ha YXe C(HOpPMWUPOBAHHOW MUENUHO-
BO 06onoyke ob6pasyercs BTOpas ob6onouvka (Hirano et al.,
1968). NHorga Bce Te€NO HEPBHOW KNETKU MAM OTPOCTKMU acT-
pounTOoB OKyTbiBaloTCA MuenmHom (Borit, Herndon, 1970).
Takas runepMmenMHu3aLma MOXeT ObiTb MPUYUHON BO3HUK-
HOBEHMA «MPaMOPHOTr0 COCTOSAHWMA» MO3r0BOW TKaHW. ®ak-
TOpbl MWeNMHM3aLWUKN, ee OCOBEHHOCTW M XapaKTep Hapylle-
HWA M3yYeHbl ele HeJOCTATOYHO MOMHO U NPeACTaBAAOT CO-
601 Wupokoe none geATenbHOCTM AN 6YAywWwMX wMccnefoBa-
Huih (Richardson, 1982).

MapannenbHo ¢ pa3BUTMEM TKaHW FONOBHOrO MO3ra uget
o6paszoBaHuMe MO3roBbiX 060104eK, KOTOpble (opmupytoTcs
n3 nepumesynnapHoin meseHxumbl. CHayana nosiBAAETCA CO-
cyamucTtas 060n04ka, U3 Hee Ha 3—4-1 Heflene B TONLWY Me-
OYNNNAPHOA Tpyb6KW BpacTaldT KPOBEHOCHble cocyfabl. OHW
BTATWBAKOT C CO60l/ NMCTOK COCYAMCTON 060M0YKM, BCNEACT-
BMe 4yero o6pasyrTcad BupxoB—Pob6eHOBCKME MPOCTPaHCTBA.
C BO3HWKHOBEHMEM Ha 5-M Mecaue OTBepCcTuiA  JIYLWKKN K
MaxaHAn mAarkas mosrosas 060104Ka paccianBaeTcs CMWH-
HOMO3rOBOM XWAKOCTbIO Ha ABa Cn0A: COCYAUCTbIA M nay-
TUHHbIN. O6pa3yeTca cyb6apaxHoupanbHOe MNPOCTPAHCTBO.
Teepfas mMo3rosas 060/04Ka NOABASETCA BO BTOPON MNONOBYU-
He BHYTPUYTPOGHON XM3Hu (CHecapeB, 1950). YwmepeHHoe
paclwinpeHne BEHTPUKYNAPHON cucTeMbl A0 o6pasoBaHuUs OT-
BepcTuii Jlywkn n MaxaHAu HOCUT HaszBaHue (GU3NONOTKU-
yeckolh rugpouedanumn (Klosovski, 1968).

Takum 06pa3oM, K MOMEHTY POXAEHWS OCHOBHble OTAe-
Nbl TONOBHOTO0 MO3ra MPaKTUYeCKW CHPopMMUpOBaHbl, OAHAKO
nupamMuiHble TPaKTbl OCTATCH HEe MUENWHU3UPOBAHHBLIMU
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(Richardson, 1982). lMocne poXAeHWA MPOUCXOAUT COBEp-
LUeHCTBOBAHWE CUHAMTMYECKOro annapata W AanbHelilwas
MUENnHW3aLuusa npoBoAaswed cuctembl. Macca ro10BHOTO
MO3ra K KOHLUY BHYTpMYyTpo6GHOro pa3Butus paBHa 11—
12% o6uweit maccbl Tena, B TO BpeMsS KakK y B3pOC/0ro 4esno-
Beka OHa cocTtaensaeT Bcero 2,5%. B otnmume 0T Mo3ra
B3pPOCNOr0 Yy MJIOA0B Y HOBOPOXAEHHbIX HEWPOHbI Pa3NNYHbIX
CNOEB KOpbl NeXaT rycTo, NMb €AUHWUYHbIE pacnonarakTcs
B 6enom BelwecTBe. B yepHoi cybcTaHUMK CTBOSIA OHU NULe-
Hbl MefaHWHa, KOTOpbI/i BMepBble nossnsetrcad B 3 4 rofa
(A3yraesa, 1969). ¢ 00,

Macca MO3)Xeuyka Yy HOBOPOXAEHHbIX COCTaBaseT 0,0 ,0
mMaccbl Mo3ra, 60po3gbl ero nonywapuia Hernybokue. o 3-ro
Mecsla Nnocne poXJAeHWs B KOpe MO3Xeuyka coxpaHsaeTcs
HapYXHbI 3epHUCTbIA am6puoHanbHbIi cnom (cnom Uoep-
WwTeliHepa), KAeTKM KOTOPOro MOCTENeHHO Mcye3alT B Teye-
Hue 1-ro roga XusHu. B cyb6aneHgnmapHOl 30He BEHTPUKY-
NAPHOW CUCTEMbl TOJIOBHOrO0 MO3ra HOBOPOX/JEHHbIX OTMe-
4alTCA He3penble KNeTOYHble 3/1eMEHTbl, YTO WMHOrga OLWMu-
60YHO NPUHMMAIOT 3a MPOSABAEHME NOKANbHOFO 3HUedhanuTa.
3TN KNeTKW pacnonaralTca B cybaneHAMMapHOM cnoe audg-
(hy3HO UM OTAENbHbIMW O4Yaramu, WHOrga BAOMAb  COCY[OB-
pocturaloT 6enoro BewecTBa M NOCTENEHHO MCYEe3alT K 3—
5 Mec XM3HK pebeHKa.



FnaBa?

BPOXAEHHbLIE MOPOKW
PA3BUTUA LEHTPAJIbHOW
HEPBHOW CUCTEMBbI

[Jetun c TaxenoiMuM HapyweHuamu passutua LLHC
yaw e BCEro poXAatTca MepTBbIMU WUAM yMUPAKOT B MOCTHa-
TaNbHbIA nepnoj. MeHee 3HAUYMTENbHbIE N3MEHEHUWSA TOJIOBHO-
ro ¥ CMUHHOIO MO3ra XapakTepu3ylTcs 4YpesBblYaliHbIM NoO-
NMMOP(U3MOM HEBPONOrMYECKUX CMMNTOMOB, XapakTep KO-
TOpPbIX 3aBUCUT OT NlIOKaNu3auuum U CTeNeHW NopaxeHUs
LLHC. Yawe BCcero oTmeyalTCs napesbl, napannyu, akcTpa-
nMpamMuiHble ¥ MO3XEUKOBble HapylleHWs, CYAOPOXHbIA
CUHAPOM. Y 60MblINHCTBA TakUx feTeil HabnwpgawTcs pas-
nnyHble Qopmbl onurodpeHun (FonogeH, Kasakosa, 198.5).

BpoxpeHHble nopokn LHC, kak npaBuio, fABAAKTCA
CNeACTBMEM HapyLlIeHUs OAHOr0 WM HECKOJIbKUX OCHOBHbIX
NpoLeccoB pasBUTUSA FOMOBHOIO M CMMHHOIO Mo3ra: o6paso-
BaHWS HEpPBHOW TpyOKW, pa3feneHns ee KpaHManbHOro KOH-
La Ha MO3roBble Ny3bIpy W NapHble o6pa3oBaHWUsA, MUrpaLnu
N AN PepeHUMPOBKM HEPBHBLIX KAETOYHbLIX 3/IEMEHTOB. ITU
HapylweHNa peasn3yloTCA Ha Tpex YPOBHAX: KNETOYHOM,
TKaHeBOM W opraHHom (DeMyer, 1971). K nepBoii rpynne
O0THOCATCA 3aboneBaHWs, Yalle BCEro HaclefCTBEHHON npu-
poAbl, 00YyCNOBNEHHble (epMeHTONaTUAMKU  (NenKogncTpo-
K, HelpoHaNbHble U aKCOHaNbHble AUCTPOGNMK), B OCHOBE
KOTOPbIX fexaT HapyweHus meTabonuama aMWHOKUCAOT,
MyKononucaxapugos, nunongos u gp. (Kanmbikosa, 1976).
B cBOlO ouepefb WUCTUHHbIE MOPOKW Pa3BUTUSA peannsyroTcs
Ha TKaHeBOM W OpraHHOM YPOBHAX. OTO B NOJIHOW Mepe OT-
HOCUTCHA K KOHEYHOMY MO3Fy W B MeHbLUel CTEeNeHN K CTBO-
NIOBbIM OTAenaM, CTPYKTYPHbIE HapyLWeHUs B KOTOPbIX MOTYT
ABUTbCA HENOCPEACTBEHHbIM Pe3yNbTaTOM MOBPeXAeHUA KO-
HeyHoro mosra. Hvxe npuBefeHbl BPOXAEHHbIe TMOPOKMK
LLHC cornacHo knaccuukauuu, B 0CHOBY KOTOPOW NONMOXEH
CTPYKTYPHO-MAaTOreHeTUYEeCKNIA NPUHLUN.
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KOHEUYHbIV MO3I

HecMblkaHWe HepBHOW Tpy6KM —
Anspagun KpaHuanbHoOW obnacTtu

B ocHOBe NMOPOKOB 3TOW rpynnbl NeXWUT pPaccTPOMCT-
BO WHTerpayuMyM B pa3sBUTMM 3KTOLEPMaNbHOro M Me30j4ep-
ManbHOro0 NINCTKOB, BCAEACTBME Yero OHW 4acTo COMPOBOX-
[JalTCcs HapyleHWAMW pa3sBUTUS MO3FOBbIX 060/104YeK, KOc-
Tell N MATKMX TKaHel uepena. CyllecTByeT MHEHMe, 4TO fe-
(heKTbl 3TOM rpynnbl MPOABAAKTCHA MPU COYETAHUM MOMUTEH-
HOrO HacfefoBaHWS C HEKOTOPbIMU (haKTOpamMu BHELIHEN
cpefbl, noBpexgawowumy HenpodumnameHTbl U cuHTes AHK
Ha paHHUX 3aTanax am6bpuoreHesa (Lee, Nagele, 1985).

AH3HUe®dana — No4TM MNOAHOE OTCYTCTBME TOJIOBHOTO
MO3ra, coyeTarlieecs C OTCYTCTBMEM MSATKUX TKaHel M Koc-
Tell cBoAa Yepena. YacTo noBpexpaetca W 3agHWA MKA3r. Ha
MecTe MO3rOBOrO BellecTBa 0ObIYHO pacnonaraeTcsa 6oraTas
KPOBEHOCHbIMW COCYJaMWU COefWHUTENbHAA TKaHb C KWCTO3-
HbIMW MOMOCTSMU Pa3NIMYHbIX Pa3MepOB, BbICTAAHHbLIMU Me-
OYNAApHbIM 3nuTenueMm. Cpefn BOMOKOH COEAUHMUTENbHON
TKaHW W COCYA0B O0OHapYyXUBAKTCA KNETKW MaKporiuu, eam-
HWYHble HEpPBHble KJETKU U WX OTPOCTKMU, OCTaTKM COCyAumC-
TbiIX cnneteHnin (YepctBoii,1973).

TepaTOoreHeTUYECKMIA TepMUHaLMOHHbIA nepuog (TTI)
aHaHuehanunm — [0 8- Hefenn BHYTPUYTPOOBHOro pasBUTHSA.
YacTtoTa konebnetrcs ot 0,54 (Sever et a | 1982; Tan et al.,
1984) po 5 Ha 1000 poguBwwuxcs (Kalter, 1963) u umeet
4YeTKO BbIPaXEHHY reorpauyeckyd MNpUypoYeHHOCTb. B
50—70-x rogax Hambonee 4yacto 3TOoT nopok LIHC perucTt-
pupoBafics B HEKOTOPbIX pailoHax BenukobputaHumM, HO B
nocnefjHve rofbl OTMe4YeHO MPOrpPecCMBHOE CHUXEHWE aH3H-
uedanmn B atom pernoHe (Coffey, 1983). AHsHuedanna va-
Wwe oTmevaetcs y gesoyek (Frecker, Fraser, 1987), ogHako B
HeKoTOopbiX paboTax ykasbiBaeTcf Ha npeo6nafjaHue 3TOro
nopoka y manbuyukos (Sever, 1982; Tan et al., 1984). Onu-
CaHbl HabnwAeHWs aH3HUedpannum y CpOCLIMXCA CMMMETPUY-
HbIX 6nu3HeyoB (Lopez et al., 1983). PUCK NOBTOPHOIO pPOX-
LeHus pebeHKa C 3TUM MOPOKOM 0KO0 4%, nocfie poXAeHus
OBYX feTell ¢ aHaHUedanuein puck ysenuymsaetcd o 10%
(CtunBeHcoOH,A3BucoH, 1972).

B psage cnydyaeB aH3HueanMa coveTaeTca C MoBpexge-
HMEM KOCTell OCHOBaHMA 4Yepena M MO3BOHOYHWKA, B 3aBUCU-
MOCTMW OT TSXKeCTM nopaxeHus kKotopbix Lemire et al. (1978)
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npejnaratT KnaccuuuupoBaTb CAyYan aH3HLUe®hanum Ha Tpu
rpynnel: MepoakpaHWs — KpaHWanbHble fedeKTbl He 3aTpa-
rMBatoT 601bLWIOr0 3aTbI/IOYHOTO OTBEPCTUS; ron0akpaHua —
nmoBpeXfjaeTcs 3aTbl0OYHAA KOCTb C M3MEHeHWeM 60MbLIOro
3aTbIJIOYHOTO OTBEPCTMA; FON0AKpPaHUsA B cOYeTaHUn ¢ gedek-
TaMn MO3BOHKOB (paxucxusom). Chaurasia (1984) tNeia-
raet, yto B 71,4% cnyvaeB aH3HUedanum npeobnagaeT n106-
HO-3aTbI/TOYHO-NO3BOHOYHLINA, B 23,8% — 3aTbI/IOYHO-NO3BO-
HOYHbIN 1 B 4,8% — TEMEHHO-BMCOYHO-MO3BOHOYHbIWA TWUM 3TO-
ro nopoka.

AH3HUe®danMs 06bIYHO COMPOBOXAAETCSH BbIPaXEHHOM
runonnasveir Hagno4YeyHWKOB U annasveil Helporunogusa.
3TOT MOPOK NOMyYeH B IKCMEPMMEHTE Ha Kpbicax MyTeM BO3-
feicTBUA BUTaMMHOM A B KayecTBe TepaToreHa Ha pasBu-
Batowytoca LLHC, BcnefgcTBMe vero natepanbHbie Kpas HepB-
HOW nnacTUHKKW 3akpyumBatoTcad (Smith et al., 1982). Y pe-
Tell ¢ aH3HUedanneil B CbIBOPOTKE KPOBU, B3ATOW U3 myno-
BWHbI, 3HAYNTE/NIbHO MOBbLIWEH YPOBEHb MWHKA, KOTOPbIA uUr-
paeT 6onbwyto ponb B cuHTese AHK (Zimmerman, 1984)..
Hepesko B NeroyHoin TkaHW feTel ¢ aH3HLUedanMeinl BbiBNA-
IOTCA XOPUCTMM HEPBHON TKaHW, COCTOAWME M3 HElpPOHOB,
acTpouMTOB, KMETOK onurofeHgpornuu. BeickasbiBaeTcs
npeAnosoXeHWe, YTO TaKMe oyarum ecTb pe3ynbTaT acnupa-
UMN OKOMOMNNOAHBLIX BOA, B KOTOPbIX HAXOAATCHA B3BELUEHHbIE
KYCOYKM FONOBHOr0 MO3ra, ¢ nocnefytoleil mMmnnaHtayuen
nx B nerkme (Rakestraw et al., 1987).

Jk3eHUedanns — OTCYTCTBUE KOCTel cBoja 4vepena (ak~
paHua) W MATKWX MOKPOBOB T[OJIOBbl, B pe3yjbTaTe Yero
6oNblive MONywWwapus B BUAe OTAENbHbIX Y3/10B, MNOKPbITbIX
MATKON MO3roBoi 060/M04YKOM, NexaT OTKPbITO Ha OCHOBa-
pii 4yepena. B 3aTux y3nax MOryT onpefensTbcsd Xopowo'
CHOPMUPOBAHHbLIE WM3BWUAWHBLI, PaCMON0XEHHbIe XaoTWU4HO,,
HepeaKo C OObIYHBIM LUECTUCNOWHBLIM CTPOEHUEM Kopbl. Mpo-
MEXYTOYHbIN, CPEefHWIA MO3r M MO3XE4YOK 4valie BCEro oT-
CYTCTBYIOT.

OThenbHble cnyyan 3k3eHuedanuu, 04eBUAHO, ABNAKOTCA
cneacTBMeM 006pa3oBaHUA aMHUOTUYECKUX TSXKEWR, Tak Kak
npu 3TOM MNOPOKe O6GHapYXWBAKTCA aMHUOTMYECKMEe cpa-
WeHNa MATKOW MO3roBoil 060104KM B 06/1aCTU BbICTYMako-
Wero KoHeyHoro mosra (YepctBoid, 1973). B nutepatype
onucaHo pejkoe HabnwpaeHue 3k3eHuedanuu, korpa pebe-
HOK MpoXxun nocne poxgeHns 32 gHa (Morsier, 1960). Mpn
3TOM OfHO ¥3 601bWKX MNoNywapuii npegctasnano coboi
MO3rOBYH TKaHb C HaMeuvalwlWUMWUCA W3BUAMHAMMU, MOKPbI-
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TbIMW MAFKOW MO3roBOii 060M104KON. BTopoe nonywapue
nmeno Buf 6ecCTPYKTYPHOW COCYAMCTO-MO3rOBO  Macchl.
MpoMeXyTOYHbIA, CpeAHUA MO3F U MO3XEYOoK 6biin chop-
MUPOBaHbl OTHOCWUTENIbHO XOPOLIO, B TO BPeMs KakK CTpoeHue
nNpoONroBaToro W CMNMHHOrNO MO3ra 0Ka3aNoCb HapylleH-
HblIM. OHM TakXe OblnnM npegcTaBfeHbl 6eCCTPYKTYPHONR coO-
CyAnCcTO-MO3roBOI MacColi.

MHuoHuedanns — OoTCYTCTBUE YacCTWM WU BCeR 3aTbiNoYy-
HOM KOCTW CO 3HAaYWTEeNbHbIM paclWMpeHneM 60MbLIOT0 3a-
TbINOYHOro (inion) oTBepcTUA, CMelleHMeM 60/blIeid yacTu
rON0BHOrO MO3ra B 06/1acTb 3afHell YepenHoi AMbl U YacTuu-
HO B BEPXHMWI OTAEeN MO3BOHOYHOrO KaHana, MO3BOHKW KOTO-
pOro NWWeHbl AYXeK W OCTUCTbIX OTPOCTKOB  (YepcTBOW,
1973). HMOHUethanna Bcerga coyeTaeTcs € N0PA030M LIeli-
HOrO M FPyAHOro OTAes0B MO3BOHOYHMKA, B pe3y/nbTaTe Yero
BO3HUWKAaeT BblpaXKeHHas peTpodieKcusa ronoBKKM Nnoaa, yTo
3aTpyfHsAeT uauM fenaeT HEBO3MOXHbIM poXAeHue pebeHka
eCTeCTBEHHbIM nyTeM. MArkue MOKPOBbI M KOCTWM cBOAda uYe-
pena 06bIYHO coXpaHeHbl. [0N0BHON MO3F TakKXe COXPaHeH,
0fHaKO MOTyT HabnwaaTbca MUKPO-, NOAUTUPUSA, BHYTPEHHAS
rmgpouetanna, annasus AW runonnasus NpPoMeXyTo4vyHOro,
cpefiHero, a HepefkKo W 3afHero Mo3ra, HapylweHus uutoap-
XWTEKTOHUKM KOpbl 60nbwunx nonywapuit. Kpome TOro,
WHWOHLUe(anna Bcerga covyeTaeTca € pasnuYHbIMU hopmamu
CMWHANbLHOrO0 paxucxusa, pefykuueil NO3BOHKOB W pebep, B
psfge cnyyaeB — C 3afHUMMW ¢dopmamy  4YepenHO-MO3r0BbIX
rpbDK, NPU KOTOPbIX 3aTblIOYHAA KOCTb MOJMIHOCTbIO OTCYTCT-
ByeT. Y peTeli ¢ MHUOHUehanmein 06bIYHO NMLO O06paLLeHo
BBEPX, NOAOGOPOLOK CMBAETCA C NepefHein rpyaHoOM CTEHKOM,
TaK KaK Les pe3ko YKOpoueHa.

3. MoTTep (1971) Kk cnabo BbIpaXXeHHbIM HhOpMamMm MHWUOH-
uedanum oTHOCMT Nopok Knmnnena—®deinna. MHorga scTpe-
YyalTCA CKpbiTble POPMbl MHUOHLE(annm, xapakTepusy-
umecs annasveid Heb6ONbWON YacTW Yewyu 3aTbIIOYHON
KOCTWM W pacwupeHnem 60/bWOro 3aTbl/IOYHOTO0 OTBEPCTHUSA,
B KOTOpPOM pacnofiaraloTcsi MO3)XEYOK W MpPOAONroBaThiid
Mo3r. Takue GopMbl TakXe co4eTalTCAa CO CIUHHOMO3TOBbI-
MW TpbiXXamu, aHoManusmum pebep ¥ cnabo BblpaXKeHHbLIM
nopposoM. TTM uHuoHUedanun — A0 4-ii Hegenu, yacToTa
TOYHO He yCTaHOB/eHa.

UepenHo-mo3roBas rpbi>ka — rpbhKeBOe BbiMAYMBaHWE B
mo6nacTn fedekTa KocTelh yepena. [LOBO/NIbHO pefKWiA MOPOK.
YactoTa ero — 0,08 cnyyaes Ha 1000 pogmslimxca (Sever
-6t al,, 1982). B pernoHax HOro-BocTtouyHoi A3uu 3TOT MOPOK
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BCTpeYaeTCcs HEeCKONbKO Yalle, YTO CBA3bIBAIOT C MOHrO-
NOUAHBLIM TUNOM cTpoeHMa 4vepena (Hooda et al., 1983).

pbiXXbl 06bLIYHO NOKaNM3YyHTCA B MecTax COeAWHEHUs
KOCTeih uepena: MexXfAy NIOGHBIMU KOCTSIMW, Yy KOpHSA HOCa,
MeX/Ay TEMEHHOW M BWCOYHOIM KOCTSIMU, B 06N1aCTU coeguHe-
HUA TEMEHHbIX KOCTeW W 3aTbINOYHON, OKONMO BHYTPEHHEro
yrna rnasa. [ledektol Kone6a0TCA OT HEGONbWMUX, B BUAE OT-
BEPCTUIA, 4acTO HE UZMEHAIOLWMNX HOPMaNbHON KOHPUTypaumum
ronosbl (cranium bifidum occultum) [0 3Ha4YUTeNbHbIX,
Korga B OTBepCTME MPOHMKAaeT 60/bllaf 4acTb TOJOBHOTO
Mo3ra. Pa3nnyaloT fBe OCHOBHble (OPMbl YepemnHO-MO3rO-
BbIX TFpbDX: 1— MEHWHrouene — rpbi)XeBON MeWwoK npea-
CTaBNeH TBepAOi MO3roBoi 0060M0YKON UM KOXEW, a ero co-
LEPXUMbIM SIBASETCS NIMKBOP; 2 — MEHWHTOo3HUedanouene—
B FPbIXXEBO/ MeLWOoK BbiNA4YMBaeTcqd TOT UAM WHOW OTAeN ro-
NOBHOTo Mo3ra. B psge cnyvyaeB 3Tu (hopMbl couveTaroTcs C
BHYTPeHHeN rugpouedanuei.

KpynHble MO3roBble rpbbhKM COMPOBOXAAKTCA THKENbIMM
MO3rOBbIMU pacCcTPOCTBAMU U OGLICTPO MPUBOAAT K CMepTU.
TTIT 4YepenmHO-MO3roBbLIX TpPbIXX — A0 4-ro Mecdua BHYTpU-
YTPO6GHOro pasBuTua. PUCK NOBTOPHOTrO POXAEHUA C 3TUM
NOpoKOM cocTaBngetT 2%. WMHorga sHuedanouene BXOAUT B
COCTaB CUHAPOMOB MHOXECTBEHHbIX BPOX/[EHHbIX MOPOKOB
passuTtma (MBTP). Tak, 3aTbiIOYHbI/A BapuMaHT 3HUedano-
uene SBNAETCS OAHUM W3 OCHOBHbIX MPU3HAKOB CUHApOMA
Mekkens. OnucaHbl COYeTaHUS  MeHWHTrO3HUedanouene c
umknonuei (Hooda et al., 1983).

Mpu ouaroBbix fAeeKTax KOHEYHOro MO3ra O0ObIYHO He
BO3HWKAET HapyLleHWn nepumesynnsipHOA Me3eHXUMbl, KOC-
TW yYepena M MSATKME MOKPOBbI FON0BblI COXPAHEHbI, €6 pa3Me-
pbl M KOHGMWrypauus OCTalTCA HOpMalbHbiMK. K Takum
BPOXAEHHbIM MOPOKaM OTHOCATCS amnnas3us MO30/1MCTOro Te-
na v UCTUHHAsA NopaHuedanns.

AreHesus, annasus U runonnasus MO30IMCTOro Tena —
4YacTMYHOEe WAM NOMHOE OTCYTCTBME OCHOBHOW KOMUCCYpanb-
HOM cnalikyu TFOMOBHOrO MO3ra, B pe3ynbTaTe 4Yero TpeTuid
XeNnyao4yek 0CTaeTcAd OTKPbITbIM. AreHe3ns xapakTepusyeTcs
MOSIHBIM OTCYTCTBMEM MO30/MCTOr0 Tena, cTon6oB cBofa U
npo3payHbiX neperopofok. lMpu annasuu cTonbel CBOAA U
npo3payHbie Meperopofkum 06bIYHO coxpaHeHbl. Ecnu oTcyT-
CTBYeT TO/MbKO 3ajHfis cnaiika, a MO30/MCTOe Teno yKopo-
YeHo, roBopAT 0 ero runonnasmm (puc. 1, a 6). TTMN — go
4-ro mecsua BHYTPUYTPOOHOro pa3BuTus.

HapylweHue mM0301MCTOro Tena 06bIYHO CONPOBOXAAETCS
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APYTMMU MOPOKaMy FON0BHOrO Mo3ra, 0fHaKO AOBO/IbHO Yac-
TO OHWM BO3HWKaKT n3onuposaHHo (Roderich, White, 1978) u
06HapyXMBawTCA B pa3/IMYHbIX BO3PACTHLIX  rpynnax
(Ettlinger et al., 1972). YUacTtoTa NOpPOKOB MO30/AUCTOr0 Te-
Na cpefy NepuHaTaNbHbIX BCKPbITUIA TOYHO He yCTaHOBMEHa.
Annasus M030/MCTOr0 Teja HepeAKo 06HapyXuBaeTcs npw
XPOMOCOMHbIX 60n1€e3HAX (CUHAPOMBbI Tpucomum 8 n 18) u
reHHbIX CMHApPOMAax, Hampumep npu cuHagpomax CmuTa

Puc 1 HapyweHvue pa3suTua MO30MUCTOro Tena: a annasua (x, 0),
6 — runonnasma (K, 2 cyT)

Nemnn—Onwutya, AHgepmaHHa (Larbrisseau et al 1984),
npn cuHgpome Ankapan (Ohtsuki et al.,, 1981). OnwucaHbl
cAyyaum HaclefCTBEHHON areHe3WyM MO30MUCTOro Tena, CB
3aHHble ¢ X-xpomocomoit (Menkes et al., 1964), a TakXxe cO-
yeTaHWe 3TOr0 MOpoKa C Makpouetanuein, ygBOeHMEM runo-
thmsa n anurHatueir (Bale, Reye, 1976).
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N3o0nupoBaHHbIe HapyLlWeHWa MO30IUCTOrO Tena UM Knu-
HUYECKU He NpPOSABAAKTCH, UM COMPOBOXAAKTCSH CYyJOPOX-
HbIM CUHAPOMOM W 3afepXXKOW MNCUXUYECKOro pa3BUTUSA, B
page cnydaeB OTMeuvaeTcs BblpaxeHHasa runotepmus (Noel
et al., 1973). B HabnwogeHNsX areHesMm MO30AUCTOr0 Tena,
onucaHHbiXx Pineda et al. (1984) y pasHomonbix 6/M3HEL,0B,
OTCYTCTBME MO30/IMCTOF0 Tefa COYeTanoCb C BbIPAXKEHHbIM
CMOHTMO3HbIM  COCTOAHMEM 6en0ro BelecTBa, MOAKOPKO-
BbIX fAf4ep, 4OPCanbHON 4acTW CTBOMOBbIX OTAENOB FONOBHO-
ro mosra 6e3 NMpuM3HaKkoB AeMUEMHU3ALNN.

MopaHuedanus — Hananyme B TKaHW KOHEYHOro mMo3ra no-
NnocTeil pasHblX pasMepoB, UMEKLWMNX INeHANMAPHYO BbICTU-
Ky 1 cooblwalowmxcs ¢ BEHTPUKYNAPHON cuctemoll n eyba-
paxHouganbHbiM npocTpaHcTBoM (Crome, Stern, 1967), B
page cnydyaeB MopaHuedanus MNpu MaKPOCKOMWYECKOM MC-
cnefoBaHUM MpeAcTaBneHa OKPYrAbIM OTBEPCTUEM B KOHEY-
HOM MO3re, MOKPbITOM MeMO6paHOli, COCTOSALEN U3 CAUBLUUX-
CA MATKOW MO3roBoil 060104YKM M 3NeHAUMBI. dTa MeMb6paHa
OYeHb TOHKas W MNpW W3BMEYEHUM TONOBHOFO MO3ra 4acTo
pBeTcs, BCNeACTBME YEero MOXET co3f4aTbCs BNeyaTAeHue, YTO
BEHTPUKYNApHaa cuctema npsamo coobuwaetca ¢ cybgypanb-
YbIM MPOCTPAHCTBOM. [10710CTM Yalle BCEro LBYCTOPOHHUE U
CUMMETPUYUHbIE U pacnonaralTca B CpefHUX oTaenax 60/b-
Wwunx nonywapuii. Kpait kKopbl B o61acTv NpUKpPenseHns MeMm-
6paHbl 3a0CTpeH, KAMHOBWAHOW (OPMbI, YACTO C ABAEHUAMMU
rnnosa. Kak npaBuno, Takue cnydyaum nopaHuedanuu conpo-
BOXJAKTCA paclIMpPEeHUEM BEHTPUKYNAPHOA cucTembl. Mo-
NOCTWM MOTYT 6bITb KPYMHbIMU M 3aMellaTb 6ONbLWYK 4acTb
60NMbWNX NoAyLwapuii, BCNeACTBME Yero rofioBHOM MO3r npu-
HMMaeT BMfA KOBLIT, MOKPbITOro mem6paHoin (Crome, Stern,
1957).

Takue pedekTbl cnefyeT guddepeHunpoBaTb OT rMapaH-
3HUuedanun. B reHese 3aTux ¢opMm nopaHuedanuu, BUAUMO,
60MblWY pONb WrpaeT HapylleHWe apTepuanbHOro KpoBO-
ob6palieHMa B nepnof popMupoBaHMA Mo3ra. Tak, B Habno-
AWWiA nopaHuedanun nesoit No6HOW Aonm, onucaHHom Ste-
wart et al. (1978), o6HapyXXeHa anna3us NieBOW cpefHeit
MO3roBOW apTepuu.

Bo BTOpoOi# rpynne nopsHuedanuu NonNoCTW MMEKT BUA
Tpy60UeK MM KaHanoB, OTKPbIBAMOWMXCSH B BEHTPUKYNAP-
Hyt cuctemy. OHM NOKANW3ywTCA B NOGOA YacTW FONOBHO-
ro Mo3ra u 06bIYHO COYETAKTCH C APYTMMU BPOXAEHHBIMU
HapyweHuamun passutua (Aicardi, Gontieres, 1981).

Takum 06pa3oM, UCTUHHAA Nop3Huedanns npegcraBnseT
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c0b60/ 04YaroByk annasuk TOr0 WAM MHOTO OTAEeNna KOHeYHOo-
ro mMosra, B reHese KOTOPOW, OfHaKO, HENb3s UCKAOUYUTb He-
[OCTAaTOYHOE CMblKaHWe MeaynnapHoi Tpybku. TTI 3atoro no-
poKa OrpaHuW4yeH 2-m MecsiLeM BHYTPUYTPOBHOro pasBUTHUSA,
Korga npoucxogumt OpMMpOBaAHME 3aKNafKW KOpbl U MO3ro-
BbIX 0060/104eK, a TakXe BpacTaHWe KPOBEHOCHbIX COCYAOB
M3 MO3roBbiX 060/104eK B MO3r0BOe BELLECTBO.

VICTUHHYIO nopaHuedanuio Heob6xoAuMMO OTAM4YaTb  OT
NOXHOW, ANA KOTOPOW XapaKTepHO MOfABAEeHWE 3aMKHYTbIX
MONOCTeNR, NMWEHHbIX 3MNEHANMAPHOW BbICTUAKM W MpejcTaBs-
nAawWnx coboit KUCTbl nocne aHuedanoManayuym pasmyHo-
ro npoucxoxgeHusa (beneuyknin, 1962), a TakXe BPOXAEH-
HbIX apaxHoupanbHbiXx kuct (Crome, Stern, 1967).

HepasgeneHve KOHeEYHOro Mo3sra

3Ty rpynny NOpokKoB pa3BUTUS FOJIOBHOTO MO3ra Ha-
3bIBalOT Npo3eHuedannyeckKMMm, MOCKOAbKY OHU ABMAAKOTCA
pe3ynbTaToM NepCUCTMPOBAHUA Ha pas3finYHbIX CTafUsAX pas-
BUTUSA nNepefHEro mo3rosoro nysbipsa (prosencephalon). B
3aBUCUMOCTU OT CTeNeHW pasfeneHWs KOHEYHOro Mo3ra pas-
NNYaKT TPU OCHOBHbIX BMAa NOPOKOB 3TOW rpynnbl: NPO3eH-
uetanunio, anobapHyt nposeHuedanuo uM rononposeHuyeda-
nno (HepsbBegb, 1978; Probst, 1979) .

Mpo3eHuedanns — BeCb KOHEYHbIA MO3r pas3jefieH npo-
LONbHON 60po3foli, HO B rNy6uHe ee oba monywapusa cesasa-
Hbl APYr C ApPYrom MAacTUHKOR ceporo M 6enoro BelecTBa
(puc. 2,4, 6).

AnobapHasa nposeHuedanus — pasfeneHa TONbKO 3af-
HAS TpeTb KOHEYHOro Mo3ra, /Io6Hble J0NU He pa3feneHbl u
3HaYNTENbHO runonnasmpoBaHbl (puc. 3, a, 6). MNMojgKopkKo-
Bble AflepHble TPYNMbl TakXe He pasfefneHbl. TpeTuii xeny-
[LOYeK pefyuupoBaH UauM OTCYTCTBYeT.

FononposeHuepanus— KOHEYHbIA MO3r He TO/bKO He
pasfiefieH Ha nonylapus, HO U MUMeeT BUA nonycdepsbl B pe-
3yNnbTaTe HeCMblKaHWA KpaHWanbHOT0 KOHUA MeAynnaspHOoW
Tpy6kn. Ero eguHCTBEHHas BeHTPUKYNspHas MNOM0CTb OT-
KpbiTa cBepxy (puc. 4, ) n cBobogHO coobulaeTcs ¢ cybapa-
XHOMJaNbHbIM MPOCTPAHCTBOM. B Apyrux cnyvyasax BeHTpUKY-
ndapHas NonoCTb CBEPXY MPUKpPbITa HaBUCAKOLWKUM Kpaem Mo-
nyctepbl. OTANYNTENbHOW 0COBEHHOCTLIO roN0MpPo3eHueda-
NN ABNSETCA CMeleHUe HepasfeneHHbIX 3puTenbHble OYyr-
poB B KayganbHOM HanpaBneHun (puc. 4, 6), oHM cBo60AHO
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pacnonaralTca K3aAu OT KOHeYHOro mosra. O6OHATenbHbIE
oTaensl otcytcTBytoT (Cohen, 1982). N'mnnokamn pesKo ru-
nonnasMpoBaH C rpyb6bIMU CTPYKTYPHbIMU  HapYLIEHUAMMU.
V3BWUNMHBI KOHEYHOro MO3ra KpyMHble, PacnojioXeHbl Xao-
TWYHO, LMTOAPXUTEKTOHMKA KOpPbl, KaK MpaBuao, HapyleHa.
MepepHas uyepenHas sAma fAedopmupoBaHa. [lpoAabIpsAB-
NEHHOW NNacTUHKW pelleTyaToli KOCTU W C/EMOro OTBep-
cTuA 06bIYHO HeT (Mieden, 1982). UacToTa rononposeHue-

Puc. 2. Mpo3eHuetanusa (M, 4 cyT): a — BUA CBepxy, N0oGHbIe A0NM He
pasgeneHbl, 6 — paspe3 no dnekcury

thanun HepaBHoMepHa n konebnetcs ot 1:5200 go 1:4520 po-
answuxca (Saunders et al., 1984).

TTIM nopoKoB npo3eHuedanMyeckoin rpynnbl OKaHYM-
Baetca 30-m gHem 3amb6puoHanbHoro passutus (Yakovlev,
1959), T. e. MOMEHTOM 3aBeplleHUs pasfeneHUs KOHEUYHOro
mMo3ra’Ha 6onblwune nonywapus. Bce nopoku nposeHuedanm-
YeCKOW rpynnbl MCryT COMPOBOXAATbCA PasfiMYHbIMKU, MO-
poii [OBOMbHO TFPyO6bIMWM HapyWweHUAMW CTPOEHUA nuua U
ero kocteii (Machin et al., 1985): ueb6oueanunein, aTmoue
tanueli n unknonueii. Llebouedanns — oTCYyTCTBME HOCaA, Ha
MecTe KOTOpPOro pacnonaraetcsd X060TOK, OCHOBaHWe KOTO-
poro f1I0KannM30BaHO Ha YpOBHE KOpPHA Hoca. ConpoBOXAaaeTcs
rmnoTenopusMom (YMeHbLUEHUEM PacCTOAHUA MEXAY FnasHu-
uamu) . 9Tmouedannma—rpy6blii NOPOK pa3BUTUA nuua, Xa-
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pPaKTepU3yWKuincs BbipaXKeHHbIM TMNOTENOPN3MOM, OTCYTCT-
BMEM HOCa, BMECTO KOTOPOrO Bbllle FNa3HbIX Wenei pacnono-
eH KOXHbIii X060TOK CO C/eno 3akaHuyuBallWKUMCA 0TBep-
cTvem. Mpu LUKAONUU (OPMUPYETCS NULLIL OAHA FNasHuLa C
OfHUM WK ABYMS TUMONNA3MPOBAHHLIMU FNa3HbIMU A6M0Ka-

Puc. 3. AnobapHas nposeHuethanns (K, 2 4): a — BuUA CBepxy, O
BUf CHU3Y

Puc. 4. TononposeHuedannsa: a — ¢ OTKPbITOW BEHTPUKYNAPHON NONOCTbIO
(M, 2,5 cyT), 6 — KayAanbHoOe CMelleHUe HepasfeneHHbIX 3pUTENbHbIX
6yrpos (M, 5 4); Bl — BeHTpUKynsipHas Monoctb
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Mu. Hoc oTcyTcTByeT. Bbllle eAMHCTBEHHOW TNa3HOW LWenu
pacnonaraeTcsi KOXHbI/i X060TOK.

OnucaHHble HapyLWeEHWA fiMua CYUTAKTCA BTOPUYHBLIMMU,
NMaTtoreHeTUYeCKN CBA3AHHBLIMW C HApPYLWEHWAMU pasBuUTUA
roNoBHOro Mo3ra. et ¢ uuknonueid 06bIYHO poOXAalTCA
MEPTBLIMW WUNWM yMUPAKT cpa3y nocne poxgeHus (Fukusni-
xna et al., 1984). NHorga HapylweHWs nuua npu nopokax
npo3eHuedannyeckon rpynnbl MeHee BbipaXKeHbl W NPOABAA-

Puc 5. AteneHuedanusa (M, 5 MWUH): a — BuUA cBepxy, O

OCHOBaHue
Mo3ra. O6bsACHEHUE B TeKCTe

l0TCS B BMAE NMPEMaKCUNNAPHOW areHe3Mn passiMyHOl cTene-
HW 1 XelinorHatonanatocxusa (DeMyer, 1975), ogHako nps-
MO 3aBMCUMOCTW MeXAY TUMOM NOpoKa M HapyleHUAMMU
nuua Het (HepsbBeab, 1978). M3BecTeH TakXe caydaum ro-
nonposeHuedanun 6e3 HapyweHwuit passutua nuua (Aron-
son et al., 1987).

B 3aBUCMMOCTM OT 3TUONIOTUYECKOTO (hakTopa Npo3eHLe-
(hanmyeckne MNOPOKM  MOXHO pasfefinTb Ha TpU Tpynnsbl.
1_ nopoku, obycnosneHHble abeppaumamum aytocom (Tpu-
comum 13 n 18, 13-, 18-, Tpunnonans); 2 — anatowmnecs
CNefcTBUEM FEHHbIX MyTauuii, B TOM 4YucC/ie U CeMelHble Cny-
yanm (Pauli et al.,, 1983), korga nposeHuedanus aBnseTca
OLHUM K13 NpU3HaKoB cuHppomos MBTIP; 3 NOpPOKWU, HB-
napuwmneca pesynbTaToM BO3LENCTBUSA CPefoBbiIX (akTopos,
HanpumMmep TAXenblX (OpM caxapHoro guabeTta y matepu
(Barr et al., 1983). M3BecTHbl ayTOCOMHO-pPELECCUBHbIE 1
ayTOCOMHO-AOMWHAaHTHbIe (QOpPMbl rononpo3eHuedanum ¢
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HEemno/IHON MEeHeTPaHTHOCTbI0 W Pa3/IMYHON 3KCMPECCUBHOCTHIO
reHa (Kokich et al., 1982). OnwucaHbl cny4am rononpo3eH-
ueganun y ogHosainueBbix 6nn3HenoB (Machin et al., 1985).
M3BeCTHbI Cliyyanm rononposeHuedanun y geTteil ¢ geneuyuei
7-ii xpomocombl (lkeda et al.,, 1987), ¢ 4YacTU4HON Tpuco-

Puc. 6. BHelwHuii BUA peGeHKa C aTeneHletanueii: a m— MHOXECTBEHHbIE
BPOX/eHHble NOPOKW pasBuTus, 6 — mopoku nuua

Puc. 7. ATteneHuedanus. MNMonepeyHblil cpe3 o6pa3oBaHKs, nexaliero Bne-
pean mo3xeuka. Okpacka 3onotom no Kaxany, X8,2
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Mueii No KOpoTKoMy nneuvy 3-in xpomocombl (Martin, Stein-
berg, 1983), npu 6onesHn [JayHa 21+ (Pi et al.,, 1980;
Epstein et al., 1988; Urioste et al., 1988) u KonbueBUAHOW
21-in xpomocome (Aronson et al., 1987). PuUcCK NOBTOPHOrO
poXfaeHus pebeHka C nNpo3eHuedannyecKuM MNOPOKOM He
npesblaeT B cpefHeM 2% W 3aBUCUT OT €ro 3TUONOTUWU.
MonynsumoHHaa 4acToTa Mpo3eHuedannyeckmnx MNOPOKOB
1: 16000 (Roach et al., 1975).
ATeneHueanua — OTCYTCTBME KOHEYHOro Mo3ra (cm.

Puc. 8. ATeneHuedanuns.

YuyacTkn BpacTaHWA HepBHON

TKaHW B MATKYH  MO3rOBYIO

060n04Ky. OKpacka 30/10TOM
no Kaxany, X40

puc. 5 a, 6) npu coxpaHeHuM depena. ConpoBOXKAAETCH
TAXENbIMW HapylWeHWAMN CTPOEHWA fnuua, MHOr4a B Bujae
cBoeo6pasHoi uyuknonum 6e3 xoboTka (puc. 6, a, 6). Tlo-
NOBHOW MO3r MpeAcTaB/ieH XOPOLIO Pa3BUTHIM MO3XEUYKOM U
neopMUpPOBaHHBIMKU CTBOMOBbIMM OTAenamu. Ha mecTte Ko-
HEYHOro MO3ra BeHTpaNbHO OT MO3Xeuka pacnonaraertcs
OKPYT/Nbl/i y4acTOK MO3r0BOW TKaHW, MOKPbITbIA YTO/LLEH-
HOl, Koe-rae A0 3 MM, MSArKol MO3roBoil 060104Koii. TMo-
cfiefHAN COCTOMT M3 6eCnopALOYHO PACMONOXKEHHbIX 3penbiX
M HefoCTaToOuYHO AuddepeHUMPOBaAHHbIX HEAPOHOB, KOTOpbIe
o6pasytoT nogobue agepHbix rpynn (puc. 7). Mectamm mAr-
Kas Mo3roBasi 060/04Ka NAOTHO COEfMHEHA C MOAnexaliein
MO3roBoi TKaHbt (puc. 8) 3a cyeT cmeleHUsa B 060104KY
601bWOro 4Ymucna acTpouuToB U OTAENbHbIX HEPBHbIX Kie-
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TOK. HOXKW Mo3ra HepasgeneHbl. B ux Tofuie Ha nonepey-
HbIX Cpe3ax BbIABASIOTCA XOpPOWO CHOPMUPOBAHHbIE Kpac-
Hble sigpa. CuAbBMEB BOLONPOBOA OTCYTCTBYET WM 3aMeHeH
MHOXeCTBOM MeNKUX TpybuaTbiX X0A40B. B npogonroeatom
MO3re nupamuj NpakTUYecKW HeT, B TO BPeMs KaK Jpyrue
CTPYKTYPbl PasBUTbl OTHOCMTENbHO Xopowo (puc. 9).
ATeneHueganma — A0BONbHO pPeAKWIA MNOPOK, KOTOPbIN,

Puc. 9. AteneHuedanus. lNpogonrosaTbiii Mo3r. Annasua nupamug wn
fopcanbHbiXx A06aBOYHbIX 0nuB. OkKpacka no ABUbIHY, X 12,5

BMAWMO, pa3BuBaeTcs B pe3y/sbTaTe OCTAHOBKW [eneHus
KpaHWanbHOro oTAena MefynnspHon TpybKM Ha cTaguu
TPEX MO3roBbIX My3blpeit. Garcia u Duncan (1977) pacue-
HWBAIOT 3TOT MOPOK KaK ClMeACTBMe LeCTPYKTMBHOMO npouec-
ca, m3bupaTenbHO nNopaxarouwero 4acTMYHO CHOPMUPOBAH-
Hbll TeneHuedanoH. TTM ateneHueanun — fo 5-n Hegenwu
BHYTpuyTpobHoro passutua (Danner et al., 1985). Coue-
TaHWe aTeneHuedanuum c ApyrumyM nopokamy pasBuTUS MoO-
3BO/IMMIO BbIgeNUTb cuHApom  XK-anposeHuedanun (Lurie
et al.,, 1979). OnucaHo co4yeTaHMe 3TOr0 MOpPOKa FO/I0BHOrO
mMo3ra C [epManbHblM CWUHYCOM B MOACHWYHO-KPECTLOBOM
otgene (Shewnon et al., 1984).

HapylweHune Murpauun
N AN dhepeHLMPOBKM HEPBHbIX KIETOK

BpoxgeHHble MOPOKU 3TOW Fpynnbl XapakTepusytoT-
CSl BHEWHWMM M3MEHEHUSIMU BMAA W PacnofoXeHUs WU3BUMWH
60NbLINX MONyWapuii, N3MeHeHNEeM MacChbl TOJIOBHOTO MO3ra,
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a TakKXe CTPYKTYPHbIMW HapyLeHUAMUN LUTOAPXUTEKTOHUKN
Kopbl ¥ 6enoro BeuiecTBa 60AbWMX NOAyWapuUin, KoOTopble
06HapyXMWBAKTCA NUWb NPU MUKPOCKOMUYECKOM WUCCnepo-
BaHUW.

FeTepoToNUAs— aHOMaNnbHOE CMelleHWe OAHON uan rpyn-
Mbl HEPBHbIX KNeTOK KakK B npefenax Kopbl, Tak u B Genoe
Bewectso. Hab6niopgaeTtca Bo Bcex oTaenax LrlC. Conpo-
BOXJAaeTCcA pasnMyHbiMu nopokamu passutma LULHC wn yacTto

Puc. 10. Mukpo-, nonurnpua (K, 7 Mec)

BCTpeyaeTca npu cuHapomax MBIIP XpOMOCOMHOW WU TeH-
Hol nmpupopbl. CKopee Bcero siBAfeTCA CMeACTBMEM yTpaThl
He3penbiMW HEPBHbIMW KAeTKaMu MUTPaLMOHHON cnocobHO-
cTn. OpfHako B MeCcTe OCTAHOBKMW 3TW KNETKW MPOAOMKalT
andhepeHymposatbca. BrnonHe BepodATHa M ob6paTHas cu-
Tyauus, Korga no Tem WM WUHbIM NMPUYUHAM KJeTKU MaTpuK-
ca npexpaeBpeMeHHO AnddepeHLUPYIOTCA U BCNeLCTBUE 3TO-
ro TepstoT CNOCOOGHOCTb K MUrpauun. BblpaXeHHble Hapy-
WeHWa npoLeccoB Murpauun n guddepeHUUpPoOBKUN HEPBHbIX
KNeToK NpMBOAAT K HapyweHuto o6pa3oBaHUs W3BWUIWH
6onbwnx nonywapuin  (MUKPO- W MNOAUTUPUU, NAXUTUPUK,
armpum).

MUKpo-, NOAUrNpUA — nosiBNeHne 601bWOro ymucna Men-
KWX HenpaBW/bHO PacrofiOXEHHbIX W3BUAUH 60MbWIUX NONY-
wapuin (puc. 10). OBbIMHO ABYCTOPOHHAS W CUMMeETpUYHas,
04HAKO MOXeT 6biTb BblpaXxeHa TOAbKO B OAHOW WU He-
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CKONbKMUX [ONAX 60MAblIKMX Mofywapuii. Bcerga conpoBOX-
faeTcs HapyweHWsIMU MOCMOWHOrO CTPOEHUsA KOpbl, KoTopas
npyv TUNWYHBLIX (OpMax 3TOro Mopoka COCTOMUT M3 YeTblpex
cnoes (Lehmann, 1982): nepBblii COOTBETCTBYeT MOJEKY-
NAPHOMY C/IOK0 HOPMaNnbHOW KOPbl W COAEPXWUT eLUHUYHbIE
HepOoHbl; BTOPON — FYCTOK/ETOYHbINA, COCTOMT U3 3pefbiX ”
HeanddepeHUNPOBaAHHbIX HEPBHbLIX KNETOK;, TpeTtumu 6ec-
KNeTOYHbIN, NpefAcTaBfieH B OCHOBHOM MIeNUHU3NPOAaHHbI-
MW HEPBHbIMW BOJIOKHAMW; YETBEPTbIA — camMblii TNy6OKWUiA,
COLEpPXUT HepBHble KNETKN W CETb HEPBHbIX BOJIOKOH. lakoe
TUMUYHOE YEeTbIPEXCNONHOEe CTPOEHME KOPbl MOXET Habn-
AaTbCA 1 33 MpeAenamun BUAUMbIX HEBOOPYXEHHbIM FNa3om
3oH Mukporupmm (Crome, Stern, 1967).

TTIM Mukporumpum Takoro tuna, cornacHo Williams et aI
(1976), npuxogutca Ha 5—6-ii Mecaubl BHYTPUYTPOOGHOTO
pa3BUTUA, OAHAaKO 3KCMepuMeHTaNbHble uccnegosaHus Dvo-
rak n Feit (1977) nokasanu, 4T0 MWKPO-, _noaurupusa ¢op-
MUpPYEeTCS TONbKO B Mepuoj Murpauum Helipobnactos. 3Tu
MOPOKN 60MbWMX MNOAYLWapuii 4acTo coYeTalTCa C APYruMu
HapylweHWAMUN pasBUTUA TONOBHOT0 M03ra, 06bl4HO Habnio-
JaloTcAa MpyM XPOMOCOMHbIX 60M1e3HsSX U cuHapomax MDbIIF,.
06YCNOBMIEHHbIX TFEHHbIMW MyTauWAMU W CPefOBbIMW BAUA-
HUAMMN.

MUKpO- M NOAUTUPUID HeobXoAMMO OTAMYaTb OT YNeru-
pun, KoTopas XapakKTepu3yeTcs YMeHblleHWeM pasmMepoB U
(hOpMbl U3BWUAWH BCNELCTBUE HEKPO30B TeX WAW UHbIX y4yacT-
KOB MO3roBO TKaHW, Hanpumep npu TOKconfaasMmcbe, COCY-
OWCTbIX HapyleHusx u apyrux 3abonesaHuax. B cnyuasax
YNerupun Xop OCHOBHbIX W3BW/INH, HECMOTPSA Ha UX UCTOHYe-
HVe. ocTaeTca 0ObIYHbIM. Ha paspese B MOpPaeHHbIX y4yacT-
Kax’? 3aBUCMMOCTW OT JaBHOCTW NpoLecca BbISBAAKTCA WU
oyarosble 3HUedanoManaAuuM, WAN MHOXECTBEHHble pama-
NALWOHHbIE KACTbl Pa3/IMYHbIX PasMepos.

Maxurnpua (Makpormpus) — yTONLEHNE OCHOBHbIX W3-
BUANH 60MbLWMNX NOAYLIAPUiA, PacnofioXXeHne KOTOPbIX WHOT-
pa wnsmeHsetca (puc. W). BTOpuYHble U TpeTUYHble W3BU-
NINHbI MOMIHOCTbIO OTCYTCTBYIOT. Bopo3fabl KOpPOTKME, Menkue
N OTHOCUTENbHO NpsAMble. LIMTOapXUTEKTOHUKA KOpbl Bcerpa
HapyweHa Kak u npu MmMukpouedanuu, xapakTepHO 4YeTbl-
pexcnoiHoe CTpoeHWe Kopbl, B 6e/10M BelLecTBe BCTpeyalTCH
(hparMeHTbl 04aroBOW reTepoTOriiM HEpPBHbIX KNETOK, a Tak-
Xe y4yaCTKOB HWXHUX ONUB B fOpcajbHble OTAeNbl NMPOLO-
ropatoro mosra (Crome, Stern, 1967). [paHuua Mexay
KOpol/ u 6enbiM BelWwecTBOM HeyeTKas U3-3a HanMuus B eyo-
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KOpPTUKanbHOM 6€/10M BelleCTBE HEMPOHOB pas3nM4yHON Gop-
Mbl. BcTpeyaeTcsi 3HAUYNTENbHO PeXe MUKPOTMpun.

Arnpus (nuccaHuedanna) — nNpakTUYeCcKW MOAHOe OT-
CYTCTBME W3BUAUH U 60p03g 6GONbWWUX MONAyLWapwuin, Korga
rOIOBHOW  MO3F  MMeeT rfafgKyl MoBepxHocTb (puc. 12).
MocnoiiHoe CTpoeHWe KOpbl, KaK MpaBWI0, OTCYTCTBYET,
AWWb B OTAENbHbIX CAy4vyasax ypaeTcs BblAeNUTb  4YeTbipe
-cnoa (Jellinger, Rett, 1976). AnukanbHble AeHAPUTHI 6ec-

o™,
Puc. 11. Maxurupua (K, 1 u)

NOpPALOYHO PacnoO/IOXEHHbIX HEAPOHOB HampaB/eHbl B pas-
Hble CTOPOHbI, B TOM u4ucne BHM3 K 6enomy BeuwectBy (Ta-
kada et al., 1988) (puc. 13). [paHuua wmexpay KOpoh wu
mCyOKOpPTMKa/bHbIM GenbiM BewecTBOM HedeTkasd. B rnybuHe
6enoro BewectBsa 06HapyXnBarTCA ovarum KaeTokK, MO CBOUM
MOP(ONOrMYEeCKMM MNpPU3HAKaM XapaKTepHble ANA TPeTbero
CNnos Kopbl.

ATnpua 4acto co4yeTaeTcs C APYrMMU HapyWeHUAMMN pas-
BUTMUA MO3ra, BXOAUT B cocTaB cuHgpomos MBIIP, aBnaetcs
OCHOBHbIM MOP(ONOrMYyecKMM MPM3HAKOM CUMHAPOMOB Bap-
6ypra (Pavone et al.,, 1986) u Cekkens (Hori et al., 1987).
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Bbicka3blBaeTCAa NpeAnonoXeHWe, 4YTO cOoYeTaHUe armpum u
rugpouecanuun npu cuHapome Bapbypra sBnsetcs pesynb-
TaTOM aKTUBHOTO CK/epo3MpyloLero MeHUHrosHuedanuta u
TeyeHne 2—3-rOltpumectpoB b6epemeHHocTn (Williams et al.,
1984). OcobeHHO 4acTo nucceHuedanusa couvyeTaeTcs C reTe-
POTONMAMU B MO3XEYOK U CO CTPYKTYPHbIMU HapylleHUAMHU
npogonrosatoro mo3ra (Norman et al., 1976). [0BONbHO
peAKO BCTPeYalTCA W30MPOBAHHbIE CAyYaum 3TOr0 MOPOKa.

Puc. 12. Arupus (X, 2 Mec)

TTN —po 3-ro mecsiua 3mM6pUOHANbLHOrO  pa3BUTUA.
KnuHunyeckn y peteil ¢ arupuvein Habnwopaetca MbllleyHas
TMNOTOHMA, CYLOPOrv, HapyLweHWsa rnoTaHus, 3agepxka ncu-
XMYECKOro pa3BuTusA. BonbWKMHCTBO feTeil C 3TUM MOPOKOM,
yMuUpaeT B TeyeHuMe 1-ro rofa >XWU3HW, u3pefKa [eTu [0
XupatT go 6—7 net (Dieker et al., 1969).

HapyweHuns npoueccos Murpauuu B pAfe C/lyvyaeB MUK-
po-, NOAUrMpUM K (pexe) nNpu NaxXMrupum wn arnpum npu-
BOAAT K CMELWEeHU0 04aroB MO3rOoBOM TKaHW B MATKYK>
(Caviness et al.,, 1978) u gaxe B TBepAyt MO3rosyw 060-
nouky (Ho, 1987). '3onnpoBaHHbIe O4YarM TakKUX CMELLEHWNA,,
COCTOfiiME M3 HEWPOHOB, KMETOK MaKporaum u Muenu-
HOBbIX BOJIOKOH, MOTYT paccmaTtpuBaTbCA KaK MNpPegonyxo-
neBblli npouecc. B rofoBHOM Mo3re onucaHbl o4yaru ramap-
TOM HEMoCpPeACTBEHHO M3 HEPBHOW TKaAHW U NpeAcTaB/ieHHbIe

30



M3ObITOYHOW MO3FOBOW  TKaHbK, cocCTosiWelh M3 6Gecno-
PAAOYHO PACMOSIOXKEHHbIX HEPOHOB, acTPOLUTOB U HEPBHbIX
BOMIOKOH. TakuWe ramMapToMbl MPeUMYLLECTBEHHO WCXOANAT W3
CTBO/IOBbIX OTAENIOB FOMOBHOFO0 MO3ra M 06bIYHO He COMpo-
BOXJAKTCA APYTMMU HapylweHuamn pa3Butus mosra (Kat-
setos et al.,, 1987). B co6cTBeHHOM MaTepuane Takue ra-
MapTOMbl, MCXOAfLLME KaK W3 BEHTPanbHbIX, TaK W U3 [Jop-

Puc. 13. Kopa 6onbwunx nony-

wapuin- npu - armpum 0K,

2 Mec). HapyweHune opueHTa-

UMM NUPaMUAHBIX  HENPOHOB.

Okpacka TWOHMHOM no Huc-
cno, X120

CaflbHbIX OTAEN0OB HOXEK FOMI0BHOr0 MO3ra, Mbl Habnwoganu
asaxgabl (puc. 14).

HapylweHna u3BWAWH 6GOAbLWIUX MOAyWapuii 3avacTyto
COMPSHKEeHbl C YMeHbLIeHWEeM WKW YBeMYEHUEeM MacCbl U
pasMepoB rofIOBHOr0 Mo3ra.

Mukpouedanus — CHUXeHWe Maccbl U pasMepoB r0N0B-
Horo mo3ra. Crome u Stern (1967) cnpaBegnnBo paccmar-
puBalT MUKpoLedhanmio KakK KANHWYEeCKOe MOHATUE, cyuTas™
yTo MUKpouedanua npegcTaBnseT cob6Oi pasNMYHOro npo-
NCXOXAEeHUS YMeHblleHMe pa3mMepoB ronosbl. Mukpoueda-
nveli 06bIYHO CUYMTaeTCA YMEHbLUEHWE OKPYXHOCTW MO3ro-
BOro yepena 6onee yem Ha 5 CM U Maccbl rO/I0BHOr0 MO3ra
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6onee yem Ha 20% no cpaBHeHW Cc Hopmoi (BagansiH wu
ap., 1980). CHWXKeHMe >Xe MacCbl M pasmMepoB rOJIOBHOTO
MO3ra B MNaTo/0roaHaTOMM4YyecKOM OTHOWeEHUU 6onee npa-
BUNbHO Ha3blBaTb MWKpoO3Huehanuein (Hofman, 1984).
Bce Buabl Mukpouedanuum AenaTca Ha fABe Tpynnbl: nep-
BUYHble (UCTWHHbIE) W BTOPUYHbIE. WCTUHHBIMW Ha3bliBalOT
HacneacTBeHHble opmbl (Schinzel, Litschgl, 1984). K BTo-
PUYHBIM OTHOCAT cay4vyaum Mukpouedanuu, pasBuBLUElCA B

(>wc. 14. FamapTomMa M3 MO3roBOM TKaHM B 06NnacT¥ CTBONOBbIX OTAEN0B
ronoBHoro mosra (x, 2 cyT)

pesynbTaTe OpraHUYecKUX MNOPaKeHWid FOJ0BHOrO0 MO3ra
He3aBMCUMO OT TOr0, BO3HWKAW OHW BHYTPUYTPOOGHO uau B
noctHatanbHbll nepnog (KHssesa, 1972).

Kpome ymeHbleHUs Maccbl Hanbonee MOCTOSSHHbIM MOP-
(hONOrMYecKMM MPU3HAKOM MUKpoLedanuu sABASAETCA HeAo-
pasBMTME W HempaBW/IbHOE CTpOeHMe 60MbLWUX Nonywapui
Mpu CpPaBHUTENbHO HOPManbHOM CTPOEHUM CTBOJIOBbIX OThe-
NOB U MO3Xeuka. JIo6Hble [0AM YMEeHblUeHbl B pa3mepax,
TpeTba No6HAs W3BWIMHA HEpPeAKO OTCYTCTBYeT. 3aTbinou-
Hble 40N U3MeHeHbl MeHblle. B skcnepumeHTe o6HapyXeHa
obpaTHaf KapTuUHA: Yy KpbiC C MUKPO3HUedanmein BbiSBMEHO
HapylweHne Murpaumm Helipob6nactos, BoO3pacTatoliee o
HanpaBNeHW0 OT NI0GHbIX K 3aTbI/IOYHLIM AO0NAM 60/bLINX
nonywapuin (Bardosi et al., 1987).

Mpu 3TOM NOpPOKe HepeaKO BCTPeYarTCs HapyLleHWs MO-
30/1MCTOr0 Tena, nopaHueanus U pacllMpeHWe BEHTPUKY-
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napHoin cuctembl (MypuH u ap., 1972). Kopa 60nbwux no-
nywapuin HepopasBuTa C HaAuyMeM He3penblX HepPBHbIX
KNeTok, B 6enoM BellecTBe 06HapyXMBalTCH o4arum reTepo-
Tonuit. Ha paspese ronoBHOro Mosra no ®aekcury xopowo
3aMeTHO YTOJ/IeHMe KOpbl W YBe/MYeHWe pa3MepoB noj-
KOPKOBbIX fflepHbIX FPynn Ha ()OHe OTHOCUTENbHOr0 yMeHb-
lWeHna KonmuyecTBa 6Genoro BewecTBa. MHorga BcTpevarTcs
KWCTO3Hble MOMIOCTM, OYaru KpPOBOMU3AUAHUNA W O6GbI3BECTB/IE-
HWIA, 4YTO uJalye BCero sBAsSieTCA MOPKHONOrMYECKMM NpU3Ha-
KOM BTOPWYHON MUKpouetanun. BHewHUn Bupa AeTeidl ¢ MUK-
pouetanmein XxapakKTepusyeTcs BbIPpaXeHHON agucrnponopuyu-
e Mexpay NULEeBbIM U MO3rOBbIM Yepernom.

B reHeTn4yecKkOM OTHOLIEHUM MpuUpoja MepBUYHON MUKPO-
uedanun reteporeHHa (KHa3eBa, 1970; Fried et al., 1984).
HacnegcTBeHHble (hOpMbl MepejalTcs MO ayTOCOMHO-peLec-
CMBHOMY W CLENJEHHOMY C X-XpPOMOCOMOW Tuny. Y genbHbli
BEC HaCNefCTBEHHbIX (POPM CpeAun BCeX BUAOB MMKpouedannu
Kone6netca ot 7 go 34% (bagansH, 1984). Mwukpoueda-
NN — [LOCTATOYHO MOCTOSAHHbLIA NPU3HAK XPOMOCOMHBLIX 60-
nesHenn (HepsbBegb u gp., 1974), BbISiBASIETCA NPU MHOTUX
cnHgpomax MBIP reHHoin npupoabl (J1astok u gp., 1983)
N HacneAcCTBeHHbIX 3aboneBaHuax LLHC, cBA3aHHbIX C Ha-
pyweHunsmn meTabonmsama (KanmbikoBa, 19/6). UYacToTa
WUCTUHHOW MukKpouedanuum B nonynauum konebnerca oOT
1:25000 pgo TI: 50000 (Halperin et al.,, 1982), a cpeau
HOBOPOXJEHHbIX YacToTa BCex (hOpM 3TOro Mopoka COCTaB-
nAetl11,6:1000 (bagansH, 1984). Puck pgnsd cumbcoB npu
peueccuBHol topme — 25%. BTopuuHaa Mwukpouedanus
0ObIYHO fABNAETCA Pe3yNbTaTOM MepPeHEeCceHHbIX BO BpeMsA
6epeMeHHOCTM WHpeKUmnii (Tokconnasmosa, KOpeBoW Kpac-
HYXW, WHKNO3WOHHOW LUTOMEranmu, pasfnyHbIX WHTOKCUKa-
LUWA, TOPMOHANbHbIX HapyLlWeHWn, TMNOKCHUK) .

Ha ponto mMukpouedanum npuxoautca 11% Bcex BWAO0B
onuropeHuun. Mcuxmnyeckoe HezopasBUTME MPU 3TOM HOCUT
TOTaNbHbIA XapakTep. KnuHuyeckn 60MbHbIX MuUKpoueda-
nvei fenaT Ha 2 McUxXonaTonoruyeckue rpynnbl: TOpNuA-
HYl0O — feTu Bfinble, MaNoMoOABMXHbIe, Ge3y4yacTHble; 3peTu-
YecKyl — [eTh 4Ype3MepHO MOABUXHble, CyeT/IMBble, arpec-
CMBHble. Yalle BcTpevyaeTcs 3peTuuyeckas Gopma MukKpoue-
thanun (bagansdH, 1984).

[dvarHocTupoBaTtb MuKpouedannto TONbKO Ha OCHOBaHWUW
YMeHbLUEHNS pa3MepoB MO3rOBOr0 4epena BpAj Au crnpa-
BEMBO, MOCKONbKY WCTUHHAA MuUKpouedanns CONPOBOX-
fJaeTca, KakK yXe roBOpPU/IOChb, HAPYLIEHUSIMU PacnonoXeHus
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M BMAA MO3FOBbIX W3BUMWH, a TakXe CTPYKTYPHbIMU Hapy-
WeHUAMM LMUTOAPXUTEKTOHUKM KOpbl GOMbLIMX NOMYyLIapuu.
B cny4yasx MpoCTOro CHUXXeHUs MacCbl FTOI0BHOFO MO3ra 6e3
HaMMYMs NepeynucneHHblX U3MeHeHWi A Gonee NpPaBUIIbHO
NMoNb30BaThbCA TEPMUHOM «TUMOMMAa3ns» T[ONOBHOrO MO3ra.
[ns Hee XapaKTePHO CrylieHMe KAeTOYHbIX 31EMEHTOB KOpbl,
WX He3penocTb, OTCYTCTBME pajunapHOi McUepyYeHHOCTU KO-
pbl, UHOTAA — efiMHUYHbIE He3peNible KNeTKW B Cy6nuManbHbIX

Puc. 15. Makpouedanuns ¢ mMu-
Kpo-, nonurupuein (M, 8 net)

oTAenax MOJEeKynsapHoro cnos. B cy63aneHfMmMapHbIX oTfje-
Nnax 06HapyXuBaeTcs 6ONbLIOE KOMMYECTBO HE3PenbiX Kie-
TOK, B KOpe MO3Xeuyka BblpaXKeH HapyXHbIli 3M6puMOHanb-
HbliA 3€PHUCTbINA CMOMN.

MHorga ymeHbLAalTCA TONMbKO OTAeNbHble LOAWM [ON0B-
HOro Mo3ra, Hanpumep n06HbIE, TEMEHHble WAW BUCOYHbIE,
WUN HEKOTOpble OCHOBHble W3BUMWUHLI. EcCAnM ymeHblieHUWe
YyacTUYHOe, TO CNnefyeT UCMONb30BaTb TEPMUH «TUNONAA3nA»
0ONN WA W3BUAWHBLI U TEPMUH «annasusa», ecnu JONS WUau
Kakoi-nmbo y4yacTOK MNOMHOCTbK OTCYTCTBYHT. Hanpuwmep,
4na cuHppoma fAe JlaHre XxapakTepHa runonnasus unu
anfasus onepKynspHbIX U TPUAHTYNAPHBIX OTAEN0B JI06HbIX
foneii, BCMeACTBME Yero B OTHOCUTENbHO 3pefioM " mMo3re
OCTpOBKM Pelinn octaloTca OTKPbITbIMU. [MOAOGHbLIA nNpu-
3HaK BCTpevyaeTCs UM MPU HEKOTOPbIX XPOMOCOMHbIX 60ne3s-
HAX.
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Makpouyetanns (meranouedannsa) — yBennyeHne maccobl
M pa3MepoB TO/IOBHOFO MO3ra, COMPOBOXAalleecs Hapy-
WEHUSIMWU PacnoNoXeHns U pa3mMepoB u3BUAuMH (puc. 15),
M3MEHEHNAMMN LUTOAPXUTEKTOHUKM KOpbl 60MbWIMX MOfyLla-
puii, o4yaramu TreTepoTONMM HEWpPOHOB KOpbl B 6enom Be-
wectee (Budka, 1978). B oTaenbHbIX cny4vasx npum mMakpo-
uedanum He OTMe4vaeTCA 3aMETHbIX HapYyWeHWiR, BUAUMbBIX
HEBOOPYXXEHHbIM Tr/la30M, W TONbKO MUWKPOCKOMUYECKOe WcC-
cnefoBaHue MNO03BONAET BbIABUTb pPasMyHble CTPYKTYpPHbIE
M3MeHeHUsA. YBenunveHue Maccbl Mo3ra 6e3 yKa3aHHbIX Ha-
pyweHUidi BpA4 M MOXHO Ha3blBaTb Makpouetanuein, OHO
ABNAETCA UHAUBUAYANbHON OCOBEHHOCTbIO, T. €. BapMaHTOM
HOPMblI.

3HaUUTEeNIbHbIX HEBPOJIOTMYECKUX HapylleHWid npu Mak-
pouedanum 06bIYHO HeT. OfHaKo B HEKOTOPbIX CAyuasx
pa3BUBaeTCA CYAOPOXHbIA CUHAPOM. VIHOrga B TKaHW ronos-
HOrO MO3ra yfaeTcs BbIBUTb 3HAUYWTENbHbIA CMNOHIMO3 6e-
NOro BelecTBa, BO3MOXHO, B pe3ynbTaTe ero AeMUeNuHU-
3auMu, a TakXe paspacTaHue BOMOKHMUCTOW rnmm (Crome,
Stern, 1967). Makpouedanns MoXeT 6blTb YacTUYHON, KOT-
fa yBenMumBaeTca OAHO M3 OOMbLWIKUX Nofywapuii (remMume-
ranouvegannsa) (King et al., 1985). B pefkumx cny4asx 3ToT
NMOPOK AMArHOCTUPYETCA YXe Mpu poXaeHun pebeHka, valle
e OH BbliABNAeTCA No3xe. MpPoAONKUTENbHOCTb XWU3HU Ae-
Teli ¢ makpouetanueid cCUAbHO CcHuXeHa. OHWM ymupawT oT
Pa3NUYHbIX WHHEKLNOHHbIX OCMOXHEHWIA, KOTOpble B CBOIO
oyepefb NPMBOAAT K MOBbLIWEHWIO WHTPaKpaHWanbHOrO AaB-
neHus.

Makpouedanuio HeobXoaMMO OTAMYaTb OT PasfINYHbIX
(hopM BHYTpeHHen rugpouedannun, rugpaHaHuedanmn, a npu
Ha/M4YMM 04YaroB raMo3a M MHOTOSIAEPHbIX acTpouuTOB B Ge-
NOM BeLleCcTBE M Kope 601bLWIUX Noaylwapuini — oT Tybepos-
Horo cknepo3a (Ross et al., 1982).

OBOHATENbHbIN AHANN3ATOP

ApuH3HUedanna — annasns 060HATENbHbIX  NYKO-
BML, 60po3a, TPakTOB M NnacTuHok (puc. 16), HepeaKo B CO-
yeTaHWM CO CTPYKTYPHbIMU HapyweHusmu runnokamna. Co-
NMpPOBOXJaeTcs OTCYTCTBMEM WAM TuUMNonnasvein npsMbIX W3-
BUINH 6a3anbHbiX OTAEN0OB N06HbIX gonein (Kobori et al.?
1987), annasueil NpoAblpsABIEHHON NMAaCTUHKU peleTyaToin
KOCTU U MNEeTYLWWHOro rpebHs, MHOrAa YMeHbLUEHWEM pasMe-
poB MepefHeil uyepenHON siMbl. BcTpeuaeTcs B BUAe W301M-
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pOBAHHOroO MOpPOKa, HO Yalwe ABNAETCHA COCTaBHbIM KOMIMO-
HEHTOM cUHApoMOB MBTIP XpOMOCOMHOM W FeHHON NpuUpo-
Obl, B 4aCTHOCTU cuHApomoB Mekkens u Matay (Jla3wk
n ap., 1983). YactoTa apuHaHuedpanmn 1 Ha 2500 pogus-
wuxca (Laurence, Ismael, 1969). Puck nNOBTOPHOr0 POX-
LeHns pebeHKa C M30/MPOBAHHON apuH3HUedanueil He npe-
BbllwaeT 2%.

LleHTpanbHbIM  OTAeNOM 06OHATENbHOrO aHanuW3atopa

Puc 16. ApuHaHuedanua. OTCYTCTBUE O06OHATENbHbIX NYKOBWUL, TPaKTOB
N nnactTuHok (M, 0)

SBNAeTCS TUMNNOKamn, B KOTOPOM MOFYT BO3HMKaTb pa3fnu-
Hble CTPYKTYpHble HapylleHus. [pu annasuu runnokamna
06HapPYXWUTb ero MpPaKkTUYecKW He ygaeTcs, Mpu runonnasuu
pasmepbl FMNMNOKaMna 3HAYWTeNbHO YMEeHbLIeHbl. AnNnasnu
CONyTCTBYeT OTCYTCTBMe 3y6uyaToil (haCLMM M aMMOHOBbIX
poroB. Mpu runonnasuy runnokamna 3y6uyaTtas dacuus TOH-
Kas ¥ yKOpOueHa, aMMOHOBbLI pora He pasfefieHbl Ha Mons,
HapylleHa OpueHTauus HeillpoHoB B o6nactu nons H2 06-
HapYy>XX1BaKTCA aHOMaNbHOEe CMeLeHWe KPYMHbIX HelpoHOB
B nmpunexauiee 6enoe BeWecTBO, o4aru BblNafjeHUs Heilpo-
HOB B TOM WX MHOM none. Kpome TOro, BCTpeyaeTcs yaBoe
Hue 3y6uyaToil hacuuu, ee yASTMHEHUe, YABOEHME HEKOTOpbIX
noneii aMMOHOBBLIX pOroB. Yalle ONMWCaHHble HapylleHUs
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Puc 17 MHOXeCTBEHHble MOPOKU pasBuUTMA nuua u yvepena (M, 16 cyT):
a — YBe/lIMYeHWe MO3roBOro 4epena, /IEBOCTOPOHHAA aHOPTanbMuUa
xelinorHatonanatccxus; 6 — aHuedanouene, geopmanus YLWHOW pako-
HWHbI;  — OCHOBaHWe uepena, OTCYTCTBME NeBOW rNasHWLbl W peLleTya-
TOW KOCTW, 3pUTENBHOIO W CNYyXOBOFO HepBa, NpaBble 3pUTENbHbIA U CAy-
XOBOW HepBbl COXpaHeHbl (yKasaHbl CTpenkamu); r— OCHOBaHWe MO3ra:
3HUedanouene, coobwarowascs rugpouedanmns



rmnnokamMna o6HapyXuBalTcs Yy JeTell C CUHAPOMaMW
MBMP ayTocomHOli npupoAbl: Tpucomun 13, 18, 21, 18p-
n 13g-.

M3BeCTHbI TakXe runonnasva W annasus 3puTenbHbIX
HepBOB, OTCYTCTBME WX MNepekpecTa, runonnasua [Apyrux
yepenHblXx HepBOB. Mbl Habnwganu MnafjeHua MYXCKOro
nofia ¢ BHyTPeHHell rugpouedanneir, NeBOCTOPOHHUM MEHUH-
rosHuedanouene B TeMEHHON 06MacTu, OTCYTCTBMEM /1eBOM
rnasHuUbl W rnasHoi wenn (puc. 17, a, 6), NeBbIX HO3ApPU
MW YLWHON paKOBWHbLI, HAa MeCcTe MoOC/AeAHel pacnofaranncb
He6onblIMe KOXHble BbICTYNbl. He OblI0 HapyXHOro CAyxo-
BOro npoxofa cfesa. Mmenacb NeBOCTOPOHHAA pacliefinHa
ry6bl, 4entocTM u Heba. PebeHOK npoxun 16 AHel nocne
poxgeHus. Tpu aytoncum o6GHapyXeHO /1eBOCTOPOHHee OT-
CYyTCTBME O06OHATENbHOrO, 3PUTENbHOr0, CAYXO0BOrO W fAuue-
BOr0 HepBOB, a TakXe KaHaj0B 3TWX HEPBOB B KOCTAX OCHO-
BaHuWs uyepena (puc. 17, B). OcTalbHble YepenHble HepBbl
O6blNM 3HAYUTENbHO runonnasnupoBaHbl. BO3HWKHOBeEHME Ta-
KOr0 «FreMUCMHAPOMa» OCTaeTCH HEMOHATHbIM, O4HAaKO Hefb-
39 UCK/MIOUYNTbL BO3AENCTBME Ha ero reHe3 paHHeil rugpoue-

>thanun n aHuedanoyene (puc. 17, r).

HOX>XKW MO3IrA, BAPONMEB MOCT
M NPOAONITOBATbLIN MO3I

B 601bWMHCTBE C/y4YaeB CTPYKTYpHble HapyLleHUs
CTBOJIOBbIX OTAENOB rOJ/IOBHOrO MO3ra 3aTparvMBalT MpPOBO-
AAwWwKne NyTn, KOTOpble B 3aBMCMMOCTM OT TSHXECTU nopaxe-
HUS KOHEYHOro mosra 6bIBaldT FMNONAasupoBaHHbLIMU UK
NonHOCTbl oTcyTcTBYOT (HepgsbBeab, 1981). [MepBUYHbLIM
HapyweHNAM pa3BUTUA CTBOSIA NOABeEpralTcAa COOCTBEHHbIE
CTPYKTYpbl. Tak, B HOXKaxX MO3ra OHW MNpejcTaBfieHbl TU-
nonnasvein wAu annasvein SfEpPHLIX FPYMM, Hanpumep sgep
rnasofBuraTefibHblX U 6/710KOBbIX HEpBOB. MHOrga oTMmeya-
eTcs CnvMsHue 3TuUX sagep. HapyweHus pas3BUTUA CUbBUEBA
.Bogonpoeoga 6yAyT pacCMOTPEHbI HUXEe.

Mpu uccnegosaHun BaponMeBa MocTa cnegyer obpa-
WaTb BHMMaHWEe Ha COOTHOWeHWe 6a3uca W MOKPbIWKK MNOo-
nepeyHbIX pas3pes3oB 3TOro orvhena crTeona. basuc B Hopme
3aHMMaeT 2/3 nonepevyHuMKa, a NoKpblwka— 1/3. Tlpu He-
KOTOPbIX XPOMOCOMHbIX 60n€3HAX, Hanpumep npu 601e3HK
[JayHa, 3TO COOTHOLIEHWE W3MEHAETCA B MO/b3Y MOKPbILL-
KW U3-3a BblpaXX€HHOW runonnasuu 6asuca, pa3mep KoOToO-
poro Ha nomepeyHbIX Cpe3ax paBeH pas3mepy MOKPbIWKA Un
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MeHble ero (puc. 18, a, 6). Ewe 60nee BblpaKeHHas runo-
nnasnsg 6asuca BaposiMeBa MOCTa OTMeyaeTcd MpuU CUHAPO-
max [MaTtay u 9pBapaca. [MupamugHble nNyyku B runonsa-
3MPOBAHHOM 6a3nce HepefKO aCUMMETPUYHbLI U runonnasun-
poBaHbl (puc. 18, a), a TakXe MOryT 6biTb CMeELIeHbl BeH-
TpanbHO, Ha nepugeputo 6asmca (puc. 18, r). BHe Xxpomo-
COMHbIX CUHAPOMOB Takas gucnponopumnsa 6asmca U NOKpbILW-
KW BaposMeBa MOCTa BCTpeyaeTCAa 3HAUYUTENbHO pexe.

Puc 18. HapyweHue pa3suTtua Baponinesa MocTa: a runonnasus 6a-

3uca Ha nonepeyHom cpese (M, 1 ropd); 6 TO Xe (X, 7 net), B —

rmnonnasvsa u acuMmmetpusa nupamug (M, 3,5 mec), X6,6; r BeHTpanb-

HOe CMelleHWe runonnasMpoBaHHbIX nupamug (K, 0 4). OKpacka 30/10-
ToM no Kaxany, X7

HapyweHusa pa3BuTWSA MPOAOAroBaTOr0 MO3ra W3y4eHsbl
HeA0CTaTOYHO MOMHO. VI3BECTHbI /MWb HEKOTOPble W3 HUX,
Kacawlmeca nupamup u aaep onus. Mupamugbl Npoaon-
ropatoro Mosra MOryT ObITb annasupoBaHbl (puc. 19, a)
nnn runonnasmposBaHbl (puc. 19, 6), 4TO NpU nopokax npo-
3eHuedannyeckon rpynnbel U npu ateneHuedannm 06bIYHO
COMPOBOXAAeTCA rPyObbIMM HAapyLWEHUAMMU KOHEYHOrO MO3ra.
flgpa onMB MOryT 6bITb HEAOPa3BUTbI, JINLIEHbI O6bIYHOW
n3BUTOCTU. OnNucaHbl YTOMWEHUA WX [JOPCaNbHON MNNACTUH-
Kn npu cuHagpome dasapaca (Sumi, 1970), yTonweHns onme
npu NOBPEXJeHWW CTBOMOBbLIX OTAEN0B U Mo3xeuka (Goto,
Kaneko, 1981). Cny4yan runeptpogumn sagep OnMB Npu no-
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BpeXeHUN 3ybuaTbiX SiAEP U KOPbl MO3Xe4yKa XOpOolo u3-
BecTHbl (Horoupian, Wisniewski, 1972), ocob6eHHO Te u3
HUX, KOTOpble CBfA3aHbl C pacnpocTpaHeHHOW rubenbi K ie-
ToK MypkuHbe (Anderson, Triep, 1973). AHanornyHoe yse-
NNYeHWe Afep ONMB MOSIYYEHO W B 3KCMEPUMEHTe MNyTem
04aroBOro paspylleHWs KOpbl MO3Xeuyka Yy KoToB (Ver-
haart, Voogd, 1962).

Bce 3TO CNYXWUT KOCBEHHbIM [0Ka3aTelbCTBOM CyLlecT-
BOBAHWA MO3XEYKOBO-0/INBapPHbIX BOMOKOH, KOTOpble,  ie-
BMAHO, 6epyT Hauyano B kneTtkax [lypkuHbe. Kpome ro,
nMpuM uccnefoBaHUM NPOAONTOBATOr0 MO3ra MOXHO 06;
XWUTb reTepoTonuMM y4yacTKOB ffep OAUMB B Aopcan;, €
oTgenbl npogonroeatoro mosra (puc. 19, 6). Bo3mce 1
ouaroBble TeTepoTONUU fifep ONWB B Apyrue oTAenbl Apc  N-

Puc. 19. HapyuweHue pa3BuTus nNpoAoNrosaroro mosra: a — annasmsa
nupamug n fopcanbHbix f06aBouHbIX fgep (M, 0), okpacka 30710TOM MO
Kaxany, XI1; 6 — runonnasva nupamui, CTPenKkoil ykasaH ouar retepo-
TOMWN HepPOHOB ONBLI B ,qopcam;a%e oTfenbl, OKpacka Mo ABLBbIHY,

Puc 20. N3MeHeHMe HUXHWUX ONWB: & — WCTOHYEHWE U MPEPbLIBUCTOCTb
xopa (K, 7 neT); 6 — ouar oTuwenneHNs HelipoHOB B npunexauiee Genoe
BewlectBO (X, 5 4). Okpacka TMOHMHOM no Huccnw, X60
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ropaToro Mo3ra, amnasvs ¥ runonnasusa Jo6aBOYHbIX LOP-
CanbHbIX U MeAuanbHbIX OfIMB.

MUWKPOCKOMMYECKOE U3y4YeHMe MNpoOAONroBaToro Mmosra
BbIABNSIET WCTOHYEHWE W MPEPLIBUCTOCTbL XO4a Afep ONuB
(puc. 20, a), Korga Ha MecTe HelpOHOB pacnonarakwTcs
KNeTKN MakporimMm v MWeNMHOBbIE BOMIOKHA, Oo4yaroBble OT-
i MAeHNa rpynn HeipoHoB B6AM3KM xoga onus (puc. 20, 6).
BpoXAeHHble HapyLleHUs pPeTUKYNApHOA Gopmauun n agep-
Ur - rpynn AHa YeTBEpPTOro >XXejyAo4yka OTMEYalTCs pexe.
W epoBaHWs NpojonAroBaToro Mos3ra Yy MepTBO- WM HOBO-
f  [geHHbIX c agnabeTmyeckoli eTonaTumein BbIABUAN 3HAYU-
' .wykw runonnasu peTtukynapHon dopmayunm (Monsiko-
b HeasbBeab, 1985).

MO3XEUOK

Mopokn pa3BUTUA MO3XKeuyka BCTpeyalTCHd [0BONb-
Ha rncTO M 06bLIYHO COYeTalTCs C LPYTMMMW HapyLeHUAMHU
roNBHOr0 MO3ra, HampuMep C runonnasveint sgep CTBONO-
BbIX OTAeNI0OB W COOTBETCTBYIOLWIMX UYEpenHbiX HEPBOB Mpwu
cuugpome Mebuyca (Lahl, Molleken, 1982), ansitotca co-
CTaBHbIM KOMMOHEHTOM KoMMnekca cuHgpomoB MBIIP xpo-
MOCOMHOI W TEHHOW npupodbl. YacToTa W30AMPOBAHHbLIX
NOPOKOB Pa3BUTUSA MO3XE4YKa He yCcTaHOB/eHa.

Annasua MoO3>Keyka — MOJIHOe OTCYTCTBME 3TOr0 OTAena
rofoBHOro Mosra. BcTpeuaetcs kpaitHe pepako. B cobcTBeH-
HOM MaTepuane Mbl NOA06HbLIM HabnofeHWeM He pacnona-
raem.

FMnonnasus MoO3>Keyka — YMeHbLleHWe 060Mx nonyuwa-
puii (puc. 21, a) ¥ yepBsi, HegoOpPa3BUTME W3BUAWH B o6na-
CTU naTepanbHbIX OTAEN0B nonywapuini. O6bIYHO Habnpa-
eTcs y geteint ¢ cuHagpomamm MBTP xpomocomHoin (Hepsb-
Be b, 1978) u reHHoin aTmonormuu (Jlaswok u gp., 1983).

Annasusa (areHesna) 4yepBs MO3>Keuyka BCTpevaeTcd B
ABYX BapuaHTax (lsaac, Best, 1987): B nepBoM OTCYTCTBUE
yepBa npu cuHgpome [daHAn—YopKepa CONPOBOXAAETCSH
KACTO3HbIM pacliMpeHMeM 4eTBEpTOro >XXenyjouyka, BO BTO-
pOM MO3)e4Y0K npefAcTaBnAseT COO0N efWHbIA KOHr/oMepar,
[LOBOMIbHO 4acTO CO CAWAHMEM 3yb6uaTbiXx Agep. Mbl Habnto-
fanu annasuil 4YepBs MO3XEYKa B COYETaHUM C annasuei
HMWKHUX MO3XEUYKOBbIX HOXeK (puc. 21, 6) 6e3 camaHuA
nonywapuii n 6e3 npusHakos cuHapoma [LaHan—Yopkepa.

Fmnonnasns OAHOro M3 MOAylWapuin Mo3Xeuka BCTpe-
yaeTCca PeAKO U Nyylle BbIABAAETCA Ha MOMepeyYHbIX cpesax
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yepes nonywapusa u vepsb (puc. 21, B). lMpu uccnegoBaHnu
nonepeyHbiX CPe30B MO3XEe4YKa HEeBOOPYXXEHHbIM [1a3oMm
MOXHO 0OHapy>XuTb B 6enom BewecTBe M No xogy 3ybuya-
ThIX Siep WMHTEHCUBHO 6efble 0YaXKW PasNU4HON QOpMbl U
pasmMepoB — 3TO OQYaru TreTepoToONMM KJETOK KOpbl MO3-
Xeuka (puc. 21, r). Tpu OUEHKe runonaasMy MO3XKeyka
cnefyeT MMeTb B BUAY, YTO K MOMEHTY PpOXAeHWs Macca
_MO3Xe4yka cocTaBnseT 5,8% Maccbl FONOBHOF0 MO3ra, a K

Puc. 21. HapyweHune pasBuMTMA MO3Xeyka: a — runonaasna Mo3xXeuka

(M, 4 cyT), 6 — annasusa yepBA WM HUXKHUX HOXeK (X, 0), B — runonna-

31a ogHoro nonywapus (M, 2 mec), I — 6enecble o4yaru retepoTonuii B
6enom BewecTse (X, 4 cyT)

-ogHoMy rogy — yxe 10,1% (Crome, Stern, 1967). VmetloT-
CS CAy4vyaum MO3XEYKOBOW MUKPOTrUpuu, 0BYCNOBMEHHOW Ha-
pyweHuaMu  06pasoBaHUs  «BHYTPEHHEro»  3epHUCTOrO
cnoa (Leon et al.,, 1976). MNMofo6HYHO MWKPOrMPUK Mbl Ha-
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6nogann y pebeHka C MHBEPCUMEN BTOPOI XpOMOCOMbI (puc.
22, a).
CTpYKTYypHble HapylweHWs MO3Xe4yka BbIABAAKTCA Ha
MUKPOCKONMWYECKOM YPOBHe B BUAE reTepoTONUU pasnuyHbIX
KNeToK: TrpYyLWeBUAHbIX HEBPOLWUTOB — B 3€PHUCTLIA  CNOWA
KOpbl M 06efoe BeWeCTBO Nofywapuil, KNeTOK Hapy>XHOro
ambpuoHanbHoro cnoa (cnos Ob6epwTeiiHepa) B 6enoe
BelwecTBOo U obnactb 3ybuatbix sgep (puc. 22, 6, B), Kne-
TOK 3epHUCTOr0 CNos Kopbl — B 3y6uaTble W Apyrue agpa, B
6enoe BewecTBo. YacTo retepoTONMpOBaHHble KNETOYHbIE

Puc. 22. CTpyKTypHble HapylleHns MO3Xeyka: a — runonnasnposaHHas
n3smnmHa (M, 5 mec), X42; 6 — retepoTonua KneToK 3MOPUOHANLHOrO
cnos Kopbl B 3y6uatoe sgpo (M, 2 cyT), X30; B — T0 Xe, X56; r —
fucnnactuyHas AUCTONWYHAas M3BUAMHA B 6enom Bewectse (M, 3,5 Mec),
X6,9; 4 — ouvar reTepoTonuy KNeTok MO3Xe4yka B Cy6aneHAWMAapHbIN
oTAen cunbBueBa Bogonposofa (k, 1 cyT), X21; e — TO Xe, ouar
COCTOMT U3 K/IETOK 3MOPUOHANBHOIO C/I0S W TPYLIEeBUAHbIX HEBPOLUTOB,
X120. Okpacka TMOHMHOM Mo Hwuccnio

43



3aNeMeHTbl Kopbl 06pasytoT B 6enom BellecTBe nojobue
y4acTKOB KoOpbl. Takue oyarm (puc. 22, r) nNOAYYUAM Ha-
3BaHWEe [AUCTOMUYHBLIX AUCNNACTUYHLIX Wu3BUAUH  (Benda,
1960). OHM MOryT cywecTBoBaTb W301MPOBaHHO, 6e3 coue-
TaHWs C APYrMMyU MOPOKAMW PasBUTUA U He COMPOBOXAATb-
CA KaKMMu-nmbo KAnHmyeckumun npossneHusmum (Schnalch>
Fiede, 1979). leTepoTonusi KNeTOK KOpbl MO3Xe4ykKa BeTpe-
4yaeTcs B BeLLeCTBe CTBOJIOBbIX OTAENOB TO/I0OBHOIO MO3ra.
Tak, Mbl Habnwpganum nofgobHyw reTepoTonuMid B 06M1acTb-
HOXeK MO03ra, B Cy63meHAMMapHbIA OTAen CunbBMEBa BOJO-
nposoga (puc. 22" A4, e), 4yTo 06YCNOBUNO CTEHO3 nNpocBeTa
BOAONPOBOAA W pa3BUTWe BHYTPEHHelW rugpouedanun.

K CTPYKTYPHbIM HapyLeHUAM MO3Xeuyka MOXHO TakKXe
OTHeCTU runonnasuio 3ybuaTtbiX Afgep, UX yTONWeHWe, anna-
3UI0 ApYyrux Afep Mo3Xeuka, pasfeneHue 3ybuyatbiXx fAgep
Ha OTAeNbHble YacTW MNy4YKaMy MUEUHOBbLIX BOJIOKOH, OT-
WwenneHne rpynn HemnpoHOB 3y6uaTbiX sf4ep B Mpunexatee
6enoe BeLLECTBO. YKasaHHble CTPYKTYPHble HapyLeHWsa MO3-
Xeuyka O06bIYHO BXOAAT B cocTaB Komnsiekcos MBTIP, 06-
YCNOBNEHHbIX aYyTOCOMHbIMWU TpucoMusiMu. CTeneHb Bbipa-
XEHHOCTM fAe30praHuM3alny MO3Xe4ykKa B ONpefeneHHoi Me-
pe 3aBucut oT Bupa abeppaumn aytocom (HepsbBegb u ap.,
1974), 4T0 MOXeT ObiTb MCMNONb30BaHO B AU depeHuMnans-
HO AMArHOCTWKE XPOMOCOMHbBIX W FEHHbIX CUHAPOMOB.

CnMHHOM MO3T U MO3BOHOYHUK

Hanb6onee 4yacTblMU BPOXAEHHBIMU MOPOKaMU CMUH-
HOro Mo3ra fBNAKTCA Au3paduyeckme cocTosHua  (spina
bifida), koTopble cBfi3aHbl C He3aKpbITUEM MeAYNNAPHON
TpyO6KM B TOW WAM MHOM 4yacTu ee KayfjalbHOro oTAena.
3, MoTTep (1971) nonaraeT, YTO 3Ta rpynna MOPOKOB Bbl-
3BaHa W HapyweHWAMWU pas3BUTUA MO3BOHOYHMKA. Yalle Bce-
ro fedekTbl BO3HWKAKOT B 3a4HWX OTAenax NO3BOHKOB W Xa-
paKkTepu3yTCcad OTCYTCTBMEM AYXKEK M OCTUCTbIX OTPOCTKOB.
OHKM BCTpevatwTCcAd B NO6OM OTAeNle NO3BOHOYHMKA, O4HAKO
yauie — B NMOSCHUYHOM W KPEeCcTLOBOM, M 3axBaTblBalT pas-
NNYHOE 4Ymucno nos3soHkoB. CornacHo Adams et al. (1985),
B 51% cnydyaeB pguspauu  10KanmM3yTCcAa B MOACHUYHOM
oTAene no3BoHOYHMKa, B 20,9% — B rpygHOM U TO/IbKO B
5,9% — B KpecTuoBom. CnWHHOI/ MO3r B 06nactu pedekTta
06bIYHO AeopMMpPOBAH W pacnosaraeTcs HENnoCPeACTBEHHO
nog MATKUMW TKaHAMWU (MbllILaMKW WU KOXER), C KOTOPbIMU
cpactaeTcsa (XopeHey, 1963). B psage cAy4vyaeB CAUHHOMN
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MO3r B o6nacTu fgedekTa He MOKPbIT MATKUMU TKaHAMU K
NeXUT OTKPbITO.

YacToTa An3pamyeckmx NOPOKOB MO3BOHOYHMKA COCTaB-
nset B cpegHem 0,5 : 1000 pogumewnxcs (Sever et al., 1982).
OHW coyeTalTCA C MOPOKaAMK TOMOBHOrO MO3ra, TakKuMu, Kak
MuKpouetanusa, areHeaus MO30/MCTOr0 Tefna, MNop3Hueda-
nnA, TUNOMnasus MO3Xeyka, M OYeHb 4YacTO C BHYTpEH-
Hein rugpouedanueii (Bartoshesky et al.,, 1985). B 3aBu-
CMMOCTM OT XapaKTepa HapylleHWs CNUHHOrO0 MO3ra M Mno-
BPEXAEHUA Me3eHXUMaNbHbIX TKaHei B obnactm pedekTa
pasnuyarT HECKONbKO TWMOB CMAWMHANbHOFO Paxmcxnaa.

KnucTosHas dopma — Hanuuue B 061acTU paclieNnHbI
rPbDKEBOr0 MELWKa Ppa3/IMyHbIX pa3MepoB, CTEHKa KOTOpOro
COCTOUT U3 KOXW U MATKOW MO3roBoil obonoykn. Ecnm co-
LEPXVUMbIM TPbIXXEBOT0 MeWwkKa SBASeTCA CMNMHHOMO3rO0Bas
XWAKOCTb, TO 3TOT MOPOK Ha3blBaeTcAa MeHWHrouene. TBep-
fas mo3roBas 060/104Ka 06bIYHO COXpaHeHa NUwb B o6na-
CTW OCHOBaHWS TPbDKEBOr0 MelKa M MAOTHO cpalieHa cC
nojnexawmmMum TKaHAMU. B KynonoobpasHoW 4YacTu: MeLlka
TBEpPAOi MO3roBoii 060/104KM, KakK MnpaBuno, HeT. Ecnum B
rPbDKEBOM MeLlIKe pacrnofaraeTcs TakXe CMNUHHOW MO3r, TO
TaKoW MOPOK Ha3blBAOT MEHWHIOMUENOLeEne.

B HeKOTOpbIX C/ay4yasxX Yy4yacTOK CMNMHHOrO Mo3ra, KOTo-
pbli HaxoguTCA B TPbDKEBOM MeLlKe, cam no cebe npej-
cTaBnseT cobol KUCTO3HYK NONOCTb BCAEACTBME HaKomne-
HUA B CMMHHOMO3rOBOM KaHafe NMKBOpa. Takol MOPOK Ha
3bIBaeTCH MeHuMHromuenoumctouene. CTeHKa TpbDKeBOTO
MelWKa B 3TOM C/lydyae MOXET BK/AKUYaTb KOXY, MATKYH
MO3roBYyt 060/104KY M WCTOHYEHHYH AOPCalbHYI 4acTb
WUCTOHYEHHOTO CMUHHOTO MO3ra. B cnyyasx KpymHbIX MeL KO-
BUAHbIX TFPbDK OTMeYaeTcsi pas3pbiB WX CTEHKWM C MOATeKa-
HUEM NIMKBOpPAa W NOCNEAYHLWMUM pa3BUTUEM MEHWHIWTA.

MoNHbIA paxmcxus — MOPOK, NPU KOTOPOM Hanuuume pac-
WefnMHbl MO3BOHKOB COMNPOBOXAaeTcA AedekTom 06enx Mo3-
roBbiIX 060104eK U MATKUX TKaHeW. [pbi)XeBUAHOTO BbINAYU-
BaHWS npu 3TOM HeT (puc. 23, a). Tena MO3BOHKOB HUXHEW
4yacTu pacuiennMHbl MOTYT cpacTaTtbcsi M 06pa3oBbiBaTb KOCT-
Hbll BbICTyn (puc. 23, 6). Ha koxe Huxe fgedekTa UMEHT-
CA MNposBNeHWA runepTpuxos3a. CnOWHHOW MO3r B 06nactu
fetheKTa NIeXUT OTKpPbITO, fehOopMUpPOBAH U YacTo MeeT
BUA TOHKOW MNAacTWHKWM (nnaTWHeBpWA) HenpasBubHOW ¢op-
Mbl MAM Xenoba. Hepenko npu NOMAHOM paxmcxuse o6Hapy-
XMNBAKTCA MOPOKU pasBUTMA [LPYrux MO3BOHKOB U pebep.
M3BeCTHbl TOTaNlbHble M CybTOTanbHble (POPMbI MOMHOrO pa-
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XUCXW3a, 3aTparuBaroLliMe MoYTM BCE MO3BOHKW. Yalwe Ta-
Kue (opMbl cOYeTalTcs C aHIHUedanneid MM ¢ MHUOHUeda-
nuen (Yepcrtsoit, 1973).
CkpblTas paclienMHa No3BOHOYHUKA — PopMa Paxmcxu-
KOTOPOU TPbKEBUAHOTO BbIMSYMBAHUA W NOBPEXAe-
HUA KOXM HeT, a uMmetolwuniica AGPEKT NO3BOHKOB 3aKpbIT,
KaK MpaBuiO, HeW3MeHeHHbIMM MbllILamMn 1 Koxei. CKpbl-
Tble (YOPMbl NoKanuaytTcs B MOACHAYHOM K KPEeCcTUOBOM

m .

Puc. 23. Spina bifida: a — W paxucxus (x, 0), 6 — T0 xe (x,
cyT)

oTfenax Mo3BOHOYHMKA. OBbIYHO OHM O06HapyXMBakTCA Cny
YallHO NpW PEHTreHoNorMyeckoMm wuccnegoBaHuu. CKpbITble
hopmMbl BCcTpevatwoTca y 14,3% wmartepeir, y 6,1% oTUuOB M Yy
26 8% cmbcoB Npo6aHTOB C PasNUYHLIMU hopMamMu paxmcxu-
3a’ (Lorber, Levick, 1967). B T0 e Bpemsi, N0 AaHHbLIM
I. [O. TonosayeBa ¥ Ap. (1987), cKpbiTble POPMbI paxmcxu-
328 Yy MYX4YMH o6HapyxuBatoTcs udauie — 31%, a Yy >XeH-
WWH— TONbKO 13%.

BHelWHUM nposB/ieHUEM CKPbITbIX (OPM paxucxusa Mo-
XeT 6blTb Hanuume B o06nacTu pedekTa rMNepTpmMxosa, aH-
rMoM, UNOM U 3anafeHunii KoXu, KOTOpble MHOrAa ABASKT-
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CS BPOXAEHHbIMU CUHYCAMW — AepManbHbIM W MUAOHUAAMb-
HbiM (MoTtTep, 1971).

JepmanbHblil crHyC npepcTasnaeT co60it y3KI/IVI xofn gna-
MeTpOM 1—2 MM, MAYLWUIA OT NOBEPXHOCTU KOXHbIX MOKPO-
BOB MeXJy TMO3BOHKaMuW K MO3BOHOYHOMY KaHany. BcTpe-
yaeTca B MOACHUYHOW 06nacTM, C/NEeNo OKaH4YMBaeTCA Ha
HapyXHOW NOBEPXHOCTM  TBEPAON MO3r0BOMN 060/104YKN.
BHYTpeHHsAS MNOBEPXHOCTb [epMaNibHOr0 CUHYyca BbiCTNaHa
MHOTFOCNOMHbIM MJOCKUM OpPOroBEeBalOLMM 3anuTennemMm. MHor-
fa [LepManbHbIi CUMHYC NPOHUKaeT 4epe3 TBEpPAYK MO3ro-
BYl0O 060M104Ky. B MecTe ero OKOHYaHWS B MNO3BOHOYHOM
KaHane BO3HUKAKT NUMNOMbl U remaHrnomsl (Mottep, 197 1).

Mbl Habnwopanu fepMmanbHbliAi CUHYC Yy tOHOWW 19 neT.
CVHYC NpoHMKan 4epe3 TBEpPAYH MO3roByl 060/104Ky B
cyb6aypanbHoe MNPOCTPAHCTBO M 3akKaH4YMBanca XonecTearto-
MOI. YBeNnnuyeHne X0necTeaTOMbl Bbl3Ban0 CAaBAEHWE CMUH-
HOrO MO3ra U pa3BUTMe NepuPOoKanbHOr0 MPOAYKTUBHOTO
BOCMAaNeHUs C GONbWMM YNC/IOM MHOTOALEPHbIX TUFAHTCKUX
KNeTOK paccacbiBaHWS WHOPOAHbLIX Ten. BocnaneHue npo-
rpeccnMpoBaso0 U 3aKOHYWUIOCb BOCXOAALLMM MEHWHTOMMWENO-
3HUe(hannToOM. YCTbe TAKOTO CUMHYCA Ha KOXe 0ObIYHO OKpY-
XEHO ANNHHBIMUW BOJIOCAMMU.

MunoHMAanbHbIA CUHYC NIOKanu3yeTcs HUXe, 4eMm fep-
ManbHbli. OH pacnonoXeH B MATKUX TKaHSX KPEeCcTLOBOWA
o6nactm »n uHorga (peako) MNPOHMKAET B MO3BOHOYHbLIA Ka-
Han. [wuameTp ero 6ofiblie, 4YeM AuaMeTpP AepMabHOrO
cuHyca. KaHan TakXe WMeeT BbICTUIKY W3 MHOTFOCMONHOIO
NA0CKOT0 3MUTENNS M 4acTO 3amnofiHeH [LeTPUTOM, KOTOpPbIA
ABNAETCSH XOpOLUeRn cpedoil AnA pasBMTUSA N0KaNbHOrO BOC-
nanuTenbHoro npouecca. OAHaKoO BocnaneHwe MUAOHWUAANb-
HOrO CMHYyCa MOYTM HWKOrAa He NPWBOAWUT K pPas3BUTUIO Me-
HUHrMTa. BO3MOXHO co4yeTaHWe [AepMaibHOro U MUAOHU-
[anbHOro CWMHYCOB Yy OAHOro u TOro e 6onbHoro (MoTTep,
1971).

MepeaHAs CNMHHOMO3rOBas rpbi>ka BCTpevyaeTcAs KpalHe
peako U npeacTaBnsetr coboll aedekT pa3BuTUS Ten no-
3BOHKOB ([eprayes, 1960).

Mopok Knunnena— deiingd — HapyweHne pasBUTUA LWENA-
HOro OTAeNla MO3BOHOYHMKA, XapaKTepusyruieecs cpaljeHu-
eM MepBOro WeKWHOro NO03BOHKA C 3aTbl/IOYHOW KOCTbH, KO-
TOpPOe COMPOBOXJaeTcs CYyXeHMeM u gedopmauueir 60nb-
lIOro 3aThl/IOYHOrO OTBepcTMA. MHorga npu nopoke Knaun-
nena—deinna cpaweHbl ¥ gedopMUpPOBaHbl BCE LUEAHbIE
NMO3BOHKU. Pa3nuuyaloT fgBa OCHOBHbIX TWMa 3TOr0 MOPOKa.
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Mpy nepBOM 4YMCNO MO3BOHKOB YMeHblleHO (He 6onee ude-
Thlpex), Tena WX CAUTbl B CMAAOLWHYI KOCTHYK Maccy. Ons
BTOPOro TuUMa XapakTepHO cpaleHWe [BYX-Tpex pAfom fe-
Xawunx MN0o3BOHKOB, Hampumep MNepBOro LWeEWHOro C 3aThbl-
NOYHON KOCTbK WAN HUXHEFO LIEAHOr0 C BEPXHUM TPYAHbIM.
Mopoky Knunnens—®einnd yacto CONyTCTBYKT Apyrue Ha-
pyWweHUs pa3BUTUA: CMIMHHOMO3IOBbIE FPbIXXW WAW aHOManb-
HOe OTXOXAEHWe BepXHUX pebep OT LENHbIX MO3BOHKOB.

KnnHnyeckn nopok Knunnens—®eiins npossnsercsa Ko-
POTKOW Lueeld, orpaHMYeHMEeM MOABMIXKHOCTU TOMNOBbI, HU3KONA
rpaHuueil pocTa BONOC Ha llee, MHOrga nNpu3Hakamum Kpu-
BOWeN. B page cnyvyaeB OH CONPOBOXAAaeTcs pa3BUTUEM
nnatmbasmy — ynnioweHMem OCHOBaHMUA Yepena c gegopma-
UMein 3afHell 4YepermHOW SIMbl U CYXeHWeM 60NbWOro 3aThbl-
NOYHOro O0TBepcTuA. PaccTosHMe MexXAy CNUMHON TypeuKoro
-cefina U 60NbLWNM 3aTbINOYHbIM OTBEPCTUEM YBEMUYMBAETCA,
4YTO NPUBOAUT K PacTsHHXKeHW NpoAO0aAroBaToro Mosra.

B psge cnyyaeB nopok Knunnens—®eitna u nnatum-
*6a3na nNpoTekarwT 6eCCMMNTOMHO, OAHAKO 4alie OCNOXHSA-
I0TCS pa3BMTUEM BHYTpPeHHei rugpouetanun. CMepTb 60nb-
HOr0 MOXEeT HAacTynUTb BHe3anHO BCMeACTBUE BKIWHEHUA
NpoAONroBaToro Mosra B Y3koe W geopmMupoBaHHOe 601b-
lwoe 3aTblIOYMHOE OTBEpPCTUE, MPW 3TOM YacTo MOBbILWAaeTCA
MHTpakpaHuanbHoe AaBneHue. VI3BeCTHbl HacnefCcTBEHHble
mhopmbl nopoka Knunnens—®elinsg, KoTopble 06bIYHO Ha-
cnegytTca nNo gomuHaHTHoMy Tuny (bagansaH, 1984).

Mopok ApHonbpga— Knapn — BkInMHeHWe B 60nblIOe 3a-
TbIIOYHOE OTBEPCTME U BEPXHIOK 4acTb LEWHOro oTgena
MO3BOHOYHOr0 KaHafla Npofo/iroBatoro Mo3ra M MO3Xeuka.
Kak npaBuno, 3TOT MOPOK BO3HWKAET MPW Hannyum CNUHHO-
MO3rOBbIX TpbIX, 4Yalwe npu MeHUHromuenouene (puc.
24, a) B noscHuM4yHol ob6bnactu (Agmanolis et al., 1984).
BKAMHeHMe MPOAONroBaToro Mo3ra M mMo3)edyka B 60/blioe
3aTblJIOYHOE OTBEPCTUE U MO3BOHOYHLIA KaHan, 04eBMAHO,
NPOUCXOAUT BCNEACTBME TpPaKLMW CMUHHOrO MoO3ra, AucTanb-
Hbll KOHEL, KOTOporo ukcupoBaH B 061aCTU IpPbIXKEBOro
mewka (HeasbBeab, 1970) (puc. 24, 6).

Mopok ApHonbaga—Kwnapyn pa3BuBaeTCA MOCTEMEHHO U
nporpeccupyeTr Ha MNPOTSHKEHUU MNOYTU BCErO BHYTPUYTPOO-
Horo nepuopa. Mo mepe pocta amb6bpuoHa u nnoga gpukcauma
KayjanbHOro KOHLAa CMNWHHOrO Mo3ra B 06/1aCTU MEHUHrOo-
Muenouene NPMBOAWUT K BTATMBaHWIO MO3Xeyka WU NPOAON-
roBaToro mMosra B MO3BOHOYHbI/i KaHan B BUAe A3bIKONOL06-
Horo o6pasoBaHua (puc. 25, a, 6). MpoaonroBaTblii MO3r
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npu 3TOM CUALHO AeOpMUPYeTCA, MO3XEYOK OTCTaeT B
pasBUTUM W HanAbiBaeT Ha HOXKM Mo3ra (puc. 26, a) u
npogonroeaTbiii Mo3r (puc. 26, 6). PAA0OM CO CAUHHLIM MO3-
roM Ha MnonepeyYHbIX Ccpe3ax 06HapyXuBaeTCs TKaHb MO3-
XEeUYKa U COCyAaucCTbIX chnneTeHwii. Takas gedopmauus CTBO-
NOBbIX OTAENOB M MO3Xe4yka B CBOK Ouepefb NPUMBOAUT K
CAaBMeHWI0 OTBepCTUA Jlywky u MaxaHgn, HapyLIeHUto

Puc. 24. Mopok ApHonbga—KHapu: a — MeHUWHromuesnowesne B MOACHUY-

Hoii o6nactm (X, 8 u), 6 — nonepeuHblii cpe3 uepe3 o6nacTb fgedekTa.

CnuHHolit mo3r (CM) pethopmupoBaH U (MKCUpOBaH B 06/1acTu rpbixe-
BOro Mewka (K, 20 cyT). Okpacka TUOHUHOM no Hwuccno, X9

OTTOKA NMKBOpa B cybapaxHoujanbHOe MPOCTPAHCTBO U
pa3BUTUIO BHYTPEHHeN rugpouedannu.

MHTpakpaHuanbHble OMNyX0nu, BPOXAeHHas W npuobpe-
TeHHas (GOpMbl  OKKJIIO3WOHHOW rugpouedannu, Bocnanu-
TefbHbI Mpouecc MOryT COMPOBOXAATbCA MNOBbILEHUEM
WHTpakKpaHnanbHOro AaBfeHUA, UYTO B HEKOTOPbIX claydaax
NMPMBOAUT K BKAMHEHWIO MO3XEeYykKa W Mpojonrosatoro Mos-
ra B 60/1bLoe 3aTbl/IOYHOE OTBepcTME. Takoe COCTOAHME pac-
cmaTtpuBaeTca KakK cuMHApoMm ApHonbga—Kwuapu, npum Koto-
pOM BK/IMHEHWE HWKOr4a He JOCTUraeT TaKOW CTemeHW, Kak
npu nopoke ApHonbga—Kwnapu.
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AnacTemaTomuenns— MpPoAONbHOE pasfefieHne CNUHHO-
ro Mo3ra Ha ABe 4YaCTW KOCTHOW, XpAWeBoi unM ubposHou
TKaHbio B BuAe nepemblykn (Simpson, 1976). KpaliHe pef-
Kl nopok. MaTtoreHe3 ero He m3yyeH. CKpbiTas guactema-
Tomuenusa, onucaHHas Nardelli n DeBenedictis (1988) vy
XeHWwnHbl 35 neT, ABNAETCH BapuaHTOM AUNAOMUENUK, Tak
KaKk Ha YpOBHE YeTBEpPTOro rpyfHOro CermMeHTa OT CMMHHOrO
MO3ra OTXO0AWN [06aBOYHbLIA CMUHHOW MO3F, UMEKLWUN U Cce-

Puc. 25. Mopok ApHonbfa—Kwnapu: a — cxemaTuyeckoe m3obpaxeHwue,
6 — A3bIKOMOJ06HOEe HacnoeHue feOPMUPOBAHHOIO MO3Xeuka (AB) H>
cnuHHoit mo3r (CM) (k, 8 4); M — MO03XKe4yokK

poe un 6enoe BewecTBo. O6a CAUHHbLIX MO3ra, OCHOBHON MU
[06aBOYHbIN, Nexann B eAMHOM (QyTnspe W3 TBepAok MO3-
roBoii 060104KN.

JvnnoMunenua — yaBOEHME CMUHHOIO Mo3ra B o6nactu
WEeNHOro MW MOSACHUYHOIO yTOonuleHusi. Pexe Mnpoucxoaut
YABOEHME CMUHHOrO MO3ra Ha BCeM ero npotsxeHuu. O6a
CMWHHbIX MO3ra NieXaT B efWHOM JI0Xe, COCTOAWEM W3 MAT-
KO M TBepAOW MO3roBbIX 060/104EK, MecTaMu COeAUHEHbI
4PYTr C APYFOM [NManbHOW TKaHbi, OTHOCUTENIbHO XOPOLUIO
pasBWUTbl M UMEKT BCe XapakKTepHble [N CAWHHOrO MO3ra
KOMMOHEHTbI. [lunnomuenus BCTpevaeTcs KpaiiHe peako.
3TOT NOPOK CAUHHOrO MO3ra, BEPOATHO, BO3HWKAET elle A0
3aKpbITUS HEPBHOW Tpy6KWM B pe3ynbTaTe pasfefibHOro CMbl-
KaHWS KaXXpaoi ee MonoBuHbl (XopeHey, 1963).

FmapomMuennsa — 3HauyuTesbHOE paclWMpeHue CNMHHOMO3-
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roBoro KaHana, 3anO/IHEHHOrO JIUKBOPOM, C WCTOHYEHWEM
CMMHHOTO Mo3ra. Yale BCero BO3HWKaeT B LWWeEWHOM OTAene
CMUHHOTO Mo3ra. BcTpeuyaeTcs M301MPOBAHHO MAKM B COYeTa-
HUNW C BHYTPEHHeW rugpouecdanueii, obycnoBneHHoOW arTpe-
3neit oTBepcTuiA Slywkn u MaxaHgu. CnWMHHOW MO3r npu
r’MAPOMUENUU WMEeT BUJA BbICTNIAHHOW 3NeHAMMONM MOM0CTK
OKPYTNOh WNM HenpaBWIbHOW BbITAHYTOW opmMbl. OB6bIYHO
atpotunyeckmii npouecc B BUAe UCTOHYEHWUS BelecTBa CMUH-

Puc. 26. Mopok ApHonbfa—Kwnapu: a — HacnoeHue TKaHW NpoAoNrosa-

Toro mo3sra (MM) un mo3xeuyka (M) Ha HOXKuM Mo3ra (K, 8 u), X6,2;

6 — HacnoeHue TKaHM MO3Xe4YKa Ha CMWHHOW Mo3r. OKpacka remaToKcu-
NINH-303UHOM, X7

HOro Mo3ra BO3HWKaeT B 061acTu 3afHUX cTONBGOB, TakK 4To
HellpoHbI Ceporo Bew,ecTBa MNpW TUAPOMUENUUN MPaKTUYECKU
HMKorga He nopaxatTcsa (XopeHey, 1963).

CupUHTOMUENNS — MOsABNEHWE B TOJLE BelecTBa CMUH-
HOro Mo3ra MnofiocTeil pa3nMyHoro pasmepa (puc. 27). Mo-
NOCTM pacnonaratTcs B 061acTu WeEWHOro 0TAena CMUHHO-
ro Mo3ra, MHorfa pacnpocTpaHfAlTCS Ha BEpXHWe TpyAHble
CermMeHTbl. B pegkux cnydvyasx MOMOCTb MPOCMEXWUBAETCH Ha
BOEM MPOTSHXKEHUW CAMHHOTO MO3ra W MPOHWKaeT B MPOAON-
roBaTblii MO3r, UAeT NapannefbHO 4YeTBEPTOMY XXENyAOuKY,
yepe3 KOpeLWKMN MOAbA3LIYHOTO M 61YyXAaKLWero HepBoB, CO-
NWTapHBIA MNYy4YOK, BepeBYyaTOe TENo, a MHOrfa — 4yepe3 Mme-
AvanbHy netno (XopeHeu, 1963). [Monoctun B CAMHHOM!
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Mo3re 4auie obHapyXxuBakTca B ob6nactm 3agHux cTonboB
M He BCerga UMeKT OKpyrnyw dopmy.

CTEeHKM NOMOCTeA MNOCTPOEHbI U3 MponMMepupytoWwnx
KNeTOK MaKpOraMum u KX BOMIOKOH, CPpean KOTOpbIX 06Hapy-
XWBAKTCA TONCTble 303MHOMMIbHbIE BONOKHA Po3eHTans.
MoNoCcTM HMKOrga He WMEKT 3NEeHAMMAPHON BbICTUIKWK, 4TO
NMO3BONAET OT/NIMYATb 3TO COCTOSAHWE OT rugpomuennn. OHU
CMOCOOHblI pacnpoCTPaHATHCA, B pe3ynbTaTe 4Yero paspyula-

Puc. 27. CupuHromuenusa. Tlo-

nocTW B nepeaHeli'cepoil cnaiike

cnuMHHOro mosra (K, 3,5 cyT).

Okpacka TWOHMHOM no Huccnio,
X60

l0TCA nepefHue, 6GOKOBble U 3afiHWE pora, TMOBHYT HeNpoHbI
(Beneukwnit, 1962). TlMapannenbHO C paspylleHUEM Ceporo
BellecTBa BOKPYr CAWHHOMO3roBOro KaHafla Mej/eHHO pas-
BMBAeTCS MNPOrpeccupyrowWwmini ranos, KOTOPbIA paccmaTtpu-
BaeTCA KaK npeaonyxofeBblii npouecc. B 0OCHOBe CUPWHIO-
MUennun nexat cBOeob6pasHble fedeKTbl 3aKpbiTMe. Aopcalb-
HOW 4acTu HepBHOIW Tpybkwu (Gardner, 1973) wnn pgpy
eule He BbIACHEHHble MeXaHu3Mbl ([JaBblgeHkoBa, Jlnbep-
mMaH 1975). CupUHTOMUENUs KAMHWYECKU NpPOosABAAETCA B
Bo3pacTte 20—40 fneT, 0fHAaKO MHOrga BbIABNAETCA WU Yy fe-
Tell [laHHble O TEHETUKE CUPUHTOMUENUU MNPOTUBOPEUUBHI.
YacTtoTa cupuHromuenum B pasHbix o6nactax CCCP kone
netca B npegenax 25—34 60nbHbIX Ha HKOJIOxutenewu
(Ka&)nos n ap., 1982).

MWEeNns - MOMIHOe OTCYTCTBME CMMHHOMO MO.Nna c coxpa-
HeHWeM TBEpPAOA MO3roBOi 060M0YKM CMHKYbHbLIX FaHTMEB
N 3afHUX KOpewkoB. CnMHHOM MO3! WHOrga 3ameHeH TOH
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KUM (UOPO3HBIM TsHXKeM. AMuennms 06bIYHO coyeTaeTca C
aHaHuedanuein (XopeHey, 1963).

Ouvspauun n gpyrve TaXenble MOPOKU PasBUTUA CMUH-
HOro Mo3ra COMPOBOXAAlTCA pacCTpoicTBaAMU LeATENbHO-
CTW aHanbHOro W YypeTpasbHOro CHUHKTEPOB, MNOSABIEHUEM
TPOUUYECKUX HAPYLIEHUI B HUXHUX KOHe4YHocTsx. lMpu T4-
Xenblx popMax CNUHaNbHOro paxucxusa oTmevato Ica runo
nnasua MbllWL HUXHUX KOHEYHOCTERM M KoconamocTb. Puck
Ans cubcoB B CrnopaguMyeckux Ccliyyasx paxmcxumsa cocTaBs-
naet 3—4%. B cnyvyasax poXAeHUs ABYX AeTeil ¢ aHanoruu-
HbIM MOPOKOM, a TakXe Mpu Haauyuu nogobHor  :opo a 'y
OAHOrO W3 poauTeneil puck ysenumuusaetcad fo 10% (Ctu-
BEHCOH, [13BUCOH, 1972).

CTpPYKTYpHble HapylweHWA ,pa3BUTUA  CMUHHOIO MoO3ra
M3yyeHbl HeAoCTaTO4YHO. WI3BECTHbI reTepoTonuu  KPYMHbIX
ABUTaTeNbHbIX HeWpOHOB B 06/1acTb 3afHWX POroB u 6eno-..
BeWEeCTBO, runonnasma nposogswux nytein (Moffie et al.,
1986). BmecTe C TeM HanMyme HEPBHbIX KAETOK B 6Genom
BeL,ecTBe CNWHHOTO MO3ra, no Xo4y Kopewkos T. Xope.Hey,
(1963) paccmaTpuBaeT Kak BapMaHT HOPMbI.

BEHTPUKYNAPHAA CUCTEMA
N CYBAPAXHONOANBHOE MPOCTPAHCTBO

BpoxAeHHble MOPOKW  pas3BUTUA BEHTPUKYAPHOWA
cucTeMbl 06bIYHO BO3HWKAKOT B 061aCTW ee aHaTOMUYECKUX
CYXXEHWIA: MeX>KenyA0o4YKOBbIX 0TBepcTuil MOHpO, cunbBue-
Ba BOAONpOBOJa, OTBepcTUin JSlywkm u MaxaHim U3 YeT-
BEPTOro Xenyjgoyka ”7 Cy6Ap3XKOUAT.IbHCC MPOCTPAHCTBO.
OHV NpoABAAITCA Cfieno3aMy M aTpe3MaMu Ha3BaHHbIX Cy-
XEHUA W NpUBOAAT K pasBUTUIO BHYTPeHHeN 06CTPYKTUB-
HON (OKKIO3NOHHOW) ruapouedanum.

ATpesnsa oTBepcTuiAi MOHpPO — pe3ynbTaT A Henpa-
BU/ILHOFO pa3BUTUS TFONOBHOro Mo3ra. lMopok kpaliHe peg-
Kuin. Yawe BCTpevalTcA aTpe3nun, 06YyCNOBMeHHble MepeHe-
CEHHbIM  BHYTPUYTPOGHO BOCNanuTeNbHbIM  MPOLECCOM.
BpoXAeHHble CTEHO3bl 3TWX OTBEPCTMIA MOTyT ObiTb ChAefcT-
BMEM TOKconfaasMo3a WAW APYrux nepuHaTanbHbIX WHGEK-
unin (puc. 28). CyxXeHue 0QHOro M3 OTBEPCTUA MOHpPO npu-
BOAUT K PasBUTUIO aCMMMETPUYHOA BOASHKM TOMOBHOrO
mo3ra.

CTeHO3 cuAbBMEBa BOAONPOBOAA — 3HAUUTENbHOE CYyXe-
Hue ero npocseta (puc. 29). BPOXAEHHbIA CTEHO3 MOXeT
MMEeTb FeHeTMYECKY MPUPOAY U HacnefoBaTbCA PELECCUBHO
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~WM Xe OblTb CBA3AHHbIM C X-XPOMOCOMOW. lMocnegHunii Tun
HacnegoBaHWUs, MPW KOTOPOM MOpaXakTcs TOMbKO MalbyM-
Kn, onucaH B 1949 r. Bickers n Adams, KOTopble MoKasanu
BO3MOXHOCTb Takoii nepegaun (Jezequel et al., 1973).
B page cny4yaeB CTeHO3 CU/IbBMEBa BOAOMPOBOAA COMPOBOX-
[faeTca TNM0o30M MepuakBeAYKTanbHOM 30HbI AUGGY3HOTO
MM 04YaroBOro xapakTepa, NPUUYMHA KOTOPOro OCTaeTcsd He-
ACHOMN. BO3MOXHO nepuakBefyKTanbHbIli rN1M03 ABAsSeTCS

Puc. 28. BHyTpeHHAsA rugpoueda-

NNA, o4Yarm Kaseo3HOro HeKposa

B 06nacT oTBepcTuii MoHpo n B

APYrux oTfenax, paclwupeHue no-

NOCTW NpO3pPayHoOi Meperopogkm
(m, 1 mec)

-OfHVM W3 NpPOABMEHWI HaApYLIEHWS pa3BUTUA HOXEK MO3ra
(Laurence, 1963), 0AHAKO Henb3d MOMHOCTbIO WUCKAOUYUTb
BOCMANMUTENbHYIO NPUPOAY 3TOr0 COCTOAHMUA. B COBGCTBEHHbIX
HabNaeHNAX CTeHOo3a CW/ibBMEBa BOLOMPOBOLa Mbl O6Ha-
PYXWUNN MOHOHYKNeapHble KNeTKW cpegu nponugepupyto-
WMX KNeTOK FNW, a TakXe OTMEeTWNW TeHAEHUMIO rnuosa K
04aroBoOMy BpacTaHWIO B MPOCBET CUNbBMEBA BOAOMPOBOAA
(puc. 30, a) c obpaszoBaHMeEM MNOAMNOOGPa3HbIX CTPYKTYp,
MecTamMun MOKPbITbIX 3NeHAWMAapPHOW BbicTUNKOW (puc. 30, 6).

PacwenneHne cunbBMeBa BOAONPOBOAa — 3TO pasjene-
HMe ero xoja Ha fBa CamMOCTOATeNbHbIX KaHana. OCHOBHOW
M3 HUX, 60Mee KPYyMHbIA, pacrnonaraeTcs AOpcajibHO, MEHb-
WNn— BeHTpanbHOo (puc. 31). NHorga Ha MecTe BeHTpafb-
HOro KaHana cocpefOTOYeHO 60/blIOE YMCNO MENKUX Tpyb-
4yaTblX XOAOB, MOCTPOEHHbIX W3 KNeTOK 3MNeHAWMAapHOW Bbl-
ctunkn (Baker, Vinters, 1984). [naBHblAi M [06aBOYHbIN
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KaHanbl B CAy4yasax paclienjeHus cuabBueBa BOLOMPOBOAA
pasfeneHbl HEM3MEHEHHOI HEPBHOW TKaHbHO.

ATpe3ns cunbBMEBa BOAONPOBOAA — OTCYTCTBUE €ro mpo-
CcBeTa, Ha MecTe KOTOpPOro HaxoAguTtcsi 60/bLIOe KOAMYEeCTBO
MeNKMX Cneno 3aKaHYMBalLWMXCA TpybuaTbIX X0A0B, CO-
CTOAWMX M3 3NEHAUMAPHOT0 3NUTeNus 1 6ecnopsigovyHo pas-
6pocaHHbIX MO BCEMYy BeLleCTBY HOXeK Mo3sra (puc. 32, a).
Bonee kaypanbHO MpocBeTbl Tpy64aThiX XOAOB YBENMYMBa-

Puc. 29. MonepeyHblil cpe3 HOXeK Mo3ra: a — CTeHO3 CWU/ibBMEBa BOAO-
nposoga (M, 0); 6 — KOHTpPONb, Ha TOM e ypoBHe (M, 10 4). Okpacka
remaToKCUINH-303UHOM, X21

l0TCA W npuobpeTatoT BUg KaHanos (puc. 32, 6), pasfefieH-
HbIX HEPBHOW TKaHbiO C MOBbIWEHHbIM YUCAOM KNEeTOK Mak-
pornun (puc. 32, B).

Bpo>kaeHHble AMBEPTUKYNbl CUNbBMEBA BOLOMPOBOOA —
wesesniHble UAN NaKyHapHble BbiNAYMBAHUA CTEHKW OCHOB-
HOro KaHana Cu/ibBMeBa BOLOMPOBOAA, MMeEULMe 3MeHAu-
MapHY BbICTUAKY, BCTpedvalTcsa npu rugpouedanum (Hori
et al., 1984). [1oBONbHO peaKO B KayfAalbHblX OTgenax 06-
Hapy>XMBalTCA HelporamanbHbie MNEpPeropojku, 3aKpbiBato-
Wwue npocBeT KaHana. lMpupofa uX OCTaeTcs HEU3BECTHOWA.

ATpes3nsa oTBepcTuin Jlywkun m Ma>kaHaum 06bIYHO npwu-
BOAMT K BO3HWKHOBeHUIO nopoka [AsHau—Yopkepa, TTII
KOTOPOro MpMXOAMTCA Ha 4-ii mecsy 3MOpPMOHANLHOrO pas-
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BUTWA, TaK KaK WUMEHHO B 3TOT CPOK rectayuyv NpoOUCXOAuT
OTKPbITUE 3aJHeil XopuoujanbHON KpbllK K o06pasoBaHue
oTBepcTuii  JNlywkun un MaxaHam (Jacquin-Cotton et al.,
1969).

opoK [laHan—Yopkepa XxapakKTepusyetrcs Tpuagou
MOP(ONOrMYECKMX NPU3HAKOB: Pa3BUTWEM BHYTPeHHEeW rug-
pouetanuu, YacTUYHbIM WAM MOAHLIM OTCYTCTBUEM UYepBS
MoO3Xeuka (puc. 33) M KUCTO3HbIM pacliupeHnem 4eTBep-
TOoro xenygoyka (Masuzawa et al.,, 1984). Kpowme rugpo-

Puc. 30. W3meHeHus cunbBueBa BOAOMPOBOAA MNPU BPOXAEHHOW Trnapo-

uetanun: a — ouarosas nponudepayns KAeToK rMu C BpacTaHuem B

npoceeT Bogonposoga (M, 29 cyt), X 120; 6 — o6pa3oBaHue noAUMo-

o6pasHbIX CTPYKTYp B npocsBeTe Bogonposofa (To e HabnwpgeHue),
X42. OKpacka reMaToKCUNMUH-303MHOM

ueManuu 3TOT MNOPOK MO3XE4Yyka MOXET COYeTaTbCAa C ApY-
rMMMU aHoMajMAaMU TOMIOBHOFO MO3ra: MUWKPO-, MOAUTUPUEN,
arupveil, naxurupuei, areHesmeid MO30AMCTOro Tena, reTe-
poTonMAMK KNeTOK KOpbl B 6efioe BewecTBO, a TakXe C Mo-
pokaMy pa3BUTUSA APYrux opraHoB (MONUAAKTUAMER, CUH-
JakTunueli, nanatocxu3om, nopokom Kaunnena—deins).

B oTgenbHbIX cnydadgx nopoka [A3aHaon—YopKepa BHY-
TPeHHAR rugpouedanus [OCTUraeT BbIPaXEHHOW CTeneHwu,
KaKk npasuno, pa3BuBaeTcs ruMApPOMUENUs B LUEWHbIX Ccer-
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MEHTax CAMHHOro Mmo3ra. OAHaKOo BCTpevalwTCcA Cayvaum 3TO-
ro nopoka, korga ruppouedanus BHpaxeHa cnabo wun
YMEpPeHHO TeyeHne ee CTabunn3nmpyertcs, MNOCKONbKY MNoOny-
npo3pavyHas TOHKasg MeMbpaHa KWCTO3HO PaCLIMPEHHOTO
YeTBEPTOro >Xenyfoyka cnocobHa (QuabTpoBaTb NIMKBOP U
perynupoBaTb faBneHue. [103TOMYy HeKOTOpble Ccfy4yanm no-
Toka [lsHAM—YopKepa AAUTeNbHOe BpeMs MpoTekawT 6ec-
CUMMTOMH”, 3aTeM BHe3aMHO NpOrpeccupylrT noj BO3deu-

Puc. 31. PacwenneHune cufb-

BMeBa BOAOMPOBOJA Ha [Ba

xopa (K, 0). Okpacka rema-
TOKCUNH-303UHOM, X15

CTBMEM  pa3/IMYHbIX (HaKTOpPOB:
(Jacquin-Cotton et al., 1969).
MyTeM MWUKPOCKOMUYECKOrO MCCNefoBaHMA MeMbpaHbl
4YeTBEPTOr0 >Xenyjouyka YCTAHOBMEHO, YTO OHa COCTOUT U3
Heckonbkux cnoes (Masuzawa et al., 1984). HapyXHblil
06pa3oBaH psfaMu KNeTOK NayTUHHOW 060/04YKN, NMPOMEXY-
TOYHbI — Ny4yKamun HeWporananbHbIX BOJIOKOH C OCTpPOBKa-
MW MOFPY>XEHHbIX B HEro KAeTOK 3neHAWMbl. HelipoHOB B
3TOM Cnoe HeT. BHYTPEeHHWI cnoil COCTOUT U3 YNNOLWEHHbIX
KNeToK, MMelLWmnx oTAaneHHOoe CXOACTBO C KNeTKaMu 3MeH-
OVMapHOro anuTenns. ApaxHoufanbHble KUCTbI

0T MeMmGpaHbl MpyU Mopoke [aHAM—YopKepa
371eMeHTOB

TpaBM, WHMekunin un ap.

B OT/nn4ne

He cofepxart
mo3rosoro BeuwiectBa (Masuzawa et al., 1984)..

CyuwecTByeT MHEHME, YTO HapYyLIeHWs pas3BUTUA MO3XKeu-
Ka npu cuHapome [sHAM—YopKepa SABASOTCA MEPBUYHLIMM
(XopgaceBny un gp., 1987; Hart et al.,, 1972) n BO3HWMKalOT
B PaHHWI 3MOPUOHaNbHbIA Nepuos B pe3ynbTaTe 04aroBOi
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anspagun HepsHoi Tpybkm (Wprep, MapamoHoB, 1982).

CpaBneHne oOTBepcTMid Jlywkn un  MaxaHan  MOXeT
ABUTLCA MPUYMHON pa3BUTMA BHYTPEHHeR rugpouedannu B
EmC/y4yaax nopoka ApHonbga—Kuapu.

Bpo>kaeHHas areHe3us cybapaxHouMfanbHOro npocTpaH-
cTBa OTMeyaeTcs KpaillHe pegko. OTtcyTcTBne 50% 3Toro
npocTpaHcTBa MPUBOAUT K pPasBUTUIO BOASAHKW TOJIOBHOTO
mo3ra. AreHesus cybapaxHOWAANbHOro MNPOCTpPaHCTBa CO-
MPOBOXAAaeTCA HapylweHWeM BpacTaHUA KPOBEHOCHbIX COCY-
[OB U3 MArCKOW MO3roBoil 060104YKM B BELLECTBO TO/I0OBHOIO
.M03ra n OTCYyTCTBMEM BCnefCcTBMe 3TOro BupxoB—Po6eHOB-

Puc. 32. Pacuwennexne
CUNbBMEBA  BOAOMNPOBOAA:

a — Ha MHOXecTBO Men-
KUX xopgoe, X42; 6 —
6onee  KpynHble Xofpbl

(kaypanbHee), X21; B —
TOo xe, X120. Okpacka
reMaTOKCUNH-303MHOM
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ckux npocTtpaHcTB (HepgsbBegb, 1972). bnnskume no mopdo-
reHesy (opMbl BHYTPeHHel rugpouedanmMm noayyeHbl B 3KC-
nepumeHte (Kohn et al., 1984), korga o6pasoBanacb HoBas
NUHUS 6enbiX KpbIC, Y KOTOpbIX 44% noTtomcTBa 6bi10 Mo-
paXeHO BPOXAEHHONW ruagpouedanmeid mn3-3a BblPaXXEHHON
runonnasmm nuaapaxHomfanbHbiX KIeTOK U COCY[O0B.
Bpo>kgeHHaa BoffHKa TO0N0BHOro Mo3sra (rugpoueda-
nnA) — ype3MepHoe HaKOMNeHWe B BEHTPUKYNSPHOW CcucTe-

Puc. 33.Mopok [OaHan—YopKepa, annasvsa 4vepBs MO3XKEYKa, KUCTO3HOe
paclwmpeHune 4eTBepTOro xenygouka (K, 1 mec)

Me unM B cybapaxHoujaibHOM MPOCTPaHCTBE CAUHHOMO3rO-
BOM XMWAKOCTW, COMPOBOXAawleecs aTpodueil MO3rosoro
BelecTBa. B 3aBMCMMOCTM OT MecTa HaKOMAeHWUS XWUAKOCTU
pasnuyarTca ABe KAMHWKO-MoOpdonormyeckue OpMbl: BHY-
TPEHHAS U HapyXHas. Tpun BHYTPEHHel NUKBOP Hakanim-
BaeTCH B BEHTPUKYNAPHON cucTeMe, rnaBHbIM 06pa3om B
OOKOBbIX XenyfouyKax, KOTOpble 3HAYNTENbHO pacLuMpsAlTCs
(puc. 34), 6enoe BewecTBOo 60MbWMX NOMAYWAPUA UCTOHYA-
eTcs, a NOAKOPKOBble sAfepHble 06pa3oBaHWs ynaouiatlTcs.
Mpu HapyXHOW rugpouedannu NUKBOP HaKanauMBaeTcs B
cybapaxHompanbHOM ¥ cyb6aypanbHOM MpPOCTpaHCTBaXx.
Ons obenx Gopm BpPOXAEHHOW ruapouedanum xapak-
TepHbl 06UiMe MNpPU3HAKU: YyBelUYeHWe pasMepoB [O/0BbI
(puc. 35), pacxoxpeHue M UCTOHYEHWe KOCTel uepena, Ya-
CTO Cc 06pa3oBaHMEM TaK HasblBaeMbIX NanblieBbiX BAaBe-
HWA, B KOTOPbIX Ha MeCcTe KOCTHOW TKaHW MHOrfga ocTaeTcs
TOHKas (ubpos3Has nepenoHKa, BblbyxaHWe POAHWYKOB, pes-
KOe HecOoOTBETCTBME MeXAY pa3MepamMy NULEBOr0 W MO3ro-
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BOro yepena. B BbipaXeHHbIX cfay4dasx rugpouedanmu nuuo
KaXeTcs ManeHbKMM, 106 HaBMCaeT, KOXa yepena MoOKpbiTa
pefikumMun Bofiocamu. Ha koxe nb6a M BONOCUCTON 4vacTu ro-
JIOBbl MOXHO 3aMeTUTb paclWwMpeHHble MOLKOXHble BEeHbI.
KocTu yepena, ocobeHHO B o6nacT ero cBoja, pe3ko UCTOH-
YyeHbl, nHorga fgo 0,5—1,0 mm. lManbueBble BAaBAEHUA 06-
HapyxuBatwTcs B 46—50% cny4vyaeB BPOXAEHHOW ruapo-
uedanumn. 99% cnyyaeB 06YCNOBMAEHO HapYLEHUAMMN OTTOKaA

Puc. 34. BpoxpaeHHas BHYTpeHHAs rugpouedanua (M, 4 cyT): a — BUA.
cBepxy, 6 — paspes no ®nekcury

nnkKBopa B cybapaxHoupanbHOoe npocTpaHcTBOo (HeasbBegb,
1970).

MpuynHoli BOASHKN FOMIOBHOFO MO3ra TakXe MOryT 6biThb
HEKOTOpble aHOManuu pas3BUTUA OCHOBAHWA Yepena W Liei-
HOro OTAena MO3BOHOYHMKA: nnatmbasma, nopok Knaunne-
na—®elind, pa3nuyHble (QOpMbl KpPaHMOCTEHO3a, axoHApo-
reHes u ap. KpaiiHe peAgko BpoXAeHHas rugpouedanus mo-
XeT ABUTbCA CNEACTBMEM MOBbILIEHHON NPOAYKLMM NUKBOpa
UNN €ero HapyweHHoi pesop6bumm (MypuH, XXykoBa, 1976).
HekoTopble aBTOpbl COMHEBAKTCH B CyLLeCTBOBAHMW Tunep-
CEKPeTOPHON QopMbl rugpouedanuun, cymtas, 4YTO YCUEH-
Has NpoOAYKUMSA CAMHHOMO3rOBOW XMWAKOCTKW, Aaxe npu Ha-
ANYMM  NanunnomMbl  COCYAUCTOrO CMMETEeHWSs, He [JOoKa3aHa.
OnucaHbl cay4vyan HapylleHus pes3opbuun nMkKBopa npu atpe-
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3MN 1N CTeHO03axX BEHO3HbLIX CUHYCOB TBep,ﬂ,OI‘/JI MO3roBoii 060-

J1° KNUHWYeEeCKN pa3nnyarT fABE OCHOBHble (hOPMbl BPOXAEH-
HOM ruapouedanuun: coobwalwwWyocs U OKK/IH3UOHHYIO
(Mprep 1982). Mo pgaHHbiM B. M. MypuHa (1968), uwucno
cny4yaeB coobuiatowelics opMbl 3HaYMTeNbHO npeob6naga-
eT Haj 4acToTOin OKK/O3MOHHOI, 4TO BPS4 X CNpaBegnunBo
B OTHOLUEHMMN BPOXAEHHbIX (hOPM BOASSHKU TOMOBHOrO MO3-
Ta, O6onbwWwas YacTb KOTOPbIX
obycnoBfieHa HapyLlleHUs MM Npo-
XOAWMOCTW CUNbBMEBA BOAOMNPO-
BO/A.

Mmaopouedanns y HOBOPOX-
[LEHHbIX MOXeT 3Ha4yuTeNbHO OT-
nnyaTbCa OT BOAAHKMW, BO3HUK-
e mocne 3aKpbITUS LWBOB, TakK
KaK pasmepbl ronoBbl pebeHka B
nocnefHeM c/ayyae 4acTo OCTa-
FOTCA HEKOTOPOE BpemMs HOpMalib-
HbIMU. YMepeHHble (POPMbl BHYT-
peHHel rmgpouedanmu, coyeTtaro-
Wwmecs C armpuein m cocTaBnsio-
wme MOPGOSOrMYecKy0 OCHOBY
-cmHgpoma Bapb6bypra  (AyTe,
Mattei, 1983), TakXe He conpo-

Puc. 35. YBenuyeHue ronosbl npu
BPOX/AEHHOI rugpouedanun (k, 0)

BOX[JAKTCA 3aMEeTHbIM YBeNWYeHWeM pa3MepoB FONOBKW pe-
6eHka. KpaliHe pegko BCTpeyalTCsi aCUMMeTPUUYHbIe (HOPMbI
BPOXAEHHON rugpouedannun, Korja pacliMpsieTcsd OAUH U3
60KOBbIX XenyaoukoB. [puynHOl Takoli (GOpMbl BOAAHKN
ro/IOBHOro Mo3ra SIBAfeTCA aTpe3Ms OJHOro M3 OTBepCTUM
MoHpO unu ero obnuTepauma pasnMyHoin npupopbl. NHorga
B reHese acMMMeETPUYHON BOASHKM TONOBHOrO0 MO3ra” 60nb-
WY pONMb MrpawT BPOXAEHHbIE HapylleHWS MATKOW MO3-
roBoil 060/104KM B 06/1aCTU MOPaXKeHHOro (pacliMpPeHHOro)
nonywapua ronosHoro mosra (HepgsebBegb, 1972).

HecmoTps Ha TO 4TO Kopa 60nbWIKMX MOAywapuu cTpa-
faeT 3HAYMTENbHO MeHblle, YeM 6efnoe BewWecTBO, B Hell npw



BPOXAEHHOW rugpouedann TakXe BO3HWKAKOT pas3nyHble
n3MeHeHns. Mopgonornyeckme uccnefoBaHMa MNO3BONUAN
YCTaHOBWTbL TPM TUNA HapyLleHus ee LUTOApXUTEKTOHUKHU
(HepsbBegb, 1971): 1— cryuweHune xopowo auddepeHuyn-
POBAHHbLIX KNETOYHbIX 3/1EMEHTOB pa3/INYHbIX CMOEB Mpu
COXpPaHeHWN MNOCMOMHOro cTpoeHusa kopbl (puc. 36, a); 2-—
nocnoiiHas CTPYKTypa KOpPbl COXpaHeHa, OfHaKO HelipoHbI
KOpbl  HefjocTaTO4HO AuddepeHumposaHbl  (puc. 36, 06)
BC/leACTBME TOrO, YTO B TPeTbeM C/0e KOPbl OHUM MMEHT
OKpyrnyw ¢GopMy u UlLeHbl anuKalbHbIX OTPOCTKOB, pa-
LuapHas MCYEpPUYEHHOCTb KOpbl He onpegensercs; 3 — yuTo-
apXMTEKTOHMKA MOMHOCTbIO HapyleHa, nocnoiiHas audge-
peHumnauma Kopbl oTcyTcTByeT (puc. 36, B), Kopa npegcraBne-
Ha 6ecnopsafo4YHO PacnoNOXEHHbIMWU HelipoHaMW pas3fMyHOM
cTeneHn andhepeHLNpPOBKN.

Takas cucTemaTMsaumsa U3MEHEHW Kopbl MMeeT 60/b-
lIOe MpaKTMYecKoe 3HayeHWe, TaK KakK Haauuue onpepencH-
HbIX HapyLeHUn ee LMTOApXMTEKTOHUKN MO3BONAET YETKO
OT/INYNTL BPOXAEHHYI rugpouedanuo 0T NPUOBPETEHHOMN,
B psifje CliyyaeB ONpejennTb BpeMsi ee BO3HUKHOBEHUS, a B
cnyyasx mccnefgoBaHus GUOMCUIAHOTO mMaTepuana ycTaHOBUTb
NPOrHo3 rugpouedannu.

PaclwnpeHne BEHTPUKYNSAPHO/ CUCTEMbl U MOBbIWEHNE
MHTpaKpaHWanbHOro AaBneHUs MNPUBOAUT K BTOPWUYHBIM W3-
MEHeHWAM cTBOMa M Mo3Xedka. [Mpu atom Chiari (1987)
BblAenseT TPU TuMa HapyleHWii MO3Xeuyka Mpu BHYTPeHHEN
rugpouedanuun: yaJIMHeHWEe MUHAANWH MO3Xeuyka, CMelle-
HMe MO3Xe4yka N0 OTHOLEHWI K CTBONIOBbIM OTAenam
YONVHEHWe YeTBEPTOro Xenyfouyka, pasButue cuHapoma Ap-
Honbfa—Kuapu. Ecnu BogsiHKa TFONMIOBHOTO MO3ra pa3BuBa-
eTCS Ha paHHMX 3Tanax BHYTPUYTPOOBHOro pa3BUTMA, TO NAOA
MOXeT NornbHyTb A0 POXAeHUs W MauepupyeTcsa. B Takumx
cnyvyasax uccnefoBaHWe UM OLEHKa W3MEHEHWIA TOMOBHOTO
Mo3ra KpaivHe 3aTpyaHeHbl. WHorga nnop normbaet B po-
fax Uu3-3a BblpaXEHHOro HecoOTBETCTBMA pa3MepoB rOJOB-
KW 1 popoBbIX nyTeii. W3 poAMBLIMXCA XWUBbIMU 60OMbLUAs
yacTb [eTeil Cc BPOXAEHHOW rugpouedanueil BCKOpe YyMU-
paeT BCNeACTBME NpOrpeccupoBaHMa mnpouecca WAuW Xe npu-
COEAVNHUBLLUNXCA UH(EKLNNA.

M3BeCTHbl C/llyyam CcamMOMpoM3BONIbHOTO  paspelueHuns
BPOXAEHHON rugpouedanum B pesynbTaTe CMNOHTAHHOrO Mpo-
pblBa CTEHKM 6GOKOBOr0O >Xenyfouka MAM MO30AMCTOro Tena.
Y 6onee cTapwmx pfeTeil M3-3a CAABMAEHUS runotanamyca,
runogusa u Apyrux OTAeN0B [O/0BHOrO MO3ra BO3MOXHO
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o6pa3oBaHMe OCTPbIX A3B CTEHKU Xenygka WA [ABeHapjua-
TUNEPCTHOW KWULWKK, YTO HEpeaKo MNPUBOAUT K CMepTesbHO-
MYy KpPOBOTEUYEHWIO UMM K nepdopaynn cCTeHKU. B HeKOTOpPbIX
cnyyasix BPOXAEHHON ruapouedanum MOXeT 0TMeyaTbCs
npexAeBpeMeHHOe NOMoBOe co3peBaHUe peGeHKa.

T
Puc. 36. BapuaHTbl CTpPOEHUS KO-
pbl  60MbLWIMX NOAyLWapuii  npu
BPOX/AEHHOW BHYTpPEeHHEN ruapo-
uetanun (nobHas pgond): a -

e %A - . A nocnoiiHoe CTPOeHWe Kopbl  CO-

n:y X fdf.  wec R -® XpaHeHo (X, 8,5 4), 6 — Kopa

¢ HefudepeHLMPOBaHHbIMU Heli-
etjE \or¥rke® TH* ke -, poHamn (k, 20 cyT), B — non-
. HOe HapylleHWe LMTOapXMTEeKTO-

61> 1% HAKN (K, 0)



MHorga y HOBOPOXAEHHbIX COXpaHseTca (eTanbHas
BEHTPUKYNApHasa CUCTeMa, 4TO XapakTepusyeTcsa yBenuye-
HMeM ee" 06beMa MO0 OTHOLEHWUK K TO/LIMHE CTEHKU MO3ro-
BOW TKaHW 60nbWKNX nonywapuini. BmecTe ¢ TemM 60nbline
nonywapua COXPaHAT HOPManbHYH KOHMUrypauuo, Uuto-
apXUTEKTOHMKA KOpbl He HapylleHa. OTOT MOPOK pa3BUTUSA
BEHTPUKYNAPHON cucTeMbl nossnsetcsd Ha 10— 16-i Hepene
NecTauMoHHOro nepuoja W NOAy4YWN Ha3BaHue Konbnoueda-
nun (Sidman, Rakic, 1982).

YacTtoTa  BPOXAEHHOW rmgpoueanuu cocTasnaet
0,5 : 1000 poxgeHunin (HepsbBeab, 1970) u aBndetca npe-
MMYLLECTBEHHO CNeACTBMEM rametonaTuy uam ambépuonartuum,
pexe — paHHeli unau nosfgHein Qetonatmm (HEKPOTUYECKOTO
MEHWHTr03HUedannTa, BbI3BAHHOTO TOKCOMN/Aa3MOW, AUCTepu-
03HOI Manoykoi, BUPYCOM WHKMKO3MOHHON ULMTOMEranum u
ap.). Mpu HacneacTBEHHbIX (hopMax W30MMPOBAHHOW TUAPO-
uedanmMy pPUCK NMOBTOPHOr0 poXJAeHuUs pebeHKa C 3TUM Mo-
pOKOM paBeH 2—3% © B 3HAYMTENbHON Mepe 3aBUCUT OT
3aTMoNorMM 1 BUAa HacnefoBaHUA. BpoxAeHHYW rugpoue-
hanuio HeobXO0A4MMO OT/NMYaTb OT Makpouedanmum u rugpa-
HaHUedanum. 0

nopaHaHuedanma — BpOXAEHHbIN nopok LiHb, Xxapak-
TEpU3YKLWNIACA MOAHLIM WX NOYTU MONHbLIM OTCYTCTBUEM
60MbWMNX MONYyWapuUiA rofOBHOrO MO3ra Mpu COXPaHeHWUu
KOCTeli cBOAa 4epena M MATKUX TKaHel ronosbl. [onoBa
npu 3TOM O06bIYHO MMEET HOpMalibHble pa3Mepbl U OPMY.
B oTAenbHbIX cny4vyasx OHa MOXeT OblTb HECKONbKO YBENU-
yeHa. MMonocTb yepena 3anmofiHeHa MPO3payHON, 4alle CBeT-
NO-XeNnTon, XUAKoCcTbi. MpojonrosaTblii MO3F U MO3XEUYOK
coxpaHeHbl (puc. 37). B pegkmx crnydasx MO3XKeYOK Takxe
paspylweH B pe3ynbTaTe MacCUBHbIX KPOBOWU3INUAHUU U
HEeKpO30B COCYAMUCTOro npoucxoxgeHma (Roessmann, Parks,
1978). . )

OnucaHHble Hori n Minwegen (1984) u3MeHeHUs ro-
NOBHOrO MoO3ra y MalepupoBaHHOro nfaofa, poAaMBLUErocs
Ha 30-n Hegene GepemMeHHOCTW, BPAA MW MNpeAcTaBnsAOT co-
60/ MposiBNeHUEe ruapaHaHuedanum, Tak Kak Kopa 601bWwKX
nonywapuii 6blna coxpaHeHa, a nopanexauee 6enoe Be-
LLeCTBO HEKPOTM3NPOBAHO C ABMeHUAMU Aupdy3HOM Bocna-
NUTeNbHOW peakuun. B HeEKOTOpbIX Ccly4vasax ruapaHaHue-
anum orcyrcrsyer CPELHMUIA MO3F, MHOTAA OCTATKA BUCOYHbIX
M 3aTblIOYHbIX A0Neil OonpefensTCcs NUWb B BUAE eau-
HUYHBIX TOMKUX W3BH/IUH, COELWHEHHbLIX CO CTBO/IOBbIMWU OT-
fenamu.
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Bnepsble 3TOT nopok 6bin onucaH XX. KploBenbe B
1835 r nof HasBaHWeM «ruapouedanMyeckas aHaHueda-
nna» B HacTosllee BpeMs CyLW,eCTBYeT HECKO/IbKO MpeAno-
NOXEHUA OTHOCUTENIBHO MeXaHW3Ma BO3HWKHOBEHWS Tugpa-
HaHUedanun. CTOPOHHUKM COCYAWCTON Teopunm paccMmaTtpu-
BalOT €e KaK CMefCTBME HapyLeEeHWs KPOBOCHabGXeHWs pas-
BMBAlOWLErOCH MO3ra Ha paHHMX 3Tanax 3mMb6puoreHesa c
nocnegywouwen pesopbumein chopmMMpPoOBaHHONW  MO3rOBOWA

Puc 37. TmgpaHaHuedanusa (M, 3 cCyT): a — OCHOBaHuWe 4Yepena (BuUf
cBepxy) B 3agHeli uyepenHoi sMe pacnofiodkeH MO3XevyoK (MO3XeuyKo-
Bblli HameT cHAT); 6 — LIHC npegcTaBneHa CTBOMOBbIMKU  OTAeNamu,

MO3>XEYKOM W CNMUHHBIM MO3rom

TkaHu (Dietze, Urban, 1965). B reHese Takoro nospexge-
HUS, 04YeBUAHO, 6GONbLLWYK POAb UrpalT HapyLeHUs pasBu-
TUA'" OCHOBHbIX MO3rOBbIX COCYA0B. CTOPOHHWUKU ruapoLe-
thanmyeckoi Teopun monararT, YTO ruapaHaHuedanma npeg-
cTaBnsieT coboil KpaliHIO CcTeneHb rugpouedannun. KoHeu-
Hbli MO3F B TakKMX Cliyyasix MOCTeNeHHO mnpeBpaliaeTcs B
TOHKOCTEHHbIA MELIOK, HamO/IHEHHbI NIMKBOPOM, KOTOPbIN
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Hepegko  paspbiBaetcd  (Majewska, Lehman-Borowska,

1966).

I‘I)o HalwemMy MHEHMWIO, OCHOBHbIM B MOp{oreHese rugpa-
HaHUedanun ABNAeTCA TOTajlbHOE HapylleHwe pa3BuTuUA
MSIFKO/ MO3roBOi 060/104KM Ha paHHWX 3Tanax amb6puore-
Hesa, Korga He NMPOUCXOAWUT ee pasfefieHns Ha MayTUHHBIA U
COCYAMCTbIA NUCTKWU. B pesynbTaTe cocyfbl MSArKoi MoO3ro-
BO 060M104KM He BpacTalT B MNOANexaliee MO3r0BOe Be-
WwecTBo 60nbWMX MOAylWapuWin, YTO B CBOK O0Yepeib Bedet
K HapylweHWaM pa3BUTUA KOPbl W APYruxX OTAE/0B KOHeu-
Horo Mmo3sra. lpu 3Tom He ob6pasytTca BupxoB—Pob6eHOB-
CKWEe MpOCTpaHCTBa, 4YTO HapyllaeT BcacbiBaHWe NMKBOpa U
obycnoBnmBaeT pas3BUTME MPOrpeccUpyroleil BHYTPEHHEN
rmgpouedanun. Y nnoaoB u AeTei 1-ro roga naxuoHOBbI
rpaHynsiuMm OTCYTCTBYIOT, B TO BpeMsa Kak y pgeTeil 6onee
CTapliero Bo3pacTa W Yy B3pOCAbIX NlOAeli OHW ABAAKOTCA
OfHOW M3 BaXHbIX CTPYKTYp, BCacbiBalWKUX CMNUHHOMO3rO-
BYH XXWAKOCTb.

Mogo6bHoe 06BACHEHWE MOATBEPXJaeTcAa HalMyMem He-
pa3fgeneHHON Ha NUCTKU MATKOW  MO3roBoi 060/10YKKM BO
BCEX Cly4yasx ruppaHsHuepanmn. O6004YKa BbIABNAETCH
TO/IbKO MPW MUKPOCKOMWUYECKOM WCCNeLO0BaHUM Ha BHYTPEH-
Heli MOBEPXHOCTM TBepAOW MO3roBoi o6onouyku. [lokasa-
TENIbCTBOM CAYXWUT TakXe MOJIHOe OTCYTCTBME KPOBEHOCHBIX
COCY[l0B B COXpaHMBLUECA MaacTUHKe MO3rOBOr0 BelyecTBa
(puc. 38), TakXxe BbIABMAEMONW MUKPOCKOMUYECKN U NULLIEH-
HOll KakuX 6bl TO HWM ObII0 MPU3HAKOB KOPbl. ITa MNAACTUH-

Puc. 38. IuppaHaHuedanua (npogon-

XeHune). Mosroeas o6onoyka B obnac-

T CBOfa uYepena: BBepXy — TBepAas,
noj Heihi — mMsArkas 6e3 pasgeneHus Ha

NNCTKW, BHU3Y — nN/1aCTUHKa MO3r0BO#A

TKaHu (To Xe HabnwgeHue). OKpacka
remMaToKCUANH-303MHOM, X70



Ka MO3roBoii 060/104KU NNLLIEHA W 3NEHAUMAapPHOW BbICTUAKU.

YacTtoTa rugpaHaHuedanmn konebnerca ot 15 po
5: 1000 pogumBwwuxcs (Nau et al., 1979). B matepuane Te-
paTonornyeckoro ueHtpa r. MuHcka cpegun 1218 ymeplumx
[JeTeil C BPOXAEHHbIMMW MOPOKaMW ruapaHaHuedannsa obHa-
py>XeHa NulWb B Tpex cnydyasx, MpUYeM B KaXOM W3 HUX
PALOM C MATKOW MO3roBOi 0060/104YKON ObIMM  BbIABNEHbI

Puc. 39. HapyxHaa rugpouecdanua (M, 26 cyT). bonbwue nonywapus
YMeHblUEHbl, CcnaBlwunecd. B 3afHeil 4acTu MO301MCTOrO Tena paspbiB,
(ykasaH cTpenkoit)

Puc. 40. BogsHka nAToro xenygouka (K, 4 cyT)
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OCTaTKU MO3rOBOW TKaHW B BMAe TOHKOW MOMOCKM, cCOCTOA-
weli M3 KNeTOK MakKpOriMnM M HEPBHbIX BONOKOH (HepsbBenb,
OCTFOBCKaFI, 1983).

aK KakK CTBOJIOBble OTAefbl FOIOBHOrO MoO3ra npu rug-
paHaHUedanum COXpaHeHbl, 3TOT MOPOK KaKoe-TO BpPeEMS
MOXeT O6biTb COBMECTUM C XMU3Hb. B  npuxnsHeHHON
LunarHocTuke 6onbloe 3HavyeHWe uMeeT AuadaHockona*
(Dietze, Urban, 1965). EugpaHaHuedanuto cnegyetr oTnu-
4aTb OT BblpaXeHHbIX (OPM BPOXAEHHON BHYTPEHHEN rup-
pouetanuun, Npu KOTOPbIX BCerga CoxpaHaeTrcs Kopa 60/b-
WMX MONywapuii, a TakXe OT HapyXHOW rugpouedanum,
Korga 6onblwue nonywapus BCRefCcTBUE PasfiIMYHbIX NaTo-
NOTMYECKUX MpoueccoB cMopliMBarTca U cnajatoTca. Of-
HakKo B c/ayyasx HapyXHoOW rugpouedanum, HecMOTps Ha
3HauMTeNbHOe HaKoMAeHWe JMKBOpa B MOMOCTU 4Yepena MU
YMeHblleHWe pa3mepoB 00MbWMWX MNoAywapuu, Bcerga npu
OCMOTpe OonpefensioTcs W3BWUAWHLI  6ONLLWIKNX NONyWapumn
/puc. *39). Takue W3MeHEHUs rONOBHOFO MO3ra MOryT 6bITb
pe3ynbTaTOM BHYTPUYTPOBGHOr0O MeHUHrosHuedanuta (Hon,
Minwegen, 1984). 3HauuMTeNbHbIM HaKOMAEHWEM fMKBOpPa
B MOJIOCTM 4epena COMPOBOXJAaeTcAa M rojonposeHuedanus,
0[HAKO 3TOT NMOPOK MMEeT YeTKME OT/INYUTENbHbIEe MOpPdOSOo-
rmyeckre 0co6eHHOCTMW.

OcTaeTca Manou3y4yeHHOW npo6nema MNepcUCTUPOBAHUA
Yy HOBOPOX/AEHHbIX AeTeil M faxke B3pOC/AbIX NOAedl N0aoCTu
NMpo3payHbIX Meperopojok B BMAe TaK Ha3blBaeMoro naToro
xenypouka (puc. 40). B Hopme 3Ta MONOCTb, Kak npasuio,
OTCYTCTBYeT W COXPaHAeTCA /fiUWb Y HEKOTOPbIX BWUAOB
06e3bAH (Sidman, Rakic, 1982). MonocTb Npo3payHbIX ne-
peropofoK MOXeT 6biTb paclupeHa y pfeTeidi ¢ ayTocoM-
HbIMW CUHApOMaMu (Tpucomumn 18 m 21), a B cayyasxX CUH-
Apoma Py6uHWTeHa—Teilbu NATbLIA Xenynouyek coobuiaeT-
CA C BEHTPUKYNAPHOW CUCTeMOl B pe3y/nbTaTe aHOManuu
y3feuyku, annasum uaum runonnasum mosonuctoro Tena (fla-
310K 1 gp., 1983).



FnaBa3

BPOXXAEHHbIE HAPYLIEHWNA PA3BUTUSA
LEHTPA/IbHOWM HEPBHOW CUCTEMBbI
MNP AYTOCOMHbBIX CUHAPOMAX MBIIP

B nepvHaTanbHbIA U LETCKUA Nepuofbl CMEpPTHOCTb
OT cuHagpomoB MBIIP, 06ycnoBAEHHbIX YWUCAOBLIMW WU
CTPYKTYpPHbIMKU abeppauuamu ayTocom, coctaBnfetr 1Y /o
(Foussereau et al.,’ 1971). B 0CHOBHOM BCTpevarTCsi Ha-
pyweHuUs ABYX TUMNOB — TPUCOMUA W MOHOCOMUSA. MoHOcCO-
Mun (OTCYTCTBME OAHON M3 XPOMOCOM) B CWUCTEME ayTOCOM
B NMaTtoforum 4enoBeka KpaliHe pefku. Tpucomusa — 3To Ha-
nnyne [06aBOYHOI XPOMOCOMBI, KOrga o6Liee 4YMCno Xpo-
MOCOM paBHO 47. [J06aBOYHOI MOXET ObiTb NM06Gas ayto- u
roHocoma. Hambonee yacto y 4yenoBeka BCTpeyawTCcs Tpu-
comun 13, 18 m 21-ii nap Xxpomocom, obycnosauBaroLmne
pasButue cuHgpomos Matay, 3pgBapaca u LayHa #hoTeeT-
CTBEHHO.

Cpefun CTPYKTYPHbIX MepecTpoeK ayTocoMm pasfunyatrT
fefleHnn, KoNMbLeBUHble XPOMOCOMbI, TpaHCNOKaLnun, UHBep-
cum n gp. Oeneuynm npefcTaBndT cob6oi yTpaTy XpoMmo-
COMHOro Matepuana AAMHHBLIMW WAW  KOPOTKUMU Maeyamu
XPOMOCOMbI. Y u4efnoBeka HabnwpgawTca cnydaum feneuuu
KOpPOTKOro nneya 4-i XpoMOCOMbl, Bbl3blBaloWeil pasBuTue
CUHAPOMA Bonbda— XUPLWXOPHA, W [efeynun  AAMHHOTO
nneya 13-i XpOMOCOMbI, KOTOpas CONPOBOXAAETCA CUHAPO-
mMom_Opb6enu. .

Mo TpaHcnokaumein NOHMMAOT «MNONOMKWU» B ABYX XpO-
MOCOMax C MOCNeAylLWMUM rnepeMelieHneM «OTNOMaBLIKX-
cA» (parMeHTOB. TpaHcnokKauus MOXeT 6biTb cbanaHcmpo-
BaHHOM, ecnuM OHa He COMPOBOXAaeTcA MW3MeHeHWeM KONu-
yecTBa XpPOMOCOMHOro maTepuana, U HecbanaHCMPOBaHHOM,
Korga BO3HMKaeT W30bITOK WAW HEJOCTATOK TeX WAW MUHbIX
y4aCTKOB XPOMOCOM.

Oco6bIii BuA feneunini — KONbLEeBUAHbIE XPOMOCOMbI
oTMeyaeTcd nNpuM MojoMKax B 060MX nNjaeyax C mnocnegy-
IOWKUM 3aMblKaHWEM OCTaBLUeNCAa CTPYKTYpbl B KOAbLO. WH-
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BEPCUAMM Ha3blBalOT MNEpPecTpoiiku, MNPOUCXOAfiLLMe BCNef-
CTBUE [ABYX «MOJIOMOK» XPOMOCOMbl C MepeBepTbIBAHUEM Ha
180° cermeHTa, HaxoAdALLerocsa Mexpgy nosomkamu. Ecnu
mo0e NOMIOMKW NOKasn3oBaHbl MO0 OAHY CTOPOHY OT LEHTpo-
Mepbl, WHBEPCUA Ha3blBAeTCH MNapaLeHTPUUYecKOoi, ecanm no
06e CTOpPOHbI — MepuuUeHTpuyeckoin. Ecnm npoucxogut He
NpofofbHOE, a MOoMepevyHoe AefleHMe XPOMOCOMbI B Melio3e,
BO3HMKaeT abeppauyma nopj HasBaHMeM wM30xpomocoma (y
yenoBeka BCTpeyaeTca peAko). W3 HapylweHUd NAOMAHOCTU
y 4yenoBeka BCTpeyaeTca NUWb TPUNIOMAHAA, XapaKTepu-
3ylowanca Hanuumem p[o6aBOYHOro Habopa XpoOMOCOM.
XpoOMOCOMHble abeppauuu, Kak 4YUCNOBble, TakK U CTPYK-
TYPHble, CAyXaT MPUYMHON LEeNnoro psaja HapyweHuin pas-
BUTUA B 3MbBpuMoOreHese U CONPOBOXAAIOTCA OMNpefeneHHbIMU
KAMHUYECKUMWU MPOABNEHUAMU. YCTAHOBNEHO, 4YTO KaXjo-
My BuMay abeppauum CBONCTBEH CBOW KOMMEKC MOPOKOB
pasBMTUA- U KAWHUYECKMX cumnTomoB (Jlaswok, 1974).

LUHC MNPV CUHAPOME MATAY
(TPUCOMUSA 13)

CuHgpom MMatay (Tpucomus 13) Bnepsble onucaH
K. MaTtay c¢ coaBT. B 1960 r. YacTtoTa 93TOr0 CcuUHApOMa B
cpegHem cocTtaBndeT 1:5149 poxpgeHuin (Slastok, 1974).
LeTn ¢ cnHgpomom [llaTtay POXAAKTCA C UCTUHHON MpeHa-
TanbHOW runonnasveir. OfHUM U3 Haubonee TUMUYHBIX
NPU3HAKOB 3TOr0 CUMHApPOMA ABNfeTcsA pacwenneHue (06bly-
HO [BYCTOPOHHee) BepXxHell rybbl M HEBa C cCOXpaHeHUeM
OCTaTKOB 3MOGPMOHANbHbLIX CPEAWHHbIX HOCOBbIX OTPOCTKOB.
K Haub6onee nNOCTOAHHbIM MNpU3HaKaM CUHAPOMA TPUCOMUM
13 oTHOCATCHA TakXe MNONMAaKTUNWUA, (NEeKCOPHOe MOooXe-
HUe KWUCTe, [ABYCTOPOHHAA MUKpPODTanbMus, pasNuyHbie
:MOPOKM CepLevYHO-COCYAUCTOM, MOYEMNon0BOM  cuUCTeM, Op-
raHoB nuuiesapeHus (Jlaswok, Jlypbe, 1979).
iB 3aBUCUMOCTU OT COCTOSSHUS CPEAUHHbIX CTPYKTYp Nu-
Lua BblAenAawT ABa BapuaHTa cuHgpoma [lMaTtay (Snodgrass
et al., 1966): Tun | — c xelnorHatonanatocxusom (puc.
*41,a)’ Tun Il — 6e3 pacwennHbl NNLEBbIX CTPYKTyp (puc.
41, <91 B pdApe cnyyvaeB O06GHapyXxmuBakTca rpybble NOPOKU
nuua, CBA3aHHbIE C THXKENbIMWU HapylWeHUnaMW pa3BuUTUA TO-
WOBHOro mosra: uumknonus (Kosnosa u gp., 1976), saTmoue-
(dbanuns (Karseras, Laurence, 1975) wu uyebouedanua (pwuc.
41, 6) (Lazjuk et al., 1976). CwuHgpom TaTtay Tuna Il
BCTpeyaeTcs pefko. OH 6bln o6HapyXeH fuWb B O4HOM U3
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32 COOGCTBEHHbIX HabNAeHWA 3TOro cuHapoma. Mpu 3TOM
MMena MeCTO BblpaXeHHasa TpuroHoueganua (puc. 42",
06ycnoBneHHas cpalleHMemM N06HbIX KOCTeid nog yrnom 90°.

B 3aBMCMMOCTM OT MaKpPOCKOMUYECKUX W3MEHEHWUIA ro-
NOBHOTO MO3ra BCe HabnwgeHus TpucoMmu 13 MOXHO
YCNOBHO pa3fennTb Ha TpU rpynnbl: 1— c Mopokamu npo-
3eHuedannyeckol rpynnbl; 2 —cC apuHeHuedanuen; 3 —
6e3 apuHeHUedanunM n 6NU3KNX K Heil HapyLEeHWin pa3Bu-
TUA TONOBHOrO Mo3ra. B 6onbweil yacTu cnydvyaeB OMMCaH-
HbIM W3MEHEHUAM COOTBETCTBYHOT ONpefe/ieHHble HapyLle-
HUA NULeBbIX CTPYKTyp. Twun | cuHgpoma T[laTay 06bI4HO
COMpoBOX/JaeTcs apuHeHuetanuei, T. e. OTCyTCTBMEM 060-
HATENbHbIX NYKOBWL, TPAKTOB W NMacCTUHOK.

OuyeBuUAHO, cnepyeT cornacuTbcsi ¢ MHeHuem Laurence

Puc. 41. Tunbl HapyLieHua
NULUEBBLIX  CTPYKTYp  npu
cuHapome [MaTtay: a —
XeiinorHatonanatocxus (M,
0), 6 — 6e3 paclienunHbl
nua (M, 5 4), B — Ue-
6ouedanuna (k, 1u)
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n Ismael (1969) o TOM, 4YTO TEPMUH «apuHeHUedanna» He
COBCEM TOYEH, TaK KaK Mpu AaHHOW NaTonorum OoTCyTCTBYHOT
TONbKO nepudepuyeckne oTAeNbl OOOHATENbHOro aHanm3a-
Topa, a He Becb OOGOHATENbHbIA MO3r. OfHAKO C W3BECTHOW
MOMpPaBKOA TEPMWHOM «apuHeHUedanus» MOXHO MNOMAb30-
BaTbCHA, HO NMWb B TeX Cny4vasx, Korga OOOHATeNbHble Ny-
KOBWUbI, TPaKTbl W MAACTUHKM MNOMHOCTbIO OTCYTCTBYIOT, a
He runonnasuposaHbl. Ans cuHapoma [lMatay Tuna Il apm-
HeHUe(anMa He XapakTepHa.
Mo-BuAMMOMY, WMEHHO 3TO
nosgonuno A. Taylor (1968)
cymTatb, 4Yto B 3 u3 24 onu-
CaHHbIX el HabnwaeHWd Tpu-
commn 13 LUHC 6bina He u3-
MeHeHa. B Hawem Habnwopge-
HuUM cuHgpoma Matay tuna Il
060HATENbHbIE CTPYKTYpPbl Obl-
NN MOJNIHOCTbIO COXPaHeHbl ¢
HEeKOTOpOl rmnonnasuein ogHoOM
M3 060HATENbHbIX JIYKOBUL,.

Puc. 42. TpuroHouedanusa (cBog,
yepena) (M, 2 cyT)

B page cnydaeB cuHgpom [llatay conpoBoXpjaetca Mo-
pokamy npo3eHueanMyeckoi rpynnbl, KOTOPble ABAAKTCS
CNefiCTBMEM HapyleHUs OLHOro M3 OCHOBHbIX MPOLECCOB
ambpuoreHesa LLHC — pasfeneHns KpaHuWanbHOro otgena
MeLYNNAPHON Tpy6KM Ha napHble 06pa3oBaHMA W, cnejoBa-
TeNbHO, NPeACTaBAAT CO6GON pa3NuUHble CTagMM NepcucTu-
poBaHusa nposeHuetanoHa (Crome, Stern, 1967). B maTe-
pwane aBTOpa MNOPOKM Mpo3eHuedannyeckoin rpynnbl OTMe-
yeHbl B 10 3 32 HabnwpgeHunin cuHgpoma MMaTtay. B 2 Ha-
6nl04eHNAX MMena MecTo nposeHuedanuda, B 4 — anobap-
Has nposeHuegannd n euwe B 4 — rononposeHuyedanus.

Ecnun apuHeHuedanus CONpPOBOXAAETCA He3HauYUTenb-
HbIMW HapyleHUsMU nuua B Bufe runotenopuima (yMeHb-
LeHMA pacCTOSHUA MeXAy rnasHuuamun) u pasnuvyHbIMU TU-
namy xeknorHatonanatocxusa, TO MpU MOPOKax Npo3eHLe-
(haMyeckon rpynnbl NPOMCXOAAT rpybble HapyweHua. B 4
n3 10 HabnogeHnit Tpucomum 13 ¢ nposeHuedannyeckumn
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MopokamMum Hamu OTMeuyeHa MpeMaKCUnnapHas areHesusr
(cpegunHHas nceBfopacuiennHa ry6ol n HéGa, areHe3us Koc-
Tel Hoca W rMNoOTenopusm), B 4 — OfQHO- W ABYCTOPOHHWUA
xeWnorHatonanartocxus, B 1— atmouedanus n B 1— yebo-
uethanua. Takum o6pa3oM, B psge CAyvyaeB TAXKeNble Ha-
pyWeHUs TONOBHOrO MO3ra B BMAe Mpo3eHLedannyeckux
MOPOKOB COMPOBOXAAKTCA M 060fiee NErkMMW HapyLlleHus-
MU nnua (pacwenuHa rybbl n HEGA).

Mpu npo3eHuedanMyecKnx NOPOKax 3HAYUTEbHO YMEHb-
lWeHa Macca rofioBHOro Mo3ra. [10 HawuMm faHHbIM, Npu
anobapHoi npo3eHuedanum u rononposeHuedannm macca
rofIOBHOro Mo3ra cocTaBnseT Bcero 3,6—6,7% obuweli mac-
cbl Tena (B KoHTpone— 13,01%). B cnydyasx nposeHuega-
NK Macca rono0BHOro mo3ra gocTturaet 12% o6uwein macchl
Tena.

B 3apy6exHO nuTepaType LWKWPOKO WCNONb3yeTcs Mo-
HATUE «MOPOKM apuHeHUedannyeckoim rpynnel». dTa rpyn-
na BK/OYAET He TOMbKO HapylleHWsa, Bbipaxakwlwuneca B OT-
CYTCTBUM 0O6OHATENbHLIX NYKOBWL, TPAKTOB U NNACTUHOK,
HO M MOPOKWM Mpo3eHUedanMyeckod rpynnbl Ha OCHOBaHUE
AWWb TOrO, YTO B C/Ayvae MOCNEeAHUX TaK >XXe OTCYTCTBYIOT
060HATeNbHbIE OTAENbl. BkawueHne nposeHuedanuii B rpyn-
ny apuHeHuedannyeckux NOPOKOB Majo onpasjaHo. Bo-
nepBbIX, TepaToreHeTUYeCKUA TepMUHALWUOHHBLIA  nepuoj
3TUX BUAOB MOPOKOB pasfnuuveH. Tak, Mpo3eHuedanna un
61n3Kne K Heli rpybble HapyleHUs KOHEYHOro mo3ra ABNf-
l0TCA CNnefcTBMEM OTCYTCTBUSA [Ae€NEHUS KOHEYHOro Mo3ra-
Ha nmonywapusa. TepaToreHeTMYeCKUn TePMUHALMOHHbLIA ne-
puoa B 3TOM cny4vae npuxoguTca Ha 30-ii geHb BHYTpuU-
yTpobHoro passutua (Yakovlev, 1959). 3aknagka xe ne-
pucepnyeckux OTAeN0B 060HATENbHOrO aHanusaTopa npo-
MCXOAUT Ha 3-M Mecsque recrayuu, T. e. yepe3 2 Mec nocre
fLeneHns KOHeYHOro Mosra.

Bo-BTOpLIX, MpOBeAeHHOE HaMu MOpP(ONOrMyYeckoe uc-
cnefoBaHMe MOKasafo, 4TO MpWM Npo3eHuedannyeckux mno-
poKax HapylleHUs TrOfIOBHOro Mo3ra 6onee rpybble no>
CpPaBHEHUI C apuHeHUetanueid M 3aTparMpBarT npakTuye-
CKM BCe ero otgenbl. W HakoHey, npu nposeHuedannyeckmnx
nopokax OOOHATENbHbIA aHanM3aTop MNOMHOCTbK HapylleH
Ha BCEM MPOTSHKEHUM (Kak neputepuyecknin, Tak U LEHT-
panbHbI OTAenbl), B TO BPeEMSA KakK Npu apuHeHuedanunu
LeHTpasbHbI 0OGOHATENbHbIA OTAEN, MNpeAcTaBNEHHbIA TuUM-
noKkamnom, WU3MeHEeH He3HauuTenbHO. BmecTe c Tem OTCyT-
CTBMEe O0OOHATENbHbIX OTAEN0B NpW MNpo3eHuedanun BO3HWU-



KaeT KakK CneficTBMe OCHOBHOro npouecca (HepasfgeneHus
KOHEYHOro Mo3ra), T. €. ABNIAeTCA BTOPWUYHLIM, a MpU apu-
HeHUue(annu ronoBHOW MO3r BCerfja pasfeneH Ha noayuwa-
pus 1 OTCYTCTBUE 06OHATENbHbIX NYKOBWL, TPaKTOB M nnac-
TUHOK AIBNAETCA BeAYLWMUM MOPOKOM.

Moyt y TpeTu peTeil ¢ cuHapomom [laTtay 06Hapyxwu-
BaeTca Mukpouedanms (Taylor et al., 1970). . N. Nastok
n . B. Nypbe (1979) npusopfaTt ewe 605ee BbICOKOE 3Ha-
YeHWe BCTPEYaeMOCTW 3TOro nopoka npu Tpucomunm 13—
58,7%. T10-BUAMMOMY, CHWXXEHWE MaccCbl TO/I0BHOrO MO3ra
M YMeHbLIEHWE OKPYXHOCTW TFOMOBbl Y AeTeii C CUHAPOMOM
MaTay cBfA3aHbl rnaBHbIM 06pa3oM C MNOPOKaMW Mpo3eHLe-
(hanmyeckoil rpynnbl. AHanu3 Ccob6CTBEHHOro MaTepuana
BbIIBW/I, YTO B CAy4yasx 3TOro CWMHApPOMa, COMPOBOXAa-
IoWNXca apuHeHuedanueid, rofioBHOW MO3r MOXET OblTb He
TONbKO YMEHbLUEH, HO U yBenu4yeH. B 7 HabnwgeHnsax aToi
rpynnel Macca rOfIOBHOrO MO3ra COOTBeTCTBOBaNna HOpMe
(12— 14%), B 3 cocTaBndana COOTBETCTBeHHO 14,9, 16,3 u
paxe 17,1 % obuieid maccbl Tena.

Mukporunpusa 6o0nbWKMX Monywapuin obHapyxeHa B 13
cyyasx, NpUYeM HapylleHWe BUAA W PacnofioOXXeHUS W3BU-
NWH 3aMKCUPOBaAHO KakK Npu yBeNWYeHWUWU, TakK WU MNPU CHU-
XXEHUU Maccbl rofI0OBHOro Mo3ra. B 60nbWINHCTBE 3TUX Ha-
6M100eHUIA  MOXHO WAEHTU(GULMPOBaTL MepPefHIon  LEeHT-
panbHYl MW3BWAWHY, KOTOpas, O4HAaKO, COCTOUT U3 HECKO/b-
KUX Menkux. B gpyrmx ob6nactax 601blWKUX NOAYLWAPUA Bbl-
[0ennTb OCHOBHble 60p03Abl WU W3BUAWHbLI HEBO3MOXHO.

B 4 HabnwopeHusx 6onblinve nonywapusa uMMenu Kpyn-
Hble LWWPOKME W3BUMUHBI, NULWEHHbIe BTOPUYHBLIX 60pO34,
OfHaKO TONbKO B OAHOM M3 HUX AMAarHOCTUpPOBaHa naxwuru-
pus, TaKk Kak B OCTajbHblIX 3 cay4yadXx paccMaTpuBanuchb
He4OHOLWIEHHbIe NA0Abl, FTOMOBHOW MO3F KOTOpPbIX MO CBOEMY
pa3sBUTUIO COOTBETCTBOBAN ApPYrum opraHam. PacwwupeHue
60KOBbIX Keny[04KOB WMENo MecTo /uWb B 3 cayyaax
TpucomMuun 13, 4TO0 roBOpPUT 06 OTHOCUTENbHO PeaKOM BO3-
HUKHOBEHUWN rugpouedanun y fAeTeid € 3TUM CUHAPOMOM.
Bo Bcex cnyvasx MPUUYUHOA pacliMpeHUs BEHTPUKYNSAPHOI
CUCTEMbl SIBNAETCA HapyleHWe NPOXOAMMOCTU CUNbBUEBA
BOLOMNPOBOAA BCNEACTBUE €ro paclienneHus Ha 6o0nblwoe
YMCNO MEeNKUx, Ccneno 3akaH4YMBaKOLWKUXCA TpybyaTbiX XO-
[OB. AHanu3 nutepaTypbl TakXe nokasan, 4to ruapoueda-
s npu cuHgpome [laTay BCTpevyaeTcs [JOBOMbHO PefKo
(Grochowski et al., 1971).

HapyweHunsa pa3BuTua MO30MUCTOr0 Tefa (Uckawyas

74



ciydanm nposeHuedanum u rononposeHuedannm) OTMeYeHbl
B 10 HabnwgeHnax tpucommm 13: B 2 U3 HUX — annasusd, B
:8— runonnasua mosonucrtoro Tena. Mo gaHHeim . WN. Na-
3toka u . B. Jlypbe (1979), 3TOT NOPOK BCTpeyaeTcs B
19,3% cnyyaeB cuHgpoma [latay. Y 6 pgeteii (M3 32) obHa-
py>eHa BblpaXeHHas runonnasnsg 3pUTENIbHbIX HEPBOB U
MX MepekpecTa, KOTopas Co4yeTaeTcs C MUKPO(TanbMueid.
B 5 cnyvyafx OTMEYEHO paclupeHWe MOofoCTU NPO3payvHoin
neperopogkun, pasmepbl KoTopoi gocturatoT 1cmX1,2 cmX
X 15 cMm. BepoATHO, 3TOT NPU3HAK He WMEEeT Cepbes3Horo
OMArHOCTUYECKOro 3HavyeHus npu  Tpucomum 13, Tak Kak
pacwnpeHne nNOaoOCTM MNPO3payvHbIX MEpPeropofok BCTpeya-
eTCcAa KakK npu pa3HoobpasHbiX cuHapomax MBTP, Tak u B
KOHTPONbHOW rpynne.

B 2 HabnwogeHusx B 6enom BewecTBe NO6HOW U BUCOY-
HOM [oneil BbIABAEHbI aCUMMETPUYHbIEe KWUCTO3Hble MOMOCTY
(2—4), pocTuratowme 1,2—2,0 cm B guamMeTpe W 3amnofIHEH-
Hble MPO3payHON 6GecuBeTHOW KUAKOCTbO. OHU  MMeKT
rnafjKyt CTeHKY,- O4HAKO 3MeHAMMapHasa BbICTUAKA OTCYT-
ctByeT/ Kuctbl He coo6ulialoTCA C BEHTPUKYNAPHON cucTe-
MO ¥ cybapaxHOMAanbHbIM MPOCTPAHCTBOM, YTO MO3BOAAET
CYUNTaTb MX MPOABAEHUEM JOXHOW MopaHuedanuu, SBAAIO-
Wwencs cnefCTBMEM HapyLIEHUS UUPKYNALUW KPOBU B MO3-
roBOW TKaHWU.

B efuMHUYHBIX cny4vaax Tpucomus 13 conpoBoxpjaeTtcs
CMMHHOMO3rOBbIMMW TFPbIXXaMW, 06bIYHO TMMA MEHWHrOMWeNo-
Luene, B cCOYeTaHMM C MNMOPOKOM ApHonbia—Kwnapu un BHYT-
peHHell BoaAHKON ronoBHoro mosra (France et al., 1967).
B Hawem maTepuane nofobHbIX co4vyeTaHWn He 6bin0. Eule
pexe npu 3TOM CUHAPOME BCTpPevarwTCHs YepernHO-MO3roBble
rpbixun (Schade et al., 1962).

bonblwoe 3HayeHue npu cuHapome llatay WMeeT uccne-
foBaHMe Mo3xeuyka. B 20 HabnogeHnax apuHeHuedanmue-
CKOW rpynnbl ycTaHOBfieHa runonnasus 3TOro oTgena ro-
NOBHOrO MO3ra, fnpuyeM B OTAENbHbIX CAy4yasax OHa A0CTU-
raeT BbIpaXeHHOW cTeneHW. Macca MO3Xeuyka npu 3TOM
cocTaBnseT Bcero 2,6% maccbl rofIOBHOr0 MO3ra npu Hopme
5,8%. Monywapus runonnasMpoBaHHOro MO3XeyKa YMeHb-
lWeHbl KaK 3a cyeT HeJOCTATOMHOrO pasBUTUSA U3BUAUH (puc.
43), KOPOTKUX W MENKUX, TaK WU B pe3ynbTaTe runonnasum
nnu annasum 4vepssi. OfHAKO B OfHOM K3 HabngeHWI
3TOM rpynnbl Macca MO3Xeuyka MpeBbillana HOPManbHY —
C,2% Mmacchbl rofioBHoro mosra. B 6 n3 10 HaGnogeHnin npo-
3eHUedanmyeckol rpynnbl OHa 6blfa Bbille HOPMasbHOW, B
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OTAeNbHbIX cny4vaax pgocturas 25,5% maccbl TFONOBHOTO
MO3ra, 4To O06bACHAETCS HefOpasBUTUEM U Tunonnasunen
KOHEYHOro Mosra.

MaKpOCKOMUYecKoe UCCef0BaHNe TMOMNepeYHbIX Cpe3os,
MO3)XeukKa WUMeeT AMArHOCTUYECKOe 3HayeHue, Tak Kak Ans-
cuHgpoma laTay xapakKTepHO Hanuuue BUAUMBIX HEBOOPY-
XEHHbIM TNna3oM 6enecblX 04aXXKOB pasNMYHbIX pa3Mepos;
n opMbl NO Xoay 3ybuaTbiX sijep ¥ B 6€10M BelecTBe NO-

Puc. 43. T'vnonnasus Mo3xeyka (nonepeyHblii paspes3). B 6Genom Be-
ecTse n B 3ybyaTbix ffpax ouaru rerepotonum (m, 0)

nywapuii. Takue O0YaXXKM OOHapy>XeHbl B 26 M3 32 co6CT-
BEHHbIX HabngeHUn Tpucommnm 13.

MpogonroBaTbliil  MO3r  XapaKTepusyeTcda  pasnnyHoin’
CTeNneHb0 runonnasunm nupamupi, 0Cob6eHHO B npo3eHueda-
NMyeckoi rpynne cuHapoma [atay. Mpu 3Toii ¢opme ru-
nonnasun cpeguMHHas 6oposgka MPOAOAroBaToro Mosra
pacwupeHa. Ero makpockonumyeckoe CTpPOeHMEe B apuHeHLe-
(haMyeckon rpynne He wu3MeHeHo. [lpu wuccnegoBaHum
CMWHHOrO Mo3ra obpalwaeT Ha ceb6s BHMMaHuWe rmnonnasus.
Mpu 3TOoM nonepeyHMK cpesa CAMHHOrO MO3ra, 0co6eHHO B
o6nactTM rpygHbIX CEermMeHTOB, He TnpeBblWaeT 2—3 MM,
WeliHble M MOACHWYHOE YTONWEHUA He BbISBASKOTCA.

Mpu MWUKPOCKONWYECKOM MCCNEL0BAHUM KOHEYHOro MO3-
ra B c/fiyyasax Tpucomuun 13 obHapy>XeHbl HapylleHUs LUTOo-
apXUTEKTOHUKWU KOPbl, KOTOPble COOTBETCTBYHT OCHOBHbIM

76



Tunam Hapywenunit LLHC: nposeHuedanuyeckomy 1 apuHeH-
fethanmueckomy.

B HabnAeHNAX Npo3eHuedannyeckon rpynnbl LUTO-
apXMTeKTOHMKA BO BCEX Yy4yacTKax KOHEYHOro Mmo3ra mof-
HOCTbIO U3MeHeHa. [poABNAKTCA HapylWweHUs B OCHOBHOM
LBYX TWMOB: HEWPOHbl pa3IMYHON CTeneHW 3penocTu pac-
nonaralTcAs B npefenax Kopbl 6ecnopsfovyHO, CNOU He
onpeaensaTcs  (puc. 44,a); Kopa wumMeeT cBoeobpasHoe
CTPOEHME M COCTOMUT U3 ABYX-Tpex cnoes (puc, 44, 6). b no-
CNefHEM c/ay4Yae B KOpe OMnpeaensercs 4YeTKO OYepPYEHHbINA
nepBbiii (MONEKYNAPHbIA) CNON, a BTOPOM COCTOUT M3 TYCTO
pacnofioXXeHHbIX, 3penbiX, HeMpPaBWbHO OPUEHTUPOBAHHbBIX
nMpamMuiHbiX HeipoHOB. Mpu NepBOM TUME U3MEHEHWUU KOpbl
HepPOHbl Pa3IMYHOW CTEMeHU 3penocTU pacnonarawT,
BUAE 04YaroB mMnm 6ecnopsAfoYHbIX CKOMIEHWUU, NMPUYEM MEX-
4y HUMMW NpaKTUYECKU HEeT KMeTOUYHbIX 371eMeHTOB. Anu-
KanbHble OTPOCTKM HENPOHOB KOpbl HanmpaB/fieHbl B pas3finy-

a A 0BaJibHO 4aCTO Ha PasNMYHbIX YPOBHAX KOPbl BbIAB/A-
IOTCA KPYMHble OTHOCWUTENbHO AUMEGepeHUNPOBaHHbIE TaH-
rNNO3Hble KeTKW, HanomuHawouwme HelpoHsl beua (puc.
44 ») B ofHOM ,,3 HabnwpAeHWin a3Toi rpynnbl 60/bLIOE
UMCNO TakKUX KPYMHbIX HEWPOHOB pacnofiaranochb Mpenmy-
LLeCTBEHHO B KOpe 3aTblIOYHbIX OTAe/10B KOHEYHOro Mo3ra.
JTio60onbITHO 4TO B 1 M3 HabnwaeHuin nposeHuedanunm Ta-
KWe W3MEHEHWS  LUTOAPXUTEKTOHUKW KOpPbl  OOHApYXeHbl
™ npko B 06N1aCTV HepasfeNieHHbIX TMNoMnAasMpoBaHHbIX [A0-
neir,' Ha ocTanbHOM MNPOTSXEHUM KOHEYHOro Mo3ra Kopa
coxpaHsfna HOpManbHOe CTPOEHWeE. Maray BO
B apuHeHuedanuueckon rpynne cuHgpoma WMatay BO
BCEX WCCIef0BaHHbIX MOAX Kopa 6onp™ A ”A AN em
nMena npaBWAbHOE MOC/OMWHOE CTPOEHUE, 33 WCKIYEHUEM
1 HabnwgeHusa, B KOTOPOM MNOCNOMHOE CTpP e Nnoxo
onnegensanocb WAM BOBCE OTCYyTCTBOBaso. B 3 cnyuyadax B
MapruHanbHbIX OTAenax nepeBoro cfioa KoPbl o6HapyxXeHO
[LOBO/IbHO 3HAYMUTE/NIbHOE KO/IMYECTBO HE3PesiblX MenKux
KNEeTOK C OKPYTFNbIMW TUMEPXPOMHbLIMN ALPaMu 1 n
3aMeTHbIM obogkoMm yutonnasmbl (puc. ) AOB°AbHO 'lach
TO B MOJIEKY/IAPHOM C/l0e BCTpeyanucb HeipoHbl Kaxana

P6"B'60NbWIMHCTBE CNy4yaeB apuHeHuedannyeckou rpynnbl
HEMPOHbI pasfM4YHbIX CcnoeB Kopbl AN ar 1 pOpmy
TNPTbEM CNOE OHW MMEKT YETKYK AUMPaMUAHYIO QOpMY,
npaBu/ibHO OPWEHTUPOBAHbLI, OAHAKO MPU WMMNpPerHauun
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pebpoM no BuNbINOBCKOMY HeWpopuopunnbl B HUX He Bbl-
ABNAKTCA, UTO CBUAETENbCTBYeT 06 WX HeAOCTATOUYHOM
3penoctu. B pAge HabnwgeHWint oTcyTCTBOBana pajuapHas
MCUEPUYEHHOCTb KOPblI M3-3a HEAOCTAaTOYHON AuddepeHLmn-
POBKM HeipoHOB. WMHOrga KpyMHble FAHTINO3Hble HEWpPOHbI

SNV A

*b

V-

Puc. 44. HapyweHune uutoapxu-
TEKTOHUKWU KOpbl MpU CUHApPOME
MaTtay: a — OTCyTCTBME NOCNOW-
Horo ctpoeHus (x, 0), 6 —
NPYUMUTMBHO MOCTPOEHHAas Kopa
(m, 40 mMuH), B — 6ecnopsagou-
HOe pacnosioXeHWe raHrNo3HbIX
HeiipoHoB (k, 0). Okpacka Tuo-
HUHOM no Hwuccno, X36
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Tna Knetok beua o6HapyxusatoTca B 10-M M gpyrux no-
NAX KOpbl, B TO BpeMs Kak B 4-M Mofie uX 3HauynTenbHa
MeHblie. MuennHoBbIE BOJIOKHA He BbISBAAKOTCA.
Marin-Padilla (1974) npoBen u3yuyeHue CTPYKTYpPHOIil
opraHusauuyM Kopbl 4-ro mofs ¢ NOMOLWbI MMNPEerHauuu no
FonbAXM U 0BHApYXWN NPU3HAKU NEerkoi 3afepXxku 3pe-
NOCTN HENpOHOB B BUAE HELOpPa3BUTUA LEHAPWUTOB U CUHaN-
COB MUPaMWUAHbIX HEWpPOHOB. B Hawem maTepuane aHano-
rMyHoe mccnefoBaHue o6Ha-
PYXWN0 MpaKTU4yecKn Mon-
Hoe OTCYyTCTBUE [eHAPUTOB
MW CMHancoB. Jluwb OTAeNb-
Hble MUPaMuUAHble HEeNpPOHbI
MMeNun fBa-TPU TOHKUX [EeH-
LPUTUYECKUX OTBETBEHUS.
HecmoTpa Ha TO uTo
MPaKTUYeCcKM BCerga CUH-
apom [laTay conpoBoOXpa-
eTcs apuHeHuedanueit unu

Puc. 45. Kopa 4-ro nons npu
cuHgpome Matay. B cy6nuanb-
HbIX  OTAeNnax MONEeKYNapHoOro

Cnos — Hespenble Ketkn (X,
2 cyT). OKpacka TWOHWHOM O
Hwuccnto, X80

nposeHuedanmeid, 4eTaNbHOro rUCTONOTMYECKOro MccnefoBa’-
HUS LEeHTpanbHbIX OTAEN0B OGOHATENbLHOrO aHanmM3aTopa He
npoeofunock. B Hawem MaTepuane BO BCEX CAyvasx TPUCO-
MUM 13 06Hapy>XeHbl CTPYKTYPHble HapyLWeHWs aMMOHOBbIX
poroB u 3yb6uaToli tacumn. Mpu anobapHoi nposeHuedannu
W rononposeHuedanmn oTMeyalTcsa rpybble HapylleHUs B
BMAE annasuum  aMMOHOBLIX pOroB W 3y6uatoii  hacuum.
B oTAeNbHbIX cny4yasx B TMNONAasMpoBaHHOM TFMNNoKammne
BbISIBASIOTCA Ouyaru KNeToK, HanoMUHalWWUX KNeTKu 3y6-
yaTtoii acumm (puc. 46, a, 6).

Mpu Tpucomuu 13 ¢ apuHeHuedanueit u nposeHueda-
nveil HapyweHus runnokamna 6onee nerkue: none He-
auddepeHLMpoBaHO Ha MOAcNOM, (UKCUPYKTCA oTuienne-
HWe Tpynn HelipOHOB OT Xo0ja aMMOHOBa pora B 06nacTu
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Hona H2 (puc. 46, B), Hepa3geneHune nonein H4 m H5 runo-
nnasua 3y6uatoin hacumm (puc. 46, r). B ogHOM K3 cnyvaes
Tpucommm 13 Mbl 06GHApPYXUNKU cpean KNeTok 3ybuyaToin dac-
UMM oyar KieToK, HanOMWHAKLWUA HapyXHbIA aM6pUOHanb-
Hblli CNOMN KOpbl MO3Xeuyka. Annasus 3ybuyatoin dacumu
BCTpeYaeTCcs M B apuHeHuedanuyeckoin rpynne. Takum 06-
pasom, npu cuHgpome [laTay Becb O0OOHATENbHbIA aHanu-
3aTOp 3HA4YUTENIbHO M3MEHEeH, O0COGEHHO B CNy4yasx MPO3eH-
uegannyecknx NopoKos.

Annasus “ runonnasus aMMOHOBLIX POroB, O4YEBUAHO,
ABNAKOTCA CNeACTBMEM MNOBPEXAEHUA MUTPaLMOHHOW cno-
COGHOCTU HepBHbIX KNeTOK B pe3ynbTaTe XPOMOCOMHOTO
aucbanaHca. B To Xe Bpemsa annasua 3y6uyaToii acyum
MOXeT OblTb TECHO CBA3aHa C NEPBUYHbLIM HapyleHWem Mo-
nein M2wn H3 Tak Kak B OHTOreHese 3ybuyaTtas acuumsa pas-
BMBAeTCA NO3Xe APYrux CTPYKTyp runnokamna v Murpayus
ee rpaHynapHbIX KNeToK uAeT 4yepe3 CNoi mupamuj nons
H3 (BuHorpagosa, 1975). lMpu3Haky NOBPeXAEHWS MuUrpa-

Puc. 46. CTpyKTypHble HapylweHua runnokamna npu cuHgpome rlatay:

A — runonnasus runnokamna (k, 0), X 10; 6 — B runonaasnMpoBaHHOM

runnokamne o4aXku Knetok 3y6uatoin acuum (m, 0); 6 oTWenneHne

TPpynn HeNpoHOB OT OCHOBHOro xofja mons H2 ammoHoBa pora (X, 2 4);

I —arunonnasus 3y6uatoi dacuum (M, 2 cyT). Okpacka TUOHUHOM MO
Huccnto, X42
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LMOHHOW  CNOCOBHOCTM HEMPOHOB rMUNMOKaMna MMeloTCsH
TakXe B apuHeHuedanuueckoi rpynne cuHgpoma [laTay,
OfHAKO OHW BbIpaXKeHbl cnabee © NpOABAAKTCA Hapylle-
HUAMW pasfeneHns aMMOHOBbLIX POroB Ha MOAfA, Henpa-
BWNbHOW OpueHTauuelt NMUpamMuAHbIX HelpoHoB nons H2 oT-
WenaeHNaIMM OTAENbHbIX HEWPOHOB wAM  uUX rpynn oT
OCHOBHOI0 Xx0fa.

B 6enom BewecTBe KOHEYHOrO0 MO3ra MpuM CUHApOME
MaTay mMOCTOAHHO O06GHapyXuBakwTCA [OCTaTOMHO Audde-
peHLMpPOBaHHbIE HEWPOHbI NUpPamMUAHOKW W BepeTeHOOGpas-
HOW (hOpMbl, KOTOpble WHOrAa HebonbWIMMKU Fpynnamu pac-
nonaratTca B6AM3M KPOBEHOCHbLIX COCYAOB. JTOT MOpgo-
NOTUYECKUIA MpU3HAK BMepBble OTMEYEH y AeTell ¢ TPUCOMU-
e 13 Marin-Padilla et al. (1967) u pacueHeH Kak nposr?-
NneHune retepotonun. B Hawem MmaTepuane 3penble HEWPOHbI
B 6enom BeuwiecTBe OOHapyXeHbl B 9 HabMwAeHUAX B apu-
HeHueannyeckol rpynne m B 5 — B Npo3eHUe(annyeckoi.
BeposiTHO, KakK ¥ B KOpe,— 3TO pe3ynbTaT yTpaTbl Helipo-
Hamy MUTpPaLUOHHONW CMOCOGHOCTH.

MouTM BO BCeX Cayvasx apuHeHuedanuu B cybaneHfun-
MapHbIX OTAenax BEeHTPUKYNAPHON CUCTEMbl BbISIBASETCH
60NblIOe KOMMYECTBO HE3penbiX OKPYFAblIX KMETOK C rumep-
XPOMHbLIMU ffpaMu, B TO BPEMS KaK B Mpo3eHLedannyeckoin
rpynne OHW OTMeYeHbl NUWb B 2 HabNwAeHUAX, HECMOTpS
Ha TO 4YTO B LE/IOM B 3TOI rpynmne rofoBHON MO3r 60/ee He-
fopa3suT. [MOAKOPKOBbIEe SiAEPHbIe TPYyMnbl NpyY MNPO3eHLe-
thanuum u rononpo3eHuedanmm COBEPLIEHHO HE WUAEHTUPU-
umpytTCA, MNO-BUAMMOMY, BCMEACTBME HEPACXOXAEHUA 3pU-
TeNbHbIX 6yrpoB. OfHAKO WX HeWpOHbI JOCTAaTOYHO Audige-
peHUMpOBaHbl, BCTPeyawTCcA NUWb eAWHUYHbIE He3penble
KneTku. B 5 cny4yaax apuHeHuedanum cpefu BONOKOH BHYT-
peHHel Kancynbl HalifjeHbl HebOo/MbllMe 0YaXKKW KeToK, CO-
cToslW e B OCHOBHOM U3 AudepeHLMPOBAHHbLIX HENpPOHOB.
dunbpo3Hble acTpoumnTel 6enoro BewecTsa npu Tpucomum 13
00bIYHO HEeAOCTAaTOYHO Pas3BUThbl, C TOHKUMMU, KOPOTKMMU WU
cnabo BeTBAWMMMCA OTPOCTKaAMMU.

Hoxku mo3ra npu Tpucommuu 13 Bcerga rmnonnasmpo-
BaHbl. MNpn apuHeHuedanuu KX CTPOEHUE MPaKTUYECKU CO-
XpaHAeTCcs, eCIM He CuYUuTaTb HEKOTOpPOi acMMMeTpum nupa-
MUAHbIX MYYKOB W YepHON cyb6cTaHuum. B cnyyasx CUHA-
poma [latay, couyeTalwWWXcs C BHYTPeHHel ruppouedanu-
eil, B HOXKax MO3ra O0OHapy>XuBaKTCA HapYLIEHWUS CUMb-
yneBa BOAOMPOBOAA B BuUAe ero pacwenneHus. HellpoHbl 3-i
M 4-i nap 4epenHbIX HEPBOB, YepHON cybCTaHUMM [ocCTa-
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TOYHO AunddepeHumpoBaHbl. [MMpu umnperHayum no bwunb-
LWOBCKOMY B WX LMUTOMNNa3Me BbIABAATCA TOHKME HeEupo-
thunbpunnbl. B nposeHueanmyeckol rpynne M3MeHEHUS HO-
XeK mo3ra 6ofee BblpaXeHbl W NPOSABAATCA B CAUAHUU
f4ep YepenHbIX HEPBOB, B BbIPaXeHHOW runonnasvu nupa-
MUIHbIX MYYKOB, aTpe3uy CUnbBMeBa Bogonposoga. B 2 Ha-
WNX HabnwogeHuax aToi rpynnbl 4YepHas cybcTaHumMsa non-
HOCTbK) OTCYTCTBOBAna.

B 6onbwunHCTBE Cny4vyaeB cuHApoma [latay oa3uc Bapo-
nvesa MocTa runonnasuposaH. B Hawem MaTepuane ero
pasmepbl B cpegHem cocTaBnanu 50,7 % nnowagu nonepeud-
HWKa BaponueBa MOCTa, B TO BpeMs KakK B KOHTPOJ/IbHOM
rpynne — 67,1 %+ 'vnonnasua 6asnca 06bACHAETCA 3HAYMU-
TeNbHbIM  YMeHbLWEHNEM TOMNWWHLI MNUPAMUAHBIX MYYKOB*
KOTOpble 3aHuMManu TO0NbkKo 4,9% nnowaganm nonepevyHmnka
Bapofsivesa mocTta npu Hopme 11,5%, a TakxXe runonnasveu
COBCTBEHHbLIX BOMIOKOH MoOcTa. OCO6EHHO BblpaXXeHHas ru-
nonnasma 6asuca ¥ NUMpaMuAHbIX NyTed OTMe4yeHa B cny4a-
AX Mpo3eHuedanum u rononposeHuedannn, Korga oasuc u
nupaMuHble My4YkM 3aHUManu COOTBETCTBEHHO nuwb 40,4
n 001% nnowafn nonepeyHmka sBaposimesa MocTa. b To Xe
BpemMs NOKpbIWKa BaponvMeBa MOCTa, B TOM 4ucie ffepHble
rpynnbl AHa 4YeTBepTOro >enypouka, 6biin xopowo chop-
MUpPOBaHbl B 06eux rpynnax, HerpoHbl HAOA(pdepeHunpo™
BaHbl, C XOPOLO pPa3BUTbIMW TOHKUMW Heupopuobpunnamu.

MWuKpocKonmMuyeckoe uccnefoBaHne MO3Xeyka Npu CUHA-
pome [lMaTay MMeeT BaXHOe 3HauyeHWe AN ero AMarHocTu-
Kn.. lMepBble COOOWEHNSA O CTPYKTYPHbIX Hansanegmsac mos-
Xeyka nossunuce B pabote Townes et al. (1962), B kKoTO
poil O0A4HAKO, aBTOPbl OrpaHUYMAMCbL NUWbL 06WKMM onwuca-
HMeM 3TWX HapyweHWin. Ha BO3MOXHYI MopgoreHeTuye-
CKYI0 CBfi3b MeXAy TpucoMmuein 13 u CTPYKTYPHbIMW Hapy-
WweHnAMM  Mo3Xeyka YykasbiBanum Terplan et al. (1Y66),
onucasllve TreTepoTonUM KNeTOK 3MOPMOHANBHOrO cnof
KOpbl MO3Xeuyka B 06nactb 3ybuyaTbiXx WM [LPYrux sagep.
C papyroi cTtopoHbl, Taylor (1968), uccnegys ructonoruio
rof0BHOro mo3sra, u3 24 cnydyaes cuHppoma [latay nuwb B
2 obOHapyXwuna CTPYKTYpHble HapylleHUus MO3XKeuka, |
CYTCTBYIOT OMUCAHWUA CTPYKTYPHbIX HapyLeHWn 3TOro oT-
nena ronoBHOroO Mo3ra M B HabnwieHUAX LPYrux asBTOPOB.

B Hawux wuccnepoBaHuax Bce 32 cayyas  CcuHApoma
Tpucomun 13 conpoBoXfanucb rpyobbiMU  HapyleHUAMU
CTpOeHMA Mo3xeuyka. CTpPYKTypHas fJesopraHusan i
Xeuka NposABNAETCA Hanuumem KneTok MNypKWHbe B 3epHUC
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TOM Cnoe Kopbl Mo3xeuyka (cMm. puc. 47,a) n B 6enom Be-
WecTBe, a TakXe KMeTOK 3MOGPUOHaNbHOrO CMos KOpbl — B
6enom BeuwlecTBe M nNo xopy 3ybuaTtbix agep (puc. 47,6, e).
CMelleHMe 3TUX KNeTOK 3auKCUpOBaHO WM B obnactu gpy-
rmx siiep Mo3Xeuka.

Kpome Toro, B GeflomM BellecTBe pacrnofiaraloTcs ouaru.

V. ; LAY k; /. -
r * AV ! A4
” - _/y.'
il.; t«Ct. A ,J*.H
r, s 4 X H
v S » WA Y,
v > 7 1+ LK o
a * )IQ f -
% 4 - "
. . Ha
it # %g 4 Ah
Foat vV ], e i . ¥ ! iMoo L os
o V-d @ T”I“,”{”&W{X v I N
# < #».' *\N
1& v , e x>
| s N

)
W< SKK. LG
'”'P‘* WAL X <o>'§sl

Cr**«

Puc. 47. CTpyKTypHble HapylleHWs MO3Xeuyka npu cuHgpome Tlatayr
a — cMeuwleHue knetok T[lypkuHbe B 3epHUCTbIA cnoii (M, 5 4), X42;
6 — MHOXeCTBeHHble reTepoTonuu B 3y6uaTble sgpa W 6Genoe BeL,eCTBO
yepa (K, 0), X18; B — TO Xe, retepotonua KNeTok 3MOPUOHANbLHOrO,

cnos B 3y6uatoe f4po, X80; I — AUCTONUYHbIE JUCNNACTUYHbIE U3BUMU-

Hbl B 6enom BeuwiecTBe uyepBsi (M, 20 4), X20. Okpacka TMOHWUHOM Mo-
Hwuccnio

6- 83



M3 K/IeTOK 3epHUCTOro cCnos Kopbl MO3Xeuyka. B page cny-
4YaeB OYaXKM TaKWX KNeTOK BCTpeyalwTcs M no xoay 3y6-
yatblX fgep. [lloyTm BO BCex HabnwaeHusx B 6enom Be-
WwecTBe nonywapuii B6AM3M YepBA MO3XKeuyka OO6HapyXu-
BAlOTCA O4arn KNeTOK, COCTOAWMe U3 IMBPUOHANBbHbIX, 3ep-
HUCTBIX KNETOK W KNeToK lMypKWHbe — fUCNNaCTUYHbIE AUC-
TOMUYHbIE U3BUNUHBLI (puc. 47, ).

B 10 HabnwopeHnax cuHgpoma lMaTtay retepotonuu kne-
TOK 3MOPMOHaNbHOrO CNOA KOPbl MO3)Xe4yka BbIiIBNEHbl B
BelleCcTBe HOXeK Mo3ra, B 3 — B BellecTBe MOKPbIWKN Ba-
ponunesa MmocTa. Haubonee xapakTepHbIMW ANns Tpucomuu
13 okasanucb reTepoTONMM KNEeTOK 3MOPMOHANBHOTO cnof
Kopbl B 3yb6uaTble Agpa u B 6enoe sewectso. Kak npasuno,
retepotonuu B 3yb6yaTble ALpa MHOXECTBEHHbl (NO BCemy
X04y 3ybuyaTbiX Afep) W CUMMeTPUYHbl. Jlnwb B 1 M3 Ha-
6nl04eHNA reTepoTonua nokanm3oBanacb B 3yb6yaTtom Agpe
OfHOW CTOPOHbI, B TO BpeMA KakK MPOTMBOMONOXHOe 3ybua-
TOe AAPO 6bII0 Pe3Ko rmMnonnasnpoBaHo.

Mopgo6HbIE reTepoOTONMYECKME OYAXKKWM COCTOAT M3 bec-
MOPALOYHO PACMONOXEHHbIX BbITAHYTBIX TUMNEPXPOMHBbIX
KNeToK, HanoOMWHAKWMNX CNOHrMobnacTbl, W W3MEHeHUA
3ybyaTbix Agep u 6enoro Bew,ectsa MMeT nogobue onyxo-
e, cumynupya mepaynnobnactomy. B cnyyadax cmeuieHus
rpyweBuHbIX HEBPOLWTOB B 3EPHUCTbIA CNOW KOPbl WK
:B 6en0e BEWECTBO YWCNO WX B TFAHTMO3HOM C/l0e 3aMeno
YMEHbLWEHO.

NTakK, M3MeHeHMe MO3XeuKa npu cuHgpome [llaTtay xa-
pakTepu3yeTca COYeTaHMEM pPa3fIMYHbIX TUMNOB CTPYKTYPHbIX
HapyweHuii. Mpu 3ToOM XxapakTep CTPYKTYPHbIX W3MEHEHUM
®E 33aBUCUT OT BUAA NOBPEXAEHWA KOHEYHOro mo3ra, Tak
Kak rpy6as fgesopraHmsaums MNOCTOAHHO OTMeyaeTCqd Kak B
apvHeHuedannyeckon, Tak M B Npo3eHuedanmyeckon rpyn
nax Tpucomun 13.

CTpoeHue nNpogonroesatoro mosra npu cuHapome 1lata}
TakXe Bcerga HapyweHo (HepsbBegb, Kocau, 197b), oga-
HaKo CTeneHb CTPYKTYPHbIX HapylweHWU pas3nnyHa, unonee
Nnerkve W3MeHeHWA XapakKTepHbl AN apWUHeHUe alimyeckou
TPYNMbl, TAXEnble-An4 nNpo3eHuedasmyecknx TMOPOKOB.
Hanbonee 4acto oTmevyaeTcs rmnonnasuma nupamupg (puc.
48), KoTopble B cpefHeM 3aHumatwT 6,02% nonePe”o/[ a
npogonroeatoro mosra (B KOHTponbHOW rpynne — 1 2, /0)-
Ocob6eHHO OHa BbipaXeHa B cAy4yaax anobapHou nposeHue-
anun un rononposeHuedanuun, Korfa nupamugHble MYYKN
MMeT BUA TOHKWUX MOMIOCOK, Mpunerawwmnx K megnmanbHO»
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nopepxHoctn onue (cMm. puc. 19,a). lMNepefHAa cpeanHHas
Wenb B TaKMX CAy4vasX BbIFTAAAUT LUMPOKONA.

B 60/1blWMHCTBE HabnwgeHnin Tpucomuu 13 aapa HUXK-
HUX OJINB XOPOLWO CHOPMUPOBAHbI M UMEIOT [0CTaTOYHYIO
M3BUTOCTb, OLHAKO MO CPaBHEHWK C KOHTPOJIbHOW rpynmnoi
(13,4%) OHM 3aHUMAOT MEHbLIYI Naouwagb MONepevyHMKa
npogonrosatoro Mo3ra— 11,04%. YMeHblleHue naowagn
0NMB B Npo3eHUetannyeckoin rpynne cuHgpoma MaTtay 06b-

Puc. 48. CTpyKTypHble HapylleHWs MpoA0/irosatoro mosra npu CUHAPO-
me MaTtay —'runonnasus nupamui, reTepoTonus 04aroB HENpoHOB Afep
0nvB B gopcanbHble oTgenbl (k, 0). Okpacka no ABUbIHY, X9

ACHAETCA WX runonnasuvei, npuyem B psAge HabnwgeHuin
OHW WMEKT NPUMUTUBHBLIM BUA. B Takux ciydasx HOpManb-
Has M3BUTOCTb fAfep ONMB OTCYTCTBYeT, UX XOA4 NpencTaBs-
NneH eAWHWYHbIMW U3BUAUMHamu. B 8 n3 32 HabnwpgeHuin oT-
MeuYeHbl Quarum reTepoTonWM HENPOHOB ONWB B AOPCanbHble
oTAenbl npogonrosatoro Mmosra (cMm. puc. 48), KoTopble
yalle pacrnonaratTcsd acMMMETPUYHO, TaK KaK /10Kanunso-
BaHbl C OHON CTOPOHHbI.

Tpucomns 13 MOXeT COMPOBOXAATLCA runonnasuvei pe-
TUKYNAPHON ¢opMauMM nNpoaoNrosatoro mosra (moacuer
nMpu MW3yYeHWU peTUKYNAapHOW Qopmaunum MpoBOAUNCS Ha
npenapaTtax, OKpaweHHbIX Mo Lnunbmeiiepy u ABLbIHY),
KOTOpas B Hawem maTtepuane B cpefHeMm 3aHumana 7,06%
nonepeyHnka MNpPoOAONrOBaToro Mmosra (B KOHTpone —
10,8%). Mpwn 3tom gopcanbHble agpa X un agpa Xl nap ue-
penHbIX HepBOB C(HOPMUPOBaHbI XOPOLIO, OLHAKO B MPO3EH-
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-muedannyeckoil rpynne Tpucommym 13 OHUM acCMMMETPUYHbLI 3a
CYeT YMEeHbLIEHUA 4Yucna HEWpOHOB C OfHON CTOPOHHI.

[JOBOMbHO YacTo OTMeyaeTcsa annasua MeguanbHbIX [0-
*6aBOYHbIX 0NMB, KOTOpas B HEKOTOPbIX CAy4vadx MOXeT
ObITb OLHOCTOPOHHEW. HelpoHbl f4ep HWXHUX ONUB 06blY-
HO AOCTAaTOYHO 3pefnble, B WX LUWUTOMNNasMe BbIABAAIOTCA
Helipoubpunnbl. ACTpouMUTbl NPOAONTOBATOr0 MO3ra TakXe
6onee 3penble, 4eM B 6efOM BeLWecTBe, C AMHHbIMU, XOPO-
O BETBAWMMMUCA OTPOCTKaAMMU.

Mukpockonnyeckoe uccnefoBaHnme CMMHHOTO MO3ra npwu
«cuHgpome TlaTay TakXe MO3BOJIMNO BbIABUTb OTAE/NbHbIE
HapyLlWeHna ero CTPYKTypbl. Tak, OTMEYEHO YMeHblleHne [0
*6—8 KNeTOK 4ucna MOTOHENpPOHOB, OCOOGEHHO B LWEAHOM W
rpysHOM oOTfAenax CnuHHoro mo3ra. OfgHako npu mopdono-
TMYECKOM W3YyYeHUN 0Kas3anoCb, 4YTO CEpOe BELECTBO 3aHWU-
xaet 37,55% nnowanu nonepevyHuMKa CMNMHHOIO Mo3ra, B
KOHTpONbHOW e rpynne — 31,88%. HekoTopoe yBenuue-
HMe KONM4yecTBa Ceporo BellecTBa 06BLACHAETCA COOTBETCT-
BYIOLWMWM yMeHblUeHWeM KonmyecTBa 6enoro 3a cyeT rmno-
NnasMu CNUHaNbHbIX MUPaMUAHBLIX MyTeid, 0COGEHHO B Npo-
3eHuedanuueckoin rpynne Tpucomun 13. Y Tpex pgeTen
YCTAaHOBMEHO CMeWeHNe eAUHUYHbIX MOTOHEeNpOHOB B 06-
nacTb nepefHWX KOPeEWKOB W cT0N60B, B 1 cnyyae aHano-
FMYHble KPYMHble HeWpOHbl HailfeHbl B Tonuie nyuyka [onng.

Takum o6pa3om, B NPoOLOSIroBaTOM W CMNUHHOM MO3re
npn tpucomum 13 pasBuBalOTCA W3MEHEHUA [BYX TUMNOB:
nMepBUYHbIE, Kacalluecs SALEepHbIX rpynn u ssngwowmnecs
CNeACTBMEM W3MEHEHWS TeTepOXPOHHOCTU pPasBUTUA 3TUX
otgenos LUHC, BO3MOXHO, noj BAUAHMEM abeppaHTHOrO
KapuoTuna, M BTOpPUYHble — Kacallmeca rnasHbIM o6pa-
30M NpOBOAALWEA CUCTEMbI, TECHO CBA3aHHble C MOBpPexge-
Huem 6onee BbiCOKUX oTaenos LIHC.

Temnbl n xapakTep MuenuHusanuy LHC npu cuHpgpome
MaTay WMeKT cBOM OCOBGEHHOCTW. Tak, MWENUHOBBLIX BOJO-
KOH B KOpe MNpakKTUYeckn HeT. MHorga nuwb B MOEKYNAp-
HOM C/l0€ BbIABNAAKTCA E€AWHWYHbIe TOHKWE TaHreHuuanbHOo
pacrnofoXeHHble MWENMHOBbIE BOMOKHA. Obpawaet Ha cebs
BHMMaHWe TOT (haKT, YTO B MpO3eHLUedannyeckon rpynne B
OTAeNbHbIX CAyyasxX MWenuHusaumsa wupet ObiCTpee, YeM B
cnyvyasax TPUCOMWUKM, COMPOBOXAAKLWUXCA apuHeHuedanumei.

Benoe BelwecTBO HeAOCTAaTOYHO MUeNMHU3UpOBaHO (B 12
eC/lyyasiXx MWENIMHOBbIe BO/IOKHA B HEM BOBCe He oMnpegens-
nmcb, a B 16 npokKpawmusBanucb TOHKWE MWUENVNHOBbIEe BOJOK-
Ha, MecTaMu cKfnafbliBatolmeca B ny4dyku). B T0 Xe Bpems
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BHYTPEHHAA Kancyfa, HOXKW MO3ra UM Bapo/MeB MOCT B
OCHOBHOM  XOpPOLWIO MWENWHU3NPOBaHbI, 33 WCKAOYEHUEM
NPOXOAALWMUX B HUX NUPAMUAHBbIX MyTel, KOTOPble B OTAENb-
HbIX C/ly4asax MNN0XO0 OKpaluMBarkwTCA B peakuuMax Ha MuU-
enuH. MwuenuHnsauns 6enoro BelwecTBa MO3XKeyka YAOB-
neTBOpUTENbHA. BOMBWKWHCTBO MWENMHU3NPOBAHHLIX BONO-
KOH pacnofaraetcs BOKpyr 3ybuaTbix sagep. o mepe npu-
6NMKEHUS K KOpPe MO3Xe4yKa 4YUCN0 MUEeNUHWU3UPOBAHHBIX
BO/TOKOH MOCTEMEHHO yMeHbluaeTcs. Mo4YTM B NOMOBUHE Ha-
6NI0AEHNA MWUENNHOBbIE BOIOKHA XOPOLWO BWUAHbLI M B 6e/10M
BELLEeCTBE M3BUJIMH MO3XeukKa.

CocTosiHMe MUWenWHu3auuy MNpoAOoNIroBaTOro Mo3ra BO
BCEX rpynnax Tpucomummn 13 ofHOTUNHO. PeTukynapHas ¢op-
MaluMa NouyTW BO BCEX CAy4vaaX MOMHOCTbH MUENUHU3INPO-
BaHa, B TO BpPeMf KakK BONOKHA MNMpaMUAHbIX MyTell mnpo-
KpawmusatTca cnabo, a B 6 cnyyadax MUeIUHOBbIE 060/104KM
B NMpamMUAHbIX My4KaxX MOMIHOCTbIO OTCYTCTBYKT. TakK Xe
OLHOTUNMHA MUENWHM3ALUA CMNUHHOr0 MO3ra, OHa He 3aBu-
CWUT OT XapaKTepa HapylleHUs KOHeyHOro mosra. Kak npa-
BMMO, 3afHWe CcTON6GbI CAWHHOrO MO3ra MOAHOCTbIO MUENu-
HU3MpoBaHbl. BOKOBble W MepefHWe CTONGbI YAOBNETBOPU-
Te/bHO NpOKpaWMBalTCA, 3a MUCKAOYEHWEM MUPaMULHbIX
ny4ykoB B nepefHux (puc. 49) n 60KOBbIX CTONGAX CAUHHO-
ro mosra. OgQHakKo W B 3TUX My4yKax efWHWYHbIE BOJOKHA
0Ka3anucb MUENWHU3NPOBAHHBIMU.

Msirkas mo3roBas 060/i04Ka nMpu cuHApome MaTay B Mpo-
3eHUe(anMyeckoil rpynmne yTonweHa, o0cobeHHO B o6nacTu

Puc. 49. CnuHHOWA MO3r, LWeWHbIA oThen. HegoctaTouHas MuenuMHu3auns
nMpaMmuaHbIX NYYKOB B nepefHux M 60KOBbIX cTon6ax (M, 5 4). Okpacka
no ABUbIHY, X12
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CTBONIOBLIX OTAENOB, YacTo 6e3 YeTKOro pas3feneHus Ha nay-
TUHHbIA W cOCYAWUCTbIA NINCTKM, a TakXe MJOTHO CBfi3aHa C
nognexaweli MO3roBoi TKaHbio. B yTonweHHoW 060104Ke
06Hapy>XuBaeTcs 3HauyMTeNbHOE  KO/JMYECTBO (UOPO3HbLIX
acTPOAUTOB U reTepOTONMPOBAHHbIX MENKUX HEenpoHOB. AHa-
NOTUYHBIE M3MEHEHU 06HapyXeHbl HamMu U B 3 cay4vasax
apuHeHuedanun. YToNueHWe MATKOW MO3roBOii 0060/10YKM B
o6nacTM KOHEYHOro Mo3ra 4acTo COMpPOBOXJaeTcs BpacTa-
HMEM W3 Hee [OBO/IbHO KPYMHbIX KPOBEHOCHbIX COCYAOB B
nognexaliee MO3roBOe BeLECTBO, YTO COMPOBOXJaeTcs
CTPYKTYPHOW fe3opraHusauueii CTpOeHMUA KOpbl.

CnepoBaTenbHo, ANs cuHApoma [laTay xapaKTepHO cuc-
TEMHOe HapyuweHue pa3BuTua LLHC. B 3aBMcUMOCTM OT MakK-
pPOCKOMUYECKMX W3MEHEHWI TFOMOBHOFO MO3ra BCe C/ydau
3TOr0 CMHApPOMA MOXHO pa3fenuTb Ha ABe rpynnsl. MepBasg,
apuHeHuetannyeckas, BcTpevaeTcs B 63,4% cnyyaeB Tpu-
comun 13 (Nastok, Nypbe, 1979). MpumepHo B 1/3 Habnto-
[JEHWA 3TOW XPOMOCOMHON abeppaunn BCTpevaroTCs NOPOKMK
nposeHuedannyeckoin rpynnel. KpailHe pefKkn npu CUHApOME
MaTay cnyyaw, He COMpOBOXJaloWWeca HU apuHeHueda-
nuen, HWM nposeHuedanueint. CTPYKTYPHble W3MEHEHUS MO3-
Xeuka W Spyrux OTAeNnoB ron0BHOr0 Mo3ra siBAAKTCA 064-
3aTe/ibHbIM KOMMOHEHTOM nopaxeHus LLIHC.

MpencTaBnsieT onpefeneHHbIli UHTepec pasfnyHas cTe-
neHb AMMEGepeHLNPOBKN HENPOHOB KOPbl B CAy4yasX MPO3eH-
uedanuun, 4YTo CBUAETENbCTBYET He CTOMbKO O 3aMeffieHuu
pasBUTUA KOpbl, CKONbKO 06 ero m3BpalieHWn, 06yCNOBMEH-
HOM HapylleHueM reTepoxpoHHoro passutus LUHC u pgetep-
MUHUPOBAHHOCTU OMpeAeseHHbIX FeHepauuin KNeTok MaTpuk-
ca He TONbKO MpU (POPMMPOBAHWMU KOpbl, HO W APYrux oTAe-
NOB TONOBHOTO MO3ra, B TOM YMC/e MO3XeuykKa. AHalOrn4yHo
npu Tpucomum 13 u3BpauiaeTcs M NpoLEecc MUeNuHU3aLuu,
4yTo nojTBepXpaetcs cnaboil MuenuHm3auMen NUpamMUAHbIX
nyTeid M OTHOCWTENbHO XOpOLUei  MuenuHusalymeir  6enoro
BeLLeCTBA M BHYTPEHHENR Kamncynsbl.

LUHC MPU CUHAPOME 3/BAP/CA
(TPUCOMUSA 18)

B 1960 r. rpynna aHrAMWCKUX TeHETWKOB, PYKOBO-
Avmasa dpaBapAcoMm, ycTaHOoBMMa CBA3b Komnniekca MBTIP ¢
fo6aBoYHON xpomocomoi rpynnbl E (16— 18). KnnHuueckuid,
CUHAPOM, coMnpoBOXJjawuwmuii 3Ty abeppayuio, Hassanu
CUHApOMOM JpaBapAaca, unuM cuHgpomom Tpucomum 18. Yac-



TOTa ero coctaBfsieT B cpegHem 1:6843 poxgeHus (Jla3kx,,
Nypbe, 1979). BHewHWe NposBAEHWA W NOPOKN PpasBuTUA
OTAENbHbIX CUCTEM W OpraHoB npu Tpucomum 18 onucaHsl
OTHOCWUTENbHO MOJSIHO, B TO BPeMfA KaK faHHble 006 u3MeHe-
Huax LLHC kpaliHe mpoTuBopevuBbl. He 06HapyXuB rpy6bix
HapyweHuin pa3eutua mosra, Taylor (1968) wu pag Aapyrux
aBTOpPOB cpenanu BbIBOL O TOM, 4TOo M3MeHeHua LLHC pgnsa
cuHApoMa 3dpaBaphca HexapakTepHbl. BmecTe ¢ Tem paboThl
Michaelson n Gilles (1972), Sumi (1970), a TakXe aHanu3
COOGCTBEHHOr0 MaTepuana nO3BOAMAWM cAenatb MPOTUBOMNO-
NOXHOe 3aK4eHue.

[0noBHOW MO3r MNpu cUHApPOMe TpUcOMUM 18 0BbIYHO Bbl-
TAHYT B nepejHe-3ajjHEM Hanpas/ieHWU W COOTBETCTBYeT [O-
nnxouepanmueckon gopme yepena (Slaswok, 1974). Cornac-
HO [aHHbIM OTAENbHbIX aBTOPOB, OLHUM W3 BaXXHbIX MPU3Ha-
KOB 3TOro cuHapoma sfgnsetca mukpoueganua (Michaelson,.
Gilles, 1972). B 8 wu3 11 Hawux HabNAEHUA TpUcoMUHK
18 rofoBHOW MO3r BECU/ 3HAUYMTE/NIbHO BbIWE HOPMbI, B psfje-
cfiyvyaeB macca coctaBnana 21,2% maccbl Tena (B KOHTpO-
ne— 13,01%), B 1 HabnwageHNM OHa COOTBETCTBOBana Hop-
Me U TONbKO y 2 aeTel 6blla HECKONbKO HUKe HopMbl. Cre-
fJoBaTeNbHO, MuUKpouetanus BCTpeyaeTcs Npu CUHAPOME
dpaBaphca faneko He Bcerpa.

Mpu BHeWHeM OCMOTpPe rosioBHOro mo3sra B 50% cny4yaes'-
OTMeYaeTCcs MUKPO-, MNOAUTUPWUA, TMNPEUMYLLECTBEHHO B 06-
nacTu No6HbIX fonei. B 2 cO6CTBEHHbLIX HAGOLEHUAX BbIAB-
NeHbl NPU3HaKW NaxXurupuu. YTONWeHUe WU3BUAUH BONbIHUX
nonylwapuin n oTcyTCTBUE BTOPUYHBLIX 6OPO34 ONUCAHbI MpK
Tpucomun 18 n paHbwe (Michaelson, Gilles, 1972). Apu-
HeHuetanua npu 3TOM CUHAPOMe BCTpedvaeTcs KpaliHe pej-
ko (Butler et al., 1965). B Hawwux HabnwgeHmax o60HS-
TeNbHble NYKOBWUUbI, TPAKTbl WU MAACTUHKW OblNM COXpPaHeHbI
BO BCeXx cnydyaax. Ewe pexe npu cuHgpome 3JpaBappca 06-
Hapy>xuBaeTca uebouedanua m umknonms (Holmes et al.,,
1974; Lang et al., 1976), nHorga — runonnasna 3puUTeNb-
HbIX HEpPBOB W 3puTenbHOro nepekpectka (Passarge et al.r
1966). Mogo6Hy runonnasvio Mbl BbisBUAM y 6 n3 11 ge-
Tell ¢ cMHApOMOM dpaBapAca.

OAHUM M3 OTHOCUTENbHbIX TUMWUYHBIX WU3MEHEHWW ronoB-
HOro MO3ra npu CMHApOMe 3ABapfca CcYuTaeTcas runonna-
3na mosonuctoro Tena (Paulson, Allen, 1970). OgHako.
Michaelson un Gilles (1972) 06Hapy>Xunum W3MeHEHWA MO30-
NUCTOro Tena TONbKO B 4 13 11 HabnOAEHWIA 3TOro CUHAPO-
mMa. B Halwem wmaTepuane HapyleHUs MO30AUCTOro Tena
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nMenn MecTto BO Bcex 11 cnyyasax. B 2 u3 HUX BbifiBJieHa
ero annasus, B 8 — runonnasMs u B 1— annasua 3afgHel
ECraliku.

Annasua MO30/UCTOr0 Tefa COMPOBOXAAETCA OTCYTCT-
BMEM CTON6GOB CBOAA, MPO3payHbIX MNEperopofok W 3ajHei
cnaikm B 2 HabnlofeHUsX OTMEYEeHO pacliMpeHue noaocTu
Npo3payHoOin MNeperopoAku, 3amofIHEHHON npo3payHoil 6ec-
LUBETHOW >XWAKOCTbK. JIMCTKM Npo3pavyHbiX MNeperopogok
TOHKME C rnagkon, 6necTdAwen, NMWEHHON 3NeHAUMAapPHOM
BbICTUKN BHYTPEHHEA MNOBEPXHOCTbIO. TUNWUYHON BOAAHKN
roNI0BHOI0O MO3ra He 06HapyXeHo, OfHaKo 3ajHue pora 60-
KOBbIX Xeny404YKOB B MOJ/IOBMHE Cny4yaeB 3aMeTHO pacliu-
peHbl, a nepefHue y3kue u KopoTkue. B i u3 HabnwogeHum
YCTAHOBJ/IEHO HepasfjeneHWe r0N0BOK XBOCTOBOro fgpa, B
OPYrOM — 4YacTU4YHOE CAMAHUe 3PUTENbHbIX O6YrpoB 3a cuyer
YTO/ILEHUA U YKOPOUYEHWUS MeXTanamyCHoOn cnaikm. VNcTuH-
Has nopaHuedanna, Ha KOTOpyk YykasbiBatoT Ricci et al.
(1966), B Hawem maTepuane He Habnwganacs.

MO03Xe4yoK 3HAYUTENbHO YMEHblIeH. B oTgenbHbIX Cny-
yasax ero rmnonnasns KpaliHe BblpaKeHa — Macca MO3Xeu-
Ka No OTHOLIEHWIO KO BCeii Macce rofloBHOro MO03ia COCTaB-
nset scero 2,48% (B Hopme — 5,8%)- OueHWTb 4acToTy
rmnonnasum Mo3Xxeyka Npy 3TOM CUHAPOME MO [aHHbIM NKn-
TepaTypbl KpailHe TpyAHO, TakK Kak jJaxe B paboTax, chne-
UManbHO MNOCBAWEHHbIX uM3yyeHuto LLHC npu Tpucomum 18,
mMacca MO3XeukKa NpuMBOAUTCA KpaliHe peako.

Mo mHeHuto . U. Nastoka n N. B. lypbe (1979), ™g"
nnasns MO3Xeyka BCTpevyaeTcd TONbKO y 6,8% peteil. Ni-
Shi et al. (1975), aHanuaupys COGCTBEHHbIA MaTepuan u
LaHHble SNOHCKOW  nuTepaTypbl, 3akAl4YUAM, UYTO runo-
nnasms Mo3Xeyka ABASETCA OAHUM W3 YacTblX MOpPGoNioru-
YecKUx NpuM3HaKkoB Tpucomum 18.

WccnepoBaHue npogonrosaTtoro mMo3ra BbIBUAO YBeu-
YeHMe U aCMMMETPUI0 HUXHUX O0NMB. Ha nonepeyHbiX cpesax
Npo4onroBaToro Mmo3ra B pAfje CNy4vyaeB HEBOOPYXEHHbIM
rnasoMm BUWAHO YBeNWYEHME [JOopcanbHbIX MAACTUHOK sAfdep
HUWKHUX onuB (puc. 50). OnucaHbl eAUHUYHbIE Cayvan pas-
NNYHBIX (OPM CMWHANBHOIO0 paxucxmsa nNpu  CUHAPOMeE
JpaBapaca (Shibata et al., 1973).

B 1 u3 HabnofeHUn Mbl TakXe O06Hapy>XWUam MeHWUHro-
muenouene (Ti2—S2), O0CNOXHWUBLIeeCA MNOPOKOM ApPHONb-
fa—Kwuapu u BHyTpeHHel BOAAHKOI TF0NOBHOro Mo3ra. Mos-
Xe4yoK npu 3TOM WMen Buf eABa 3aMeTHOro JMCTOBUAHOIO
ob6pa3oBaHMa maccoii 1,8 r n Haxoauncs B o6bnactu 601bLWO-
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ro 3aTblIOYHOr0 OTBepcTusi. [pOAONroBaThIi MO3F Takxe
6bin peopmmpoBaH, 60nblIas 4acTb €ro pacnonaranacb B
MO3BOHOYHOM KaHane. Ha nomnepeuyHbIXx cpe3ax fAfepHble
rpynnbl He onpegensnuce. OTBepcTua Jlywku n MaxaHgn
6blMN cAaBneHbl, 4TO 3aTPYAHAN0 OTTOK CMMHHOMO3rOBOWA
XWULKOCTU M3 BEHTPUKYNAPHOW cucTeMbl. BOKOBble W TpeTuit
Xenynouku 6binnM paclwupeHbl. [og 3neHAMMONR 0Kaszanoch
60MbWOE YMCNO NOAUMOPGHLIX KPOBOWU3MUAHWUIA U OKPYTNbIX

Puc. 50. MonepeyHblii cpe3 MNPOAONrOBaTOr0 MO3ra Npu CUHApOME 3f-
BapAca. YTONWeEeHWe JopcanbHbIX NacTUHOK agep onus (K, 12 u)

OYyropkoBbiX BbIMAYMBaHWIA AuameTpom okono 0,5 cm. B oc-
TaNbHbIX CAy4yasx Tpucomuu 18 npu mccnefoBaHUM CMUHHO-
ro mMo3ra HeBOOPYXEHHbIM rna3oM W3MEeHeHUli He 06Hapy-
>KEHOo.

CneunanbHoro Mop(osOrMYecKoro uccnefoBaHua  UK-
TOApXUTEKTOHUKU KOPbl 60MbWIKX NOAyWapuii Npu CUHAPO-
Me JjBapjca He NPOBOAWMIOCH, 3a WCK/OYEHUEM paboTbl
Michaelson n Gilles (1972), kKoTopble, U3y4yas KOpy pas3iunuy-
HbIX MOMiell TONOBHOTO Mo3ra, o6Hapyxunu B 7 m3 11 Hab-
NOAEHUIA UCYE3HOBEHME B KOpe 3aTblIOYHbIX AJ0Mel MON0CKU
Buk f’A3upa B 4yeTBepToM cnoe 18-ro mong u OTHecCnuM 3ToT
NPU3HaK K XapakTepHbIM NPoABAEHUAM CUHApPOMaA JaBapfca.

B Hawem maTepuane 3TOT MOPKONOrMYECKUIA MpPU3HaAK
BbifABNeH B 6 u3 11 HabnoaeHWn 1 ToONbKo B npegenax 18-ro
nona. lMonydyeHbl cnepytouime faHHble. B o6bnactu nons
17 nonocka Buk g’As3upa xopowo BblipakeHa. [locnoitHoe
CTpOeHMe KOpbl BO BCeX MNonsx 60MbWMX NOAylWapuin B oc-
HOBHOM coxpaHseTca. B 4 cnyyasax nofj COCYAUCTbIM JIACT-
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KOM MSTKO/ MO3roBoii 060104YKM B MOJIEKY/APHOM CN0e KO
pbl HalAeHO 3HAYMWTeNbHOE KOAMYECTBO He3penbiX runep-
XPC®OHbIX KNeTOK, PacnonOXeHHbIX FNaBHbIM 06pa3om B 06-
nactun 4-ro nons, pexe — B 061acTV NOBHbIX W BUCOYHBIX
poneii. B 5 cnyvyasix Ha pasnuMyYHbIX YPOBHAX 3TOr0 Xe cnos
BbIiIBIEHbl KPYyMHble HeillpoHbl Kaxana—PeTuuyca: uvauie

B nonsax 10 n 17, pexxe — B KOpPe BUCOYHbLIX JONENA.

B 7 cnyvyaax 3aperucTtpuposaHa HepocTatouyHas 3pet
NOCTb KOpblI 60AbWMWX MOAyWapuin, OTCYTCTBME pajuapHou
NCYEPYEHHOCTWN, HENpPOHbI TPeTbero W NATOr0 CNOEB KOpbl
UMEKT OKPYrayw (opmy, 6e3 anuKanbHbIX OTPOCTKOB,  3-
peAka cpeau He3penbiX KMeTOK TpPeTbero c/j0s BCTpeyarTcs
[OCTAaTOUYHO AuddepeHLUpOBaHHble HEWPOHbI  NUpPaMUAHOU
(hopmMM, Bonblie yeM B NOSOBUHE CNYy4YaeB OpUeHTauus Ta-
KUX 3penblX HeMpOHOB HapyleHa, CMeLleHbl KpymnHble® nupa-
MUAHbIE U TAaHTNWO3Hble HEWPOHbI B TPETUIA M BTOPOWA cnowu
KOpbl. OTW M3MEHEHUs XapaKTepHbl F1aBHbIM 06pa3oM ANA
4-ro n 10-ro noneit KOpbl U BUCOYHBLIX A0ONEN.

B nonosBnHe HabnwaeHuii yncno KnNetok beya B obnactu
4-ro nons 6bINO YMEHbLUEHO. DTN KNETKW pacnonarawTca Ha
pa3NUUHbIX YPOBHAX MATOr0 CA0S, BCTPEYalTCA y4yacTKu,,
MOMHOCTbLIO NNLIEHHbIE UX. B 1 13 HabNwAEHUU CUHApPOMA.
dpBapfca 4MCN0 TaHTMO3HbIX KNETOK 0Kasanocb [JocCTa-
TOYHbIM, OAHAKO OHW MMeNn HeoObIYHYK YPOAIUBYID GOopMy
(KpynHble, HanOMMWHaloWMe OTAaNeHHO-3Be344aTble UAN Kop-
3MHYaTble HENPOHbI) M3-3a2 60NbLLWON0 Ynucna OTPOCTKOB, OTXO-
LAWNUX B pasfiMuHble CTOPOHbI. B O0TAeNbHbIX cAydaax Takue
HeMpoHbl HalfeHbl B KOpPe BUCOYHbLIX AO0NMel W 3afHeil LeHT-
panbHON W3BWUAMHBLI. TpeTuii cnoli Kopbl nonein 4 n 10 oTnu-
yaeTCA HalMUYMEM 04YaroB 3HAYUTE/NbHOTrO pa3pexeHus 3a
CUET CHMXKEHUS KOAMyecTBa MUPAMUAHbIX HeWpoHOoB. OTHO-
CUTENbHO 3penble MUpamuHble HEWpOHbl XapakKTepusyrTcs
npu3Hakamu BaKyonuMsaumy uuTonnasMbl. TWUTPOWUHOE Be-
WecTBO B LMTOMMa3Me, KakK MpaBWfio, He onpegensercs.
B 5 HabnwaeHMAax anukKanbHble OTPOCTKM OTHOCUTENbHO
3penbiX NUpPaMUAHbLIX HERPOHOB MMeNW W3BWUTOR BUA U MpO-
CNeXWUBanUCb Ha 3HAYMTENIbHOM paccTosiHMKU. mnperHayus
no FonbAXW nokasana, 4To MOYTU BO BCEX Cayyasx TpUCO-
MUKM 18 anuMKanbHble OTPOCTKM MMEKT NUWb €fUHUYHbIE TOH-
Kne OEHAPUTbI UAW MOMHOCTHH UX JINLLEHBI.

Sumi (1970) K OTHOCMTENIbHO TUMWUYHLIM MPOABAEHUAM
Tpucomum 18 OTHOCUT runonnasvio runnokamMna W Hapyue-
HUA ero CTPYKTypbl. mnonnasvil runnokamna c Hapyule-
HWEM CTPOEHUS aMMOHOBbIX POFOB Mbl 0OGHapy>XWAU BO BCEX
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11 HabnwpgeHunsax. B 1 n3 HUX aMMOHOBbLI pora WM 3ybuaTble
thacumMm MOMHOCTbID OTCYTCTBYHT. Ele B 1 ycTaHOBAeHa an-
nasus 3y64aTtoi acumm nNpu OTHOCUTENIbHOW COXPaHHOCTWU
CTPYKTYpP aMMOHOBbLIX poros. B 6onblWMHCTBE cnyvaeB 3y6-
yatasd ¢acums rmnonnasupoBaHa, NNIeHa U3BUTOCTU U CMe-
WeHa K Kpato runnokamna. Mopgo6Hble nameHeHma Michael-
son un Gilles (1972) cuuTaloT XapaKTepPHbIM MPU3HAKOM
Tpucomumu 18, yto MOATBEPXAaeTcHd W AAHHbIMU HALIero wuc-
cnefosaHua. W3spepka npu cuHApome SfBapfhca YTOJLWEHO
none H3 aMMOHOBbLIX POroB.

Kak BMAHO, cMHApPOM 3pBapfca XapakKTepusyeTcs OTHO-
CUTENbHO NerkKMMu CTPYKTYPHbIMW HapyLeHUAMW KOpbl KO-
HEeYHOro Mo3ra Mo CpaBHEHUK ¢ cuHapomom [Martay. Ee no-
CNoliHOEe CTpOeHMe, KakK npaBuno, coxpaHserca. Wcknwue-
HUEM CcAyXaT pefkue cnyyam uebouedanum W UUKIONKN,
onucaHHble Mpu Tpucomum 18, KOTOpble COMPOBOXAAKTCH
nopokamu nposeHuedannuecko rpynnel. B To xe Bpema
rmnnokamn npu Tpucomuun 18 ctpagaeT 60/ee 3HAUYUTENBHO,
4YTO NpPOABMAETCA HapyWeHUsMU CTpoeHMsa 3y6uyaToli dacuuu
M aMMOHOBbLIX poroB. KpaeBoe cMmelieHue 3y6uaToil thacuuu
M ee rMNonasus BCTPeYarTCs NOCTOAHHO U MOTYT pacleHu-
BaTbCA KakK TUMWUYHbLIA MOP(HONOrMYecKUin MNpU3HAK TPUCO-
mun 18.

B 6enom BewecTBe 60MAbWKNX NOAyWapuini No4Tu B NOJMO-
BMHE HabnwaeHWin cuHgpoma 3JaBapaca ob6HapyXeHo 60/b-
l0e KONMYECTBO €MHUYHO PACMONMOXEHHbIX UMW HEBOMbLINX
rpynn xopowo AuddepeHLnpoBaHHbIX HEWPOHOB NuUpaMuj-
HOM WAN Kop3uH4yaToln Gopmbl. B 4 u3 3Tux HabnogeHwWi
yKa3aHHble HEWpOHbl BbiIBIEHbI B 6e10M  BeLW,eCTBe BCeX
fonieil 6onblWINX Monywapuii, a B 1— ToNbKO B 061acTm
No6HbIX gonei. Ouaru xopowo AuddpepeHLUPOBAHHbIX Heil-
POHOB TaKXe OTMeYeHbl B MEPUBEHTPUKYNAPHbLIX OTAenax
ro/I0BHOr0 Mo3ra. Takue TeTepoTONUM HENpPOHOB OMMCaHbI
Terplan et al. (1970) y 13 n3 16 geteil ¢ cuHgpomom 3f-
Bapfca M pacueHeHbl KakK OfWH W3 AUATHOCTMYECKMX MpPU3Ha-
KOB 3TOro cuHApoma. Hapsagy cO 3penbiMU HellpoHamu B
ecy63neHAUMApHbIX OTAenax pacnofnaraetcs 60/blIOe KOMU-
4yecTBO He3penbix. B 6enoM BelecTBe OTYET/IMBO BblpaXKeHa
nponudepayna GuUOPO3HbLIX acTPOLUTOB C AJIMHHLIMW OT-
pocTKamu, CpeAau KOTOPbIX HepeAKO MOMajalTCsa KPyMHble
acTpoLUTbl C KOPOTKMMU TONCTbIMU OTPOCTKaMWU.

MoAKOPKOBbIE SAAEPHbIE TPYMMbl, fifpa 3pUTENbHbIX OYr-
pOB M XBOCTaThle AApa XOpowo c(opmMupoBaHbl, 06pasyto-
WMe WX HeNpoHbI JOCTaTOYHO AuUddepeHLUpoBaHbl. B 2

93



HabnaeHNaxX Tpucommn 18 neperopogka rmnonnasMpoBaHa
M npejcTtaBneHa Heb6oMbWUMMK rpynnamu HelipoHoB. B 4
c/iyyasx 3aMeTHO Trunonna3mpoBaHa TaKXe BHYTPEHHASA
Kancyna.

Michaelson un Gilles (1972) K xapaKTepHbIM MpuU3HaKaMm
CUHApoMa JBapfAca OTHOCAT HapylleHWe CTPOEHUA HapyX-
HbIX KO/MEHYaTbiX TeNn B BUAE MNOTepU BEPTUKANbHOW cnouc-
TOCTW, YMEHbLUEHWE YMCNA KNETOK B C/0e KPYMHbIX Helpo-
HOB 1 Hanuuue B 6a3asbHOM CN0e MENKUX W KPYMHbIX Helpo-
HOB. MHorga npu Tpucomun 18 cnoil KpynHbIX HEWPOHOB B
Hapy>XHOM KO/leH4YaTOM Tejle OTCYTCTBYET. AHaN0rnyHble
HapyLlWweHUA HapY>XHbIX KONeHYaTbiX Ten Mbl 3aperucTpupo-
Bany B NMOMOBUHE COOGCTBEHHbIX HabMlOAeHUN, npuyYeM 3TU
HapyLweHNa COMPOBOXAAlTCA OTCYTCTBMEM MOJIOCKM  Buk
0°A3pa B KOpe 3aTblIOYHbIX [onell 60AblNX NONyLlapuii.

MUKpPOCKOMMYECKOE CTPOEHUE HOXEK MO3ra B Hawux
HabnogeHMax Tpucomum 18 66110 06bIYHBIM, 33 WCKAKOYe-
Huem 1 cnydas, Korga CunbBUEB BOAONPOBOA Obln paclien-
NeH Ha fBe rpynnbl (BEHTPaNbHY U AOPCaSbHYK) MENKUX
TpybuyaTbiX XOA0B, MOCTPOEHHbLIX W3 KNETOK 3MeHAMMapHOro
anuTenuns. MccnegoBaHue CepUHbIX CPe30B  HOXEK MOo3ra
He BbLIABW/IO aTpe3un cunbBueBa Bogonposoga. Appa Il un
IV nap uyepenHbiX HepBOB, YepHas cybcTaHUMsA OblNM XOPO-
WO CPOPMMPOBAHBI.

Michaelson n Gilles (1972) nNOCTOAHHbLIM HapyLleHUeM
LUHC, xapakTepHbIM ANnf CMHApOMa JABaphca, CUYMTAKT K-
nonnasuto 6a3nca sBaponuesa Mocta. basuc saponmesa moc-
Ta B 10 Hawmx HabnwopgeHuax (B 1 HabnwgeHUn mophomeT-
puyeckas OUeHKa BapojiMeBa MOCTa, NPOLOSIroBaToro Mosra
M MO3XeuyKa He MPOBOAMNACH M3-3a BbIPaXeHHON fedopma-
UMM 3TUX OTAeN0oB BCAEACTBME BO3HMKHOBEHWS NOpoKa
ApHonbfa—Kwnapn) 6bln TakXe 3HaYUTENbHO yMeHbleH (B
KpaiHUX BapuMaHTax B 3 pa3a MeHblle MOKPbILWKN), COCTaB-
naa toneko 32,95% nnowagu nonepevyHuka BaposneBa
mocTa. [mnonnasusa 6asuca 00ycnoBfeHa BbIPaXeHHbIM
YMeHbLIEeHWeM NUPaMUAHbIX MYYKOB, KOTOPble B CPefHEM
3aHuUMalT e 2,72% nnowagn nonepeyHMkKa MocTa npu
Hopme 11,5%.

BmecTo 06bIYHOrO pasjeneHWs nNUpPamMUAHbIX MNyTel Ha
MefiKue ny4yku B 6asuce BapofiiMeBa MOCTa OHWU MpefcTaBre-
Hbl ABYMA MENKUMW CUMMETPUYHbIMW KaHaTUKamu, WHOrga
pacnonarasicb y nepefHe-Hapy>XHblx oTtgenos 6asnca. B
cpegHem 6asuc  3aHMMaeT 41,98% nnowagun nonepeyHuka
mMocTa npu Hopme 67,14%. lNonepeyHble (COOCTBEHHbIE) BO-
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NOKHa 6a3nuca TakXe TOHKMe, runonnasnupoBaHHble. Tlo-
KpbllWKa Bapo/ineBa MOCTa W sifepHble Tpynnbl gHa 4YeTBep-
TOro XXenyfoyka UMelT 00blYHOe CTpoeHue. HelipoHbl KX
[OCTAaTOYHO 3pefnble, B UMTOMAa3Me NpU MMNperHayum cepe-
OpOM BbLISIBAAKTCA TOHKWE HelWpoubpunnbl WA MenKas
3ePHUCTOCTb.

FMCTONOrMYecKOMY MCCNeA0BAHMIO MO3XeYykKa npu Tpu-
comun 18 cneumanbHO noceAueHbl paboTbl Terplan et al.
(1966), Terplan n Cohen (1968). OgHako B HWX npuBege-
Hbl CTPYKTYPHbIE HapYLIEHNWS MO3XeyKa N1Wb B 2 cray4vasx
n3 5. Sumi (1970) B 3 u3 6 HabnwAeHUA 3TOr0 CMHAPOMA
TaK)Xe He Hallen W3MeHeHWih Mo3xeuyka. B ocTanbHbIXx 3
cnyyasix aBToOp Habnwgan HanMume B 6eN10OM BeLLECTBE MO3-
KeyKa KPYMHbIX HEMPOHOB, HamoOMMWHaKWMX KneTkn [yp-
KWHbe. [eTepoTOnuiA 'KNeTOK HApPYXHOro 3MO6pMOHaNbHOrO
Cnoa Kopbl MO3Xeuyka B ero 6enoe Bewecrso Sumi (1970)
He 06Hapyxun. Oyarm KpynHbiX HeMpoOHOB B 6enOM BellecT-
Be OblnM onucaHbl B 6 u3 11 HabnwogeHnin cuHapoma If-
Bapaca Michaelson un Gilles (1972), 4uTO MO3BOAWAO 3TUM
nccnegoBaTendM OTHECTM CTPYKTYPHble HapyLeHuWs MO3-
Keyka B rpynny HecneympuyeckUx MPU3HAKOB MNOpPaXeHus
UHC npu tpucomun 18.

B Hawem maTepuane CTPYKTYPHbIE HapyLEHNS MO3XKeu-
Ka obHapyXeHbl BO Bcex 11 HabnwgeHuax Tpucomum 18. U3
HUX Hambonee 4acTo MMEKT MECTO [ABa TuUMa HapyLIEeHWA:
1— Hannyme B 6enoM BewecTBe BOHAM3M YepBA AUCNNACTMY-
HbIX AUCTOMNWUYHbIX W3BWAWH, 2 — HaAuMuyMe B CyOKOpPTMKaib-
HOM 6e/l0M BeLeCTBE MO3XKEe4Yyka 04aroB KPYMHbIX HENpPOHOB,
HanoMuHalwWwmx knetkn MypkuHbe (puc. 51, a). B nocneg-
HeM cny4ae 4YMCNO HelpoHOB ypKWHbe B FaHrNMO3HOM clioe
KOpbl MO3)Xe4Ka 3HAYMTEeNbHO YMEHbLLIEHO WAW OHW NON-
HOCTbID OTCYTCTBYIKT B TeX yyacTKax KOpbl, NOA KOTOPbIMW
pacnonaralTca o4aru reTepoToNMPOBaHHbIX  HEWPOHOB
(puc. 51,6).

Tonbko B 5 cayvyaax Tpucomum 18 B 6Genom BelwecTse
HageHbl reTepoTONUM KAETOK 3epPHUCTOr0 €0 KOpbl MO3-
Keyka, a reTepoTonuMn KNeTOK Hapy>XHOro aM6puMOHanbHOro-
cnos ewe pexe — B 3 HabnwpgeHuax. B oTanmume OT CTpPyK-
TYPHbIX HapyweHWin MO3Xedyka npu cuHgpome lMatay 3Tu
oyaru npegcraBfeHbl NWWbL HEBOAbWUMKU FPynnamMu KNeTok..
[eTepoTonuini B 3ybuaTble siApa MO3Xe4yKa HW B OQHOM M3
HabnwaeHUit Tpucommu 18 He 3apMKCMpPOBaHO. B oTAenbHbIX
yyacTKax X0f 3Tux sagep yTonuieH. WHorga BcTpevaroTcs
OTWEeNNEHUA TPYNN HelipoHOB 3y6uaTbiX A4ep B Npunexaltiee
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6enoe BewWeCcTBO, HapyweHus xopa sgep. M3meHeHue 3y6-
yaTbix afgep HaigeHo Michaelson n Gilles (1972) B 6 Ha6-
nojgeHnax mns 11

KpaliHe pefko mpu 3TOM BUAe XPOMOCOMHOI abeppauuu
ONWCbIBAIOTCA reTEPOTONUN KNETOK 3MOBPMOHaNbHOrO Cnos
KOpbl B WaTpoBUAHbIE U NpobkoBuiaHble sigpa (Terplan et
.al.,, 1970). Mopo6HY reTepoTONUIO Mbl OTMETWUAW NUWb B
1 HabnwgeHnn. HelpoHbl 3y64aTbiX ffep BO BCeX Cly4asax

'Puc. 51. CTpyKTypHble HapyLlleHWss MO3XeuykKa Mnpu CUHApOMe OpaBaphca:

M — B 06enoM BeLieCTBe W3BWAWHbI — KPYMHbIA 04ar rpyLIeBUAHbIX

.HeBpounToB (K, 12 4); 6 — yMeHblueHWe uyucna KNeTok [MypKuWHbe B

raHr1MoO3HOM cnoe Kopbl, B 6enoM BeliecTBe ovar TakuWx KNeTok (X,
4 cyT). OKpacka TUOHUHOM no Huccnto, X48

TpucoMmuy 18 [OCTATOYHO 3pefible, OLHAKO B OTAENIbHbIX
HabMIOAeHMAX UX 4YUCNO MO XOoAy Afep YMeHbweHo. [Mpu
3TOM B 3ybuaTbiX fapax Ha MecTe 3TUX HeApoHOB BUAHO
3HauyuTeNbHOE KONW4YeCcTBO (PMOPO3HLIX acTtpouuToB. [Jo-
BO/IbHO KpYyMHble (MOPO3HbIE acTPOLUTbl BbIABAAKTCA U B
06n1acTN AUCTOMNUYHBIX AUCMAACTUYHBLIX W3BUAUH. OTPOCTKU
X AOBOMIbHO A/IMHHbIE, BETBALLMECH.

WTak, aona tpucommy 18 xapakKTepHbl CTPYKTYpHble Ha-
pyWeHNa MO3XeukKa, fBNAKOLWMeca CNefACTBMEM HapyLeHuUs
MUTpaLnuyM OTAEeNbHbIX KNETOK ero Kopbl, 4TO MposABffeTcA
reTepoTONMUAMM KPYMHbIX HEAPOHOB, HAMOMUHAKLWMUX KAETKU
MypknHbe, B 6enoe BewecTBo. [0-BMAMMOMY, 3TU HEWPOHbI
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npeAcTaBNsAOT c060/ He Agowefline A0 FaHTMO3HOrO cnos
KOpPbl MO3)euKa rpylweBUAHble HEBPOLMTHI, TeM 060NMee 4TO
No CBOMM MOP(ONOrMYEeCKMM MNpPU3HaKaM OHW WAEHTUYHBI
(ognHakoBble (hopma W pa3mepbl, XapakTep BeTBAEHUA OT-
POCTKOB, PacnofioXeHus B UMTONNasMe Helpohundpunn).
B 1962 r. Smith et al. BnepBble Npu cMHApoOMe JABapAca
onucann yToJilleHWe AOpCasbHbIX MAACTUHOK ff4ep HUXHUX
onnB. BrnocneactBuym nopgo6Hble M3MEHEHMA NPOAOMATOBaTOro

Puc. 52. CTpYKTypHble HapyleHus
npofo/sroBatoro Mosra npu CUHAPO-
Me dpaBapfca: a — yTonuleHue fop-
CanbHOW NNacTUHKW ffpa ONWBLI, TU-
nonnasna nupaMugHoro nyyka (x,
12 4). Okpacka no Lnunbmeiiepy,
X 12; 6 — yTonuweHne fopcanbHoi
NNacTUHKWU Afipa OfIMBbI C COXpaHe-
Huem rpy6oi ussmutocth  (k, 0).
Okpacka no BaH-I'n3oHy, X16; B—
CMeLleHne HelNpOHOB Ha Meputepuio
xofa agpa onueBbl (M, 45 cyT).
Okpacka TWOHMHOM no Hwuccno,
X 120

Mo3ra 6biin 06Hapy>XXeHbl BO BCeX Cayvasax Tpucomuu 18 nmpu
npoBefeHWN creynanbHbIX WUccnefoBaHWiA  MPOLONAroBaToro
mo3ra (Sumi, 1970; Michaelson, Gilles, 1972). YTonuweHune
fOpcanbHbIX NAACTUHOK ffep HUXHUX ONWB Mbl Habnwpganu
B 60MbWINHCTBE CAyvyaeB yXe npu aytoncum  (puc. 52, a).
K coxaneHuto, B OTAENbHbIX CAyYasaxX OYepTaHWUS HUDKHUX
0/IMB Ha NOMepeyYHbIX cpesax MNpPoAO0AroBaToro Mosra npu
MaKpOCKOMMYECKOM M3YYEeHUU ObiM MA0X0 BUAHBLI. [ucTono-
rMyeckoe >e uccnefoBaHWe MNO3BOMUMO BbIABUTbH 3TOT MOp-
(hoNnornyecknini nNpusHak BO BCEX COOCTBEHHbIX Habnwpge-
HUAX.
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YCTaHOBMEHO TakKXe, 4TO AopcanbHble NAACTUHKW ajep
HWKHUX ONMB MOSIHOCTbIO INLWEHbI  06bIYHON  M3BUTOCTH.
TonwwuHa fopcaNbHblX MNNACTUHOK MpPU CUHAPOME JpaBaphca
M B KOHTPONbLHOIW rpynne AOCTOBEPHO pasnuyvaetca. B oT-
LeNbHbIX cnyvyasax coxpaHsaeTca rpy6as U3BUTOCTb Mefuanb-
HbIX OTAeNoB fJopcanbHbiX nnacTuHoK (puc. 52,6), b cBoto
oyepedb BEHTpaNibHble MAACTUHKW OfINB UMEKT WU3BUTOCTb U
OTHOCWUTENbHO YMeHbleHbl. O6Wan nnowagb, 3aHuMMaemas
A4paMu ONWMB MpW cCUHApOMe 3paBaphca, cocTaBnseT it,6k
nnowann nonepevyHUKa NPoOLONTrOBAaTOro0 Mo3ra W MpeBbl-
WwaeT 3TOT MOKasaTenb B KOHTponbHoW rpynne (13,4/0)-
HelpoHbl 06euMx NNacTUHOK pa3BUTbl OAMHAKOBO, MHOTME
CMelleHbl K Kpal xoja onuB, obpa3ysa nopobue Kancysbl
(puc. 52, B).

OnucaHHble HapylleHus sgep O0AMB  MNPOAONATOBAKOIO0
Mo3ra He O6GHapyXeHbl B KOHTPONbHOW rpynne, a TakXe B
cnyyasx gpyrux cuHgpomos MBTIP XpOMOCOMHOR W FEHHO
NpuUpoAbl, 4YTO MO3BONAET MX OTHECTU K TUMWUYHLIM NPU3Ha-
kam* TpUcommu 18. PopmanbHbI reHe3 yTOMWeHUs fopcalb-
HbIX MNACTUHOK MPOAONroBaToOro Mo3sra 06CYXJEeH Bbllle.

Opyrum nocTtosHHbIM MPU3HAKOM HapylleHWs MNPOAONro-
BaTOro' Mo3ra npu cuHApome 3JABaphca ABAAeTCA runonna-
3MA nupamuj, KoTopble B cpefiHEM 3aHumatroT 6,7 /0 nnowa-
AN ero nonepeyHuka npu Hopme 12,02%- Tlnowafb, 3aHu-
MaemMas peTUKYNApPHOW dopmauuell, TakXXe MeHblle, YeM B
KOHTponbHON rpynne (7,3 npotue 10,8%). B Hawem marte-
puane oTMeuyeHbl W 60nee pefKue HapylleHUs MpPoJoNnrosa-
TOro Mo3ra B Bufie annasuuM v runonnasuu MeguanbHbIX n
fopcanbHbiX f00aBOYHbLIX ONMB, FETEPOTONUU OYAXKKOB HEi-
POHOB fifep ONMB B fJOpcCajbHble OTAeNnbl MNPOAO0AroBaToOro
MO3ra, CHWXEHME 4ucna HerWpoHOB B AApax MOABA3LIYHONO.
HepBa M UX aCUMMETPUSA.

Bo Bcex HabnogeHUAX 3TOr0 CMHAPOMA B CMMHHOM MO3-
re OTMEYEHO 3aMeTHOe YMEeHblUeHWe KO/SMYyecTBa MOTOHeU-
POHOB, MPEUMYLLECTBEHHO B LWEWHbIX U FPYAHbIX CETMEHTax.
yncno mx B nepefiHUX porax B OTAefIbHbIX CAyyasxX He npe-
BblwaeT 3—5 knetok. B 2 cnyyasax no xogy nyykos lonns
n bypfaxa HalifjeHbl KpPYMHble HEPBHble KMETKW, HanoMUHa-
OLNEe HENPOHblI CNUHANbHbLIX FaHrAMeB. Takue Xe HehpoHbl
06HapyXeHbl M B 061aCTU 3aAHWX KOPELIKOB LWEWHbIX Cer-
MEHTOB CMWHHOFO Mo3ra u B 1cnyyae — B MATKOW MO3rOBOWA
o6onouke. Mnowapb, 3aHMmMaemas 6enbiIM BEWECTBOM B
lweiHoOM oTgene, ymeHblweHa Ao 59,32 /o (B Hopme 68,14 /0)
BcneAgcTeMe rMnonnasmii nepegHux cTon60B, 3aHMMAaKLLNX
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10,1% nnowagn nonepevyHMKa CNMHHOro Mo3ra (B Hopwme
16,04%), B TO BpemMa KaK nnaowapfb, 3aHMMaemas 60KOBbIMMU
M 3afHUMMK cTON6amMun, He OTAUYAETCA OT KOHTPOJIbHOW.

CBefleHNn 06 0COGEHHOCTAX MUENMHU3ALWUKU LEeHTPanbHOM
HEepBHOW cUCTeMbl MpWM CUHApPOMe JjBaphca B nuTepaTtype
Mbl He Hawnu. NmerTCca NULWb YKa3aHWA Ha TO, YTO B HEKO-
TOpbIX cnyyasx Tpucomumm 18 muenuHmsaums 6Genoro Bele-
cTBa MO3Xeuyka HegoctatoyHa (Michaelson, Gilles, 1972).
Mo HaWWM JaHHbIM, MWENWHMU3aLWA TON0BHOTO WM CMAMHHOIO
mMo3ra npu Tpucommu 18 maet HOpmanbHO, a B HEKOTOPbIX
cnydyasx paxe onepexaeT 06bl4Hble Temnbl. B 3 u3 8 Hab-
NAeHNn (cneumanbHOe MCCNefoBaHMe Ha MMWENWMH) B Kope
60MbWNX NONylapuii BbiIABAEHbI He TOMbKO TaHTreHUMab-
Hble BONOKHA MONEKYNAPHOTO CM0A KOpbl, HO W pajuapHble
W TaHreHuunanbHble BOMOKHa 6onee rny6okux cnoes, obpa-
3YIOWNX ee MUeNoapxXMTeKTOHUKY. OTCYTCTBUA MUENUHOBBIX
BOJIOKOH B 6e/0M BellecTBe 60MbLINX MOAYLIAPUA He OTMe-
YeHo.

B 60NbWKUHCTBE HabMOAEHWU BHYTPEeHHAS Kancyna uc-
TOHYeHa, OflHAKO BCerja ee BO/IOKHA MO/THOCTbIO MUETUHU3N-
poBaHbl. B MMpaMuaHbIX Nyuykax BaponueBa MocTa W Mpo-
[JONTOBATOr0 MO3ra XOpOLWO MPOKPawmnBalTCs TOHKWE MuUe-
NIMHOBbIE BOMOKHA. MMOMHOE MX OTCYTCTBME B NUPaMUAHBIX
MyTAX 3aperucTpupoBaHo AuWb B 3 M3 11 HaGNOAeHWUi.
OcTanbHble OTAeNbl BapofivMeBa MOCTa W MPOAONTOBAaTOrO
mMo3ra (TpaneuueBufHble Tena, MefuanbHas neTns, peTu-
KynspHas dqopmayus) Bcerga XOopowo MUENTUHU3NPOBaAHBI.

benoe BewecTBO MO3Xeuka B 5 HaGMOAEHUAX TPUCOMMUN
18 6bII0 XOPOLIO MWUENWHWU3NPOBAHO, B 3-— AOCTATOYHO NOS-
Has MUenuMHuW3auus Habnpganacb BOKPYr 3y6uatbix sgep,
OHa yMeHbllanacb No HamnpaBfeHWU K Kope. 3agHue CTONGbI
CMUHHOTO0 MO3ra BO BCEX C/y4yasx XapakTepu3oBanucb X0pPO-
WWUM MpOKpawmBaHWeM BOMOKOH, B TO BpeMs KakK B nepef-
HUX M B6OKOBbIX CTONGax HWcxoAsuiMe nepegHue W 3afHUe
KOPTUKOCMWHANbHbIE TPakTbl 6blM MWUENUHU3NPOBAHbLI He-
[0CTaTOYHO.

B HekoTOpbIX HabnAEHNAX CMHAPOMA JABapaca o6Hapy-
XeHbl BTOPUYHbIE HApPYLIEHUA MWENNHOBLIX BONOKOH B BuUfe
X BapUKO3HbIX B3AYTUIA n tparmeHTaummn. B 1 cnyvyae aHa-
NOTWYHbIE W3MEHEeHMWA BbifiBAEHbl B 6en0oM BeuwlecTBe 60/b-
WMX MONylwapuini n Mo3xeuyka, a Takxe B 06nacTm Baponue-
Ba MocTa. lpy oKpacke cpe3oB rosoBHOro mosra CypgaHom
YyepHbIM B 6enOM BeWeEcTBe NOAyWapuin BUAHO 6Gonblioe
4yncno KNeToK C CyfaHO(UIbHON 3epPHUCTOCTLIO LUTOMNNA3MblI.
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B 8 n3 11 HabnwopgeHnit cuHgpoma dpBapaca Michael-
mson n (lilies (1972) B MArkoii MO3roBoi 060/104YKe HaLu
oyary HepBHOW TKaHMW, COCTOAWME U3 KNETOK FIMWU [NaBHbIM
06pa3omM M3 acTpPOUMUTOB, U rnManbHblIX BOMOKOH. AHanormy-
Hble CMelLeHNs HEPBHON TKAHU B MATKYH MO3rOBYH 060104-
KY Mbl KOHCTaTUpoBasu nub B 2 HabnwogeHuax. Fakue ova-
rMm HalgeHbl B MSTKOW MO3roBoii 060/104Ke, MOKpbIBAlOLLEN
nobHble JONM TFONOBHOro Mo3ra. OTMedyeHa YeTKas CBA3b
3TUX OCTPOBKOB C KOpPOIM KOHEYHOro MO3ra, BCNeACTBUE Yero
Mbl UX paccMaTpuBaeM KakK pe3ynbTaT CMELLeHUA KNeTou-
HbIX 3/IeMeHTOB Kopbl. 10 MHeEHWIO aBTOPOB psja uccneno-
BaHWi, Takue ouyarn SBNAKOTCH CNeACTBUEM MYNbTUMOTEHT-
HOM AnddepeHLUPOBKN KNETOK BHYTPEHHEro cnos nepBuY-
HOM MO3roBoli 060/104YKM, BO3MOXHOCTb XE€ MWUrpauum Kie-
TOK U3 TKAHW T0ON0BHOr0 MO3ra MOJIHOCTbIO OTBepraeTcs

Takum 06pa3om, faHHble nuTepaTypbl M aHanu3 cobeT-
BEHHOro mMaTepuana CBWUAETENbCTBYKOT O TOM, UYTO CUHAPOM
JaBapAca NOCTOAHHO COMPOBOXAAETCA HApPyWeHUAMU pas-
Butna LHC cOo CTOpOHbI pasfiMyHbIX OTAENOB TO/IOBHOTO MU
CNMHHOTO Mo3ra. Cpefn 3TUX HapyWeHWA MOXHO BbIAENUTH
OTHOCUTENIbHO TUMWYHbIE: AONUXOUedannyeekyo Gopmy ¢
pena u Mo3ra, annasvio W runonaasvuilo MO30JINCTOro Tena U
rmnnokamna, HaaMyve B Cy6KOPTUKaNbHOM 6enom BeliecTBe
MO3)e4yKa 04YaroB KpYMHbIX HEWPOHOB, HamoMWHalOLWUX
KneTkn MNypKWHbe, yTONWeHUe fgopcanbHbiX LWLacTUHOK agep
HWKHUX onunB, O6Hapy>XXeHWe 3TUX nopokos LLHC  3Hauu-
TeNbHO ob6nervyaeT AWArHOCTUKY Tpucomumm 18, 0coBeHHO B
Tex caydyasx, Korjga Kapuonoruyeckoe uccregoBaHue o0esyc-
NewHo uan HeBO3MOXHO. Haubonee cneunpuuHbIMKU  ANA
CUHApOMa 3paBapfca SBAAKTCA: YTONUeHUe AopcanbHbIX
NNacTUHOK A4ep ONWB MPOAOAroBaToOro Mo3ra W retepoTo-
NN rpywesuaHbIX HeBpPOLUTOB B CY6KOpTWKanbHoe 6enoe
BelecTBO MoO3Xeuyka. K MeHee MOCTOAHHbIM MNpU3HaKam
MOXHO OTHECTW FMMOonNasnuio 3pUTeNbHbIX HEPBOB U UX Nepe-
KpecTa, HapylleHWe CTPOEHUS HapY>XHbIX KOMEHYaTbiX ref,
ncye3HoBeHMe nonocku Buk f’Asupa B 18-m none Kopbl 3a-
TbIIOYHbIX Aonei. HapylueHWs MO30AMCTOro Tena WM runmno-
KamMna He SIBAAKOTCA CTPOro cneunm@uUHbIMK, TakK Kak BCTpe-
yalTca U Npu APYrMX XPOMOCOMHbLIX W TFeHHbIX CUHAPOMax
MBIP. OfHaKo M OHW B COYETAHWW C OCTaNIbHbIMWU MPU3Ha-
Kamu MOryT MOMOYb B AMarHOCTUKE 3TOro CUHApOMa.
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LHC MNPWN CUHAPOME JAYHA
(TPUCOMUSA 21)

BrnepBble CcUHApPOM onucaH B 1866 r. aHrauii-
CKMM Bpayom [ayHOM noj Ha3BaHWEM «MOHrojoujHas
nguotuax» (Jlasok, Nypbe, 1979). HecmoTps Ha TO 4TO 3TO,
3aboneBaHMe XOpOWO W3Yy4YeHO, ANUTeNbHOe BpPeMs CUUTa-
Nnocb, 4YTo Mop@onoruyeckue HapyweHus LUHC npu atom
BMAE XPOMOCOMHOWN abeppauumu He3HauYuTebHbl U Henoc-
TOAHHbI [lepBble cneumnanbHble MOPKHONOrMYECKUE UCCNEefO0-
BaHus LHC npu Tpucomum 21 nposefeHbl 3a py6exom
Benda (i960), a B CCCP B. B. Pycckux (1964), kotopble
onucanu uenbli pAf  OTHOCUTENbHO 4YaCTbiX HapyLleHWUn
pasBMTMUA TOMOBHOFO WM CMNMHHOMO MO3ra, XapakTepHbiX AnA
3TOro cMHgpoma. Ho B Toil n apyroi pa6oTe 6biAn mccnego-
BaHbl feTW MNPeMMyLecTBEHHO [OWKONbHOIO U LIKOMIbLHOIO
BO3pacToB, a'"Takxe B3pocnble. N3yyeHue unsmeHenum LHC
y fAeTell nepuHaTanbHOro nepuofa He MNPOBOAUIOCL BOBCE
(3a ucknouveHnem 1 HabnwogeHus (Benda, 1960)). L)aHako
Takume UCCMefOBaHUA MNpefacTaBAAlT 60/bLIOK MHTepec, Tak
KakK falT uHopMauuio o0 gUHamMUKe MOPDOOrNYecKUX Mu3-
MEHEHWIA M o06nervyawT BO3MOXHOCTb AuddepeHunanbHOM
AvarHocTukKM cuHgpoma [ayHa B 3TOoM Bo3pacTe. Mopdgono-
rmyeckas AMarHocTWKa B MepuHaTanbHbI  nepuoj KpaihHe
TpyAHa M3-3a OTCYTCTBUA WAM cnaboii BbIPaXXEHHOCTW MHO-
rMX BHEWHMX npusHakos (Jla3k, 1974), KoTopble nocTe*-
NeHHO MPOSABNAKTCA MO Mepe pocTa pebeHkKa.

AHanui [faHHbIX NUTepaTypbl W pe3ynbTaTbl CO6GCTBEH-
HOro uccnefoBaHMa MO3BOMUAM OLEHUTb MHOrMe Mopdgoso-
rmyeckne usmeHeHus LHC npu cuHgpome [ayHa W Bbige-
NUTb Haubonee 4acTble U OTHOCUTENIbHO XapaKTepHble Ha-
pylWweHUs pasBUTWUA FTONOBHOTO U CMUHHOIO MO3ra.

MaKpoCKONMYECKNE N3MEHEHUNSA
rofoBHOro M CNMHHOINO Mo3ra

Ona BblABNEHUA 4YacTOTbl U AWHaMWUKW  MaKpo- W
MUKPOCKOMUYECKUX HapylleHuidi passutua LUHC npu cuHg-
pome [dayHa Bce HabnwaeHus O6blAU pasfeneHbl Ha Tpu
BO3pacTHbIe FPynnbl: NepuHaTanbHblili nepuos (18), go lroga
(21?'1 6onee 1ropa (3). .

pu BCEW MPOTMBOPEYMBOCTU MHEHWU MO MOBOAY Hapy-
weHnii pasgutma LLHC npu Tpucommum 21 60AbWIMHCTBO MC-
cneposatenein efMHOAYLWHbI B OLEHKe MacCbl M (OpPMbl rO-
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nosHoro mo3ra (Crome, Stern, 1967), cuuTasa xapakTep-
HbIMU MpuU3HaKamum CcUHApPOMa [layHa yMeHblUeHWe Macchl
rofIOBHOr0 Mo3ra u ero 6paxuuetannyeckyto gopmy.

HaMu Tak >Xe OTMEYEeHO CHUXEeHWEe MacCbl TOJIOBHOTO
MO3ra B MepuHaTanbHblii nepuod B 12 u3 18 HabnoaeHWiA,
nMpuMyeM B OTAENbHbIX Cllyyasix TFOMOBHOW MO3F cocTaBnser
Bcero 7,41% obuweir maccbl Tena npu Hopme 13,01% (100
HabMOAEHUI KOHTpONbHOW rpynnbl). OAHako y 2 feTeit

Puc. 53. Bpaxuuedanuueckas opma rofiOBHOrO MO3ra npu CUHApOME
OayHa (m, 1rop)

nepuHaTtanbHOro BO3pacTa Macca r0/0BHOr0O Mo3ra CcoOOT-
BeTCTBOBa/Na HOpPMe, & Yy 4 3HayuTe/NIbHO TMpeBbilWana ee,
cocTtaBnsaa o 21,95% ob6uein maccobl Tena. B cBA3M € 3TUM
CpefHAA Mmacca rO0/I0BHOIO MO3ra OKa3a/laCb MPaKTUYEeCKM
TaKoi e, KaK B KOHTpO/e.

Yy jeTeinl ¢ cumHapomom [layHa B Bo3pacTe Ao 1 roga
TEHLEeHUUsA K MOHMXXEHWI0 MacChbl TOJIOBHOTO0 MO3ra euie Mme-
Hee 3aMeTHa. B Hawem maTepuane TONbKO y 7 geTelh m3 21
OHa Oblfla CHWXeHa, COCTaBNAs MWHMManbHO 9,05% o6wei
Maccbl Tena npu Hopme 12,2%. B ocTanbHbiX 14 cny4dasax
B 3TOW BO3pacTHOW rpynne OHa COOTBeTCTBOBajsa HoOpMe
nnu xe 6blna yBenMyeHa, focTUras B OTAe/bHbIX Habno-
feHnax 18,52%. OTmeyeHO yBenM4yeHWe MacCbl TO/IOBHOTO
Mo3ra v B 2 HabnwoaeHusax B TpeTbeil rpynne. CnepgoBatenb-
HO, MokKas3aTenu MacCbl FO/IOBHOro Mo3ra npu tpucomum 21
WMPOKO KONEBMIOTCA KaK B CTOPOHY YMEHbLUeHUA, TakK U B
CTOPOHY YBE/INYEHUA, MOI3TOMY HE MOTyT MCMNO/b30BaTbCA B
KayecTBe [AMarHOCTUYECKOro Mpu3Haka 3TOro CUHApOMA.
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B 60nblWKMHCTBE HabnwofeHuii cuHgpoma [ayHa ronos-
HOW MO3r YKOpOYeH B MepefHe-3afHeM HanpaBneHuu (puc.
53) 3a cueT runonnasuMm NOo6GHLIX foneil M nosTopseT 6pa-
xuuetanmyeckyto gopmy yepena. Jinwb B 2 Hawux Habnto-
LeHuaXx (opma rofIOBHOrO MO3ra ocTaBasaCb OTHOCUMTENbHO
npaBuibHON. Mo NUTepaTypHbIM AaHHbIM, B OTAENbHbIX CAY-
yasx npu cMHApoMe [layHa BCTpeyaeTCs BblpaXXeHHas acuMm-
meTpua 6onblwunx nonywapuii (Paulson, Allen, 1970). Mbl

Puc. 54. AcummeTpus 601bLIMX MOMYyLIAPUIA TONOBHOFO MO3ra NpW CUHA-
pome [ayHa: a — X, 3,5 mec; 6 — m, 0

06HapyXunu 3toT npusHak y 12 u3 42 peteil, npuyem y 8
M3 HUX 6bIN0 YMEHbLIEHO NleBOe Nnonywapue, a y 4 — npaBoe
(puc. 54, a, 6). PasHuua Mexay Mmaccoil 601bWMX MNONy-
Wwapuii MHorga gocTuraeT 76 T.

N3BWAVHBI NOGHBLIX A0NMei 60nbLINX nonyLuapvu/l y ,u,eTem
Cc Tpucomuein 21 06bIMHO Menkue, WuHorga 6GecnopsizovyHO
pacnonoxeHHole (Pycckux un ap., 1969). N3BUANHbLI OoCTanb-
HbIX A0neli OTHOCUTENbHO LWMPOKME, YMOLWEHbl, BblpaXeHbl
NNWb OCHOBHblE W3 HWUX, BTOPUYHble 60PO34bl U W3BUSINHBI,
KaK npaBuio, OTCYTCTBYIOT. OTU U3MEHEHUSA, NO-BUAUMOMY, U
pann ocHoBaHme Crome u Stern (1967) cuuTatb, 4TO ro-
NOBHOW MO3r feTeil ¢ cugpoMom [layHa MO CBOEMY BHell-
HeMy BMAy HanomMuHaeT MO3r nnoja. B 6onbwunHCcTBE Hab-
NOLEHUA Hallero MaTtepuana y feTel U3BUAMHBI 6OMbLINX
nonylwapuin, Bkat4aa 3agHue oTgenbl NOOHbIX fonei, 6biaun
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WupokMmMn. MepefHue LeHTpanbHble U3BUAWUHBLI ObIAM acum-
MeTPWUYHbI, TMNONAa3MpOBaHbl W Mepecekasnucb pPsAfOM aHo-
MasibHbIX 60p034,.

O6pawaeT Ha ceb6s BHMMaHWE WCTOHYEHWE BEPXHEN BU-
COYHOIM M3BUAUHBLI (puc. 55, a, 6), 06Hapy>XeHHoe B 41 u3
42 HabnwgeHuin, 4to cornacyetcs c gaHHbiMmu  Crome #
Stern (1967), Paulson wu Allen (1970). 3TOoT npusHak He
3aBUCKUT OT BO3pacTa pebeHKa, OH BCTpeyaeTCcs BO BCEX BO3-

Puc. 55. T'mnonnasus BepxHeii BUCOYHOWN WM3BUAUHBLI NpyU cuHApome [layHa:
a— X, 8 mMec; 6 —m, 0

pacTHbIX rpynnax. BcnefcTBuMe BbipaXeHHOW rumonnasunu
BEPXHUX BUCOYHbIX W3BWUAWMH 1 HApPYLIEHWS XO0J4a BepXHeMn
BMCOYHON 60p0o3fbl CynpaMapruHasbHble U aHTYyNSpHbIe
M3BUMUHBLI 06bIYHO He MAeHTUGUUMPYIOTCA. [OBONBHO 4acTo
(33 u3 42 HabnoaeHwuii) OTMeyaeTcAa YKOpPOYEHMEe WHTep-
napveTanbHoOn 6opo3gbl M hopMupoBaHWEe BOIM3N Hee Men-
Knx un3sunuH. B. B. Pycckux (1964) TakXe yKa3blBaeT Ha
yacToe HapylleHuWe 3TOK 60pO3f4bl M cCUMTaeT 3TOT MPU3HaK
XapakTepHbIM And cuHapoma [ayHa. B HekoTopbiXx Habnto-
JeHVAX Halero maTepuana WHTepnapueTanbHble 60po3fbl
BOBCE He OMpeAensinucb, a U3BWUINHLI TEMEHHbIX f0Mel 6binn
MEeNKUMU 1 pacnonaranucb 6ecnopsagouHo.

WMHorpga npu Tpucomum 21 BCTpeyaeTcs HeAoCTaTO4YHas
onepkynmsauus  OCTPOBKOB Peiinn. B Hawem MaTepuane
runonnasus OnepKynsipHOW U  TPUAHTYNSAPHOW  U3BW/MH
NobHbIX A0oNeil HalijeHa y 8 wu3 18 geTeil nepuHaTanbHOM
rpynnbl u B 8 cnyvyasx y feTell B Bo3pacTe go 1roga. Onep-
Kynn3auma OCTPOBKOB MOXET O6biTb aCMMMETPUYHOIA.

Mpn ocmoTpe OCHOBaHMA ronoBHOoro mosra (40 Habnto-
[eHnA) obpauiaeT Ha cebd BHMMaHWE 3HAYUTENbHOE CMeLle-
HMe MO3)Xeyka B BeHTpanbHOM HanpaBneHuu (puc. 56).
3T0, 0YEBWAHO, CBA3aHO CO 3HAYUTENbHOW rumonnasuen
HOXEeK MOo3ra W BaponueBa MOCTa, MOCKO/NbKY BO BCeX 3TUX
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cny4yasx [NIMHA HOXeK Mo3ra He npesbiwaer 0,5—0,6 cm:
(8 kKoHTpone 1,2—1,4 cm), a yron OTXO0XAeHusa CcTBoONa
MO3ra OT 3puUTeNibHbIX OyrpoB ymeHbwaetcs go 80— 100°
npu bopme 111—120°. ¥ 10 3 18 peTeil nepuHaTanbHOM
rpynnel ny 3 geTeid BTOpPOA rpynnbl 06HapyXeHa runonna-
3M8 3pUTeNbHbIX HepBOB. B 1 n3 Takux HabnwgeHuin 3pu-
TeflbHble HepBbl He 06pa30BbIBANIN 3PUTENLHOIO MepeKkpecTa,
a NMMWb conpuKkacanucb MeguanbHbIMU OTAENAMU.

Puc. 56. CuHapom [dayHa. BeHT-
pafbHOE  CMelleHue  MO3Xeyka
(m, 6 cyT)

HapyweHus MO301UCTOro Tena npu cuHapome [layHa
ropasgo 6onee peAku, 4em B cnydasx Tpucomum 13 mn 18
Tak, rmnonnasvsa MO30AUCTOro Tena OTMeuyeHa nuwb B 10
HalWunx HabnwopgeHnsax, a annasua 3agHeli cnalikm — B 9/
3TN HapyweHUs MO30/UCTOr0 Tena, Kak NpaBuio, coyeTa-
loTcs. B oTAenbHbIX cny4vasx, Haob6bopoT, MO30/MCTOE Tesno-
yTONWweHo. B 2 cnyvasx B TONWe nepegHein TpeTu MO30/U-
CTOro Tena OGHapyXeHbl KWUCTbl MOC/e KPacHOro pasMmsr-
YeHNs, CTEHKU KOTOPbIX 6bIAN NpOKpalleHbl B XEeNTO-KOpUY-
HeBbIli LBET.

Benda (1960) oTmeuaeT, 4TO B pAje CAy4vyaeB Npu 3TOM
CUHApPOME 3aMeTHO YMeHbllaeTcs KonuuyecTBO 6enoro Be-
ecTBa, YTO HalW0 NOATBEPXAEHMWE U B HalleM maTepuane.
Mmnonnasns 6enoro BeuwiecTBa 60MbWMX MONyLIApPUiA XOPOLWO
BbIABNAETCA Ha TOPM3OHTANbHbIX Cpe3ax r[O/0BHOIO MoO3ra
no ®nekcury (puc. 57,a). BHyTpeHHAA Kancyna 06bl4HO
TOHKas, HepefKO pacliMpeHa MOM0CTb MPO3pavyHON nepero-
poaku (B OCHOBHOM Yy fAeTel, NPOXUBLWINX He 6onee 7 gHel).
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MHorga 3HauMTeNnbHO YTO/WEHbl CTON6GbI CBOJA W JUCTKM
npo3payHoi neperopogku (puc. 57,6). PaclwimpeHWs BEHT-
PUKYNAPHON cMCTeMbl Mbl He Habnwpanu, XoTa B nuTepa-
Type Takue co4yeTaHusa onwucaHbl (Jayaraman et al., 1Y/o).

B nocnegHee BpeMs B AMTepaType 4acTo BCTpeyaroTcs
COOOLEHNS O TSAXENbIX HApPYLIEHWSX Pas3BUTUA [ON0BHOTO
mMo3ra npu Tpucommm 21 B BMAE TOsioONpo3eHuedanumn
(Epstein et al., 1988; Urioste et al., 1988). N3yuyaa none-

Puc 57. BblpaxeHHas rumonnasvs 6enoro Bewectsa Npu CUHAPOME
,El,ayHa (pa3pe3 ronosHoro mo3sra no ®nekcury). a M, 7 Mec,
M, 4 cyT

peyHble cpe3bl Baponmesa mocTa (41 HabnwgeHue), Mbl 06-
Hapy>XuWUnu BblpaXeHHY runonnasnto ero 6asmca  (cM.
ouc. 18, @, 6).

K. OTHOCUTENIbHO MOCTOSIHHLIM  MPW3HAKaM CUHApOMa
[JayHa HekoTopble aBTopbl (Pycckux u gp., 1969; laylor
et al. 1970) OTHOCAT runonnasvMil MO3Xeyka, B Hallem
mMaTepuane CHWXXeHMe MacCbl MO3XKeyka Obl10 MOYTM  no-
CTOSIHHbIM B MepuHaTanbHOW rpynne. M03Xe4yoK COCTaBnAn
b cpefHem 4,64% maccbl roflOBHOF0 MO3ra npu Hopme £« /o
(Crome Stern, 1967). Bo BTOpoOi rpynne OoTMe4yeHbl Kone-
6aHnA Maccbl MO3Xeuyka. B oTAenbHbIX Clyyaax OHa faxe
npesbiwana Hopmy. OAHaKo B CpefHeM B 3TON BO3PacCTHOI
rpynne macca MO3)Xe4yka npakTU4ecku COOTBeTCTBOBasna
Hoome (6 92%). HekoTopoe yMeHbLIeHME MacCbl MO3XKeuyka
o6HapyXXeHo y paeTein cTtapwe 1lroga. B 1 HabnwogeHUn Bbl-
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fBMEeHa runonaasua OQHOro M3 nonywapuii mosxedyka (CMm.
puc. 21, B).

B 23 cnyyasx u3z 42 mbl Habnwoganu oTcyTCTBUE Mepej-
Heil naTepanbHOW 6GOPO3AKM MPOALONTOBATOro Mosra (puc.
58, a), B 4 N3 HWUX OHO ObINO OLHOCTOPOHHWUM (puc. 58,6).
Bcneactere 3aToro nupamuibl M 0NUBbLI NJ0OX0 pas3imyanmnch,
04HAKO Ha MoMepeyYyHbIX Ccpe3ax MpoAoaArosaroro Mosra
KOHTYpPbl Sijep HUWXHUX ONUB OblNWN BblpaXKeHbl XOPOLLO.

Puc. 58. OTcyTcTBUE MepefHUX naTepasbHblX 60pPO3A0K NpPOLONTOBATOro
mMo3ra npu cuHapome fayHa: a — ¢ AByx cTopoH (X, 15 mec); 6 —
C 0fHoOI cTOpOHbI (M, 3 cyT)

B nuTepaType MMeIOTCA CBELEHWS O HANUYWWU MPU CUHA-
pomMe [layHa TruagpoMWenuun, UCTUHHOW CUPUHTOMUENUN,
(heTanbHOW KOH(Urypaumm ceporo BellecTBa Ha MonepeyHbIX
cpesax, acCMMMETpUKM NepesHUX poroB B CMNUHHOM  MO3re
(Benda, 1960; Warkany et al., 1966). B Hawwux Habntwoge-
HMAX KOHCTaTMpOBaHa /NMWb HefocTaTo4YHasa AuddepeHumn-
poBKa ceporo u 6enoro BeullecTBa M HeKOTOpas acuMMeT-
pusa ceporo.

FucTonornyeckme U3mMeHeHusa
roJIOBHOIro 1 CNMHHOro Mo3ra

OueHKa MUKPOCKONMWYEeCKUX wu3ameHeHuin LIHC pe-
Teil, cTpajarolwmx cuHppomom [JlayHa, conpskeHa C MHO-
XKeCTBOM MNPOTUBOPEYUIA M HesicHOCTel. HecmoTps Ha OTHO-
CUTENbHYKD MHOTFOYMCNEHHOCTb paboT, MNOCBALWEHHbLIX 3TOWN
naronoruun, uccnegosaHne LUHC HaxoAuTCcAa NUWb Ha CBOEM
HayanbHOM 3Tarne.
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Benda (1960) nonaraeT, 4TO CyLWecTBylUWMe NPOTUBO-
peuns B TPaKTOBKE W3MEHEHWIA rONOBHOTO MO3ra 06bSCHA-
I0TCH pPasHOpPOAHOCTbI MUCCNefyeMoro maTepuana, OTCYT-
CTBMEM yueTa BO3pacTa fAeTeil. Mo ero MHeHuto, mopdono-
rmyeckas KapTuHa HapyweHuin passutua LLHC npu cuHgpo-
Me [layHa, HecMoTps Ha pa3Hoo6pasuMe TUCTONOrMYECKUX
onucaHuil, XapakKTepusyeTcsi [OCTaTOYHO YETKUMM Xapak-
TEPHbIMU 0CO6EHHOCTAMU. [ eACTBUTENbHO, Ha OCHOBaHWUK
LaHHbIX NUTepaTtypbl MOXHO CYMTaTb OTHOCUTENbHO TUNWY-
HbIM LN CUHApPOMA TpucoMuM 21 yMeHbLIEHWe uYucia nu-
paMUAHbIX HEApPOHOB TPeTbero cnof Kopbl 60NbWKWX MONY-
Wapuii 1 Hanuume B Heil He3penbiXx KNeTouyHbiX opm (Ben-
da, 1960; Pycckux u gp., 1969; Paulson, Allen, 1970).

OueHnBas 3HavyeHuMe W XxapakTep TUCTONOTMYECKUX W3-
meHeHnin LLHC, Benda (1960) pasgensieT Mx Ha ABe rpyn-
Nbl: NepBUYHbIE W BTOPMYHbIE. [lepBasf rpynna BKAOYaeT
CTPYKTYPHblE HapyleHWsa, CBfA3aHHble C HEMPaBUIbHbIM
CTPOEHMEM KOpbl 60MAbWMWX NoAywapuidi U LPYrux OTAeNoB
FrONI0BHOFO MO3ra, Heob6blyHOe PpacrnofoXeHWe KNeTOUHbIX
3/IEMEHTOB, MNepcUCTUpoBaHue HespenbiX (3MOPUOHaNbHBIX)
CTPYKTYpP M Knetok. K BTOPMYHBIM M3MEHEHWAM OTHOCATCA
NepuBacKynapHbIi M NepuLennonapHbiii 0Tek, HabyxaHue,,
BaKyonuMsauma u CMOpLiMBaHUE HEWPOHOB, KPOBOWU3NUAHMUA,
AucTpouyYeckue HapylleHUs KNeTOK [nW, SBAsilOLLMEeCS
yaule BCEro CreACTBMEM XPOHUYECKOW TFUMOKCWMWU TO/IOBHOTO
MO3ra Ha MO4YBE BPOXAEHHbIX MOPOKOB CepAua WAU WHTep-
KYPeHTHbIX 3a60neBaHui.

Pe3ynbTaTbl Hawwux HabMOAEHUIA CBOAATCA K chepyto-
wemy. Kopa 6o0abwnx nonywapuii He3aBUMCMMO OT BO3pa-
cTa pebeHKa MOYTM BO BCEX CNy4yadAX WMeeT OTHOCUTE/NbHO
yeTKOe nocnoilHoe cTpoeHue. VicknwueHnem  ABUAWCL 3
cnydyasi, Korjga oHa 6bina npeacTaBfieHa HefOCTaTOYHO 3pe-
NbIMU, OKPYTbIMK, 6ecnopsfoYHO PaCnONOXEHHbIMU HeW-
poHamu, cpefiu KOTOPbIX BCTpeYanucb /UWb EAUHUYHbIE
KNeTKW nupamupHoli ¢opmbl. lMocnoiiHOe CTpOeHUE  KOpbl
B TaKuWx Cnyvyasx onpegenserca ¢ Tpygom. PagmanbHas wuc-
YepUYEeHHOCTb OTCYTCTBYET.

CTeneHb 3penocTU y4yacTKOB KOPbl 60MbLIMX NOAyLlapuii
npu cugpome JlayHa HeofMHAKOBa: y4acTKM C YeTKOW pa-
OVAapHOA UCYEPUYEHHOCTBH W OTHOCUTENbHO AuddepeHUn-
pPOBaHHbIMWU HelpoHaMW 4epeayrTca B npefenax OfHOrO
nons c yvyactkamu 6e3 pagmapHON MCYEPYEHHOCTU, TaK Kak
HellpoHbl TpeTbero Cnos HefOCTAaTOYHO 3pefble W pacnona-
raloTcs OTHOCUTeNbHO 6ecnopafoydyHo. CTPYKTYpHbIE Hapy-
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Wenma XapakKTepusylTcAd HalnymMem B MOJIEKY/IAPHOM Cclioe
Kopbl KneTok Kaxana—PeTuuyca, ckonfeHuem Hegugde-
PEHLUPOBAHHBIX KMNETOK B MapruHalibHbIX Yy4yacTKax nep-
BOr0 C/iof, Ha/lM4yMeM YPOANMBbLIX LENAWUXCA KPYMHbIX Kie-
TOK, CMeLeHNeM NuMpamMUAHbIX HEWpPOHOB B Apyrue cnowu,
HapyleHWeM OpUEHTaLuM HelWpOHOB TpeTbero W MATOro
CNoeB, YMeHblLUeHWEM KOnMyecTBa KneTok beua B raHrnu-
03HOM cfoe 4-ro nons, nNosBfieHWEM KNETOK Tuna HelipoHOB
beua B Apyrux nonsx.

B 15 Hawwux HabnwgeHusax B NMepBOM CNOe KOpbl npe-
uMmywectseHHo 1, 4 n 10-ro noneil pacnonaraancb OTHOCK-
TeNbHO KPYMHble HEMpOHbl, HEPeAKO MMelLlne NMpaMugHyo
(hopmy. TofoOHble KMeTKW B MepBOM C/I0e KOpbl MHTepna-
pueTtanbHoi 60po3Abl  onucaHbl B. H. Pycckux wu ap.
(1969). Mbl TakKuMx KNeTOK B fJaHHOW noKanusauumnm He OT-
meTunu. [Mo-BUAMMOMY, HEWpOHbI, HaxojAwmecs B MEPBOM
cnoe Kopbl, ABnawTCcA Knetkamu Kaxana—Pertuuyca, uTO,
KaK MnpaBufio, CAYXWUT MNPOABNEHUEM 3aMedneHWa audde-
PEHLWPOBKN HEPBHON TKaHW. OfHAKO NpuW 3TOM  Heb3A
MOMHOCTbIO WCK/KYNUTL BO3MOXHOCTb TFeTepoTonuu nupa-
MUAHbIX HEAPOHOB W3 TPeTbero B MepBbll CNON BCeacTBUe
aHomanbHOW murpauun. OB6BIYHO TakKue KNeTKM BCTpeuya-
loTCA Yy fAeTeil nmepuHaTanbHON rpynnbl, pexe —y 6onee
cTaplmnx geTei.

B 5 HabnwogeHuax mnepuHaTanbHOro nepuoja u y feTei
1 2 mec B MapruHaNibHbIX OTAefnax NepBOro Cnos  Kopbl
TEMEHHbIX W 3aTbIIOYHbIX fONel MNof COCYAUCTbIM JIMCTKOM
MATKON MO3roBoil 060104KM OBHApPY>XXEHbl He3penble OKPYyr-
Nble KNETKWM C TUNEepXpoMHbIMKU sifpamu. OHU He ABAAKOTCA
cneynpurnyeckuMmn AN XPOMOCOMHbIX 60ne3Hel, MOCKOMbKY
BCTPeYalTCA NpU pa3/IMYHbIX COCTOSHUAX W B KOHTpOJe u
cCny>XaT MposABAEHUEM HeAOCTATOYHON 3penocTu TOJIOBHOIO
mo3ra. Tak, y 23 peTeili pasfiMyHbIX BO3PACTHbIX Trpynn
B 60/1blWINX’ NONywapuax HalkgeHbl OTAENbHbIE  y4yacTKW,
CO3peBaHMe KOpbl B KOTOPbIX Aaneko He 3akoH4YyeHo. "“Kopa
npyM 3TOM COXPaHAeT MOC/ONHOe CTPOEHME, OAHAKO HEWPOHbI
TPeTbero M NATOro cnoeB HeauddepeHUMpPOBaHbl M pacno-
naralwTCca TrycTo, pafjuapHas WCYEepPUYEeHHOCTb OTCYTCTBYeT.
Takve y4yaCTKM NOKanu3yrTca Kak B IO6HbIX, rak u B [py
TUX AO0NAX 6ONbWNUX NONYLIAPUA.

bonee MOCTOAHHbI CTPYKTYPHblE HapyLleHUs KOpbl: aTu-
MUYHOE CMeLleHWe MNUPaAMUAHbLIX U TaHTNO3HbIX HElpOHOB
U HapylleHue MX opueHTauuu. Takue U3MEHEHUS BbISBNAEHbI
BO BCeX HabnwpaeHuax cuHapoma JayHa. OHu npeobnagatoT
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B 4 n 10-M nonsax, pexe BCTPeyakwTCA B KOpe 3aTbINIOYHBIX,
BUCOYHbIX W TEMeHHbIX fAofeil. WN3-3a HapyleHusa OpueHTa-
UMM HelWpoHOB (HECMOTPSA Ha WX 3penocTb) pajuapHas wuc-
YyepuyeHHOCTb Kopbl TepsieTca. Oco6bIi MHTepec npeAcTas-
naeT M3MeHeHMe KOpbl MNepefHUX LUeHTpanbHbIX  WU3BWAMH..
34ecb MOMMMO CMeLleHUs U HapyLeHUs OpueHTauuu nupa-
MUAHBIX HENPOHOB 3HAYMTENbHO YMeHbLUAaeTCs YMUCIO Kie-
ToK Beua. OHM pacnonaralTcAd HebonbWUMKU rpynnamy Ha
pasfMUHbIX YPOBHAX NATOr0 CNOA WAW HEe OMpejensTcs B
Hem BOBCe. B oTAenbHbIX cny4yasx HelpoHbl beua nokanu-
3ytoTca B 061acTv BTOPOro W TPeTbero CN0eB 3TOro nong
Kopbl. [laHHbIn MOpP(ONOrMYecKnii NpuU3HaK 3aperucTpupo-
BaH B 26 HabniopeHusx cuHgpoma [fayHa u3 42. B 60nb-
WMHCTBE W3 HUX KPYMHble FaHTAWO3HbIE KNEeTKU, HanoMmu-
Halolmne HeiipoHbl beua, obHapyxuBatoTca B Kope 1, 7, 17
n 21-ro noneit. OfHako ewe 6onee 4acTO OHWM BCTPEYaOTCAH:
B Kope 10-ro nmonda. HeipoHbl beua, wMmerwme TUNUYHYIO
NOKanM3aumno, 4acTo XapaKTepusykTca Heob6blYHOW dop-
MO, Tena WX AeOPMUPOBaHbI, BbITAHYTbHI  (puc. 59, a)
CYXEHbl, C W3BUTbIM anuKaibHbIM OTPOCTKOM WU, Hao60-
poOT, pacwupeHbl, C OTPOCTKaMu, OTXOAAWMMU B pasHble
CTOpoHbl (puc. 59, 6).

Pe3ynbTaTbl HaWero uccnefoBaHWa cOrnacylTcs € JaH-
Hbimn B. B. Pyckux (1964) n B. H. Pycckux un gp. (1969),.
KOTOpble TakXe Onucanum yMeHblleHWe 4ucna knetok beua
B 4-M Mone M cMeleHMe KPYMHbIX NUMpamMuj B LUECTOW Cnoi
KOpbl TEMEHHbIX AONel ronoBHoro Mmosra. Okpacka ruUCTO-
NOTMYECKUX npenapaTtoB Kopbl Mo [OAbAXWM M03BONAMAA
BbIABUTb HEJOCTaTOYHOE pa3BUTUe, a B OTAEe/bHbIX Cly4aax
MW MOMHOe OTCYTCTBUE AEHAPWUTOB MUPAMUAHBLIX HEWpPOHOB U
knetok beua (puc. 59, B), B 7 n3 42 HabnwogeHnin B pasnuu-
HbIX oTAenax Kopbl 60MbWMUX MOAyWapuii HalgeHbl Kpyn-
Hble, YPOANMBbLIE, HEPEAKO ABYX- UAN TpexbAAepHble KNETKMW.
Mopo6Hble KNeTku, onucaHHble ewe Biacli B8 1909 r., 60b-
WMHCTBO MCCNefoBaTeNleil OTHOCAT K 3MOPUOHaNbHOMY TuUmy
(Benda, 1960).

CHMXeHMe KonnyecTBa NUPaMUAHbIX HEWPOHOB B TpeTb-
€M C/0e KOpbl pa3NM4yHbiX Monein npum cuHapome [ayHa
OoTMeyaeTca 6ONMbWMHCTBOM uccnegoBaTeneit (Benda, 1960;
Pycckux un gp., 1969), ogHako 3TOT Npu3HaK paclLeHuBaeTcs
no-pasHomy. Tak, Benda (1960) cumTaeT, YTO MUX yMeEHbLle-
HUe uMeeT MeCTO B6/M3N KPOBEHOCHbIX COCYAOB W TECHO
CBA3aHO C UMPKYNATOPHbIMW HapylweHWsMU. B pokasaTenb-
CTBO 3TOr0 MONOXEHWA aBTOp MPUBOAWUT TMPU3HAKU Mepu-
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BaCKynsipHoOW 3HUedanomansuuum y pgeTeidi € CUHAPOMOM
HdayHa. Takoii e TOYKM 3peHUA npugepxusatoTca Paul-
son u Allen (1970), cunTas ymeHblLleHWe Yucna™ nMpamug-
HbIX HENpPOHOB CNefCTBUEM WX NPOrpeccupylowen fecTpyk-
unn, ocobeHHO BO BpeMs aHOKCMYECKUX 3NU30J0B Y [AeTeil.
Opyrue astopbl (Pycckux u gp., 1969) pacueHuBalT 3TOT
npu3HaK Kak MposBJAeHUEe HefoCTaTOYHON 3penocTu Kopbl._

Puc. 59. N3meHeHns knetok bBe-
ua npu cuHapome [fayHa (none
4): a — kneTkn beua ypognusoii
(hopMbl, pacnosnaralTcs Ha pas-
NINYHBIX ypoBHAX (K, 3,5 cyT),.
X 120; 6 — pAethopMUPOBAHHBIN:
HelipoH Beua (x, 7 net). Okpac-
Ka TUOHMHOM no Hwuccnwo, X 120;
B — OTCYTCTBUE [JEHAPUTOB Y
FaHrIM03HbIX KNeToK Kopbl  (K,.
1,5 mec). NWmnperHauyma no Monb-
oxu, X 120

lit



Puc. 60. M3MeHeHWs UUTOApXUTEKTOHWKM KOpbl 6GOMbWIMX MNonywapuii
(none 10 npu cuHpgpome [layHa): a — YMeHbLUEHWEe Yucna Xopowo Aund-
(hepeHUNPOBaHHbIX HEWPOHOB TpeTbero cnos kKopbl (M, 4 cyT), XG60;
6 — HefOCTaTOYHO AntdepeHLMpPOBaHHAA KOpa, YMEHbLUEHWE Yynucna Kne-
TOK B TpeTbeM cnoe (To e HabnwopaeHue), X56; B — HapyLleHUe OpUeH-
Tauuu COXpPaHMBLUUXCA MUPaMUAHbIX HEAPOHOB, UX cMmelleHue (M, 4 mec);
r m= TO Xe, B cybkopTukanbHOM 6enom BeliecTBe 60/bLIOE YMCNO 3pe-
NbIX HelipoHoB. OKpacka TWOHWHOM no Huccno, X60



Mbl nonaraem, 4YTo YMEHbLUEHUE YUCNA NUPAMULHBIX HEi-
POHOB, BbifiBieHHOe B 41 u3 Hawwux HabnwgeHuin  (puc.
60, a, 6), MOXHO CKOpee OTHECTM K MEepPBMWYHBbIM, YEM K BTO-
PUYHBIM HapyLIeHWSIM MO3rOBOW TKaHW NpW CUHAPOME TpU-
comuu 21. Bo-nepBbIX, 3TO HapylleHWe BCTpeyaeTcsa He BO
BCEX Monsx 60MbWKMX NoAywapuin M 06HapyXuBaeTcs yXxe
y [eTell nepuHaTanbHOW rpynnbl Aaxe B Tex cayvasax, Korga
6epeMeHHOCTb W pofbl NPOTeKarT 6e3 OCNOXHeHWi, Bepdy-
WMX K pasBUTUI aHOKCUU. BO-BTOpbIX, HW B O4HOM CNy-
yae cuHgpoma JlayHa Mbl He 06Hapy>Xunu SBNeHUA nepu-
BACKY/NSPHON 3HUedanomanaynum u m3bupatenbHOro Bbina-
feHns HelipoHOB B6IM3M KPOBEHOCHbIX cocyfnoB. CnepoBa-
TeNbHO, CHWXEHWEe KOAMYyecTBa MNUPAMUAHbIX HEApPOHOB B
TpeTbeM c/ioe KOopbl 60/iee NOFMYHO CBA3bIBaTb C HeJoCcTa-
TOYHON MUrpaLueil HEpPBHbIX KAETOK B TEYEHWEe BHYTpU-
yTPOGHOro pasBuTusd, TeM 60nee 4YTO Ae(UUMT HEipoHOB
06bI4HO HabnwgaeTca B Tex nonax Kopsl (puc. 60, B), B cy6-
KOpTUKanbHOM 6enoM BelecTBe KOTOPbIX pacnofaraeTcs
3HauYUTEeNbHOE KOMMYECTBO 3pefbiX NUPaMUAHbIX HelipOHOB
(puc. 60, r).

OpHako y 6o0nee cTapwux feTeil ¢ cuHApomom JlayHa
HeNMb3s UCKAKUYNTbL BO3AEWCTBME Ha MPOLECC YMEHbLUEHUS
yncna NMpamMMHbIX HEWPOHOB B KOpPe HapacTalwmx pere-
HepaTMBHbIX W3MeHeHMWI. Tak, B 35 Hawmx HabnwgeHUAX
umtonnasmMa 60NbWMHCTBA NUPaMUAHBIX HEWPOHOB  KOPbI
pa3nuuHbIX noneil 6bina BakyonusmpoBaHa. Hapsagy ¢ aTum
0TMeyasoCb CMOpUIMBAHWE OTAeNbHbIX HENpOHOB: uUX Tena
CTaHOBUANCL TUMEPXPOMHBIMU, & anuKanbHble OTPOCTKM
npuHUManu u3sBuToin BuMA. B 1 n3 HabnwgeHnin cuHppoma
[ayHa, oTHocsulerocs Ko BTOpOW rpynne, B LuUTOMNa3Me
HEeKOTOpbIX KNeTok Beua 06HapyXeHO OT/N0XeHWe 3epeH
nunogycumHa. Heipodunbpunnbl B 60MblUeil YacTuW Helpo-
HOB KOpbl HE BbISBAAANCH, MHOFAA NPOKpaLMBaNuUCb UX He-
60NblINE N TOHKNE (hparMeHThI.

OUEHNTb 3Ha4yeHWe TaKMX W3MEHEHWA Helpodunbpunn
LOBONBHO TPYAHO M3-3a HaAU4uA JereHepaTWBHbIX HapyLle-
HWUlA HelipoHOB. MO AaHHbLIM NUTepaTypbl, Y NnUL 6onee ctap-
lwero Bo3pacta C 3TUM CUHAPOMOM B Kope 60MbWKX MONy-
Wapuin BbIABNAKTCS anbLreiMepoBCKUE WM3MEHEHMWS Hepo-
Muépunn n  «ceHwunbHble 6ndwkn»  (Ohara, 1972; Ellis
et al., 1974), uto no3sonuno Jervis (1970) Ha3BaTb CUHA-
pom [ayHa «paHHeli CeHUNbHOW AemMeHuuel Anbureimepa.
B page HabnwogeHuid B KOpe U APYrux OTAenax rOMOBHOrO
MO3ra BCTpeyarTCs o4axKku obbizBecTBneHnsa (Jervis, 1970),
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KoTopble E. B. KpacoBckuin (1964) cumTaeT NpoOsABNEHUEM
TOKCONNa3MO3HOro nopaxeHus. Hebonbline Kanbuudukatbl
B KOpe 60/blIUX MOMyWapuii oTMeveHbl B 4 ciayyasax B Ha-
wem MaTepuane. OAHAKO OTCYTCTBME BOCMANUTENbHbIX W3-
MEHEHWA n, rnaBHoOe, NCEeBAOLUCT M cBO6OAHOTO BO3byanTens!
MOMIHOCTbIO MCKNKOYaeT TOKCOMNNa3MO3HYH MNpUpoay TakKux
06bI3BECTBEHUIA.

CornacHo B. H. Pycckux un gp. (1969), npu cuHppome
[JayHa 6onblwe cTpafjaloT HOBble OTAeNbl KOpbl, MNpegHas-
HauyeHHble AN aCCOLMATWBHON AeATENbHOCTU, B TO BPEMS
KaK (unoreHeTMYecKn cTapble pa3BUTbl OTHOCUTENIbHO XO-
powo. B Hawem wmaTepuane MWKPOCKOMUYECKOe ucCCnefo-
BaHMWe runnokamna B 6GONbLWWHCTBE C/ly4yaeB BbIABUIO Ha-
pyWweHNs aMMOHOBbLIX pOroB W 3ybuatoi acumm. N3meHe-
HUA runnokamna BCTpeyanucb OAMHAKOBO 4acTO B pas3nuy-
HbIX BO3pacTHbIX rpynnax. B 16 HabnwgeHnax OTMe4veHa
rmnonnasva runnokamna B BUAe €ero ynjoweHnus u oT-
CyTCTBMA M3BUTOCTU. B 22 cnyvasx B praesubiculurn ort-
CYTCTBOBANIO XapakTepHoe AN 3Tol 061acTu CTapoi Kopbl
04aroBOe pPacnosfioXKeHue HePBHbIX KNETOK.

Y 26 peTelt He3aBMCUMO OT BO3pacTa nmose Hj amMoHoOBa
pora He 6bINO pas3fieNleHO0 Ha HapyXHbIl W  BHYTPEHHUN
cnhon. B 12 cnyyasx 3TO nofe 0Kas3anocb 3aMeTHO YKOpO-
YyeHHbIM, a B 10 no ero xody nonafganucb y4acTKW Bblnage-
HUA HepBHbIX KNeTOoK. Bonee 4acTo y4yacTKW, JIULWEHHble
HepBHbIX K/IeTOK, BCTpeyanucb B none Hr, npuyem B page
HabNIOAEHNA KPYNHble HEMPOHbI Haxo4uWnWchb 3a npefgenamu
aMMOHOBa pora B npuaexauem 06enom BewecTse. B 27
cnyyasax HenpoHbl 3TOr0 MONAA Tepss M CBOK OObIYHYK Ha-
NpaBfeHHOCTb W pacnonaranucb 6GecnopsgoyHo. WHorga
Tefna 3TUX HEeNpOHOB O6biNM CMOPLLEHbI, TUMNEPXPOMHbI, WX
annukanbHble OTPOCTKU UMeNN U3BUTON BUA.

3HAUYUTENbHO peXxe ONuUcaHHble WU3MEHEHWA MPOCAEXMK-
BanucbL B none H3 lMoutu B nonoBuHe cny4vyaes nond H4
n H5 6bin HepasnuuMmbl U NpefcTaBneHbI™ 6ecnopsagoyHo’
pa3bpocaHHbIMW MENKUMWU W KPYMHbIMWU HelpoHamu. Kak
NpaBuno, HapylleHWe CTPOeHMsA 3TUX MO/Mei codyeTanocb C
runonnasveid 3y6uaToil dacumu, KoTopas mmena NPUMUTUB-
Hblh BUA U 6blNa NuwWweHa U3BUTOCTU. B 9 HabnogeHnax: 06-
Hapy>eHbl o4arn oTwWenneHus rpynn KneTok 3ybuaTtoi ¢ac-
LUK 1 ee YABOEHUE.

B 6enom BeuwecTtBe, 06beM KOTOPOro _NpuM  CUHAPOME
[JayHa 3HauumTenbHo ymeHbweH (Benda, 1960), A[0BOAbHO
4acTo BbLIABAAKTCA KPYMHble HelpoHbl, KoTopble B. H. Iyc-
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ckmx u ap. (1969) onpegenunu Kak cnefcTBue retepotonuu
N 3afepXKN «3IMBpUOHANbLHOro MaTepuana». B Hawmx
Hab/lofeHNAX Takue M3MeHeHUs 6enoro BelecTBa 3aperucrt-
pupoBaHbl B 41 un3 42 cny4daeB. [lpu 3TOM 0KasanocCb, 4t0*
yeM 3HauMTeNbHee YMeHblUeHMe yucna nupamugHbiX Heipo-
HOB B TPeTbEM C/I0€ KOpbl, TeM 60/blle UX B 6e/10M BeLlecT-
Be. UeTKOCTb rpaHuubl KOpbl M 6enoro BewlecTBa B TaKUX
cnydaax Tepsetca. B 1 u3 HabnwopeHuin B 6enoMm BeliecTse
cpean AUGpMY3HO PacnonoXeHHbIX TUMAWYHBIX MUPaAMULHbLIX
HeMpOHOB OGHApYXeHbl KPYMHble TaHFMO3Hble  KIeTKMU,
HanoMmuHawwme kKnetkn beua. UYncno mMx B raHrIMO3HOM
cfnoe 4-ro nons Kopbl 3HAYNUTENIBHO YMEHbLIEHO.

WNccnepoBaHne cy63aneHAUMapHbIX OTAEN0B  BEHTPUKY-
NAPHOA cucTembl y feTeld ¢ cuagpoMom JlayHa MO3BOAMNO
BbIIBUTb [OBO/IbHO 6bICTPOE MCYE3HOBeHWe (N0 CpPaBHEHUIO
C KOHTPONbHOW Trpynnoit) u3 3TOW 30Hbl He3PenblX KNeToK.
Tak, Hanuyme 04YaroB He3pesblX KNeTOK B He60/bLIOM KO-
NMYecTBe YyCTaHOBMEHO NuWb y 8 n3 18 pgeTell nepuHaTanb-
HOro nepuofa, NPUMYeM TOMbKO Y 3 M3 HUX Takue ovaru npu-
CYTCTBOBAa/IN B CTeHKaxX BCeX OTAeNoB OGOKOBbIX >Xenynou-
KOB. Y peTeli 60onee cTaplero Bo3pacTa €4MHUYHbIE O4YaX-
KW, COCTOALLME M3 HeHOMbLWOro yucna He3penbix KeTok*
HalifleHbl NUWb B 2 CAy4Yasax.

BHyTpeHHAA Kancyna npu cugpome [ayHa 06bl4HO Tu-
nonnasuposaHa (Benda, 1960). NMomMMMO WCTOHYEHMA Kan-
CyNbl Cpefu ee BONOKOH Mbl B OONbLWIKWHCTBE CAyYaeB 3a-
(hMKCMpoBaAM 04varym HeWpoOHOB Pas3NMYHON 3penocTu. OHK
NOKanu30BaHbl MPEMMYLLECTBEHHO B 06/1acTU KoneHa W 3ap-
Hero 6efpa BHYTpeHHeil Kancynbl (puc. 61).

Mopdonornyeckme 0cC06eHHOCTM CTPOEHMA  MNOAKOPKO-
BbIX fEPHbIX TPynn npu 3TOM CUHAPOME M3Yy4yeHbl [OCTa-
TOYHO nonHo B. B. Pycckux (1964), a takxe B. H. Pycckux
n ap. (1969), KoTopble YCTAHOBUAN Hea0pasBUTUE MeAuanb-
HO-BEHTPa/bHbIX W HEKOTOPbLIX APYrux Agep, Bbipaxatoliee-
CA B HeAOCTaTOYHON 3penocTV UX HeWpoHOB. Pe3ynbTaThl
nccnefoBaHMs 3TUX OTAENOB B HalleM MaTepuane cornacy-
IOTCA C fJaHHbIMW YyKa3aHHbIX aBTopoB. Kpome TOro, oTme-
YeHOo, YTO KONMYecTBO acTpouMTOB B 3TOW 06MacTu  ronoBs-
HOFO MO3ra YMEHbLUEHO NO CPaBHEHWI0 C KOHTPONbHOW rpyn-
noil. AcTpouuTbl B 06n1aCTM MNOAKOPKOBbLIX f4ep Mefkue
C KOPOTKMMM U TOHKMMM oTpocTKamu. Takashima u LeBec-
ker (1985) y 45% petveit B Bo3pacTe A0 1roga o6Hapy>Xunm
B 06nacTuM 6as3anbHbIX raHrnMes, Yalie Bcero B 06nacTu
6nefHbIX WapoB, Kanbuuukatel. B 061actn nogKopKOBbIX
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A0ep OHM co4yeTannucb C aMmMaonMao3omM CTEHOK KPOBEHOCHbBIX

B* 10 HabnoaeHMsx cuHgpoma [layHa y fAeTein pasnuu-
HbIX BO3PacTHbIX Fpynn HalifjeHa acCUMMETPUSA HOXEK Mo3ra
3r. CYeT HepaBHOMEPHOM TMMOMAa3uu NUPaMUAHbIX NyTeiRd u
OL,HOCTOPOHHEro YMEHbLEHNA Afep rnasofBUTaTENbHbLIX W”
6/10KOBUAHBLIX HepBOB. B HeKOTOpbIX cly4yasax BbIABAAETCS

Puc. 61. Funonna3us BHYTpeHHEeN Kan-

Cynbl, CpeAu BONOKOH KOTOpOW pacno-

naratoTcs ovarm ceporo Beuiectsa (X,

5 4). Okpacka 3on0ToMm no Kaxany,
X5,1

rmnonnasvma YepHoW Ccy6CTaHUMU, OAHAKO ee HeNpoHbl A0-
CTAaTOYHO AnddepeHUNpoBaHbI.

Moptonornyeckoe wuccnefoBaHue nonepeyHMKa Bapo-
nveBa MOCTa NO3BO/IMNO YCTAaHOBUTb BbIPaXEHHY  runo-
nnasmi 6asnca (cm. puc. 18,0,6), KOTOpPbLIN B CpPeaHeEM
3aHumMman 48,76% ero nnaowagn, 4YTo COOTBETCTBYET [AaHHbIM
B. H. Pycckux u gp. (1969) o Tom, 4To y feTeli ¢ CUHAPO-
MoM [ayHa O6bIMHO HeAopa3BUTbl CUCTEMblI BapojMeBa MO-
CcTa, 0cobeHHO ero 6asuca (B KOHTpone Yy fAeTeil nepuHa-
TanbHOM rpynnbl nnouwafb 6asnca paBHa 67,1%, y petvei
1-ro roga — 70,11%). B oTAenbHbIX cAyvaax Tpucomum 21
OTHOCWTEeNbHaA mnaowajb, 3aHUMaemas 6asucom, COCTaB-
nana Bcero 29,1%. B 5 HabnogeHnax mmena mMecTo 3ameT-
Has acummeTpusa 6asuca. Mnowagb nonepeyHuka nupa-
MUAHbLIX MYYKOB B 06/1acTW Bapo/sveBa MocTa Obia MoYTU
B fBa pasa MeHblie, yem B Hopme (5,6 npotms 11,5 /0).
B 3 cnyyasax nupaMugHble My4Yyku pacrnofsaranucb B obnactu
LeHTpanbHO-naTepasbHbIX 0TAeN0B 6a3uca mocTa. B TO Xe
BpeMa TpanewueBufHble Tena, ffepHble FPynnbl AHa 4YeTBep-
TOro >kenyfgouka 6biay pa3BuTbl xopowo. B 2 Hab6nwpge-
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HUAX Cpefu HeMpOHOB fepHbIX TPYNn BaponveBa MocCTa
HallfjeHbl KPYMHble YPOANMBbIE KNETKU, cogepxawue fBa
Aapa un 6onee. B aTux xe cayyaax nofobHble KaeTKuM 06-
Hapy>XeHbl B KOpe pas3fnyHbiX noneii 601bWMX NONYLIAPUA.
OHu paccmaTpuBanuCb Kak 3MB6pUOHanbHble (OPMbI.

MHeHMNEe 0 BO3MOXHOCTW CTPYKTYPHbIX HapyLleHUn MO3-
Xeyka npu cuHapome JlayHa BbicKa3blBaeTcd B paboTax
MHorux asTopoB (Terplan et al., 1966; Gullotta, Icehder,
1974). Benda (1960), uccnefys MO3XeEYOK y feTell C 3TUM
cuHgpomom, B 60% cnyyaes Habnwpgan B 6e10M BelwecTBe
ero nonywapuin OKpyrnble o4varu, cocTtosiuime u3 becnops-
[OYHO pacnofioXEeHHbIX KNeTOK KOpbl MO3Xeuyka. Mopdo-
JIOTMYECKN OHM MOJIHOCTbKO COOTBETCTBYIOT AMUCNNACTUYHbLIM
ONCTONWYHBIM M3BUIIMHAM, KOTOPbIE YXe OnucaHbl Hamu npu
M3MIOXXEHUN HapyLWeHUn MOo3Xeuyka npu cuHipomax [laTay
n daBapaca. MNMofobHble M3BUAMHLI B 6€10M BeLeCcTBE Mbl
Hawnu B 24 n3 42 HabnwoaeHuit cuHapoma [jayHa, OHM BCTpe-
4alTCA O4MHAKOBO 4acTo y AeTell pasfMyYHbIX BO3PACTHbIX
rpynn (cm. puc. 22, r). Benda (1960) nonaraet, 4TO 3Tu
oyarum Kopbl fABMIAKOTCA XapaKTEPHbIM MPOSABIIEHUEM CUHA-
poma [ayHa. Pe3ynbTaTbl Halero uccfefoBaHWd B 3Hayu-
TeNbHOW Mepe NOATBEPXAAT 3Ty TOYKY 3peHMs, OAHakKo
cliefyeT yuuTbiBaTb, YTO AUCNNACTUYHbIE AUCTOMUYHbLIE W3-
BUMWHbI HENb3S CUYMTaTb CTPOr0 Creuu@UUHbLIM MNPU3HAKOM
CUHApOMa Tpucomum 21, Tak KakKk OH 4acTo BCTpeyaeTcH
npu apyrux cuHgpomax MBIIP, o06ycnosneHHbix abeppa-
LMAMMN ayTOCOM.

Y 10 n3 18 pgeTeil nepuHaTanbHON rpynmnbl OTMEYEHbl MHO-
XEeCTBEHHble TeTepoTONnuUM K/IeTOK Hapy>XHOro amMo6puoHanb-
HOro CNosl KOpbl MO3)e4yka B ero 3ybuyatble sgpa (puc. 62).
OnncaHus Nofo6GHbLIX reTepoTronuii mpu cuHgpome [layHa B
NnTepaTtype Mbl He BCTpeyanu. B 6 HabnwgeHusx B nepu-
HaTanbHOW rpynne O4Yarum reTepoTONWKU KNETOK Hapy>XHOro
3M6pPMOHaNbLHOrO CNOA KOpbl BbiAB/IEHbI U B 6e/10M BelecT-
BE Nonywapuii MO3Xeuyka, O[HAaKO OHW MpakTU4Yecku He
BCTpevatTca y fJeTeli 6onee cTapwero Bo3pacta. CpaBHU-
TeNbHO 4YacTo y fJeTel ¢ Tpucommeli 21 B 6Genom BellecTBe
MO3XeuKa OMpefensanucb OYaXKW KJIeTOK 3epHUCTOro cros,
Kopbl, & B 5 cnyyasx OHW pacnofiarasimcb no xopy 3y64atbix
Aagep. Y 7 geTeit cTapwe lrofga Takme O4YaXKu ObiNn HEGOMb-
WM.

B 24 n3 42 HabnwogeHuii B 6e10M BelleCTBE W3BWUAWH
nonywapuii Mo3)eyka HalgeHbl KPYMHble HEWpPOHbI, Hano-
MUHawwWwmne knetkn lMypkuHbe. OfHako npu cuHapomefay-
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Ha 3TU HelpOoHbI .feXaT M30/1MPOBAHHO, He o06pa3ys B GesoMm
BELLECTBE 04YaroBbIX CKOMJEHWUNA, KaK 3TO MMEeT MecTo npu
CMHApOMe JABapAaca. 3HaUYMTENIbHO pexe KneTkn [ypKuHbe
pacnonaralTcs B 06/1acTV 3epHUCTOro CN0sf Kopbl. B TO xe
BpPeEMSA 4YWC/IO TPYLIEBUAHbIX HEBPOLUTOB B 06/1acTW raHrium-
03HOT0 C/10A KOpbl YMEHbLUEHO, MeCTaMW OHU OTCYTCTBYIOT
Ha 3HAYNTENIbHOM MPOTAXEHUN.

Y Bcex feTeli ¢ cuHgpoMoMm JayHa B Bo3pacTe Ao lrofga

Puc. 62. Mo3xe4yok npu cuHgpome HdayHa (K, 5 4). MHOXeCTBEHHblIe
reTepoTonuU KNeTOoK 3MO6PMOHanbHOrO C€nos Kopbl B 3y6yaToe  A4po.
Okpacka TuoHuHoMm no Hwuccnwo, X 12

0CTaeTcsa [A0BO/IbHO BblpaXeHHbIM HapY>XHbIA 3M6pPUOHaNb-
HblA CNON Kopbl MO3)euyka (cnoit Ob6epwTeilHepa), KNeTKu-
KOTOpPOro MMEKTCS M y JeTeil 6onee cTaplwero Bo3pacTa.
B 3 Hawmx HabnwpgeHusax B 6en10M BelleCcTBE MO3Xeuka
BONMM3NM 3ybuaTbiXx sifep O06HapyXeHbl TpybuaTble XOAbl,
MOCTPOEHHbIE U3 K/ETOK 3MeHAUMbI, HEpeaKo KWCTO3HO pac-
lWIMpeHHble. B 6onbwuHCcTBE cnyvyaes Tpucomum 21 3yb6ua-
Tble fijpa WCTOHYEHbI, C MEpPepbIBaMN X04a W OTWLEMIEHUAMU
rpynn HeripoHOB B npunexawee 6enoe BewecTBo. Heiipo-
Hbl 3TUX fiep AOCTAaTOYHO 3penble C XOPOLWO pPa3BUTbIMU
OTPOCTKaMM UM YEeTKO pasInyMMbIMK  Heilpodubpunnamu.
B oTgenbHbIX yyacTkKax 3y6uaTbiX fflep 4YUCN0 HEeWpOHOB
yMeHbLWweHo. Mpu nmnperHaunn no Kaxany B 6enom Bewect-
BE B OONbLIMHCTBE C/y4yaeB BbIABMAETCA YMEPeHHOe KO-
4YecTBO acTpPOLMTOB C KOPOTKMMWU U TOHKUMU OTPOCTKAMMW.
OO6bIYHO oYarym TaKuMX acTpPOLMTOB JO0KaNMW30BaHbl B MecCTax
nepepbiBa xofa 3ybuaTbiX fagep.
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Takum o06pa3om, CTPYKTypHas opraHm3auma Mo3xeuyka
npu cuHgpome [ayHa Bcerga HapylweHa. Hanuuue retepo-
TOMWA KNETOK Hapy>XHOro 3MOpMOHanbHOro cnos B 3yb6uya-
Tble fifpa B Kakol-TO Mepe POAHUT 3TOT CUHAPOM C APYru-
MU BMULAMU ayTOCOMHON TpucoMuu. J1I060MbITEH TOT (akKT,
4YTO retepoTonuu B 3y6yaTble ffpa B OCHOBHOM BCTpevatTcs
y AeTell MepuHaTanbHON rpynnbl M UcyesalwT y fAeTen B 60-
Nee no3gHem Bo3pacTe. [10-BUAUMOMY, KNETKM HapyXHOro
IM6GPUOHANBLHOTO CM0S He TepsAlT cnocobHOCTU K Agudde-
peHUUPOBKE U CO BpemMeHeM ucuesawT. C Apyroil CTOPOHbI,
AWCNNACTUYHbIE AWUCTOMUYHbIE W3BUAMHLI COXpaHAKTCA Y
peTell ¢ cugpomoMm [ayHa B pasnuMuHbIX BO3PaCTHbIX Fpyn-
nax. HekoTopble U3MEHEHMA MO3XeuyKa Mpu 3TOM CUHAPOME
MMeT CBOM O0COBeHHOCTU. Tak, B 3ybuyaTbiXx Agpax OoTMeya-
IOTCA FeTepoTONUM He TONMbKO 3MOPUOHANbHbLIX KNETOK, HO U
K/IeTOK 3epHUCTOro Cfos KOpbl, a CMeLWeHHble B 6enoe Be-
WecTBO KneTkn [lypkuHbe He 06pas3ylT rpPynnoBbiX CKOM-
NeHnN.

MpoponroBaTthliAi U CAMHHOW MO3T WM3MEHEHbl NPU CUHA-
pome [JlayHa npakTuyeckum Bcerga. [1oCTOSHHO uMMeeTcA
runonnasus nupamuj, Ha KOTOpyw YykasbiBaeT B. H. Pyc-
cknux un gp. (1969). B Hawem MaTepuane nupamugbl B
cpeaHem 3aHumanu 9,06% nnaouwanu nonepevyHuMka Mpofon-
ropatoro mosra. J/luwb B 4 HabnwogeHuax nnowagb, 3aHu-
Maemas nupamupjamu, cooTBeTcTBOBana Hopme— 12,02%.
OTHocuTenbHas naouwafib, 3aHuMaemas O/nMBaMK, Koneba-
nacb, OfHaKo B cpefgHem 6bifa HuXe Hopmbl (10,83 npoTums
13,39%). B 7 cny4dadax fgpa HWKHWUX ONMB 6blIM aCUMMeT-
puyHbl. Mo xo4y ffep ONUB BbIABAANUCHL Y4YacTKW, MOJHO-
CTbl0 NNLWEHHbIE HelpoHoB (puc. 63, a). OAMHAKOBO 4acTo
BCTpeYaJncb pacwmpeHns u UCTOHYEHUS (parMeHTOB 06eunx
NNACTUHOK HVWXXHUX ONIUB U UX MepepbiBbl.

Y 23 peTeil pa3NuMyYHbIX BO3PACTHbLIX TPYyNn OGHApPYyXeHbl
oyarv OTUWLeMfIeHUA HeRpOHOB ONMB U UX reTepoTonuu B A40p-
canbHble OTAenbl MNPOAONTroBaToro Mo3ra. 3Ha4YUTeNbHO
pexe (B 11 u3 42 HabnwaeHuin) oTmeyanacb runonnasums
MeguanbHbIX U JOopcanbHbiX A06aBOYHbIX 0nuB (puc. 63, 6),
B 3 cayyasx OHWM NOMHOCTbIO OTCyTcTBOBanu  (puc. 63, B).
Y 23 peTeli ¢ cuHgpomom [layHa HalifjjeHa runonnasus pe-
TUKYNAapHOW dopmauum, KoTopas B CpefHeM 3aHumana
8,97% nnowagn nonepeyHuka npogonrosaroro mosra (B
KOHTpone 10,84 n 11,58%). YMCNo KPYMHbIX U MENKUX Hel-
POHOB peTUKYNApHOIi GopMaunn 6bI10 3aMETHO YMeHbLle-
HO. HecmoTps Ha BbiNajeHUs HENpPOHOB, MepepbiBbl X0fa
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HWKHUX ONUB, WX Naouwadb, 3aHMMaemasl BEHTPaibHbIMU U
AOpcanbHbIMKU NNACTUHKAMM, CTATUCTUYECKM He OT/inyanach
0T KOHTpOnS.

HelipoHbl Aep ONWB W ApYrUX SAePHbIX FPynn Mnpoaon-
roBaToro Mosra ObliM A0CTAaTOYHO AUPGHEPEeHLUpPOBaHbI, C
XOpOLO Pa3BUTbLIMW OTPOCTKAMW W HelpouGPUANAPHbLIM
annapaTom. KonuW4yecTBO acTpoUMTOB B MNpPOAOATrOBaTOM
MO3re 6bi10 YMEHbLIEHO, B OCHOBHOM Npeo6najgann 3penbie

Puc. 63. CTpyKTypHble Hapylle-
HUA MPOAONATrOBaTOro Mo3sra npu
LyHgpome [flayHa: a — ouaru
BbiMafeHNs HEeApoOHOB MO XoAdy
agpa onuebl (M, 4 cyT), X60;
6 — MCTOHYeHMe xofda figpa onu-
Bbl (M, 7 mec), X 15; B — anna-
33U JopcanbHbIX W MefuanbHbIX
fo6aBouHbIX onuB (K, 3 cyT),
X6,8. OkKpacka remMaTtoKCUINH-
303nHoM (a, 6) u no LWnunb-

meliepy (B)

X QOpMbl C ANMHHLIMWU OTPOCTKaMu. Tena OTAENbHbIX acT-
pouMTOB 6blM BaKyONM3MPOBaHbl, MecTaMu O0G6HapyXuBa-
NNCb AIBJIEHUS KNa3MOTOAEeHApPO3a.

MogpobHOe wnccnefoBaHME CMNWMHHOTO MO3ra NpPU CUHA-
pome [ayHa npoen Benda (1960), KkoTopblii pasgenun
06Hapy>XeHHble W3MEHEHWS Ha fBe rpynnbl: 1— 3amepgne-
HWe pa3BUTWSA, 2 B 0CTaHOBKAa Pa3BUTUA C MaTONOTMYECKON
anddepeHumposkoin. K 1-ii rpynne OH OTHeC ANUTeNbHOE
MepcucTUpoOBaHME CMNMHHOMO3FOBOr0 KaHana W ruapomue-
AU, YTOJ/LLEHUE CEpbIX CMaeK, FMMNOnaa3nio Ceporo BeLlecT-
Ba C YMEeHblUeHMEM KO/M4YecTBa MOTOHEWpPOHOB, HeAoCTa-
TOYHOe pa3BuTMe cTonb6oB Knapka. 2-9 rpynna xapakTte-
pusyeTca CUPUHIOMUENWERA W aHOManUAMM  NepegHux po-
ro (HapyleHue UX CTPYKTYpbl M acuMMeTpus), BeHTpafb-
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MbIM CMELLEHWEM Ceporo Bew,ecTBa, BCNEACTBME 4Yero ne-
pefHAs Wenb CIMHHOIO MO3ra yKopaymMBaeTcs.

Co6CTBEHHbIE MCCNEeAOBAHWS CAMHHOTO MO3ra BbIABUAU
BO BCeX HabnwpeHnAx cuHapoma [ayHa pas3finyHble CTPYK-
TYpHble HapyweHus ero passutumsa. Tak, B 19 cayuyasax
B TpexX BO3pacTHbIX rpynnax nepejHue pora CHNUHHOIO
mMo3ra 6blM acUMMeTPUYHbI KakK M0 4YUCiy MOTOHEpPOHOB,
Tak W MO 3aHMMaeMoil MMM nnowagu. B 22 HabnwogeHusax
4Yncno MOTOHENPOHOB 6bIN0 CHWXEHO fo 3—4 knetok. Of-
HaKo, HecMOTps Ha 3TO, OTHOCWUTEeNbHas naowajb Ceporo
BellecTBa Ha MOMEpPeYHMKe CMNMHHOrO MO3ra npeBblWwana
TaKOBYK B KOHTpOAbHOW rpynne (38,67 npoTtus 31,88%).
Mnowapb, 3aHMMaemas 6enbiM Bel,ecTBOM, COOTBETCTBEHHO
6bla CHWXEeHa, B OCHOBHOM 3a CYeT runonnasuu nepesHux
M 3afgHMX cTtonbos. [lepefHue cTONGbLI pacnonaranucb Ha
12,1% nnowagn nonepevyHuWkKa CAWHHOrO Mmo3ra  (Hopma
16,04%), a 3agHue.— Ha 17,35% (Hopma 22,34%). T[lno-
waab, 3aHMMaemass OGOKOBbIMW CTON6aMUN, CTaTUCTUYECKN He
OoTNMYanacb OT KOHTPOJSIbLHOA.

Y 5 peTeil nepuHaTanbHOro Bo3pacTta B 061acTU MYYKOB
Fonna n byppaxa 06HapY>XeHbl KPYMHble KNETKW, HanoMmu-
HalolWMe MOTOHepoHbl. OHW HalfeHbl B 3afHWX cToN6ax
ny 9 peteih ¢ cuHagpomom LayHa 1-ro roga XusHu. B 1 Ha6-
NOLEHUN OTMEYEHO CMelleHWe MOTOHEeApOHOB B 06/1acTb
nepeaHnMX cTonboB..

Cny4yaeB rugpoMMennUu Mbl He 3aperucTpuposanu, OfHa-
KO B OAHOM W©3 HabnwAeHWA YyCTaHOBNEHO CMelleHue Khe-
TOK 3MeHAUMbI CMWHHOMO3rOBOro KaHana B BeLLeCTBO 3aj-
HuUx cton6os. CTon6bI Knapka BO BCex HabNAeHUAX fO-
CTAaTOYHO copmMUpoBaHbl. Wmewwmecas MOTOHEAPOHbI K
KNeTKn 6O0KOBbIX M 3agHUX pPOroB JOCTAaTOYHO AuddepeH-
LMPOBaHbI, C XOPOLWO Pa3BUTbLIMU OTPOCTKAMW U TOHKON ce-
TOUYKOW Helpoubpunn B LUTONNA3ME.

MpakTuMyecky BO BCEX CAyyasx cCuUHApoma [ayHa B ce-
poM u 6enoM BelecTBe CMNMHHOrNO MO3ra BCTpevawTcs Men-
KNe MHOXEeCTBEHHble KPOBOMW3NWUAHWUA, a B UMTOMNNasMe OT-
[LeNbHbIX MOTOHEWPOHOB — MenkuMe Bakyonu. HekoTopble
HEMPOHbl TMNEPXPOMHbI. B ogHOM K3 HabnwgeHWin B6AM3N
CMWHHOMO3roBOr0o KaHana B CepoOM BellecTBe 06GHapyXeHa
He6oNblas KUCTO3Haf MOMOCTb C rNagKMMu cTeHKamu, Hel
MMerolwan 3neHAMMapHOW BBLICTUAKM, YTO MOXHO pacleHu-
BaTb KaK MPOABAEHWE CUPUHTOMUENUU UAN  KaK KUCTY Ha:
MoYBE LUPKYNATOPHbLIX HapPYLUEHUNA.

HapyweHusa mMuennHusauum Kopbl 60MbINX MONAYLIAPUIA,
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nUpaMUAHbIX NyTe M MO3Xeuyka y AeTeli ¢ cugpomom [ay-
Ha (B OCHOBHOM LWIKONbLHOrO BO3pacTa) onucaHbl Benda
(1960), B. B, Pycckux (1964) wn B. H. Pycckux wn gp.
(1969). B Hawem maTepuane MUENOAPXUMTEKTOHWKA KOpbI
60MbWKNX MONylWapuii He onpejensnacb HW B O4HON U3 BO3-
pacTtHbix rpynn. B 19 HabniogeHmax (rnaBHbiM obpa3om B
nmepuHaTanbHbI Nepuofi) MUENNHOBble BOMIOKHA B KOpPE He
BbIABNANMCL BOBCe, y 20 feTeil MpOKpaWMBaNuUCh NULb TaH-
reHunanbHble BOMIOKHa nepBoro cnofi. B 3 cnyuvaax kpome
TaHreHUnanbHbIX 06HAapPYXXMBaNocb YMepeHHOe KOAM4YecTBO
TOHKUX pajnapHbiX BOMIOKOH, AOXOAAWMX [LO CEpPefuHbl
TPeTbero cnosa Kopbl. B 2 HabnwfeHWAX TaHreHuuanbHble
BO/IOKHa WMeNyX BapuKO3Hble B3AYyTUA W Oblnv parMeHTu-
poBaHbl.

MuenuHusauns 6enoro BeuwiectTsa 60AbLWIUX NONYLAPUN
BblpaXeHa Anydwe, 3a WUCKAOYEHUEM 2 HOBOPOXAEHHbIX, Y
KOTOpbIX MWENWHOBble BOSIOKHAa B 6en10M  BelwecTBe NOf-
HOCTbK OTCYTCTBOBaM. Y 5 fgeTel MepBbIX [HER XWU3HU
MUennHu3auus 6enoro BeuwiecTBa Oblfna NOMHOW. Xopowo
NpoKpawuneanucb MWENUHOBbIE BOJIOKHA B 60/bWMKUX NONY-
Wwapuax uy peteil 6onee ctapwero BospacTta. [JocTaTo4yHOM
MUenMHMU3aunein oTAnYanMCb BHYTPEHHAS Kancyna, MoAKop-
KOBble AfEepHble TPYnmnbl, HOXKW MO3ra, Bapo/sMeB  MOCT.
Y 7 peTeli nocTHaTanbHOro nepuoga 3TW  OTAenbl  6bian
TakXe NOSIHOCTbI0O MUEIMHU3NPOBAHDI.

O6pa3oBaHMe MMUeNUHa B NUPaAMUAHLIX NyTAX 3aPuK-
CUPOBAHO B HalleM MaTepuane yXe Ha paHHUX 3Tanax
NMOCTHATaNbHOW >XW3HW. Y 6 geTeil nepmoga HOBOPOXKAEH-
HOCTWM NupamMugbl 6bIIN NONHOCTbLIO MUENUHU3UPOBaHbI (CM.
puc. 63, B), y 12 — MUeNUHOBbLIE BOMIOKHA OblNM TOHKUMU W©
cnabo pasBMTbIMW, O4HAKO HW B OAHOM CNny4yae He OTMe4YeHOo
MUX OTCYTCTBME B MUPaMUAHbIX Nyykax. PeTukynspHasa ¢op-
Maumsa, 3a UCKI4YeHMeM 2 HabnwpjeHui, Obla NOMHOCTbIO
MWEeNMHN3NPOBAHA, OLHAKO B 2 C/iyyadX KOMUYeCTBO Mue-
NIMHOBbIX BOJIOKOH B ee LeHTpasbHbIX OTAenax 0Ka3anocb
YMeHbLWeEeHHbIM. CNMHHOW MO3r XapaKTepu3oBaaca Takxe
[OCTAaTOYHOW MuenuMHu3auueld BO BCEX €ro OTAenax, npuyem
y [eTeil NOCTHaTalbHOro nepuvofa MMUeMHU3aUMa onepe-
Xana o06blYHble TemMnbl. HedoCTaTOYHO MOMIHO ObIAM MUENU-
HW3WPOBaHbl NUWb HUCXOAAWME ABUraTenbHble nytu. B 14
HabNAeHNAX pas3iInyHbIX BO3PacTHbIX FPynn  OTMEYEHbI
fereHepaTuBHble HapyLEeHUs MUENHOBLIX BONOKOH B BuUfAe
X BapWKO3HbIX B3AYTWUIA ¥ parmeHTayumu, ycunusarolmnecs
C BO3pacToM.
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B cnyuyasix, cOnNpoBOXAalOLWMUXCHA HEAOCTATOYHON  Mue-
NWHU3auneli, B 6e/0M BellecTBe 0O6HApYXXEHO 3HAYUTeNbHOE
YMCcno HENMpPOHOB M KNEeTOK MaKporauu, uuTonnasma KoTo-
pbIX MMena cyjaHOMUNbHYO 3epHUCTOCTb. OTAefbHble KMeT-
KW O0Kasanucb paspylWweHHbIMW, W CYAaHO(U/bHble 3epHa
'cBO6OAHO pacnofaranucb B 6en0m BewecTBe. ITOT (PeHO-
MeH paccmaTpuBaeTcs Kak (M3MONOTMYEeCcKMiA  npouecc,
npeawecTByOWNA 06pa3oBaHNI0 MUENMHA WM OTrpaHMYMBalo-
wuincs obblyHO npegenamu 6Genoro BewecTtBa (Richardson,
1982). B cBow ouepegb Schneider et al. (1976) nonaraer,
4TO 3TO COCTOSIHME ABMAETCA Mpexofsweil anbTepayunein Kne-
TOK He3penoi rauu MeTaboMYeCKON NpuUpofbl, U He corfa-
CeH C MHEHWEeM O CYL,eCTBOBAHWUM TPaH3UTOPHON  «(U3MNO-
NOrMYecKol» akKymMynauuu AMNUAOB B KneTkax rauu, ¢op-
MUPYIOLWNX MUENUHOBYD 060/104Ky. B Hawem wmatepuane
HakonfeHne cyfaHoOMUNbHbIX 3epeH B KjeTkax 6enoro Be-
uectsa OTMEYEeHO B HabnwpgeHumsax Tpucomum 13 n 18. Eaun-
HUYHbIE TaKnWe KNeTKW, HO C MeHee BblpaXXeHHOW cyfaHopub-
HOIi 36PHUCTOCTbLID 0OGHapyXXeHbl B 6€10OM BeleCcTBE T0/10B-
HOro Mo3ra y geTell KOHTPONbHOW rpynnbl.

Kak BuAHO, pe3ynbTaTbl McCNefoBaHWA OCOOeHHOCTeM
mMuenmHusaumn LLHC y peTteli ¢ Tpucomumeit 21 He cornacy-
IOTCAN C UMELWUMNCA NUTepaTypHbIMU  AaHHbIMM  Benda
(1960), Pycckux n gp. (1969) o TOM, 4TO NMpU 3TOM CUHAPO-
Me YMEHbLWAKTCA MAN MOMNHOCTbI OTCYTCTBYIOT MMUENNHO-
Bble BO/IOKHAa B NUPaMWUAHbIX NYTAX, MO3XEYKe U APYrux
npoBoAALWLMX cucTeMax. HanpoTwB, MWENMHM3aUUA OTAeNb-
HbIX CMCTEM TFOJIOBHOTO U CMMHHOTO MO3ra Yy feTeil C CUHA-
pomoM [layHa B nepuoj HOBOPOXAeHHOe™  yckopseTcs.
Ocob6eHHO 3TO KacaeTcs NUpaMUAHbIX MyTed. BO3MOXHO,
Takas YCKOpeHHas MUenuHu3auus fBnfeTcqd OLHUM M3 KOM-
MEHCATOPHO-NPUCNOCOOUTENIbHLIX MNPOLECCOB  MPU HaNM4ynu
CTPYKTYPHbIX HapyLeHUn KOpbl M FMNOMNAAa3nu NPOBOAALLEN
cucTeMbl. MocTeneHHO, N0 Mepe YCUNEHWUS BO3AENCTBMA pas-
NINYHBIX NaToNornyeckux ¢akToposB, HANPUMEP  TUMNOKCUM
MW 3HLOKPUHHBIX AUCKOppensuunii, o6MeH MWEeNMHa MOXEeT
HapylwaTtbCs, BC/NeACTBME Yero MUe/IMHOBble BOMIOKHA WCTOH-
yalTcAa U ucuyesaldT. B nonb3y BbiCKa3aHHOTo MONOXEHMUA
CBUAETENbCTBYET MOABMEHWE [ereHepaTUBHbIX HapyLleHWl
MUWENMHOBOro 06MeHa y geTei ¢ cugpomom [ayHa 1-ro roga
XW3HW; BapuWKO3HbIX B3AYTWUIA, (parMeHTauuu MUENNHOBBIX
BOJ/IOKOH.

Takum o6pa3om, OTCYTCTBME UAN YMeHbLUEHWE KOIU4YecT-
Ba MWENVMHOBbLIX BOJIOKOH Yy AeTeil ¢ Tpucomueir 21 B 6Gonee
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cTaplwem BO3pacTe, OYEBWAHO, BTOPUYHO, a He fABNAETCA
CNeAcTBMEM WX «BPOXAEHHON cnabocTu», KakK yTBepXxpaeT
Benda (1960). 3amegneHune TeMnoB MUenMHM3aLUKM, NO-BU-
OUMOMY, MMeeT MecTO TONbKO B 06nacTM  Kopbl 60AbLUKX,
nonywapuii M KacaeTcs B OCHOBHOM pafMapHbIX MWENWNHO-
BbIX BOJIOKOH, 4YTO, BO3MOXHO, CBSiI3aHO CO CTPYKTYPHbIMU
HapyLlWeHNAMMN KOpPbI MpK 3TOM CUHAPOME.

AHanu3 faHHbIX NUTepaTypbl W pe3ynbTaTOB COBCTBEH-
HOro uccnefoBaHUsA MO3BOMUA YCTaHOBWUTb, YTO CTpPOeHMe
UHC npu cuHppome [JlayHa HapyleHO, NMPUYEM OTAesbHble
M3MEHEHWNS HEe TOJIbKO 3HAUYMTENbHbI, HO U NOCTOSHHbLI.K OT-
HOCWTENbHO TUMWYHbLIM HapyweHusMm pa3sutus LHC npwu
Tpucommm 21 MOXHO OTHecTU Gpaxuuedannmyeckyl Gopmy
ro/I0BHOTr0 MO3ra, FMMoMAasnio BEPXHUX BUCOYHbLIX W3BUMUH,
YKOpOYeHMEe WHTepnapueTanbHbiX 60pP0O34, HOXEK MO”ra,
BEHTpa/bHOE CMelleHUe MO3Xeuyka, runonnasvio Beponuy.o«
MocTa W OTCYTCTBME TMepeAHell naTepanbHON  6OPO3AKMU
NPOAONTOBaTOr0 MO3ra, «MO3aWYHbIli» XapaKTep 3penocTu
KOpbl 601bWINX MNOAyLWapuid, CTPYKTYPHbIE HapylleHWs ee
(cmeLleHMA NUpamMUAHbIX HEWpPOHOB, HapyLlleHWe WUX OpueH-"
Tauun) NpeumyllecTBeHHo B o6nactu noneii 4 n 10, Hann-*
yse B 6enOM BeLLeCTBE 3HAYUTENbHOFO 4YuCna 3pefbiX Hel-
POHOB, rMNONNas3ni MUpPaMUAHbLIX NyTeid n 6asuca Baponue-
Ba MOCTa, CTPYKTYpHble HapylleHus runnokamna, npojos-
roBaToro Mo3ra u MO3XeukKa.

B. H. Pycckux wun gp. (1969) pacueHuWBalOT M3MEHEHUA
rofI0BHOr0 MO3ra npu cuHapome [layHa Kak areHesuio, na-
pareHes ¥ anfasui, 4To He coBceM BepHOo. Ckopee peub
naeT He 06 OTCYTCTBUU KAKUX-TO CTPYKTYp FOSIOBHOTO MO3ra,
a 06 u3BpalweHUM murpaumm m SUhPEepeHLUPOBKN HEPBHbBIX
KneToK. B nmonb3y 3TOro CBMAETENbCTBYIOT Hanuuune B 6e/oM
BellecTBe 60MbWMNX MONyWapuini NUpaMUAHbLIX  HENpOHOB,
YMeHbLIEHNE WX Ynucna B TPEeTbEM C/10e KOPbl, a TakXe Apy-
rMe HapyLeHNs ee LMTOapXMTEKTOHUKM.

Rees (1977), usyyad c NOMOLLbI 31EKTPOHHOITO MUKpPO-
ckona Kopy N0OHbIX W BWUCOYHbIX AONei 2 AeTel ¢ CMHAPO-
MoM [layHa ¥ He 06Hapy>XWB MPU3HAKOB rnMo3a u gereHe-
pauum HelpoHOB, cAenan He COBCEM OOGOCHOBAaHHLINA BbLIBOS
0 TOM, 4YTO MPUYMHON 3afepXKW YMCTBEHHOro pa3BUTUSA
[JeTeil B 3TOM C/iyyae ABAAKTCA He Mopgonornyeckue, a 6uo-
XUMUYECKUE U3MEHEHUS.

BrnonHe MOXHO [ONYCTUTb, YTO 06HAapPYXeHHble B HalleM
mMaTepuane CTPYKTYpPHble HapyleHUs Kopbl 60bLINX MONY-
wapuii  (yMeHblUeHUe 4Yucia MNUPaMUAHBIX W TaHTMO3HbIX
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HeNpOHOB, CMeLLeHNEe HEeMpPOHOB, HapyLleHWe WX OpUeHTauuu,
HeLOCTAaTOYHOE pas3BUTMe [EeHAPUTOB U CUHANTUMYECKOro
annaparta) cny»xaT MOp(oiornyeckoil OCHOBOI onurodgpe-
HUM npu cuHgpome fayHa. Kak u B cnyvyasax Tpucomum 13
> 18, npu cuHpgpome [ayHa cTpajaloT He TONbKO (punoreHe-
TUYEeCKN HOBbIE, HO M CTapble hopmauuny Kopbl (runnokamn).

PasnunyHaa guddepeHUMpoBKa Y4acTKOB OAHOr0 M TOrO
e nona («mM03aMyHOCTb») CBUAETENbCTBYeT 06 ee M3Bpa-
WeHWN, BCNeACTBUE YEro OLHW Y4YaCTKM KOPbl OMepexawT
B CBOEM pa3BuTuUKM gpyrue. OTOT NPU3HAK, O0YEBUAHO, Xa-
pakTepeH ANnd cuHapoma [JlayHa, Tak Kak npu Apyrux xpo-
MOCOMHbLIX M TeHHbIX cuHapomax MBTIP, a TakXe B KOHT-
pPONbHOW rpynne Mbl ero He BcTpeyanu. MupamugHble Knet-
KW, pacnofioxXeHHble B 6efoM BeLWecTBe rO/IOBHOrO MO3ra
npu Tpucomum 21, BO3MOXHO, ABNAKTCA HelipoHamMu TpeTb-
ero €01, He JOWeEAWNMU K MECTY UX 0ObIYHON NoKanusaynu.
MOXHO MpeanonoXnUTb, YTO B HEOBLIYHOM MecTe OHU co3pe-
BAlOT paHblle W, OYEBUAHO, TEPSAT CMOCOBHOCTb K fanb-
Hellwen murpauum. PaHHee MCYE3HOBEHWE HE3PEeNbIX KeTOoK
M3 cybaneHAMMapHOl 30Hbl BEHTPUKYNIAPHOW CUCTEMbl, OT-
HOCUTENbHO MOMHAas MUeNMHU3aLna nupaMmugHbiXx NyTed wu
apyrux otgenos LUHC y peTeli nepuHaTanbHOM rpynnbl €
cCuHApoMoM JayHa — 3TO MPU3HaKW YCKOPEHHOro co3pe.a-
HUA. TmnonnasvMa nupamugHbIX MNyTeid, xapakTepHas AN
3TOr0 XPOMOCOMHOr0 CWMHApPOMa, CBf3aHa C YMEHbLUEHUEM
yncna kKnetok beua, ux cmelweHuem B 06nacTb APYrux no-
nei, a TakXe C YyMeHblEHWeM KOMM4ecTBa MUPaMUAHbIX
HeMpoOHOB B TpeTbeM c/oe 4-ro nons Kopbl 60MbWIMX Nony-
Wwapuii.

OnncaHHbIe CTPYKTYPHble HApPYLWEHWA CTPOEHUA  MO3-
Xeyka M NPoOJONrOBATOro0 MO3ra, OCOBEHHO HUWXHWUX OUB,
BUAMMO, MOryT OblTb MOP(ONOrMYeckol OCHOBOW ApYyroro
KNMHUYECKOro cuMnToMa CcuUHApoMa JlayHa — MblLEeYHOi
TMNOTOHUU, TaK KaK HVWXHWE ONWBbI Hapagy C nosiocatbiMu
TenaMu y4yacTBYIOT B perynsuumy MbileyHoro toHyca (A3y-
raesa, 1953).

TakuMm 06pa3om, CTPYKTYpHble HapyleHWs TOJIOBHOIO
Mo3ra fBNSOTCH MOP(ONOrMYecKOn OCHOBON MoOpaxKeHWs
LULHC npu cuHppome [ayHa, B TO BpemMA KaK BTOPUYHbIE
U3MEHEHUNs, MNpuUcoeguHAOLWMECS BCAefCTBME BO3AeCTBMUA
pasNMUHbIX NPUYUH (LUPKYNATOPHbBIX, 3HLOKPUHHBIX Hapy-
WeHWA 1 Ap.), 3Ha4YNTENbHO YCYryb6nsoT COCTOSIHWE, Hapy-
lwas KOMMEHCATOPHO-NpUCNocobuTenbHbIe MPOLECCHI.
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UHC MNMPN HEKOTOPbIX CMHOPOMAX MBIPI
OBYCNOBNMEHHbBIX CTPYKTYPHbIMU
HAPYWEHNAMN AYTOCOM

Cuugpom Bonba—xupwxopra (4p-)

CunHapom, 0OYyCNOBNEHHbI  ageneuueli  KOPOTKOTO
nneya 4-ii XpOMOCOMbl, BCTpevaeTCcAa pefKO, ero nonynsum-
OHHas 4YacTtoTa — npubnmsnTensHo 1 cayyain Ha 100 OCOO
(Naswok, Nypbe, 1979). OCHOBHbIMU KAWHWYECKUMU CUMM-
TOMaMu CUHApOMa ABAAETCA 3ajepXXKa MNCUXMYECKOro pas-
BUTUA U CYLOPOXHbIEe Mpunagku, O4HAKO [LaHHble 06 u3me-
HeHnax LULHC npu atom 3ab6oneBaHUy [OBOMbHO CKYAHbI U
npoTusopeymBbl. Tak, B 1 U3 HabnOAEHWIA, OMNUCAHHLIX B
nuTepaTtype, y Majb4yuka, ymeplero B Bo3pacTe 3 Mec, W3-
MEHEHWI TOMOBHOrO Mo3ra He HaipgeHo (Bofinger et al.,
1973). Mnwb B 1 n3 cnyvyaes cuHppoma Bonbdha-—Xupu-
XOpHa Mpu uccliefoBaHUN HEBOOPYXXeHHbIM rnasom ob6Hapy-
XeHbl W3MeHeHUs B Buae Mukpouedanmm W HeLopa3BUTUA
M3BUNUH 6Gonbwmnx nonywapuin (Carter et al., 1969).

Pe3ynbTaTbl MWKPOCKOMWYECKOrO0 WUCCNeLOBaHMA Tr0/0B-
HOro MO3ra npu 3TOM CUHAPOMEe TakXe HeonpeAeneHHbl.
Carter et al. (1969) yka3biBalOT Ha He4YeTKOe pas3feneHue
KOpbl 60/bWKUX NOAYLWAPUIA Ha CAOM, a TakXe Ha HejocTa-
TOYHYIO 3pefnocTb ee HelipoHoB, Citoler et al. (1971) — Ha
Hanuuue 6GONLLWIOrO Yucna 3penbiXx MUPaMUAHBIX HENPOHOB
B MOJIEKYNSPHOM C/10e KOpbl fIOOHbIX fJONeii M OCTPOBKa, a
TakXe Ha retepoTonuu Knetok lNypkuHbe B 6efoe BeLECTBO
Mo3Xeyka. CTPYKTYpHble HapylleHWs MO3Xeuyka B Buje
reTepoTonun KNeTOK Hapy>XHOro 3mMO6pUMOHANbHOro  C€fos
KOpbl B O4HO W3 3y6uaTbiXx Agep Npu 3TOM CUHAPOME OMK-
caHbl TakXxe Ginsbherg n Soukup (1974). ¥ pebeHka B BO3-
pacTe 3 MeC OHM OGHapyXwWnu yABOeHWe LeHTpaibHOro Ka-
Hafa TepMUHanbHOro oTAena cnuHHoro wmosra. Schinzel
n Schmid (1972) npu rucTtonorMyeckom muccnefoBaHWu ro-
NOBHOr0 MO3ra BbIIBUAW NUWb fAereHepaTuBHble W3MEHeHUs
HellpOHOB 3ybuaTbiX fi4ep MO3XeukKa.

Hamn nposefeHo nogpobHoe MopgoNormyeckoe wuccre-
posaHne LUHC B BepupuyumpoBaHHOM KapuoNOrmyeckm Hab-
nogeHnn cuHgpoma Bonbga—XupluxopHa (MmepTBOPOX-
[JEHHbI Manbyuk), BNocneAcTBuM onucaHHom Mikeisaar
et al. (1973). lonoBHON MO3r 6paxuuedannyeckoin Gopmbl»
HECKONbKO acMMMeTpuyeH, Maccoit 411 r, C MUKporupuei
NO6HbIX, TEMEHHbIX W 3aTbIIOYHbIX foneli. B To xe Bpema
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LUeHTpanbHble W3BUAWHLI ONpeAensioTCs XOpPOlo, OfHaKo
nepeAaHne LUEHTPaNbHbIE W3BUAWHbLI MecTamy TOHKWEe, B OT*
AeNbHbIX y4yacTKax MpepbiBalOTCs  MenkumMu  6oposgamu.
JToGHble f0AU HecKONbKO AedopmMupoBaHbl. B o6nactu nps-
MbIX W3BUAWH U OBGOHATENbHLIX 60OPO3f WMEKTCA BbINAUU-
BaHWsS MO3roBOl/ TKaHW, KOTOpble COOTBETCTBYIOT yrny6ne-
HUAM nepefgHell YepenHoil smMbl B 061acTU peleTyaTbiX KO-
cTell. 3aTblNOYHbIE A0/ GOMbLIMX MOAYWAaPUA 3aMETHO Tu-.

Puc. 64. FonoBHOl MO3r npu cuHapome Bonbha—XwupluxopHa (Megunans-
Has MNOBEPXHOCTb MoNylwapus). BblpaxeHHas runonnasus 3aTblIOYHOW
nonun

nonnasvpoBaHbl (puc. 64). Mo3onuctoe Teno cHopmupo-
BaHO npaBuibHO. [lonoCTb Npo3payvyHOl Neperopojku pac-
lWMpeHa, 3anoflHeHa MNpo3payvyHoil 6GecuBEeTHOW XWUAKOCTbIO.
Benoe BelecTBO, NOAKOPKOBbIE filepHble TFPYMNMnbl U BEHTPU-
KynspHasa cucTtema npyv MakKpOCKOMMYECcKOM obcnefoBaHuUu
6e3 0cobeHHOCTEN.

Mo3xe4yok maccoin 27 r (Hopma 23,7 I) C XOpowo pas-
BUTBIM 4YepBeM W nonywapuaMmu. Ha mnonepeyHbiX cpesax
B 6€/10M BellecTBe 060MX NOAyLWapuili MO3XeuyKa YeTKO BUf-
Hbl O4YepyYeHHble 6Genecble OYaXKM HEenpaBUbHOW  (HOPMbI
AvnameTpom okono 0,2—0,7 cm. Onuebl NPOJONTOBATOrO
MO3ra KpynHble W BbICTyMnalwT Haj nupamugamu.

CnuHHON MO03r 6e3 BMAMMBIX HapylleHuin. Kopa 60blwmnx
nonywapuin coxpaHseT 4YeTKOe NOC/OWHOe CTPOeHUE U paju-
apHY MCYEPYEHHOCTb. HeWpoHbl TpeTbero W NATOrO C/OEB
KOpbl Xopowo AnddepeHunpoBaHbl. B naTom cnoe 4-ro nons
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KOpbl MecTamMu BCTpeyalTcAa HeoOblYHble FaHTNNO3Hble Hel-
poHbl (puc. 65, a). Henpoubpunnbl B NUPaAMUAHbLIX W TFaHT-
NNO3HbLIX HellpoHax BbIABAAKTCA cnab6o. O6bIYHO B LMUTO-
nnasMe 3TUX KNeTOK Npu MMnperHauum no bunblWIOBCKOMY
onpejenseTca 3epHUCTOCTb, 3epHAa KOTOPOW pacnonarakTcs
uenoykamu. lMpu okpacke apuTpo3mHom no CHecapeBy B Lu-
TonnasMe HeMpoOHOB KOPbl O06GHApYXWBaeTCa TUHKTOPUANb-
uas aumpgounma. pu umnperHaumm no Fonbgxu BUAHO

Puc. 65. 'mctonornyeckue wusme-
HEeHWs rON0BHOrO MO3ra npu CUH-
npome Bonbha—XupxopHa:
a — kopa (none 4). B raHrnmos-
HOM Cfi0e KpPYMHbI/A HENpoH He-
06bIYHO hopmMbl.  MImnperHauus
no Fonbgxun, X200; 6 — Mo3-
Xe4yok, 6onblioe 4WCNO MUenu-
HOBbIX BOJIOKOH B 3y64aToMm Aaf-
pe. Okpacka no Lnunbmeiiepy,
X42; B — npoponroBatblii MO3r.
YMepeHHasa runonnasus u Hepoc-
TaToOYyHas MWenunHu3auus  nupa-
mug. Okpacka no ABUbIHY, X9.2

CMelleHMe OTAENbHbIX NMUPaMUAHbIX HEAPOHOB BO BTOPOI
CNOMN~KOpbl UM 3HAYMTENbHOE KONINYECTBO HEWPOHOB 3Be3[-
YyaToN M KOP3MHYATON HOPMbl B TPETLEM.

MuenoapxmMTeKTOHMKA KOpbl OTCYTCTBYeT, NWlWb B nep-
BOM C/10€ NMPOKPALWUBAOTCA €4NHUYHbIE MUESIMHOBbIE BOJOK-
Ha. B none H2 ammoHOBa pora (cekTop 3o0MMmepa) HalgeHbl
yyacTKU BblNafeHuns KPyMnHbIX HelipoHOB. 3y6uaTas acuus
runnokammna MMeeT Ype3MepHYyl WM3BUTOCTb. CpeAn BOIOKOH
Hapy>XHO Kamncynsl B MpaBOM MNofywapuu pacnosiaraertcs
0YaXOK 3peNblX HelipoOHOB NMMUpamMuUAHON HOpPMBI.

HellpoHbl MOAKOPKOBBLIX fep AOCTaTOYHO 3penbie. Heii-
poubpunnbl B LUTONMAA3Me 3TUX KNEeTOK pasBUTbl nyuule,
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4yeM B HelipoHax KOpbl, W MPOCAEXWBaKTCA B WX OTPOCT-
Kax. KonunuectBo acTpouuToB B 06efioM BeLiecTBe 3aMeTHO
yMeHbleHo. Tena WX Menkue, OTPOCTKU KOPOTKWE U TOH-
Kve. MwuenunHusaumsa 6enoro BellecTBa, B TOM 4Yuclie u
BHYTpeHHel kancynbl, cna6as. CTpoeHMe HOXeK Mo3ra 6e3
ocobeHHoCTeil. basuc BaposineBa MOCTa HECKONbKO 60nblue
MOKPbIWKNA, O4HAKO Be/MYMHA WX COOTHOLIEHUA MeHbluUe,
4yeM B KOHTPONbHON rpynne. MupamuiHbie Ny4YKU U CO6CT-
BEHHble BO/IOKHA 6asnca MOCTa He MUENIMHU3UPOBaHbI, B TO
BpemMsa KakK TpaneueBUAHble Tena W peTUKynapHas ¢opma-
LMA MMEIT XOPOLWO pa3BUTble MUENVHOBbLIE BONOKHA.
Kopa MO3Xeuyka WMeeT MnpaBu/lbHOe CTPOeHWEe, C TON-
CTbIM Hapy>XHbIM 3M6pPUOHaNbHLIM CA0EM, K/NETKU KOTOPOro
pacnonaralwTcs B MOJIEKYNSPHOM Cn0e B BUAE OTAENbHbIX
04YaXXKoB. MecTamu uucno Knetok lMypkuHbe B 061acTu
raHr1MO3HOr0 CN0A KOPbl YMeHbLEeHO. [ToxoXue Ha HUX
KNeTKW BCTpeyaroTcs B 6GenoM BelWecTBe 4YepBf, a Takxe
cpeAn KNeTOK 3epHUCTOro cnos Kopbl. Hapsagy c raHrnmos-
HbIMW KfieTKaMu B 6e/l0M BeLL,eCcTBE YEPBA UMEKTCA KNeTKu
3M6PUOHANBHOIO W 3EPHUCTOrO0 C/I0EB KOPbl MO3XeuKa.
HepBHble BONOKHa BOKPYr 3y6uyaTblX ffep XOpowo Mue-
NUHWU3NpOBaHbl. MwuenuHusaumna ocnabesaet no mepe npu-
6nmxeHna K kKope. B cybkopTukanbHOM 6enoM  BellecTBe
MWENNHOBble BOJIOKHA BOBCE He BbIABNAKTCA, 3a WCKIOYe-
HUeM naTepanbHbIX OTAENOB Mofywapuii  Mo3xeuka. [lo
xo4y 3yb6uatbix fafep onpegenserca 601blIOe KOMMYECTBO
XOpOWO MWEIMHU3UPOBAHHbLIX BONOKOH (puc. 65,6).
leTepoTonuii B 06nacTb 3y6uaTblX U APYrMX sigep He
obHapyXeHo. Mupamuibl NpPoAONroBaTOro Mo3ra HecKo/ibKo
rmnonnasuposBaHbl (puc. 65, B). TONbKO efUHUYHbIE BONOKHA
nupamug UMeKT MUENUHOBYK 060104Ky. BcTpevatoTcs He-
6onblne NepepbiBbl X0f4a A4EpP ONMB W o4vary OTLWenneHus
X HeMpOHOB B Mpunexalwee 6enoe BelecTBo.
PeTukynapHaa ¢gopmaymna kKpynHas u 3aHumaeT 36,25%
naowagn mnonepevyHnMka npojonrosaroro mosra  (Hopma
10,84%), poxops noYTWM LO AHA YETBEPTOro >Kenypouka.
BonokHa ee cnabo MuenMHU3MpoBaHbl. B6au3n wBa U B
6enomMm BelecTBe OYXTbl HWXKHUX ONWMB OMNpefensAlTCcAs oya-
M WHTEHCUBHOW MuenuHusauun. KonnuecTBo acTpoumToB
B 6efom BellecTBe MPOAONTroBaTOro Mo3ra CHWXeHO. fAapa
AHA 4YeTBepPTOro Xefnyjouka TakXe runonnasupoBaHbl U
npeficTaBfieHbl He60MbWMMM rpynnamy HeJoCTaTOUYHO 3pe-
NbIX HEelpOoHOB.
B cnuHHOM Mo3re 06HapyXeHO pacliMpeHue nepegHei
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NpoAoNbHOMW 60pPO3AKM  3a CYeT YMEHbLUeHUA nepefHUux
cT0oNn60B, 06YCNOBMAEHHOr0 rMMNonnasMein MUPaAMUAHbIX MNyY-
KOB. HelipoHbl nepeaHux, 6OKOBbIX M 3afAHMX cTON6OB AocCTa-
TOYHO 3pesible C XOpPOLWO PasBUTbIMW OTPOCTKAMMW W HEUpO-
punbpunnapHbelM annapatom. CT0n6bl CAMHHOrO MO3ra Xo-
powwo MWENUHU3NPOBaHbLI, 3a WCKAOYeHUeM 3aAHero nupa-
MUAHOTO MyYKa M CMUHHO-MO3XXEYKOBbIX MyTEN.

CnegoBaTenbHO, CUHAPOM Bonbtha—XuplwxopHa conpo-
BOX/[AeTCA He CTO/Ib 3HAYUTENbHbIMU CTPYKTYPHbIMW Hapy-
weHnamm LHC, kak ayTOCOMHble TPUCOMWUW, TMOCKOJIbKY
npoueccbl Murpauum u gugpQepeHLUpPOBKM Npu 3TOM BuUfe
XPOMOCOMHOW abeppaumy nNpoTeKawT OTHOCUTENbHO Mpa
BW/IbHO. 3TO MOATBEPXAeTCcA OTCYTCTBMEM  MUPAMULHbLIX,,
HelipoHOB B 6enom BewlecTBe (3a WCKAOYEHWEM MNpPaBOW Ha-
pyXHoW kancynbl). TpefcTaBnseT UWHTepec YBeWYEHUe
pasMepoB peTWKYNApPHOA ¢opmauum B NPOLONTOBAaTOM MO3-
re 4to no-BMAMMOMY, ABNSAEGTCA CNeACTBUEM  3a4EPXKKU
pasBuTus faHHoro oTtgena LLHC. O6 3aTtom cBupeTenbCcTBYyeT
HefoCTaTO4YHAsA MUENUWHU3ALUS pPeTUKYNApPHON  dopmauum,,
B TO BpeMs KakK B KOHTPO/IbHOW rpynne u faxe B Habnwpge-
HUSIX ayTOCOMHbIX TPUCOMWI OHa MWEMHU3UPYETCA paHb
e ApYyrux oThenoB ros0BHOr0 mMo3ra.

OO6Hapy>XXeHHble NpU 3TOM CUHAPOME CTPYKTYPHble Ha-
PYLWeHNs™ MO3XKe4yKa B KaKOW-TO Mepe CXOXWU C U3MEHEHUS-
MW MpU CUHAPOMAax ayTOCOMHbIX TPUCOMWIA, O4HAKO Mocnej-
HUWe OrpaHMuYMBalOTCA TONLKO 06nacTbio 4epsd, T. e. duno-
reHeTUYeCcKN cTapbiM OT[E/IOM MO3XeykKa, B TO BpeMs Kak
6onee HoBble OTAenbl (NonywapuMs MO3Xeyka) pasBuTa
OTHOCUTENbLHO XOopowo. BbinageHwsa HelipoHoB B none 2
aMMOHOBBIX POroB ABMAKTCA OTPaXEHWEM YacTblX CY[LO-
POXHbIX NPUMNAAKOB y fAeTeil ¢ cuHagpomom Bonbtha Jlnpuw-
XOpHa.

CuHgpom Opbenn (139-)

CuHpgpom Opb6enn, 06ycnoBfeHHbIN feneuuneint A4NuH-
HOro nneya 13- XpOMOCOMbI, MPaKTU4YeCKM BCerga Ccomnpo-
BOX/JAaeTCA HapyweHusmu pa3sutma LLHC. B onwucaHHbIX B
nnTepatype cayvasx 06OHapyXXeHbl pa3nnMyHble HapyLlleHUus
pasBMTMA FONOBHOrO MO3ra: rpybble HapyleHUs KOHEYHOro
Mo3ra B BMAe Mpo3eHuedanuu nm anobapHO rononposeHLe-
tdanud (Op6enn, Nypbe, 1970; Leisti, 1971), apuHeHueda-
NUA, pexe BHYTPEHHAA rujpouedanus, Mukpouedanus,,
M301UpOBaHHAs areHes3Ws MO30/UCTOr0 Tena, runonaasus
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MO3XeuKa WAM annasua ero 4epsd, 3HUedanouene ¢ aHIH-
ueganuen  (Sylvester et al., 1971; Schmid et al., 1975).
FncTonornyeckme HapylweHWs XapakKTepusyroTcs MHOXECT-
BEHHbIMU TeTEPOTONMUAMM Pa3INYHbIX KNETOK KOpbl 60/bLINX
nonywapuin B cy6BeHTpukynapHyt 30Hy (Bilchik et al.,
1972), Hannumem kNneToK [ypKWHbe W KNETOK 3EPHUCTOrO
C/oA KOpbl MO3Xe4yka B ero 6e/0M BellecTBe, YMeHbLUEeHNEM
KONnu4yecTBa HeilpoHOB B cTon6ax Knapka B rpygHom otge-
ne cnumHHoro mo3sra (Sylvester et al., 1971).

Hamu nposegeHo mopdonornyeckoe uzydyenue LLHC B 1
HabnwgeHun cuHgpoma Opbenu, NOATBEPXAEHHOM Kapuo-
nornyeckn. Manbumk maccoi 2200 r, gnumHoi 43 cm pognncs
Ha 36- Hepene 6epemMEHHOCTWM B COCTOAHUM  acukcum u
yMep yepe3 1,5 4. [onoBa 6Gpaxuuedannyeckoin Gopmbl, ee
OKPYXXHOCTb 28 cM, «auuo [MoTTep», YLWHble PAaKOBUHbI fAe-
thopmupoBaHbl. Tpun BCKPbITUM O6GHapyXeHbl MHOXECTBEH-
Hble MOPOKW Pas3fIMYHbIX OPraHoB W OMOPHO-ABUraTeNbHOrO
annapara.

FonoBHOW Mo3r maccoit 340 r (Hopma 299 r). N3BWUINHBI
0 Hb.X W TEMEHHbIX [ONei MefnKue, YUCNO WX YBENUYEHO
boKOBble XenyfouyKU YMepeHHO pacliMpeHbl, 0COOeHHO 3aj-
Hue pora. BeHTpukynapHasa cuctema cogepxut 150 mt
npo3payHoro 6ecuBeTHOro /IMKBOPA, Ha BCEM MPOTSXKEHUU
UMeeT rnajgkyt aneHgumapHyto BblcTUNKY. OTBepcTus MOH-
po, Jlywku v MaxaHAun, cCuibBUEB BOAOMNPOBOL CBOGOAHO
npoxogumbl. BaponveB MOCT HECKONbKO rMnonnasMpoBaH
Mo3xe4yok maccoin 17,9 r (Hopma 19,7 r). MN3BUAWNHBI €ro
nonywapuu TOHKME W KOpoTkue. MpoponroBaTbii MO3r, BCe
YyepenHble HEPBbl Pa3BUTbl XOPOLLO.

lMocnoliHoe CTpPOEHMe KOPbl TEMEHHbIX W N06HbIX A0NeN
HapyweHo. Cnou He onpegenatwTtca. Kopa npepcrtaeneHa
Xa0TWYECKN PpacnofioXXeHHbIMW o04aramum Xxopowo Aaundde-
PEHUMPOBAHHbLIX MeNKUX U KPYMHbIX HEAPOHOB, MeCTaMu WX
MOMHOCTbIO NuweHa. OpueHTauus HeNpPOHOB HapylweHa. B
BUCOYHbIX W 3aTbIIOYHbIX [0MA9X MOCNOWHOEe CTpPOeHue
OTHOCUTENIbHO COXpaHeHo, OAHAKO OpueHTauMa W pacnono-
XEHWEe NUPaMUAHbIX HEeApOHOB HapyleHbl. MuenoapxuTek-
TOHMKA KOpbl BO BCEX NONAX OTCYTCTBYeT. B 6enom BelwecT-
BE BCTPEYAKTCHA E€AMHWUYHbIE CKOMMEHUS 3pefbiX HelipoHOB
pasnu4YHoi ¢opmbl. FMnnokamMn copMMUPOBAH OTHOCUTENBHO
npaBUNbHO, 3a WCKAOYeHWeM nons Hi, B KOTOPOM HeT pas-
feneHus Ha cnou. B cyb6aneHAMMapHbIX OTAenax HespenbixX
KNeTOYHbIX 3/IEMEHTOB He 06Hapy>XeHo.

MoAKOpKOBLIE A4pa CHOPMUPOBAHLI XOPOLIO, HEWPOHBI
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MX [JOCTAaTOMHO AuddepeHuMpoBaHbl. LimTonnasma oTAeNb-
HbIX HEApOHOB BaKyofH3uMpoBaHa. CTpYyKTypHOe CTpOeHue
HOXEeK Mo3ra, BaponueBa MocTa, MPOAONroBaToro M CAMWH-
HOro MoO3ra He HapyuweHo. Kopa MO3Xeuka TOHKas 3a CYeT
NCTOHYEHUA 3epHUCTOro cnod. HapyXHblil aMOPUOHANbHbIN
cnoi ToncTbliA. Yncno knetok MypKUHbe B FaHrIMO3HOM Cnoe
KOPbl MO3)euykKa YMeHbLUEHO, B TO BpPeMs KakK B 3epHUCTOM
cnoe obHapyXuBaeTcAa 3HauYUTeNbHOE KOMMYECTBO 3TUX Kie-
TOK. B 6enom BewectBe 4YepBA O0O6HapyXeHbl HebonblwKe
OYaXKKW, COCTOALLME U3 KNETOK 3epHUCTOro cnos Kopbl. 3y6-
yaTble U gpyrve sapa Mo3Xeuyka WHTaKTHbl. MuenunHusauma
CTBO/IOBbIX OTAEfIOB, MO3XEe4yKa W CMNUHHOr0 Mo3ra OTHOCWU-
Te/lbHO XO0powas, 3a MWCKIYeHUEeM MUpamMuiHbiX NyTeil, B
KOTOPbIX MPOKpawWuBalwTCa NNWb eAUHWYHbIEe BONOKHA.

CywecTByeT MHEHWE, YTO TUMUYHBLIM MOPOKOM TOMOBHOIO
mMo3ra gna cuHgpoma Opbenn ABnseTca apuHeHuedanus
Opb6enu, Jlypbe, 1970), OgHaKo Hawu HabnwaeHUa U aHa-
NN3 NUTepaTypbl Nokasanu, YTo Mpo3eHuedanus U apuHeH-
uedanma He aBnAwTCA 06f3aTeNbHbIM  MPU3HAKOM  3>'W
XpOMOCOMHOI abeppauun. B Kakoih-TO Mepe WU3IMEHEHUS ro-
NOBHOT0O Mo03ra npu cuHapome Op6benn CX0XM C U3MEHEHUA-
mn B LULHC npu tpucomum 13, ogHaKko B MepBOM ciyvae 3y6-
yaTble fijpa MO3)Xe4yka OCTalTCA WMHTAKTHbIMU, B TO BpeMms
KakK npu cuHapome lMaTay Bcerfa BbIABAATCA reTepoTonuu
B 3ybuaTble Agpa. Kpome TOro, nmpu geneuuu AAMHHOrO nie-
ya 13-l XpOMOCOMbI OTCYTCTBYKT CTPYKTYpPHble HapylueHuns
rmnnokamna, BaponueBa MoOCTa M MPOAONroBaToOro Mo3ra,
KOTOpble MPakKTUYeCcKU BCerga nopaxeHbl npu tpucomuun |

BHYTpeHHsAS rugpouedanua B NpuBefeHHOM HamMu Hab-
nogeHun cnHgpoma Op6enn HeoOBCTPYKTUBHA U ckopee BCE-
ro cBf3aHa C HapylleHWeM BcacblBaHMA NMKBopa B ob6nacn
BUPX0B— POOEHOBCKMX MPOCTPAHCTB W3MEHEHHbIX JIOUHBIX U
TeMEeHHbIX [0fel 60NbWKUX NONYLWAPUA TFONOBHOIO MO3ra.
Tem He MeHee npu cuHgpome Opbenun, Kak v B cnyyasx ay ro-
COMHbIX TPWCOMWIA, MOBPEXAAeTCA MMUrpaLMoHHas Crnocoo-
HOCTb HEPBHbIX K/ETOK, UYTO MPOSABNAAETCA CTPYKTYPHbIMM
HapylWeHUAMUN LUTOAPXUTEKTOHUKN KOPbl BONbWKWX MONY-
Wwapuit, a B psfe cnyyaeB — NOpoKaMu npo3eHuedannye-
CKOW rpynnbl.
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MepuueHTprYecKas MHBEPCUS
BTOPOIi XPOMOCOMBbI

Mopdonormyeckoe wuccnegoBaHne pebeHka (Manb-
YnK, ymep B Bo3pacTe 5 mMec OT GPOHXOMHEBMOHUWU) C 3TUM
TUMNOM XPOMOCOMHOI abeppauun Bnepeble nposen [. WU.
Nasok (1974). MpuBoaMM pe3ynbTaTbl HalWX uUcCcnepoBa-
HUiA LUIHC.

FonoBHOW MO3r Maccoil 621 I, 4TO COOTBETCTBYET HOpPMEe.
N3BUAUHBLI 6ONbWIMX MOAYLWApPUA  MenKue, PacnofioXKeHbl
6ecrnopsafo4yHo. Mo30nUCTOe Teno OTCYTCTBYET, COXPaHAT-
cA NuWwb cTONbbLI CBOAA W MepefHsAs cnalika. BeHTpukynsap-
Has cucTeMa He paclumpeHa. HOXKM mMo3ra um BapofineB mocT
o6bl4HOro BMAa. Macca mo3xeudka 44,4 r (Hopma 40,3 r),
OTAeflbHble ero M3BWAWHbLI Mefikue U KopoTkme. OnNuBLI Mpo-
[ONroBaToro Mo3ra YMeHbleHbl W He BO3BbILWIAKTCA Hafg
nupamugamu.

OTAeNnbHble y4yacTKU MAFKON MO3rOoBOW 060/104KU yTON-
WeHbl, C 601bWMKNM YUC/IOM KPOBEHOCHbLIX COCYLOB, MecTamu
rpynnamMmu BpacTalowmux B noanexawee 6enoe BeLLECTBO.
B o6nacTu Takux BpacTaHWin B MapruHaNibHbIX O0TAeNax Mo-
NeKynapHOro cnos o6HapyXeHO 3HauyuTeNbHOe KONIMYECTBO
He3penblX OKPYrAblX TMNEPXPOMHbIX KNeToK. [lepBblii cnoi
KOpbl yyacTKaMy 3HauyuTeNbHO YTONWeH. LiMToapXxmTekTo-
HUKA KOpbl 60MbLINX MOMAYLWApUA HapylleHa, 3a WCK/HuYe-
HUEM 3aTbIIOYHbIX foneil. [locnoilHoe CTpoeHMe KOpbl He
onpepenseTcd, MeECTaMW OHAa MOMHOCTbIO NWLIEHA KETOYHbIX
aneMeHTOB. [lupamupHble HeApOHbl CMeleHbl B Apyrue
cnom.

Kopa He muenuHusmposaHa. CTpoeHMe runnokammna Tak-
e HapyuweHo: none Hi aMMOHOBa pora yKOpOYeHO W npeg-
CTaBNeHO MEeNKWMMW HelpoHamu, He pa3feneHo Ha ciou, none
H2 MCTOHYEHO, YMCNO ero HeWpoHOB YMeHbLIEHO, opma CO-
XpaHUBLUMXCS HEMpOHOB OKpyrnas, 3ybuyatas tacuumsa nmeet
Yype3MepHyt0 M3BUTOCTb. Benoe BewWwecTBO XOPOLWO MUENUNHU-
3HpPCOAaHO, CpeAn ero BOMOKOH BCTpevyalTca eAMHUYHbIe
3penble HeWpoHbl. B 0OTAENbHbIX yyacTKax N06GHbIX Ao0nen
MWENNHU3NPOBaAHbI NUWb eAWHUYHbIE BONOKHA. KonuuyecTBo
acTpouuToB B 6e/lOM BellecTBe yMeHblleHO. MonagalTca ux
penswmecs ¢Gopmbl, 04HaKo npeobnagatdT acTpouuTbl C KO-
POTKUMW U TOHKUMU OTPOCTKaMMU.

B o6nactu 3afHWX poros OOKOBbIX XENyAOYKOB NOfA
3NEHAVMOW MMeHTCA HebOoNblWMe 0YaXKU He3penbixX KMeToK.
MogKOpKOBbIE Aapa pasBuTbl XOPOLWO, UX HEWpOHbl AocTa-
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TOYHO AndepeHunpoBaHbl. BHyTpeHHAs Kancyna c o6oux
CTOPOH XOpOLWO MWenuHu3nposaHa. CTPOEHUE HOXEK MOo3ra
n BaponMeBa MocTa 6e3 ocobeHHocTell. Kopa MoO3Xeuka C
WWPOKUM HapyXHbIM 3MOPUOHANBbHLIM CMIOEM, MecTaMW Ha-
6nofaeTca cMelleHUe IMOPUOHANbHLIX KNETOK B MOJeKY-
NApHbIA cnoit. Yucno knetok MypKuHbe B raHrIMO3HOM Cnoe
YMEHbLUEHO, YacTb TakKMX K/METOK pacnofiaraetcd Ha pasnunu-
HbIX YPOBHAX 3€pHUCTOr0 CNos Kopbl M B 6e10M BeLlecTBe.
OTaenbHble U3BWUAWHBI MO3Xe4yKa rmnonnasuposaHbl. CTpoe-
HMe UX KOpbl HapylweHo. MecTaMu OHa MpefcTaBfeHa NUllb
TOHKMUM C/10eM KNeToK-3epeH (cMm. puc. 22, a). B 6enom Be-
LLleCTBE MO3Xeuka TakXxe nonagalwTcs HebOMblUME 0YaXKKU
KNeTOK 3epHUCTOro cnos v 60/bloe KONUYeCcTBO PUOPO3HbLIX
acTpoUMTOB, OTPOCTKM KOTOPbIX MepennetawTcs Mexay co-
6oin.

Aapa 0AMB NPOAONTOBaTOro MO3ra runonnasvMpoBaHbl U
3aHUmMalT nuwbe 7,41% ero nonepevyHuka (B HOpMe —
13,39%). OHM uMelT BUA 3aMKHYTbIX KO/bLEBUAHbLIX 06pa-
30BaHW C M3BUTLIM X0A40M. HelipoHbl ffgep onve™ HabyxLue,
B uMTONNasMe — eAWHUYHbIE YTONLWEHHbIe Helnpothunbpun-
Nbl. BeHTpoMegmnanbHas MNOBEPXHOCTb NuMpamMui nNoytu non-
HOCTbIO MOKPbITa C0EM MENKUX U CPefHUX HelpoHOB, KOTO-
pbIi MOCTENEHHO MepexoAuT B AAEPHbIe TPynnbl PeTUKYNAp-
HOM dopmauum. MegmanbHbIX U AOPCanbHbIX A06aBOYHbIX
0/INB HeT. fAgpa NOoAbA3bIYHbLIX HEPBOB HE OMNpefensftoTCs.
BepoATHO, OHM NpeAcTaBfeHbl 04YaXXKOM KPYMHbIX HEWPOHOB,
pacnonaralwuxcsa no cpegHeinl NUHUM B 06nacTu yrna pom-
60BUAHON AMKMN.

MeNNHOBbIe BOJMIOKHA MuUpaMmuj u Apyrux OTLenoB Mpo-
[JONroBaToro Mosra npokpawmueawTca Xopowo. Cepoe Be-
WecTBO CMNWHHOIO MO3ra Ha pas3/fIMYHbIX YPOBHAX UMeeT
06blYHbI BUA. MuWennHM3auns CNMHHOTO MO3ra MOJSIHOCTbIO
3aBepLieHa.

Kak BUAHO, B NpuUBEAEeHHOM HabNlOLeHUN TakXe UMeeT
MeCTO HapyLlleHue npoLeccoB murpauum u guddepeHLnpos-
KW HEepBHbIX KNeTOK. HecMOTpA Ha HapylleHWe LUToapXu-
TEKTOHWUKMW KOpbl 60NbWIKNX MOAyLWapuii, n1okanusayuna gocra*
TOYHO AuddepeHUMpPOBaHHbIX KNeTOK beua He M3MeHeHa.
OueBUAHO* B CBA3M C 3TUM NMpaMuUgHble MNYyTW AOCTATOYHO
pasBuUTbl M XOPOLWO MUENUHU3NPOBaHbl. CTPYKTYpPHbIE Hapy-
IIEHMA MO3Xeyka Mpu 3TOW XPOMOCOMHOW abeppauumn B
OT/IYMe OT ayTOCOMHbIX TPUCOMMUIA OrpaHWYMBAKOTCH TNaB-
HbIM 06pa3oM ero Kopoii.
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YacTUyHas TPUCOMUSI MO A/IMHHOMY Mnedy
XPOMOCOMbI Fpynnbl B

VccnepoBaHne deHoTuna M Mopghonormyeckoe mccne-
JOBaHWe BHYTPEHHWUX OPraHoB MpW YyKasaHHOM B 3aro/j0BKe
BULe XPOMOCOMHONW abeppauum (MepTBOPOXAEHHAA [eBOY-
Ka maccoin 2400 r) nposegeHo I'. V. MMastokom (1974). Mbl
n3yumnm nameHenunsa LHC.

lonoBa nnojga HempaBWIbHO Aonuxouedanmyeckoin qop-
Mbl, OKPYXHOCTb ee 32 cMm. Macca ronoBHoro mosra 285 r
(Hopma 317 r1). PacnonoxeHne W3BUAUH NOGHbLIX W TEMEH-
HbIX [JONei HapyleHo, MecTaMu OHM Menkue. OgHako yga-
eTca onpefennTb X0 OCHOBHbIX WM3BUAUH. OGOHATENbHbIE U
3pUTENbHbIEe HEPBbl rMnonnasnuposaHbl. Mo030UCTOE  Teno
yKOpoueHo. MonocTb Npo3payvyHoii Meperopofku paclimpeHa.
MogKopKOBbIE AApa UAEHTUPUUMPYIOTCA MNA0X0. BeHTpUKy-
napHas cuctema He pacwwmpeHa. HOXKM M03ra YKOpPOUYEHHI,
anvHoii 0,7 cm (Hopma 12—1,3 cm), BC/NeACTBME 4Yero Mo3-
XEeYOK HEeCKO/bKO CMEeLWeH B BEHTPaJibHOM HanpasfieHUH.

UepBb MO3XeuyKa MONMIHOCTbIO OTCYTCTBYET (CM. pwuc.
21, 6), N03TOMY 4YeTBepTbliiA XXeNyfoueK He MMeeT BEpXHel
CTEHKM ¥ OTKpbIT. Macca mo3xeyka 10,5 r (Hopma 16,5 r).
MupamMmunabl NPoAOAr0BAaTOr0 M03ra pe3ko rmnonnasupoBaHbl,
B TO BpeMS KaK O/uUBbl KpynHble. [epefHue pora welHbIX
CEerMeHTOB CMUHHOIO0 MO3ra acMMMETPUYHBI.

Mpn MWKPOCKOMNWYECKOM MUCCNef0BaHUM MArkKas MO3ro-
Bass 060/04Kka B 061acTu NO6GHbIX AOMei yTo/leHa 3a cyeT
CMelleHNa B Hee OCTPOBKOB MO3roBOM TKaHW, NpeuMyLLecT-
BEHHO acTpOLMTOB W eAWHWYHbLIX HeNpoHOB. LiMToapxmTek-
TOHWKa KOpbl NIOGHLIX AOJiei MOMHOCTbI0O HapylleHa. BoicoTa
ee MepBOro CnoA HemnocTOofHHAa: MecTamMu OH MOJIHOCTbK WUC-
yesaeT, MecTamu KpaiHe WNPOKUIA C 3a3yO6peHHON noBepx-
HOCTblO B rnyb6uHe 60po3a. B Hanbonee M3MEHEHHbIX y4yacT-
Kax 10-ro nons kKopa WUMeeT fBa C/OA: HAPYXHOro MOJeKy-
NAPHOTO W BHYTPEHHEro TFYCTOKAETOYHOro, COCTOALEro u3
6ecnopsafovyHO  pacnofioXeHHbIX HeaudpdepeHUMPOBaHHbIX
HelipOHOB.

CTpoeHue 4-ro nons 60/see COXpaHeHO, TaK KaK MOC/OW-
HOe CTpOeHWe KOpbl Onpejensetrcs xopowo. B To xe Bpems
TOMILMHA KOpbl TakKXe HepaBHOMEpHA: TOHKWEe y4yacTKu 4e-
peaytoTca ¢ 60nee TONCTbIMW. B MapruHanbHbIX OTAenax
MONEKY/IAPHOTrO CNOSA BCTpeYaeTcs 3HAYUTENIbHOE KONWU4vecT-
BO HEe3penblX KNeTOK, MHOrAa o6pasylolux 3epHUCTbIA Ha-
PYXHbIA 3MO6pPMOHaNbHbIA cnoit. MupamMugHbie HeRpPoOHbI AO-
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CTAaTOYHO ANDepeHLMpoBaHbl, OAHAaKO PacnofiodXeHue ux
HapylweHo. Konu4yecTBO NuMpamMuHbiX HEAPOHOB B HEKOTO-
pbIX Y4YacTKax TPeTbero cnof Kopbl YMeHbLeEeHo. Yucno kne-
TOK beua B 4-M nofe TakXe YMeHblleHO. [eHApUTblI nupa-
MUAHBIX W TAHTMO3HbIX HEWpPOHOB pa3BuTbl cnabo. CTpoe-
HWe OCTaNbHbIX Nojeil 60MbWNX NOAyWapuini CoOXpaHeHo nyuy-
e, 04HaKoO TONWMWHa KOpbl Be3fe HepaBHOMepHa.

MuenoapxnTeKTOHMKaA Kopbl He onpegenserca. CTpoeHue
runnokamna HapyweHo. OH ynnouweH. Pasgenenune nona Hi
Ha cnou otcyTcTByeT. lNMone H2 yTonuweHo, opueHTauus ero
HeMpoOHOB M3MeHeHa. B ob6nacTn nepexofga nona H2 B none
H3 aMMOHOB por Heo6bl4alHO TOHKWIA, YUCNO HEWPOHOB B
3TOM MeCTe 3HaYuTenbHo ymeHbleHo. MNMona H4un H5 pacno-
naratoTcs nNo NpPAMON NUHWK, He 06pa3ys 0BbIYHOro M3ruoba,
M NNWb 4YaCTMYHO OKPYXEeHbl 3ybuaTtoi acumei.

paHnLbl MOAKOPKOBbLIX filep HeyeTKue, TaK KakK WX Hel-
POHbl HeAOCTAaTOYHO 3penble. Aapa 3-ii U 4-1 Nnap YepenHbIX
HEpPBOB B TOJLE HOXeK MO3ra He uAeHTUOUUUPYLOTCA U
npegcTaBneHbl aCUMMETPUYHBIMU FpynnamMmu 6ecnopsafoyvHo
pacnonoXeHHbIX KPYMHbIX HeNpoHOB. YepHasa cy6CTaHumMA
rmnonnasmposaHa. basuc BaponveBa mMocTa AeOpMUPOBaH.
Ero nupammngHble Ny4yku cMelleHbl B BEHTpasbHOM Hanpas-
NEHWWN, aCUMMETPUYHbLI. B MATKON MO3roBoil 060/7104Ke, B
o6nacTtn 6asuca Bapo/sMeBa MOCTa MMEETCH OKPYr/ioe Xene-
3uctoe obpasoBaHue, npeacTasngtollee coboil, No-BUANMOMY,
OCTaTKU rMnogun3apHoro xoaa.

M3BUNUHBI KOPbl MO3)XEe4YKa TOHKWE, 04HAKO CTPOEHUE ero
KOpbl COXpaHeHOo. B 6enom BeliecTBe MOAYLWApPUA MO3XKeuka
06HapyXeHbl 04YaxkKu, cocToswme U3 KNeTok lMypkuHbe u
KNeTOK Hapy>XHoro ambpuoHanbHOro cnosi. BcTpeuatoTca
eVMHUYHble AUCTONUYHbIE AUCNNACTUYHbIE W3BUAUHBLI. 3Yy6-
yaTble Aapa ¢ 06eMx CTOPOH pe3KO YTO/UEHbl, He UMeHT
06bl4HOrO M3BMTOro Bupa. eTepoTonuii B 06nacTb  3TUX
agep HeT. benoe BewecTBO MO3Xeyka LOCTaTOYHO MUEUHU-
3MpoBaHo. MuenuMHOBbIE BOJIOKHA M3 6enoro BelecTBa Npo-
HWKAT B 3ePHUCTbIN CNOI KOPbl.

CTpoeHue NpoAONTOBATOro0 Mo3ra HapyweHo. Mupamugsbl
acCUMMETPUYHbI, TUMOMNNa3MpoBaHbl M 3aHUMalOT Bcero 3,8%
nnowagn ero nonepevyHuka (Hopma 12,02%). Aapa HMWKHUX
0NNB KpynHble, uUX nnowagb cocrtasndetr 17,1% nnowaau
nonepeyHuka (Hopma 13,39%). VX BeHTpa/bHble NNACTUHKMN
YTONWEHbl W AWWEHbl W3BUTOCTW, C OAHOW CTOPOHbI HeMo-
CPeACTBEHHO NepPexoAAT B L0OABOYHYI MeAuanbHYH O/IUBY.
[opcanbHble NAACTUHKW C WAPOBUAHBIMU  YTONWEHUAMU.
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B Tonwe nupaMugHblX nyTeli 06GHApPYXEHO CMelleHWe He-
60MblINX 0YaXKKOB HENpOHOB sAfep OnMB. Ha [ON peTuKy-
NApHOW opmauum npuxoauTca 7,7% nnowagm nonepevyHmka
npogonroeatoro mo3sra (Hopma 10,84%), ogHaKO OHa X0pO-
Wo MWenuHusuposaHa. JopcanbHble f06aBOYHbIE ONUBbLI U
CONUTapHble MNY4YKWM OTCYTCTBYHOT. HAapa X (gopcanbHble) ©
X1l nap 4epenHbIX HEPBOB aCMMMETPUYHbLI U NpefcTaslieHbl
eAVHUYHbIMKU XOpowWwo AuddpepeHLUPOBaHHbIMU HeApoHaMu.
Mupamugbl U Kancyna sgep 0AMB MWeUMHU3MPOBaHbLI cnabo.,

MepefHMe pora CNUHHOTO MO3ra acMMMeTpPUYHbl. Yucno
MOTOHEAPOHOB Ha MNOMepeYyHbIX Ccpe3ax CHNWHHOrTO Mo3ra
YMeHbLWeEHO J0 3—5 Knetok. B o6nactn nyyka Fonns BbisiB-
NATCA KPYMHble HElipOHbl BbITAHYTOW (opMbl. MuenmHusa-
uns 6enoro BellecTBa OTHOCUTENbHO XOpollas, 3a WUCKuYe-
HUEM NUPaMUAHBIX NYTEN.

NTak, yacTMyHas TpMcoOMUA OLHOM U3 XPOMOCOM rpynnbl
B TakXe COMPOBOXAAaeTcA 3HAYUTENIbHbIMWU CTPYKTYPHbIMU
HapylweHnAaMMU npakTnyeckn sBcex otgenos LHC, uto asnsa-
eTcAa CNefiCTBMEM TMOBPEXAEHUA MPOLECCOB MuUrpauum u
aAngpdepeHUMpPoBKM. OCTaeTCAa HEMOHATHbIM MeXaHW3M YTON-
WeHMA 3ybyaTbiX A4ep MO3Xeuyka, TakK KakK YyXe B BO3pacTe
5 NYHHbIX MecsiLeB 3TW sifpa WMelT M3BUTON BuA (Bepbuu-
Kas, 1966).

YacTnyHaa TPUCOMUSA MO KOPOTKOMY Medy
Xpomocombl 8

M3veHeHna UHC npu yka3aHHOM BuAe XPOMOCOM-
Holi abeppauun onucaHbl B 1976 r. Weleber et al. ¥ HoBo-
POXAEHHON [EeBOYKM HapsAfy C BPOXAEHHbBIMW MOpOKamu
APYTUX OpPraHoB aBTOPbl 06HapYyXWNU areHe3H MO301UCTO-
ro Tena ¥ 4epBs MO3XeykKa, BHYTPEHHIO ruppouedanuio u
paclwmpeHue MoaocTU Npo3pavyHoil meperopogku. Hamu npo-
BeleHO MOp(oornyeckoe muccrnegoBaHWe rON0BHOIO U CNMWH-
HOro mMo3ra 1cny4yasi Takoil XpOMOCOMHON abeppaumnu.
[eBoyka C MHOXECTBEHHbIMW BPOXAEHHLIMU MOPOKaMM,
macca Tena 3370 r, ymepna B Bo3pacTe 42 gHei OT ABYCTO-
pOHHel 6poHxomHeBMOHMW. [onoBa gonuxouedannyeckoli
(hOpMbl, MOHTOMOUAHbIA pa3pe3 rnasHbix wenei. [0N0BHOW
Mo3r Maccoli 369 r, coctaBnget 10,95% o6uieii macchbl Tena.
OCHOBHble W3BUAUHbLI 60MbLWMUX MOMAYyLWAapPUii  PacnofioXeHsl
NpaBUAbHO, OAHAKO YUCNO BTOPUYHBIX U TPETUUYHbIX 60P0O34
yBeNNYyeHo. BepxHue BUCOYHbIE W3BWUJINHbI HECKO/IbLKO TUMO-
nnasnposaHbl. Mo3onuctoe Teno, 6efoe BewWeCTBO, BEHTPU-
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KynsipHas cucTemMa U CTBOJIOBble OTAe/lbl MakKpOCKOMUYECKU
He n3MeHeHbl. M03Xe4yok maccoi 23 r, 3aHumaeT 6,23% mac-
Cbl TOIOBHOr0 MO3ra.

lMocnoiiHOe CTpOEHWE KOpbl COXpaHeHO. B no6HbIX, Te-
MEHHbIX W BUCOYHbIX A0AAX 3HAYUTENbHO YMEHbLIEHO 4YMUC/0
nNUpaMugHbIX HEAPOHOB TpeTbero cfos, HapylleHa WX opu-
eHTaLus, OTAeNbHble MUPaMUHbIE HEWPOHbl CMeLeHbl BO
BTOpOW cnoii. MpaHuua Kopbl 1 6enoro Bewectsa B 06nacTu
nonei 4 n 17 HeuyeTKas BCNEACTBME HAXOXAEHWUA B cybKop-
TUKaNbHOM 6efloM BelecTBe 60MbLWIOI0 KONMYECTBA 3pefblX
HepoHoB. KneTkyu beua B raHriMo3HOM cnoe 4-ro nons He
naeHTuduunpyrotTca. CTpoeHue runnokamMmna HapyuweHo. Pas-
neneHve nona Hi Ha cnom oTcyTcTByeT. [Mone H2 ToHKoe,
MecTaMW JINWIEHO HelpoHOB. HeilpoHbl noneid Hr u H3 cme-
WeHbl B npunexawee 6enoe BewecTBo. 3ybuyatas (pacuus
yTonweHa. HelipoHbl NOAKOPKOBLIX fiep XOPOLWO AudhepeH-
uMpoBaHbl. MrpaMuHble MYYKU Ha BCEM MPOTAXKEHUW TUMO-
nnasupoBaHbl, a B 06/1aCTU Bapo/siMeBa MOCTa HECKOJIbKO
acumMeTpuyHbl. CooTHOWweHMe 6Ga3mca M NOKPbIWKW Bapo-
nnesa mocTa 06blYHOe.

Afpa HUXHUX ONMB CO 3HAYUTENbHbIMW MeEpepbiBaMU UX
xofa. MegunanbHble f06aBOYHble ONUBbLI KpyMnHble. Mupamu-
Abl NPOJONTOBATOr0 MO3ra pasfesieHbl Ha 2—3 nyyka BCnea-
CTBME PACMONMOXEHUS B HUX KPYMHbIX HEWPOHOB, OTHOCH-
WMXCA, BeposATHee BCero, K AyroobpasHblm sgpam. [Mwupa-
Muabl 3aHuMmalT 8,73% nonepeyHWKa NPoAONroBaToro mMos-
ra '{Hopma 12,9%). B o6nactm 4epBs MO3XeuykKa — [LUCTO-
nMyHaa AucnnacTuyHas MW3BUAMHA. CTpOeHMe KOpbl  MO3-
XeuKa He M3MeHeHO. 3yb6uaTble fApa TOHKWe, MecTaMu XOf
X npepbiBaeTca. UnWcno MOTOHEMPOHOB LIeAHOro oTgena
CMWHHOIO MO3ra YMEHbLUEHO.

MurenoapxMTeKTOHMKA KOpbl 60MbWIKNX MONyWwapuin  He
onpegensdetca. B 6enom BewecTBe MUENUHU3UPOBAHbLI NULLb
eMHUYHble BONOKHA. B CTBOMOBbLIX OTAenax MuenuMHu3auuma
HOCWUT 04aroBblii xapakTep. [MONHOCTbHO MUENNHM3NPOBAHA
MWL peTUKynapHas ¢dopmauus U TpaneueBuiHble Tena.
MupaMmugHble My4KU CNUHHOTO MO3ra MUENUHU3UPOBaAHbI
cnabo. Vimerowmecs M3MeHeHWUS KOpbl 60MbLIUX MOMyLapuii
B MPUBEAEHHOM HabNOAeHUN B GONbLIOK MEPEe CXOXU C U3-
MEHEHUAMMW MpPU CUHAPOMEe Tpucommm 21 n ABAAKOTCA Clef-
CTBMEM HapyWeHWs MWUrPaLMOHHON CNOCOBHOCTM  HEPBHbIX
KneToK. OAHaKO CTPYKTYpHble W3MEHeHWA TMpu CUHLPOMe
[JayHa 6ofiee 3HaYMTeNbHbl W 3aTparnBalOT BCE OTAENbl O-
NOBHOTO MoO3ra.
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YacTtuyHaa Tpucomusa HOp

WccnegoBaHne LUIHC B HabnogeHWN YaCTUYHOW TpuU-
COMWM MO KOPOTKOMY nneyy xpomocombl 10 (eHoTun wm3y-
yeH Lurie et al. B 1978 r.) no3BO/NNO Ham BbISIBUTb AOCTa-
TOUYHO LUMPOKWIA CNEKTP PasNMUHbIX HapyLIEHWIA.

Manbunk maccoli 3150 r, ymep Ha 2-ii feHb Mocfe poX-
feHunsa. [onoBa 06bl4HbIX pasmMepoB M (opmbl. Macca ro-
noBHoro mo3sra 398 r (Hopma 377 r). OCHOBHblE W3BWU/IUHBI
pacnofoXeHbl NpaBWNbHO, WKWPOKUE BcnefcTBuMe cnaboi
BbIP@XXEHHOCTN BTOPUYHBLIX W TPeTUUHbIX 60po3s. Onepky-
NApHble U TPUAHTYNAPHbIe OTAeNbl NIOGHbIX A0Neid ¢ 06enx
CTOPOH runonnasupoBaHbl. TeMeHHO-3aTbl0YHbIe 60p03[bl
Cc 00enmx CTOPOH WKUpOKMe U raybokme. Mo3onuctoe Teno
chopMMpoBaHO HOpManbHO. [10A0CTbL MpPO3payHOl nepero-
poAku pacwupeHa. 3agHue pora OOKOBbIX >Kenya04yKOB
YMEpPeHHO pacwmpeHbl. Mo3)xe4yoK maccoii 18 r coctaBnser
4,5% mMmaccbl ro/ioBHOro Mo3ra. YepBb HECKONbKO runonna-
3UpOBaH.

Kopa 60nbwux nonylwapuii coxXxpaHseT 4eTKOe MOC/OoiA-
HOe CTpOeHWe, HeWpoHbl Xopowo AudhepeHLUpOoBaHbI.
B HWXHeW yactu TpeTbero cnos kopbl 1, 4 u 10-ro nonei
3aMeTHO MeHbllUe YUCN0 KPYMHbIX MUPAMWUAHbIX HENpPOHOB.
paHuua Kopbl M 6enoro BelecTBa 4YeTKas, HeWpoOHOB B
6enom BelwecTBe HeT. 3ybyaTada acums runnokamna 4vpes-
MEepHO W3BUTA, HelipoHbl Nons H2 cMeweHbl B mpunexatiee
6enoe BewecTBo. B cyb6aneHAMMapHbIX oTAenax BEHTPUKY-
NAPHON cMCTEMbl 60/bLIOE KONMYECTBO HE3PEeNblX KAeTOUYHbIX
3N1eMeHTOB. MUMKPOCKOMUYECKOe CTPOEHWe HOXeK mo3ra 6e3
ocobeHHocTeli. COOTHOWEHMEe 6asnca W MNOKPbLIWKKW Bapo-
.JineBa MoCTa COOTBETCTBYET HOPMe.

B 6enom BeuwiecTBe 4epBA MO3Xeyka — AUCTOMUYHbIE
AMCNNacTUYHble U3BWUINHBI, B 6e/10M BelecTBe naTepanbHbIX
OTLeN0B NeBOro Nofywapus — 04YaXOoK KNeToK [MypKuHbe.
B 3y6yatom fgpe npaBoro nofaywapus — 04aXOK reTepo-
TOMUWN KNEeTOK Hapy>XHoOro am6puoHanbHOro cnos. CTpykTyp-
Haa opraHuW3auus nNPoONTroBaToro Mo3ra He HapylleHa.
MepefHue cTONObI CMMHHOFO MO3ra HeCcKONbKO Trunonnasu-
poBaHbl. MwuenoapxmMTeKTOHMKA KOPbl He onpejensertcs.
benoe BewecTso, B TOM 4uC/ie U NUpamujHbie My4yku, Mue-
NUHWU3UpPOBaHbl cnabo. MONHOCTbIO MWENUHU3UPOBAHA NULLb
peTukynapHas gopmauus.

OO6Hapy>XeHHble B 3TOM HabNMO4EeHUN MaKPOCKOMUYecKue
M3MEHEHUA TON0BHOrO0 MO3ra He MMeWT [AMAarHOCTUYecKoro
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3HayeHua. OnpefeneHHbli MHTepec NpPeAcTaBAAT /uUWb
CTPYKTYPHble HapyLleHUs MO3XeuKa, B KaKoWh-TO Mepe CXO0f-
Hble C U3MEHeHMAMU npu Tpucomuu 13. OYeBUAHO, MUTpaLMA
n anepeHLMpPOBKAa HEPBHbIX KNETOK B AaHHOM Habntge-
HAM He HapylleHbl, TaK KaK CTPOEHWE LMTOapXUTEKTOHUKU
KOpbl 601bWINX MOAyWapuii NpPakTUYEeCKU COXPaHEHO.

Kak n B cnyyasx ayTOCOMHbIX TPUCOMUU, MPU CTPYKTYp-
HbIX abeppaymnax ayTocoMm nospexpgatoTca Bce oTgenst LLHC.
OfHaKo HEMHOrOYMCNEHHOCTb HabnAeHU He MNO3BOASET
rny6boko npoaHanuaupoBaTb W3MeHeHusa LHC npu 3Tux
CuHApomax. Tem He MeHee fICHO, 4TO B MNepBYK ouepefb
cTpajaeT CTPYKTypHasi opraHusauus Kopbl, rMnnokamna u
MO3XeuKa.



SAK/TKOHYEHWE

AHanu3 faHHbIX NUTepaTtypbl U pe3ynbTaTtoB COBCT-
BEHHbIX MWCCNefOBaHWIA MoKasan, 4YTO CMAEeKTP BPOXAEHHbIX
HapyweHuin LUHC wwupoko kone6bnerca — OT rpy6biX, Bbl-
AB/IAEMbIX MaKpPOCKOMWYECKU, A0 CTPYKTYPHbIX, OOHapy>Xu-
BaeMbIX IMWb C MOMOLbIO MUKpPOCKOMa. B nocnegHem cnyvae
BaXHOe 3HayeHWe WMeeT CUCTeMHOe wuccnegosaHue LIHC,
TaK KaK W3y4yeHwe B3ATbIX Hayraf [ANA TUCTONOrMYeCcKOro
nccnenoBaHma 3—4 KyCOYKOB MO3r0BOW TKaHM B 6GONbLUUH-
CTBE C/lyyaeB He MOXET BbIABUTb BCE MPU3HAKW TMOPOKOB
passutna. BosHukawwue B LULHC nopoku #ABNAwTCA Cheg-
CTBMEM HapylweHWd Tpex OCHOBHbLIX MPOLECCOB OHTOreHesa
ro/I0BHOrO U CAWUHHOIO MO3ra.

Mpu HenpaBUbHOM 3aKpPbITUU  MeAYNNAPHOR  TpyoKWK
pasBuBaloTCA aHaHuedanus, aK3eHuepanusa, cONpPoBOXAalo-
Wuecs HapyweHUsSMU nepuMepynnsapHoON Me3eHXUMbl B BUfie
akpaHumn, a TakXe WHUoHUedanus W  4YepenHO-MO3roBble
rPbXXKW, MPU KOTOPbIX MATKWE TKaHW Yepena COXpaHATCA.
Mpupofa 3atux TaXenolx HapyweHun LLHC reTeporeHHa.
Yawe BCEro oHWM BCTPEYawTCA M30/MPOBAHHO M OTHOCUTE/b-
HO peAKO BXOAAT B COCTaB CuHApomMoB MBTIP xpomocomHol
N TEHHO NMpUPOALI.

MOCKONbKY YKa3aHHble MOPOKW COMPOBOXAAKTCA Hapy-
LWEeHNAMWN MO3rOoBOrO 4epena, UX NMpeHaTasbHas AUMarHoCTUKa
OTHOCUTENIbHO Nerka. AKTUBHOe BHefpeHWe B pAfe CTpaH B
MeAMLMHCKY MpakTUKy MeTOAO0B TakKol AMarHOCTMKM  (Uc-
nMonb3oBaHUe ynbTpa3Byka, KOMMNbIOTEPHOW Tomorpaguu,
onpejeneHne B OKOJIONNOAHON >XUAKOCTU W B KPOBMW >KEH-
WMWHbI YPOBHA MNA040BOr0 anb®a-npoTenHa) MOMOro0 3Ha4u-
TeNbHO CHU3UTb YacTOTY POXAEHWUs aeTei ¢ nopokamn LIHC,
OTHOCUTENbHO 60fee NerkMm MOPOKOM B 3TOW rpynne ABASA-
I0TCA HapyLleHWs pasBUTUA MO30/JIMCTOrO Tefa B BUAE €ero
annasmMu n runonsasun, KoTopble TakXXe MOryT BCTpeyarbCs
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KaK W30/IMpOBaHHLIA MOpoK. OfHaKo MOPOKM MO30/UCTOr0
Tena O6bIYHO ABNAKTCA COCTaBHOW 4YacTbld CUMHAPOMOB
MBIP.

K aToii e rpynne nopokoB OTHOCUTCS WCTUHHAs TMOP3H-
ueannsa, MpuM KOTOPO MOMOCTUM B MO3FOBON TKaHWM BCerga
MMeT 3NEeHANMAapPHY BbLICTUIKY M CO06LLAOTCA C BEHTpU-
KYNnapHOW cucTemoil. Ha OCHOBaHMM 3TOT0 MOXHO Npeano-
NIOXUTb, YTO B reHe3e nopaHuedanum 601blIOE 3HAYEHMUe
MMeeT ovyaroBas annasus KpaHuanbHOro oTgena HepBHOWA
Tpybkmn, 0bycnoBneHHas, OYEBUAHO, HapyLWeHWeM BpacTaHus
B MO3roBO€ BELLECTBO KPOBEHOCHbLIX COCYAOB M3 MepumMogyin-
NAPHON Me3eHXUMbl Ha paHHMX 3Tanax pa3suTua LLHC wunu
e OTCYTCTBMEM KOHLEBbIX BETBAEHWWA TeX WU MHbIX BETO-
4yeK BHYTPUMO3FOBbIX apTepuil. JloXkHas nopsHuedanus B
CBOK oyepefb npeacTaBnsaeT coboli pesynbTaT 04aroBoOro
pasmMsAryeHus yxe c(HOPMMPOBaHHON MO3rOBOA TKaHW B MO-
cnefHMX cTagusx nepuHaTanbHOrO Mepuoja B pesyfbTaTte-
NWEeMUN Pas3IMYHOW NPUPOALI.

BTopyto rpynny cocTaBAdlT MOPOKM FOMOBHOTO MO3ra,
ABNAIOLIMECA CMEACTBMEM HAapYLIEHWS [efleHUS KOHEYHOro
Mo3ra Ha 60MbluMe Monywapusi, — MNOPOKU Npo3eHuedanu-
Yyeckoi rpynnbl. Yalwe BCEr0 OHM CAYXaT NPOABMEHUEM CUH-
apomoB MBTP XpomMOCOMHOI MpuUpoAbl M XapaKTepHbl Ans
cuHgpomoB [MMatay u Op6enu. O6GbLIYHO OHWM COMPOBOXAA-
I0TCS Pa3/IMYHbIMU HApPYLIEHWAMU NULEBLIX CTPYKTYpP B BUfe
uuknonuu, uebouedanuu, aTMouedanmu, nNpemMakcuUnNapHoONM
areHesun u xeinorHatonanarocxusa. [pu 3ToM He Bcerfa
XapakTep HapyLleHUin nuua 3aBUCUT OT TAXECTM MOpOKa.

KpaliHUM BblpaXeHWeM MOPOKOB Mpo3eHuedannyeckol
rpynnel ABAsieTCA ateneHuedanns — pefKo BCTpevatoleecs
HapyleHne pa3BMTUA KpaHWalbHOTO KOHLa HEPBHOW Tpy6KM,
npyY KOTOPOM 60/bLlUME MOAYLapua MOMHOCTbLI0 OTCYTCTBYIOT.
OfHaKo B OTAMYME OT aH3HUedanum MATKMEe MOKPOBbI U KOC-
TW Yepena Npu 3TOM MOPOKE COXPaHATCA. B ymeHbLIeHHO
MOMIOCTU YepernHoOil KOpobKM Knepeaum OT MO3XKeyka pacno-
naraetca Hebonblwoe obpa3oBaHWE OBaNbHOW (OpPMbI, Mpef-
CTaB/eHHOe MO3rOBOW TKaHbK W MOKPbITOE MATKOW MO3ro-
BOM 060104KOi. [MCTONOrMYeckoe mccrnegoBaHue 3TOro 06-
pa3oBaHUA MOKa3ano, YTO OHO COCTOMT U3 CKOMMEHUN Aud-
(hepeHLMPOBAHHbLIX HENPOHOB, CKNajblBakloLlMXcA B nogobue
NoAKOPKOBLIX figep. MsArkas mo3roBas 060/f04ka He pasje-
NleHa Ha NayTWHHBLIA U COCYAUCTBLIA  ANCTKW W COLEPXMUT
60/blIOE YMCNO O0YaXKKOB HEPBHOW TKaHW, COCTOAWMUX Mpe-
MMYLLECTBEHHO M3 acTPOLMTOB.
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TpeTbda rpynna BK/AOYaeT MOPOKW TO/IOBHOTO MO3ra,
006YC/IOBNEHHbIE HapyLEeHUAMU MuUurpauum un guddepeHym-
POBKM HepBHbIX K/eTOK. [eHe3 3TOW rpynnbl MOPOKOB OCTa-
eTCHA He COBCEM MOHATHbIM. HapyweHus hopMupoBaHus Kop-
KOBOW MAAaCTUHKU MPOSBAAKTCA U3MEHEHUAMU (OPMbl, YMC-
Na 1 pacnonoXeHus W3BUAMH 60MbWIUX MOAyWapuii B BUAe
armpun, nNaxurupuun, MUKpo- v nonurmpuun. OLHAKO Hapylle-
HUA LUTOAPXUTEKTOHWKN KOpbl 60MbWMX MOMAyLWapuii BCTpe-
4alTCAd WM B COBEPWEHHO HOpManbHOM (NpW MccNefoBaHUK
HEBOOPYXXEHHbIM r1a3oM) FON0BHOM MO3re,

N3meHeHMa maccbl 60MblINX NOAYLWapuin, nposBngtowme-
cA Makpouedanmeil u Mukpouedanumeind, OTHECEHbl B 3Ty
rpynny ycnoBHO — Ha OCHOBaHWM TOr0, YTO 3TU MOPOKW, Kak
npaBuio, CONPOBOXAAKTCA MUKPO-, MOAUTUPUEN WU TeTepo-
TONMAMU HelipoOHOB KOpbl B 6enoe BelecTBo. B To Xe Bpems
MoOpgoreHes 3TUX NOPOKOB HesAceH. B KaXAoOM cnyyae MUK-
pouedanun, KANHWYECKM ONpefensseMOM Ha OCHOBaHWUU
YMEHbIUEHNA pasMepoB MO3roBOro Yepena, >KefnaTenbHO’
YCTaHOBUTb XapakTep 3TOr0 Mopoka, 4To Heobxogmmo AN
BbibOpa MeTofa fleyeHWs U BbIICHEHMA nporHosa. CoueTa-
Hue Mukpouedanum ¢ NOPoOKaMU APYrnux CUCTEM yKasbiBaeT
Ha Hanuume cuHppoma MBTITP XpOMOCOMHOW WAW TEHHOW
Nnpuposbl.

Mopokn pa3BuTMA O0OOHATENbLHOrO aHanu3aTopa MNPOSAB-
NATCA apuHeHuedanunei, T. e. OTCYTCTBUEM OBGOHATENbHbIX
NYKOBUL, TPaKTOB M MiacTUHOK. Mpn nopokax nposeHueda-
NINYECKON rpynnbl OTCYTCTBME 3TUX OTAEN0B OBOHATENbHOrO’
aHanmsaTopa COMPOBOXAETCA THAXKENbIMU  CTPYKTYPHbLIMM
HapyweHWaMn runnokamna, CNeKTp KOTOPbIX TaKXe O04YeHb
WNPOK — OT annasuyu runnokamna [0 TOHKUX HapyLIeHWi
OTAEeNbHbIX MOME aMMOHOBA pora u 3y6uaTtoi dacuum.

CTPYKTYpHble U3MEHEHUA CTBOJIOBLIX OTAE/10B T0O/I0BHOTIO
mMo3ra [efnfaTcAd Ha NepBUYHbIE N BTOPUYHbIE. MepBUYHbIE —
3TO pe3y/nbTaT HENpPaBWU/IbHOTO Pa3BUTUA COOBCTBEHHbLIX Afep-
HbIX Tpynn 3TUX OTAenoB, OHW M3Yy4yeHbl ele HefocTaTo4HO.
BTOpUYHble M3MEHEHWS KacalTCsi B OCHOBHOM MPOBOASLLEN
CMCTEMbl M OTpaXawT rNyouMHY NopaxeHWs KOHEYHOro Mo3-
ra, B MepByl o4epeib NMUPaMUAHbLIX MYYKOB, KOTOpble Mpwu
TSXENbIX NOPOKaxX KOHe4YHOro Mosra (rononposeHuedanuu,,
atefieHueMannum) MNOMHOCTbIO OTCYTCTBYIOT.

MocKoNbKY CUCTEMATUYECKUX MCCNeLOBaHUA B MaTonoro-
aHaTOMMWYECKOW MpakTUKe CAMHHOFO MO3ra He MpPOBOAMNOCH,
TOHKMe HapyweHusa passutusa 3toro otgena LHC npaktu-
YeCKU Hen3BeCTHbl. [py6ble HapyleHUs CMNUMHHOrO MoO3ra B
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BULe pasfinyHbIX (DOPM CMNUHANBHOIO paxucxusa LUArHoCTU-
pyrTCA OTHOCUTENIbHO JIETKO.

lMopokM pasBuTUA MO3XeykKa BCTpeyalTCA [O0CTATOYHO
yacto. OHM XapaKTepu3ylTCAd KakK BUAMMBIMA HEBOOPYXEH-
HbIM rnasom (anfasum W runonaasMyu Nonywapuini u yepss,
MHOrfa acuMMeTpUYHOro Tuna), TaK M pa3HoobBpasHbIMU
CTPYKTYPHbIMW HapyweHUAMU ero Kopbl W ALEepHbIX Tpynm,
CBOWCTBEHHbIMU cUHApoMamM MBTIP XpoMOCOMHON nNpupogbl.

B ocobyt rpynny o6befuMHeHbl MOPOKU BEHTPUKYNAPHON
CUCTEMbI, MNpOABASIOLIMECA  pa3sBUTUEM  rugpouegannu.
B cnyyasx onepatuUBHOrO /SIe4eHUA BPOXAEHHbIX (OPM TUA-
pouetannn HeobXxoguMMo npoBefeHune 6uoncuym Kopbl 60/b-
WnX nonywapuii. B cnyyasax HapylweHUs NOCMAONHOro cTpoe-
HUA KOpbl ONepaTMBHOE fieYeHe BPOXKAEHHOW ruapouegannu
HeLenecoobpasHo.

Ocobyl TpyaHOCTb npu oueHke nopokos LLHC npeg-
CTaBNfAeT AMAarHOCTMKa COYETaHHbIX HapyleHWid pa3BuUTUA
roJIOBHOTO ¥ CMUHHOTO MO3ra, KOTOpble yalle BCEro BCTpeya-
IOTCA MPW XPOMOCOMHBIX CMHAPOMaxX, 06YCNOBAEHHbIX abep-
paumMsamMum ayToOCOM.

Hanb6onee pacnpocTpaHeHHble BUAbl ayTOCOMHbIX TPUCO-
MU (cuHgpombl MaTtay, daBapaca, [ayHa) xapakKTepusy-
IOTCS MOpaXeHWeM KaK CTapbiX, TakK W HOBbIX dopmayunii
roN0BHOr0 MO3ra, npuyem 0CO6eHHO Yys3BUMbI Kopa 60/b-
WMX nofAywapuin, runnokamn u MO3Xe4yok. T[lpu oueHke
mMopgonornyecknx uameHeHuin LLHC npu pasfinyHbIX CUHA-
pomax MBTIP Bcerga cnefyet y4yuTbiBaTb, YTO OfHA rpynna
TaknX HapylleHuii ABnseTcA CNeACTBMEM  HEMPaBUIbHOTO
hopmoo6pa3oBaHNA MO3roBOlM TKaHW W, NO-BUAMMOMY, CBSi-
3aHa C XPOMOCOMHbIM Auc6anaHcoOM, BTOpas Xe SBNAeTCA
CNneACTBUEM LUPKYNATOPHbIX, TOPMOHAaNbHbIX U APYTruUX pac-
CTPOWCTB, COMPOBOXAAKOLWMNX 3TU CUHPOMbI.

K nepBoli rpynne OTHOCATCA BCE MUKPOCKOMWYECKW Bbl-
ABNAEMble OTK/NOHEHUSA OT HOPMaJIbHOTO CTPYKTYPHOTO CTpOe-
HUS MO3rOBOW TKaHW: HapyLEeHUs LUTOAPXUTEKTOHUKW KOpbl
6onblWMX nonywapuii (NoTeps NOCMOWHOrO CTPOEHMA, aHo-
ManbHas noKanu3auus HEWpPOHOB, HapylleHUe UX OpueHTa-
umn), 6enoro BewectBa (HaaM4yme B HEM MUPAMUAHBIX HEW-
POHOB), pas3finyHble CTPYKTYPHble HapyLeHWs CTBOJIOBbIX
OTAENO0B M MO3XeyKa. YMeHbleHue 4ucna nupamMmuaHbiX
HelipOHOB B TpeTbeM Cf0e KOpbl, OCOBEHHO NpW CUHAPOME
[JayHa, cneflyeT TakXe OTHOCUTb K HapyLlEeHUAM pasButug,
MOCKO/IbKY 3TOT MPU3HaK ABNAETCHA Pe3ynbTaTOM 3afepXXKu
HelipoOHOB B Mpoluecce MuUrpauum B Cy6KOpPTMKanbHOM 6enom
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BeleCcTBe C nocneaytouwein ux gudhepeHUMPOBKOA B MecTe
aHOMa/IbHOl OCTaHOBKM.

Ko BTOpoi rpynne OTHOCATCS rNaBHbIM 06pa3om u3Me-
HEHWA HENPOHOB W KNeTOK rAuu AUCTPOPMYEecKOro Xxapak-
Tepa, a TakXe BTOPUYHbIE WU3MEHEHUS MWENUHOBbLIX BO/O-
KOH. OHUW HapacTalT Mocne poXAeHUs u umerT 60/bLIoe
3HayeHMe, TaK KakK CMOCO6GHblI 3HAYMTENbHO YTSXeNnaTb 06-
wee cocToaHMe pebeHkKa.

Y4uTbiBasi, 4TO MPU XPOMOCOMHbIX 60M€3HAX, 06YCNOB-
NeHHbIX abeppauuamy ayTocoMm, OCOBEHHO cTpafalT Kopa
6onbWKX nonywapuin, rMnnokamn, BapoaWeB MOCT, MO3Xe-
YOK M MPOAONTrOBaTbI MO3F, MPW NOAO3PEHUU Ha ayTOCOM-
HbIA CMHAPOM MOXHO OFPaHWYUTLCSH B3ATUEM KYCOUYKOB AN
rMCTONOrMYECKOr0 MccnefoBaHMa U3 3TUX oTgAenoB. [ns
U3YUYEHUS HapyLleHWii pa3BUTUSA KOPbl TONOBHOFO MO3ra nyu-
we 6paTb matepuan u3 6onee MHMOPMATWUBHLIX Monei: 4 u
10 (nepefHAs LeHTpanbHas W3BWWMHA, MOMOC NOGHLIX AO-
nein) .

10. 3ak. 692
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