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aHaJIN3 KOPKOBBIX JIUCTCHE3UN,
COIIPOBOXK A0 XCH
SMUJICIITUYECKUMU CUHIPOMaMU
1 CUMIITOMATUYECKOU SIMUJIETICUEN
y JIE€TEU

0.A. Musosanosa, JI.B. Kanununa, A.Il. Munosanos, JI.II. Karaconosa, 1I.E. Tamoues, C.X. buue-oox, JI.H. Kack

TEOY JITIO «Poccuiickas meduuurckas axademus nocaeduniomHozo oopazoearus» Munzopasa Poccuu;
TBOY BIIO «Poccutickuii HauuoHanbHbiil uccaedosamensciuti meduyurckui yuueepcumem um. H.H. Ilupoeosa» Munsdpasa Poccuu,
OI'EHY «HUH mopghosoeuu uenoseka»; ITBY3 «llemckas eopodckas kaunuueckas 6oavnuya um. 3.A. bawinsesoii I3Mp;
ThY3 «Mopozoeckas demckas eopodckas kaunuueckas boavnuya A3M»> (Mockea)

TIposedernl KaumuKo-MoponoeuHeckue conocmasiens 6 epynne Kopogsix ouceenesut, COnposoNCORIOWUXCS PA3EUIUEM SNUACHMUMECKO20 CUHOPOMA, 1O OdH-
Hoim 50 aymoncuil. Jluaenos muxpouedanuu 6oia noomsepycoer y 40 ymepuiux nayuermos, NOAUMUKPORUPUS YCMAHOBACHA 8 6 CAYHAAX, 20A0NPO3IHUePANUS —
6 4 caymasx. Anaau3 pe3yavmamos napoxCcU3MAAbHbLX He8POA0UYECKUX HAPYUIEHUTI OKA3AA, YO Y YMEPUIUX NAUUEHMO8 C KOPKOBbIMU OUC2eHe3USMU HA NepeoM
200y Jncustu domuruposanu cundpom Becma (32%), muokaonuueckas snunencus maadenuecmea (4%) u cundpom Omaxapa (4%). Taxcecmb meuenus snusencuu
0npedensnach 603pacmom 0ebroma u CmpyKmypoli Snusenmueckux npucnynos. Jlgueamenhble u KoSHUMUGHbIe pACCMPOLICEA Pa3AUHOI CImeneHu omme4anich
¥ 6cex nayuenimos ¢ Kopkogvimu duceeresusmu. B 100% cayuaes oy 00Hapy yeeHb: CONymCmayiouue AHOMAAUY PA3BUMus 6HympeHHuX opeanos. Muxpoyegdaaus
COMEManach ¢ OpyeuMu 6PONCOCHHbIMU AHOMAAUSMY Pa3eumus Mosea 6 62,5% Habaroderuti, nosumuxpoeupus u 20s0npossuyepaus — 6 100%. lucmosoeuuecioe
uccaedoBanie 20106H020 MO32a YMEPUILX NAUUEHIMO8 ¢ MUKpouepauel, noaumukpoupueti u 2010npo3sHuedanuel bi36u0 pso 00uux npUHAK08 — pedyKuyuio
YUCAQ U NAOMHOCIU HellpOHO8, HAPYUleHUe KOPKOBOU YUMOAPXUMeKMOHUKY, HaAuMUe KPYNHbLX QusMopduuHbix Heliporos. [lonyuentbie Hamu 0anHbie noomeepic-
darom npuHaoAeXNCHOCMb YKA3AHHBIX (POPM NAMOAOUY K 2pYRne KOPKOBbIX OUC2eHe3UIl.

Kniouesblie cji0Ba: KOpKOBbIE AUCTEHE3UU, MUKPOLIEe(hanusi, TOTUMUKPOTUPUS, TOIOMPO3IHLIe(anHs,
HapyleHrue KOPKOBOI IIUTOAPXUTEKTOHNKH, ayTOIICHS.

OCJIeIHME TO/Ibl HA CBET OsIBJIsAeTCs 0K0sI0 1% ne- MU (haKTOpaMu — TeHETUYECKUMM (POJIb TeHETUKU B Pa3BUTHU

Tel ¢ MHOXECTBEHHBIMU BPOXIEHHBIMUA TTOPOKAMU MaToJioTuu Mosra odmeussectHa) [1, 2, 20, 21, 28], cocyau-

Pa3BUTHS, YTO BHOCUT 3HAUMMBIA BKJIa[ B CTPYK- CTBIMU, META0OTMIECKUMHU JTUOO NHPEKITMOHHBIMH |5, 29].

TYpYy NPUYMH MJIAJCHYECKO CMEPTHOCTH, 3a00Je-

BaeMOCTH ¥ JeTCKOi mHBanunHoctu [6, 9, 10, 25]. Hanb6onee Tsxenble 1eeKTH HEpOOIACTHOI MATPALIHN CBS-
Cpennuii mokasatesib 4acTOThI BPOXAEHHBIX MopokoB ITHC 3aHBI C MMATOJIOTMYECKUMU U3MEHEHUAMU, BOSHUKAIOIIMMU HA
cocrapnsier okono 2,16 na 1000 ponusummxcs gerei [3, 8], 3Tane pasBUTHs MO3TOBBIX Ty3bIPEi, HANPUMEP, TOIONPO33H-
OIIHAKO pcaibHasl 4acCTOTa, BCPOATHO, CIIC BBILIE, ITOCKOJIbKY nedanus, Ipu KOTOPOil He MPOUCXOIUT pa3ieeHus SMOpHO-
B HCOHATaJIbHOM IIEPUOAC (I)I/IKCI/Ipy}OTCHBOCHOBHOM JIMIIb OT- HaJIbHOTrO TIepelHero Mo3ra Ha ABa TOJyliapusl KOHEYHOIo
YETIIUBO BHIPAXEHHbIE LIePeOPATIbHbIE AHOMATUHU, COYETAIOLIIN - Mosra [19]. K noznHum aedextam HelpoOaacTHON MUTpaluu
ecsl ¢ TIOPOKaMM Pa3BUTHS JTMIIEBOro Yepena. Tak, mo naHHbIM OTHOCATCA T€HEPAIN30BaHHbIE HAPYIIIEHNS CIOMCTOCTH KOPEHI
MOCIENHUX TOMYJISIIUOHHBIX MCCAEI0BAHMMA, YaCTOTa TOJbKO U TUpubUKaIUK (Maxurupus, JuccaHuedanus). IloBpex-
ronionpossHuedatny Bapbupyet ot 0,48 10 0,88 Ha 10 ThIC. HO- nenus B 111 TpuMecTpe GepeMEHHOCTH yallle MPUBOAAT K JIO-
BOPOXIEHHBIX [16]. KaJbHbIM TMOBPEXAEHUSIM CTPOEHUSI KOPbl TOJOBHOTO MO3ra

(doxambHast KopkoBas auciia3us). KoHeuHo, momooHas aud-

BpoxneHHble TIOPOKM Pa3BUTHS TOJOBHOTO MO3ra B LEJIOM (bepeHLMALIUS TUCTUTa3Uii KOPBI YCJIOBHA, MOCKOJIBKY Ha Kax-
1 KOPbI 00JIbLIMX TOJNYIIAPUIA BYACTHOCTY BO3HUKAIOT B Pe3yJib- JIOM 3Tare MUTPALMOHHOTO MyTH HEepo0acTOB BbISBJISIIOTCS
TaTe MEePBUYHBIX WM BTOPUYHBIX HApYIlIeHUI HeHpOoOIacTHOM Pa3IMYHbIE HAPYLIEHUS KOPKOBOW LIMTOAPXUTEKTOHUKH.
murpauuu [7, 26]. I3BeCTHO, 4TO HeCOBEpIIEHHAS KOPKOBas
CIIOUCTOCTH (IMCTAMMHAPHOCTD) ONPEIEseT IMATOJIOTHIECKII CunTtaercs, 4yto mpu KopkKoBbix aucreHesusx (KJI) passu-
TUIl PasBUTHA M3BWIMH. Yaiie cyOKOPTMKAlbHbBIE IeTepOTO- THe STINETICUY CBA3aHO C CUHAITUYECKON Je30praHn3aleit
UH, (pOKANbHBIE IMCTUIA3UH KOPBI CBA3AHBI C aHTEHATAIbHbI- KOpBI, HAIMYMEM CBEPXMUTPUPOBABLINX 3KTOMMYECKUX HEM-
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OPUTMHAITBHBIE CTATBIA. KnuHwyeckas HeBponorust

POHOB B MSTKOM M TMAyTMHHON MO3TOBBIX 000JIOYKaX JIOO
C TJIMOHEBPAIbHOM T€TEPOTOIMEN B 3TUX XK€ y4aCTKaX IOJIOB-
Horo Mo3ra [30]. [Tpu 3ToM KOHKpeTHBIE 0COOEHHOCTH MOP(O-
JIOTUYECKOTO CyOCTpaTa SMMIEIITHYECKUX ITPHUCTYIIOB IIPOIOI-
Kal0T MHTEHCUBHO U3yyaThcs. B psime paborT, MocBsIeHHbIX
MOpP(MOJOTMYECKOMY HU3YYEHUIO XUPYPTUYECKU YHAJEHHBIX
SIWJIENTOTEHHBIX 30H MO3Ta, OTMEUYAaeTCsl HaIM4IMe KPYITHBIX
IM3MOP(MUYHBIX HEHPOHOB M TaK HA3bIBAEMBIX OAJUIOHHBIX
Kknetok [15, 24, 27, 31]. banioHHbIe KIETKA OTHOCSTCS K CMe-
IIAHHOMY HEWPOHAIbHO-TINATBHOMY T€HE3y U CUHUTAIOTCS
a0eppaHTHBIMU (OTCTAIOLUIMMHU B Pa3BUTUH) (POpMaMH KIIETOK
B COCTaBe repMUHATUBHOTO MaTpukca [18]. CneayeT OTMETUTD,
YTO OAJIOHHBIE KJICTKH TaKKe OIPENe/ISIOTCS B aHOMATBHOM
KOpe OOJIBIIMX ITOIYIIAPUIl TOJOBHOTO MO3Ta ITPY TeMIMeETa-
sHUedaTy 1 Ty0epo3HoM cKiepose [14, 23].

S.V. Kothare u coast. (1998) cuuTtalot, YTo NepUBEHTPUKYJISIP-
Hasl y3710Bast TETEPOTOITHSI BO3HUKAET B PE3YJIbTaTe HapyIIeHUS
murpanun HeauddepeHIMPOBaHHBIX HEMPO0IacToB, A03pe-
BalOIIMX B Mpe/enax repMUHATMBHOTO MaTpUKCa U MpeBpaiia-
IOIIUXCS B 000CO0JIEHHBIC Y3EIKN 0e3 CMHAIITUYECKUX CBS3EH
C IPYTHMU CJIOSIMU KOPbI, KOTOPHBIE, TO-BUNUMOMY, U SBISIOTCS
«Hocutenasimu» anunencuu. [lo muenuto E Andermann (2000),
SIIJIENTOTCHHBIE IIepeOpalbHbIC aHOMAJTUU PACIONOXCHBI
«IaJieko» OT TeTEPOTOIMHU CEPOTo BEIIECTBA TOJOBHOTO MO3-
ra, 4TO HE COrJiacyeTcs C pe3yJbTaTaMu IPYIUX UCCIEIOBaHUM.
MMMyHOTHCTOXMMUYECKHE UCCISTOBAHNUS YUYaCTKOB TeTePOTO-
TTUY BBISIBJISIN CHIKEHHYIO KCIIPECCHUIO aib(a-CyObe IMHUIIBI
Ca’" /xapMoy/IMH-3aBUCUMOl KuHa3bl 11 v ee akTuBHOI hoc-
(boprmpoBaHHO# (POPMBI, a TAKKE CHIDKEHUE YUCTA pelell-
TopoB N-MeTun-d-acmapraTa, 4To, IO-BUIMMOMY, IPUBOIIIO
K MaToJI0rMuecKoMy BO30Y:KIEHMIO HEPBHBIX KJIETOK [13].

TakuM 00pa3oM, B HacTosIee BpeMsl MHOTHE KITIOYEBBIE BO-
TpocHl (DOPMUPOBAHIS KIIMHIUECKOM (PEHOMEHOIOTHI U MOP-
onormyeckoit kKaptiHbl KJI ocTaoTcs AUCKYCCHOHHBIMM, YTO
1 OTIPENIEIIMIIO aKTYaTbHOCTh HACTOSIIIETO MCCIIETOBAHMS.

MaTepnaJI H MCETOJbI UCCICI0BAHNA

Hamu npoBeneHbl  KIMHUKO-MOPGHOIOTMYECKUE COIMOCTaB-
nenust B rpymmne KJI, compoBOXmArOIMMXCS Pa3BUTHEM SIIH-
JIEITUYECKOTO CHHApPOMa, 1o JaHHBIM 50 ayromcwmii. Chy-
Yau BPOXAEHHBIX aHOMAJM{ Mo3ra HaOJoJaluch HaMu B
TymmHcKo# 1 MOp030BCKOIM IETCKUX KITMHUYECKUX 00 TEHUIIAX
. MockBbl. AyTOTICHITHBII MaTepua Ha UCCIeA0BaHUE TTOCTY-
majg M3 MaToJOrOaHaTOMMYECKUX OTAEICHWI 3TUX OOJbHUIL.
CorocTaBISITNCh 3aKITI0YNTETHBI KITMHAYECKUH 1 TIATOJIOTO-
AHATOMMYECKWIA TMAaTHO3bI, MAKPO- 1 MUKPOOIMCAHMS TOJIOB-
HOTO MO3Ta, B OTAEJbHBIX CIyYasx BBIOJHEHHBI (oTorpacbuu
MOPAXEHHOI LIepeOpaTbHON KOPHI.

MuxkporpenapaTtbl TOJJOBHOTO MO3ra, OKpallleHHbIE TeMaro-
KCUJIMHOM ¥ 303MHOM, ObUTH HccienoBaHbl B LleHTpanbHOI
TaToJIoro-aHaroMudeckoii Jadoparopuu ®T'bHY «<HUU mop-
onornu venosekar (mupextop — wieH-kopp. PAH, mpod.
JI.B. Kakrypckuit). [TpoBoauaoch mociaoiiHoe u3ydeHne KOophl
TP Pa3IMYHBIX THTIAX KOPKOBBIX TMCTEHE3UH C TIOMOIIBIO MU~
Kkpockoma “Leika-2500" ¢ uudpoBoii poToHacanKoit.

Pesyabrathl

Crpykrypa KII, ocHOBaHHas Ha pe3y/bTaTax IMCTOJ0TMYeCcKO-
T0 UCCTIeIOBAHMUSI AyTOTICUT, TIpE/ICTaBIeHa Ha puc. 1.
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puc. 1: CTpyKTypa KOPKOBbIX SUCTEHE3VIA NO Pe3ynbTaTam MOPONOrMYeckoro
ucenenosanus (n=50).

Muxpoueghaaus

Mukpouedanus y 40 ymepiiux naiyeHToOB MpOSIBISIACH, 10~
MIIMO Je(HUIINTA MACCHI TOIOBHOTO MO3Ta (CTAHAAPTHOTO ITPH3-
HAKa JaHHOTO BUJIA LiepeOpajbHbIX AaHOMAUIi), yMEHbLICHU -
€M YuciIa MUpaMUAHBIX HEPOHOB, HATMYKEM AU3MOPHOUYHBIX
HelipoHoB. [ocaemHuit pu3HaK BechMa XapaKTepeH U IOKa-
3bIBAET, YTO MMKpOLE(haIns AeHCTBUTENLHO MOXET paccMa-
TpUBaThcs B KauecTBe BapuaHTa KI.

Mukpouedalnio XapaKTepu3yloT CIOXHBIE MEXaHU3Mbl BO3-
HUKHOBEHMSI, M OHa Yallle SIBJISETCS COCTABISIONICH pa3iny-
HBIX HACJIEACTBEHHBIX CMHIPOMOB, MMEIOLIMX XPOMOCOMHYIO
WK TeHHYI0 TpUpony. B HalleM mccienoBaHuu MUKpolieda-
JIMSL coueTanach ¢ BeHTpuKyjomeramueit (47%), atpodueit
1 11 Y3HBIM [TH030M T0T0BHOr0O Mo3sra (37%), MUKpOTHpHU-
eit (30%), maxurupueit (2%) v nopsnuedamei (1%).

HpI/IBOI[I/IM HECKOJIbKO XapaKTCPHLIX MPUMEPOB, MOKa3bIBalo-
IIMX OIIPEACICHHDBIC 0COOEHHOCTHU KOPbI 00IBILINX HOJIYH.IapI/Iﬁ
T'OJIOBHOI'O Mo3ra y TAHHOW KaTe€Tropuu Nalue€HTOB, BBLIABJICH-
HbIC HAaMHW IIPU T'MCTOJOIMYCCKOM HCCICAOBAHUN MUKPOIIPE-
mapaToB.

Hayuenmxa M., 1 ton 2 mec. IIpu MopdoIornuecKoM Hccie-
JIOBAHUM OTMEYaJI0oCh HApyLIEHUE CTPOSHUSI OCHOBHBIX IIUTO-
ApXMTEKTOHMUYECKUX c1oeB. [Ipn BbIIEeIEHNN TOHKOTO Mapri-
HaJIbHOTO CJIOSI B PA3IMYHBIX YIAaCTKAX KOPBI OIPENEISIOCh
Xa0TUYHOE <«BTOPXEHHE» OTHOCUTENbHO MHbdepeHIInpoBaH-
HBIX TTMPaMIIHBIX KIeTOK bela yepe3 HapyXKHBII U BHYTPEH-
HUI 3€pHUCTBIC ClloM, 0e3 (OPMUPOBAHMS UMM OTOCTBHBIX
FOPU3OHTAIBHBIX MoJIoc (puc. 2A). [To cBouM pa3Mepam KieT-
K1 bella ToKHBI COCTaBIsATh OCHOBY V CJI0S1 KOPBI B BUJIE Xa-
PaKTEePHBIX KPYITHBIX HEIPOHOB, PaCIIONOXEHHBIX MEXIY BHY-
TPEHHUM 3€PHUCTBIM CJIOEM U CJIOEM MOJMMOPMHBIX KIETOK
BOJIM3M STEHIUMBI Xesynouka. CienoBaTesibHO, peub UAET 00
0YaroBoii TETEPOTONUHU KJIETOK bema mu3mMophryHOTo THIA
(puc. 2b), muieHHBIX TUTPOUAHOM 3€PHUCTOCTH U OTPOCTKOB,
YTO, BEPOSITHO, CBSI3aHO HE TOJIBKO C MX BPOXICHHOM HETTOTHO-
LEHHOCTBI0, HO 1 C JOIOMHUTETHHBIM UIIEMIYECKIM TTOBPEXK-
JIEHUEM U BbIPAXXEHHBIM MEPULIEILTIONSPHBIM OTEKOM.
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puc. 2: MUKPOCKOMKS KOpbl FONOBHONO Mo3ra yMepLugit 6onbHoit M., 1 rog 2 Mec.
Mukpouedanus (aeduumt maccel Moara — 27,2%).

A - otcyTcTaue auddepeHLLMaLmm CIIOeB KOPbI FONIOBHOMO MO3ra Ha MApTVHANbHIA,
HAPYXHBIIA 36DHUCTbIA, COA MEAKMX MMPAMUHBIX KNETOK M BHYTDEHHMI 3EPHUCTBIA
Cnovt. MonHOKpOBUE COCYLIOB MO M03roBoii 060N0uKw. epUBEHTPUKYNISDHBIA 1
NEPULEANIONAPHLIA OTEK BELLECTBA MO3ra;

B — y4acTok Kopbl C 04aroBoii reTepotonueil KNeTok bewa, kotopbie MpUONMXeHs! k
MapritHIbHOMY Coi0 (1) 1 PACTIONOXEHbI B 30HE HAPYXHOrO 3epHucToro cnos (II).
(Oxpacka rematokcunHoM v 303uHom, x100.

Takum 00pa3oM, B JaHHOM HaOJIOAEHUU, TOMUMO BHYTpPHU-
yTPOOHOTO WH(MUIIMPOBAHUS U MUKpOLe(aINU B COUCTAHUU
¢ IpyrUMU 1iepeOpaabHbBIMA aHOMAUSAMK, OOHApyXeHa JucC-
KOMIUIEKTAIMS CIIOEB CTPYKTYPHI KOPHI M 0YaroBast TeTepoTo-
s KJeTok beria.

Tayuenmxa C., 7 1et. MakpocKoOI¥s TOJIOBHOTO MO3Ta y IaH-
HOI yMepllleii MaleHTKN BbISIBIJIA OTCUHbIE, ITOJHOKPOBHBIE
TBEPIYIO ¥ MITKYIO MO3TOBBIC 000109KM. MO3r pa3zieiieH Ha JiBa
noyiuapus, aeuuut Maccol (—25,8%). U3BuanHbl B 061acTH
BMCOYHBIX JIOJIEN — MEJIKKE, HEITyOOKUe, MECTAMM YILIOIIEHEI,
B JPYTHX ydacTKax 0e3 M3MeHeHMi. ’KeTymouku pacIlipeHEbl,
sneHauMa Omectsiiasg. CTBOIOBBIE CTPYKTYPHI 03 O0COOCHHO-
creil. MMKpOCKOIMYECKOE MCCIEeNOBaHUE KOPbI OOJIBILIMX I10-
JIyHIApHIA TOJIOBHOTO MO3Ta BBIIBIJIO HAPYILIECHHE LIUTOAPXUTEK-
TOHHMKH €€ CJIO¢B IIPX SBHOM Ae(DUIMTe IMMPaMUIHBIX KIETOK
bena B III u V cnosax (puc. 3). PaBHoMepHOe pacmpenencHue
OJIUTONEHIPOIIUTOB C YMEPEHHBIM MEPUIIEIUTIOIIPHBIM OTEKOM.
B ocHOoBHOM crtoe (V) Tipu 0011IeM YMEHBIICHUH YHCIIa TTPaMUI-
HBIX KIeTok bella 0OHapyXeHbI OTIAEIbHbIC TPYMIIbI KPYITHBIX
IM3MOP(IIHBIX HEPOHOB HETPABIIEHO (DOPMBI ¢ HEOOTBIIIM
SIIPOM, 303MHO(DIIILHOM IIMTOIIIA3MOM, JTUIIEHHOM TUTPOMIHBIX
BKJIIOYeHMH (rpaHynsl Huccris). B aHoMabHbBIX HelipoHax — OT-
CYTCTBHE aKCOHOB. Hammune nu3mMopduIHEIX HEHPOHOB B V cloe
KOpBI MICKITIOYAET BAPUAHT T€TEPOTOIHH (pHC. 4).
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puc. 3; Mykpockonust KOpbl FOMOBHOTO MO3ra ymepLuei nauyentku C., 7 net.
Mukpouedanua (neduumt maccol Mosra — 25,8%), 0uarosas MUKpOrVpHs,
EIVHUYHbIE MenKie NUpaMMHble KNeTki B Il cnoe kopbl (CTPenKu), oTek BOKpYr
OMMTOAEHAPOLMTOB — MENKVIX, PAcCesHHbIX KneTok. Okpacka remartokCMiMHOM W
303uHoM, x100.

puc. 4: MUKpOCKOMMA Kopbl FONOBHOMO Mo3ra ymepLued naupentku C., 7 et
Mukpouedanus (nedvumt maccsl Mosra — 25,8%), o4arosas Mukporvpus. [pynna
[M3MOPQUUHbIX HEIPOHOB, JIOKANM30BaHHIX BV ¢loe kopbl. OKpacka reMaToKCHIMHOM
1 303uHoM, X400,

Pesynbratel HelipocoHorpaguu, KT u MPT rosoBHoro mo3sra
TTOATBEPAMIN Y OOJMBHBIX ¢ MUKpoledantneil Haluuue mepe-
OpaJIbHBIX aHOMaJINii pa3BUTHS. B yacTHOCTH, Y mpencTaBieH-
Hoit Beitie nanueHTku C., 7 net, jaHHble KT rojoBHOro Mo3ra
MTO3BOMIIM BepU(MUIIMPOBATh MUKPOIedaNi0 B COYCTAHUU
C TUIIOIUIA3UEN MO30JIMCTOTO TeJIa U BEHTPUKYJIOMETaIuei.

B Halem mccie0BaHUY Y TTALIMEHTOB ¢ MUKpOLedanueii ObuT
BBISIBIIEH PSIZl COMYTCTBYIOIMX aHOMAIMI Pa3BUTHSI BHYTPEH-
HUX OPraHoB: BPOXIEHHbIE IIOPOKH CEPALIA M MATHCTPAIbHBIX
cocynoB (57,5%), runorazus Tumyca (42,5%), Tunomniazus
HaanoyeyHukos (27,5%), runomiasus nodek (20%) u Hemon-
Hast o0y nerkux (20%).

Toaumuxpoeupus

JInarto3 «IoJMMHUKPOTHPHSI» TTOATBEPXKIEH MOP(HOIOTUUECKI
T10 PE3YJIbTaTaM IEeCTH ayTOIICHIA.

Tucronormyeckast KapTvHa FOJIOBHOTO MO3ra MAaIMEHTOB C MO-
JMMUKPOTHPUEI TIPeNCTaBIeHa Ie30pTaHu3allMeld CJI0EB KOPbI
0OJIBIIKMX IIOJIyIIAPMIA TOJOBHOIO MO3Ta, MPEUMYILECTBEHHO
B 00JIACTM HENTYOOKUX M3BUJIMH (pUC. 5) ¢ eaBa 3aMETHBIM
MapruHaibHBIM crioeM (), 6e3 4eTKoro nepexosa B HapyXKHbIiA
3epHucthiil cioii (II). Oba ciost mIpaMUIHBIX KJIETOK CJIMBa-



OPUIMHANIbHBIE CTATBW. Knuknyeckas Heponorus

puc. 5: Mikpockonmst Kopbl FONOBHOMO MO3ra yMepLLeiA nauuenTku 1., 7 Mec.
Monvmukporvpus, Hernybokas v WIpokas U3BUIMHA 663 BbIENEHNS MaprUHAbHOTO
11 3epHVCTOrO Cnioes. Okpacka reMaTokCUMHOM 1 303uHoM, x100.

puc. 6: Makponpenapar rofoBHOr0 Mo3ra
yMeplue# nauvenTky K., 6 mec.
Monumukporvpus. Maxvrupus.
Mukpouedanys.

10TCS B O[IHY MOJIOCY C PEOKUMHU AU3MOPGOUYHBIMU HEMPOHAMU;
JIAIIB 9acTh M3 HUX COXPAHSET TPEYroJabHYIO0 (OpMY IIpU Ha-
JIMYUU IBYX aKCOHOB. BOJIBIIMHCTBO HEHPOHOB OKPYIJION MU
OBaIbHOM (DOPMBI C BBITSHYTBIMU TUIIEPXPOMHBIMU SAPAMU
U Y3KOW MOJOCKOM LUTOIUIa3Mbl 0€3 BKIIOYEHUI (TpaHyJbl
Huccns). Ipy moauMUKporupyum, B OTINYUE OT MUKpoLeda-
JIMM, BEC TOJIOBHOTO MO3Ta B 1I€JIOM COOTBETCTBOBAJ BO3PACT-
HBIM HOPMATHBaM.

B Hameit cepuu HaOMONEHMI MOJTUMUKPOTMPUST COUETaIach
¢ BeHtpukyintoMmeraaueir (83,3%), arpocdueil MOAKOPKOBBIX
guep U nonyuapuii Mosxeuka (33,3%), maxurupueit (16%).
BbisiBeHBl aHOMAIMK CTPOEHMs BHYTPEHHUX OPTaHOB: IH-
noriazus Tumyca (66,6%), BpOXIECHHbIE MOPOKU Pa3BUTHUS
cepaua U MarkcTpaibHbIX cocynoB (50%), TMomIa3us Haamo-
yeynnkoB (50%), rumoruiasus nouex (33,3%), HemonHas 100y-
nsums nerkux (33,3%), runonnasus ceneserku (33,3%).

Ha puc. 6 mpexacraBieH MakpoIpermapaT TOJOBHOTO Mo3ra
yMepiteid 00/1bHO# K., 6 Mec, ¢ MHOXECTBEHHBIMU BPOXIEH-
HBIMU LIepeOPaTbHBIMM U COMAaTUIECKMMU TTIOpoKamMu. B aTom
HAOJIIONEHUM TIPOCIICXKUBACTCSl ONMpeNeNeHHas MPUYMHHO-
CIIEICTBEHHAS CBSA3b C TECTAIIMOHHBIM WHCYIMHO3aBUCUMBIM
caxapHbIM 11a0eTOM Y MaTepu, KOTOPBIA, O-BUAXMOMY, CIIO-
€O0OCTBOBAJ aHOMAJIbHOMY (hOPMMPOBaHMIO U3BUIIMH M 6003
obenx remucdep ymepiiei manueHTK. AHOMaTbHOE CTPOEHHE
KOpbI 0OJIbIINX MONYLIAPHUiA FOJIOBHOTO MO3Ta ObLIO MOATBEPXK-
JIEHO TIOCTMOPTaJIbHBIM TUCTOJIOTMYECKUM MccenoBaHneM. Ha
cekumu Obuta oOHapyxeHa Auddy3Has Mmaxurupus B JOOHO-
BUCOYHBIX OTE/IaX B COUETAHUH C TOJMMUKPOTMPUECHi B 3aThI-
JIOYHBIX OT/IE/IaX TOJIOBHOTO MO3ra.

Toaonpo3snuepaaus

JIWaTHO3 «TOJIOIPO33HIIE(haTHsT» MOATBEPXKACH MOP(HOTOTHIE-
CKHU TI0 pe3ynsTaTtaM 4 ayTorcuii.
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Mopdosnornuecku Hamu ObUTM BepUPUIIMPOBAHBI JBa THIIA
TOJIONPO33HIIehaTNHy: atobapHas dhopma (n=2) 1 ceMunooap-
Hast ¢opma (n=2). [ucTonornyeckas KapTWHa Yy TallUeHTOB
C TOJIONIPO33HLEe(anueil BO Bcex HAOMIONEHUSIX BbISBUIA [E-
30praHM3aIMIO CI0EB KOPHI OOJIBIINX MOTYIIApHil TOJIOBHOTO
Moazra. [Tpyu MUKpOCKOMUU KOPBI OOIBIIMX MOJTyIIApHii TONTOB-
HOTO MO3ra OTMEYaJIoCh UCTOHYEHNE B 000MX MONYIIApUi U3-
3a OOJIBIIMX pa3MepoB 001Iero xemynouka. [Ipy coxpaHeHUH
U YETKOM BBISBASIEMOCTU MapruHaibHoro ciosi (I) mom Hum
onpezensiiach ManoaudGepeHIIMPoBaHHAS 30Ha C pPAaBHOMED-
HO PacCesTHHBIMHM MEJIKMMH MUPAMUTHBIMUA KJICTKAMM, TIpe-
CTaBJIsIIolIas Co0oi «CMelIMBaHKe» HapyXHOTO 3€PHUCTOTO
(IT), mupamunsoro (III) u BHyTpeHHero 3epHuctoro (IV) cro-
eB. B riybokux oTmenax Kopbl 00HApYXKeH CJI0i KPYITHBIX ITH-
paMUIHBIX HelipoHOB (V) 1 TOHKas MpOoCioiKa MOJMMOPMHBIX
kietok (VI), mpoHMKalomKX B 3NEHAMMY OOLLIETO Xeayaouka.
BripaxkeHa ne3opraHu3aliys cJI0eB KOPHI TOJIOBHOTO MO3Ta Hajl
OOLIMM XKEeNYTOYKOM.

IMpuBomuM XapakTepHble KIMHHMKO-MOP(hOTIOTMYECKIE Ha-
OoneHusI.

V nayuenmxu JI., 2 Mec., cTpamaromieii ToJI0Ipo3sHIIehaIeit
(cemunobapHas opma), Tpu HeiipocoHorpapuy OOKOBbHIE
U TPETHi XXENYIOYKM MPEACTaBIsIM COOOM OOLIyl0 aH3Xo-
TeHHYIO TIOJIOCTh HETIPaBUIIBHOU (hOpMBI 0K0I0 90X94X75 MM.
IV xenynouex pasmepom 10x5 mm. MexmonymapHas 1ieb:
ornpenenseTcs B MepeHUX OTaeaax 10 YPOBHS MOSICHON M3BU-
JIHEI, TTOSICHBIC OOPO3IBI — Ha HEOOMBIIOM YIaCTKE B TIepel-
HUX OTAeNax, TIyOMHOM 0KOJIO 6 MM. AreHe3Ksl MO30JIHUCTOrO
Tena. OTCyTcTBYeT AU(QEpeHLIMPOBKA 3pUTEIbHBIX OYrpoB.
Xua3ma ocToBepHO He ompenensiercs. O0macTh Xua3ManbHOU
oucTepHbl neopMupoBaHa. CTBOJ MO3ra CMeLIeH BHU3, MOCT
MO3ra pacroJioXeH HEMOCPEACTBEHHO Hajl OOJBIIUM 3aThUIOY-
HBIM O0TBepcTHEM. MO3XEUOK YIUIOIICH, CAaBlIcH, 03 BKIMHE-

| puc. 7. Makponpenapar  ronoBHoro

y | Mo3ra ymepLueil naupenTk J1., 2 Mec,
z C rononpo3aHLedanvel (cemunodapast

o N dopma).

Monywapvs GOMLWOrO MO3ra pasmeneHsl Hernybokoi 60p03noit; Mpu OTAENeHU

OZLHOV 0K BhisBNIEH 0BLLMiA Gonbluoii Xenyoyek 663 GOKOBbIX BETBEN.

- Pl ! i

puc. 8: Mukponpenapat rofoBHOr0 Mo3ra ymepuieit nauuentku J1., 2 mec,
C rononposaHiiedanued, cemunodapHas (opma. PauemosHas BeHo3Has
aHruoma B MArkux 060n04kax Mo3ra. Okpacka reMaToKCUMHOM 1 3031HOM,
x100.




Tom 9. Ne 2 2015

www.annaly-nevrologii.ru

Ha KT econ06H0e0 M032a BU3yanu3upyloTCsl BUCOUHBIE poOra
M YacTh 3a[HUX POrOB DOKOBBIX XeJIyI04YKOB MO3ra. [ooBHOM
MO3T pa3e/ieH MEXIIONYIIApHOIi LIEIbIO Ha JABE reMUChEpHI.

IMpn Makpockomuu TONOBHOTO MO3ra ymeplieil 60jbHo# JI.,
2 Mec, TBepaasi MO3roBasi 00oyiouka Oblia TJIaaKoM, OaecTs-
IIeil, ¢ pe3Ko MOJHOKPOBHBIMHU COCYIaMU M YCUIICHHEM CO-
CyaucToro pucyHka. [oJoBHOI MO3T yMEHbIIEH B pa3Mmepax,
pazzenuTeNnbHas 60po3na MeXXIy MONyIapusiMu Mesikast. Bay-
TPEHHIOIO MOBEPXHOCTh IOIYLIAPUI COCTABISAIOT HEOOIbIINE
rpynmsl u3BWIKH. [1pu pasneneHuu remucdep o6HapyxeH 00-
Uit xemynodek (puc. 7) 6e3 60KOBBIX pOroB ¢ OOHaXEHUEM
MOIKOPKOBBIX CTPYKTYp. DIIeHANMA XKelya0uKa TiaaKas, oje-
CTsIIast, ¢ BHIPaXKEHHBIM COCYIMCTBIM PUCYHKOM. BeliectBo
Mo3ra cnabo auddepeHurpoBaHo. Ilpu rucToIOrMYECKOM
HCCJIeIOBAaHIM TOJIOBHOTO MO3Ta B MSITKHMX MO3TOBBIX 000J10Y-
KaX BBISIBJICHbI 09aT¥ aHTMOMAT03a, TIPEICTaBISIONIIE TPYIIITBI
TOHKOCTEHHBIX KPOBEHOCHBIX COCYIOB B PHIXJION CTPOME, UTO
COOTBETCTBYET aHTMOMMCILIA3MM THIIA BEHO3HOI palieMO3HOI
aHTUOMBI (puc. 8).

B Hamem wuccnemoBaHWM TOJOMPO33HIEANs coyeTanach
¢ mukpouedameit (50%) n BeHTpukyaomeranueii (25%). Boi-
SIBJIEHO 3HAYUTENbHOE YUCIO COIMYTCTBYIOIIUX BPOXACHHBIX
TTOPOKOB — aHOMaJIMM JinieBoro ckeireta (100%), rumoruiasus
tumyca (75%), BpoXIeHHbIE TOPOKH Cepalia U MATUCTPATbHBIX
cocynoB (50%), rurnoruiasust HaamoueyHukoB (50%), Kpunrop-
xu3M (50%), HemosHast noOysIus erkux (25%), runorniasus
nouex (25%), ux coueTaHue.

Ocobennocmu Hegpoa02UMeCKUX HapyueHuil
npu KOPKOBbIX OUC2eHe3UAX U CONYMCMEYIOuUe AHOMAAUU
PA36UMUS BHYMPEHHUX 0P2AHOB

AHa3 pe3ynsTaToB MapoKCHU3MAaTbHBIX HEBPOJIOTHYESCKUX Ha-
PYILEHUIA TOKAa3aj, YTo Y yMepliuX mauueHToB ¢ K] Ha mep-
BOM TOJIy KM3HHM JOMUHKPOBaI cuHIpoM Becta (32%), pexe —
MUOKJIOHWYECKasl MUIeTicust MiaaneHyectsa (4%) v CUHAPOM
Oraxapa (4%). Cpenu yMepIIUX HaleHTOB CTApILIEro Bo3pacTa
ObLIM IMArHOCTMPOBAHBI Pa3IM4YHble (HOPMbI CUMIITOMATUYE-
CKOH (pOKaIbHOI SIMIETICHHU: IOOHO-BUCOUHAS — 24 %, BICOY-
Has — 20%, n1o6Has — 16%.

TseKecTh TeueHUS AMUICTICUM ONpeaesiiach BO3pacToM Ie0o-
Ta ¥ CTPYKTYPOI 3MMJIENTHIECKUX NpUCTynoB. B 94% Habmro-
NeHni MaHubecTalys SMUIeNTUYECKUX TIPUCTYIIOB B TPYIIIE
ymepiuux aeteii ¢ KJ/I 6b11a Ha IepBOM TOy XMU3HMU.

JIBuTaTeIbHBIE ¥ KOTHUTUBHBIE PACCTPOMCTBA Pa3IMYHOM CTe-
TICHM OTMEYAJTHCh Y BceX mareHToB ¢ KJI.

B GosbiHCTBE MyOIMKAIN, KaCAIONIMXCS KITMHUYECKOI Kap-
tiHBl KJI, ommcaHel B OCHOBHOM BHCIIHKE COIYTCTBYIOIIVE
AHOMAJTM Pa3BUTHS M TOJHKO B €IMHMYHBIX paOOTaX MPEACTaB-
JIEHBI BpOXIIEHHBIE TOPOKU Pa3BUTHsI BHYTPEHHUX OPTAHOB MPH
aHam3e ayTorcHii. JIJ1sl BOCIIOMHEHNUS JTAHHOTO TIpo0esIa HaMu
npoaHanusupoBaHo 50 ayrorcuii mamuentos ¢ KJI. Tonomnpo-
3sHIebhans ¥ nonumukporupust B 100%, a mukporedanus
B 62,5% ciyyaeB COYETAIUCh C AHOMATUSIMU PA3BUTUS BHY-
TPEHHMX OPraHoB, Yalle IPYTUX ¢ TOPOKaMU Pa3BUTUS CEpaLa
1 MarucTpaibHbIX cocynoB (32 ciyyas u3 50, 64%) (puc. 9).

K TspkensiM hopMaMul COTYTCTBYIOIIUX aHOMATMH Pa3BUTHUS
BHYTPEHHHUX OPTaHOB OTHOCSITCSI OTKPHBITHIN apTepHanbHBII
NPOTOK, MUKPOKapAys, KoapTalus OpIOLIHOM a0PThl U CTEHO3
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puc. 9: CTpykTypa CONYTCTBYIOLLYMX aHOMaMiA PA3BUTUS BHYTPEHHIX OPraHOB:

1 = NOpOKy PasBuTUS CEPALA W MarUCTPNIbHbIX COCYIOB; 2 — FMMOMA3NS THIMYCA;
3 = MONMKKCTO3 NOYEK; 4 — TUNonNasus HamM0YEUHINKOB; 5 — AHOMAIIMM KLLIEYHNKA,
6 — rvunonnasus ceneseHKki; 7 — HenoHast noByNALMS Nerkux.

ycTbst aopThl. [To naHHbM [LW. Jlaztoka (1991), Ha3BaHHBIE 1MO-
POKM pa3BUTHS cepalia ¢popMupyloTcs Ha 4—8 Hel OGepeMeH-
HOCTH, YTO HapylllaeT ONTMMAjbHbIe YCIOBUS JaIbHEHIIEro
pa3BUTUS MO3ra, B T.4. HelipobmacTHYI0 Murpauuio. Kpome
TOTO, TIOMOOHEIE COYETAHUS CIICAYeT YIUTHIBATh ITPU ITPOTHO3E
coCTOsTHMSI peOeHKa, 11eJIeCo00pa3HO MPOBECTU AOMOTHUTE b~
Hble 00C/IeNOBaHKS K HA3HAYMTh COOTBETCTBYIOLIYIO TEPATMIO.

Ha BTOpOM MecTe 110 4acToTe BCTPeYaeMOCTH COIYTCTBYIOLINX
AHOMaJil BHYTPCHHHUX OpPTaHOB ObITAa TWITOILIA3MS THMYca
(20 cnygaes u3 50, 40,0%), runoruia3ust KOpbl HAAMOYEYHUKOB
(15 cayyaes u3 50, 30,0%), runomiasus ceneseHku (10 ciayya-
e u3 50, 20,0%), KoTOpBIE, IO-BUIMMOMY, C(OPMUPOBATUCEH
BO BTOPOIi OJIOBMHE OEPEMEHHOCTH, a [0 TePaTOTEHHOMY IIe-
pHOYy COBIaaIM ¢ TUpHdUKALUE 1 YCIOKHEHHEM KOPKOBOIA
UTOAPXUTEKTOHUKH.

Ha TpetheM MecTe OKa3aauCh APYrHe BPOXIEHHBIE IIOPOKU
pa3BUTHS BHYTpeHHUX opraHoB (15 ciayyaes u3 50, 30%), cpe-
IM KOTOPHIX MPEBATMPOBaIM TUIOILIA3US U TOJIUKUCTO3 T10-
yeK, SMOpHOHAIbHAS IMYMOYHAsl TPhLKA, MUIOPOCTEHO3, He-
3aBEPILECHHbII TIOBOPOT KUIIIEYHMKA, TUIIOILIA3Us JIEBOIA 101U
nevyeHu. [TomoOHBIe OMCIIIA3MKM UMEIOT pa3IMIHble TepMUHA-
LMOHHBIE MEePUOAbl. Tak, MMIOIIACTUYECKAS WIM KUCTO3HAS
JIMCTIIA3Ms T0YeK BO3HUKAeT A0 37-ro AHSI SMOPUOHATBHOM
KM3HU, a IOPOKY pa3BUTHS KUIEYHUKA — Ha 3—5 Mec Oepe-
MEHHOCTH, COBIAAs 110 BPEMEHM C HAYaJIOM HEMpOoOIacTHOI
MUTpALIUN.

Ha yetBepToM MecTe — HenonHas gobynasus nerkux (10 cmy-
yaeB u3 50, 20,0%) B Buae HEIOPa3BUTUS OTAETbHBIX AOJIEH
W CeTMEHTOB JIN0O OTCYTCTBHE TPETHEI TOJIM B IIPABOM JIeT-
KOM, 4TO CHIXKaeT (GyHKIIMOHAIbHbIE BOZMOXHOCTH JbIXaTe/Ib-
Hout cuctemsl y aeteit ¢ KJI. ITo TepMUHALIMOHHOMY ITepHOLY
HapyIIeHUe JTOOYISIINY JISTKIX BO3HUKAET Ha 8 Hell recTallui,
YTO COOTBETCTBYET MEPUOAY HEMPOOIACTHON MUTPALIUY.

Tlpuvunot aemaavhoix ucxo0oe

BaxHbimu KJ'[I/IHI/IKO-MOI)(I)OJ'[OFI/I‘ICCKI/IMI/I aCIICKTaMu IIpO-
0J1eMbl K,Z[ y JETEN C AMWIENTUYECKUMU CUHIApPOMAaMHu U CUM-
NITOMaTUYECKOW SMWIETICUEN SABJSIOTCA MPOMOJIKUATETBHOCTD
XKM3HU U pacnpeacaeHUE JIETAJIbHBIX MCXOOOB IIO0 BO3pacTy.
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MakcuManbHbBI MUK JIETATbHOCTH ObUT 3a(UKCUpPOBAH Y
21 ymepurero pebenka (42,0%) Ha 1-2 romax xusHu. B aro
YKCIIO BOILIM Bce HaOMIOOEHUS TOMoNpo33Huedanuu, 3 u3 5
HaOJI0eHUIT TTOMMMUKpOrUpUd U 14 HabmoaeHui MUKpoLe-
(banmuu. Bropoit ik netanbHOCTH — 13 HabMIOAEHU — OTMe-
YeH Mpu MUKpoledanuu B mpoMexyTke 2,5—4,5 net. B nanb-
HelIeM JieTaTbHbIe UCXOMBI Y MAlMEHTOB ¢ MUKpoliedanueit
BBISIBJIEHBI B 1—2 ciydasix ¢ 5 1o 9 rofiel Ku3HU, 1 MUHUMATTb-
HBII MUK JIETATbHOCTU OTMeUeH B Bo3pacTe 13—14 net. Ycra-
HOBJICHO, YTO y 2 YMEpIIMX MAllMEHTOB MUKpOIIehatns code-
Taaxach C MOJIUMMKPOTUPUECH.

Mo2XHO 3aKJTIIOYUTb, YTO CMEPTHOCTSD naiueHToB ¢ KJI xapakre-
pU3yeTcsl TpeMs BO3paCTHLIMU MUKaMU: MaKCUMAaJIbHBIN — Tep-
BbI€ 3 Tofa XM3HU, CPeAHUI — 6—7 JIeT U BRICOKUit — 12—14 n1eT.

HemnocpenctBeHHON IPUYMHOM CMEPTH SBJISUIUCH: OPOHXO-
niHeBMOHUS (64,0%), ocTpble BUPYCHBIE PECIIMPATOPHbIE 3260-
JIEBaHUS, CETICUC U TIOTMOpraHHast HeTocTaTOYHOCTh (110 10,0%),
ocTanbHble TpUUMHBL — 6%. Kak M mpenmonaraioch, Hau-
MEHbIIIAs IPOIOJKUTENbHOCTD XU3HU 0Ka3alach y MallMEHTOB
¢ Haubosee TsxenbiMu dopmamu KJI (romonpo3sHuedanus)
M MaKCHMAJIbHBIM COMYTCTBYIOLIAM COMATUYECKUM «TPY30M»,
YTO MOIYEPKUBAET HEOOXOAUMOCTD UX PaHHEl AMATHOCTUKU U
KoppeKiuu. Yaiie Bcero B MaTonoro-aHaTOMUIECKHUX AUarHo-
3aX JOMUHKPYET IIHEBMOHMSI KaK CIEACTBUE HENOCTATOUHOCTH
MMMYHHBIX OPTaHOB M HE3PEIOCTH JIETOYHOM TKaHH, T.€. B UTO-
re CMepPTh HACTYITaeT OT OCTPOIi JIETOYHO-CEPASYHON HelocTa-
TOYHOCTH U TMIOKCHU MO3Ta. DTO IOATBEPXIEHO MPU HEIo-
CPEICTBEHHOM MOP(OIOrMYECKOM U3Y4EHUHU TOJOBHOTO MO3ra
y yMepiux naieHToB ¢ KJI.

HecmoTpss Ha TpymHOCTM pasrpaHUueHUs] MPHKU3HEHHBIX
1 aroHaJIbHBIX U3MEHEHNI HEPOHOB, MBI CKJIOHHBI OTHOCHTD
UX BaKyOJISIPHYIO JeTeHepaluio, BBIBISABIIYIOCS B MCCIENO-
BaHHBIX CJIyyasix, K MPKU3HEHHOMY COCTOSIHMIO. J[e10 B TOM,
YTO B Mpelaparax 0OHAPYXWBAINUCH MPU3HAKN XPOHMIECKOMH
TUTIOKCUM, MOPGhOJIOTMYECKUMU MapkepaMu KOTOPOil ClIy-
JKaT HEepeAKO BCTpeyalolIMecsl ouyaru KajablM(PUKALUK PSAOM
C TPaHYJIOBAKYOJISIPHOI IeTeHepannell HepOHOB WM B 30HE
MOTUOILIMX HEHPOHOB.

TakuM obpa3oM, yKa3zaHHbIe LiepeOpaibHble U3MEHEHUS M-
TBEPXIAIOT HAJIMUKME BbIPaXKEHHOW COMATUYECKON MaTOI0TUH,
cornpoBoxaatolleit oociaenoBaHHbie cyyaun KJI.

O0cyxnenue

B HacrodmieM McciegoBaHNK BBIPaXKEHHBIH Ae(UIAT MAacChI
TOJIOBHOTO MO3ra OOHapy:KeH Y BceX MallieHTOB ¢ MUKpoLeda-
Jveit, Torma Kak aus apyrux dopm KJI medunut Macchl Mo3ra
HE CTOJIb XapaKTepeH: IPH MOJUMHUKPOTUPUHU U TOJOMPO33H-
Hedanuy BhIBIEHA clabasi TEHACHLMS K CHIDKCHWIO Macchl
MO3ra.

Puc. 10 Har9aHO WUTIOCTPUPYET HEAOCTaTOUYHYIO MH(pOpMa-
THUBHOCTb IIMPOKO UCIIOIH3YEMOT0 B KIMHUYECKOM MPaKTHUKE
U3MEPEHUsI OKPYXKHOCTHU TOJIOBbI [UISI TMaTHOCTUKU MMKPOLIe-
(baymmy, 0cOOEHHO TIPY HAJTMYMU TaK HA3bIBACMOM «BHEITHEN»
ruppouedatn (CKOIUIeHNE N30BITOYHOTO KOMIMIECTBA JINKBO-
pa B cybapaxHOMIAIbHOM MPOCTPAHCTBE).

CooTBeTCTBYIOIIME TUCIPONOPLIUYI 00beMa MO3Ta U TMaMeTpa
YyeperHoil KopoOKM OTMEUEHBbI MTPU PEHTTEHOBCKOM UCCJIENO-
BaHMM Yepena, a TAaKKe P MPOBEICHUU IIPEHATAIbLHON Heli-
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puc. 10: Makponpenapar rofoBHoro
M03ra yMepluero Manbyuka A., B
Boapacte 1 roga 7 mec. Coueraxme
MvKkpouedanau M maxvrupuu,
AepuumT Macchl Mosra — 71,7%.

pocoHorpaduu. Tak, B panHux myonukauusax U. Chitkara et al.
(1987) pesynsTaThl peHaTadbHOU HelipocoHorpaduu y depe-
MEHHBIX XEHIIWH TOATBEPIMIN CIa0YI0 KOPPEIALUIo MEXIY
OumapreTaJbHBIM Pa3MepOM TOJIOBHI IIOAA (HMXE CPETHEro
pazmepa) 1 HaJIMYMEM TTOCTHATATBHON MUKPOTIE(haTUH.

Jlns nanpHeiei olueHK MopdoreHe3a MUKpoLedatnu Bax-
HO 3HaTb, C KAKUMU APYTMMU JUCIUIa3USMU KOPBI OHa COYe-
Taetcs. B aToM ciydyae Hanboee 0ObeKTUBHBIMU TPEACTaBIIS -
10TCs1 laHHbIe ayronicuu. OKazanock, uto y 25 u3 40 ayrorncuit
(62,5%) BhIsIBICHBI COYETAaHUE MUKPOLIC(ATNK C Pa3TUIHBIMU
BPOXIICHHBIMU TIOPOKAMU Pa3BUTHS TojioBHOTO Mo3sra. Cie-
JIOBaTeJIbHO, MUKpoIehanusi He SBISETCS M30JMPOBAHHBIM
MOPOKOM Pa3BUTHSI KODBI, M CYLIECTBEHHBI! BKJIal B CyMMap-
HOE CHIKEHME MacChl MO3Tra BHOCST aTpO(IIECKHe TIPOIIECCH
B JIPYyTUX ero otnenax. JlokazatenabHOIl TpeACTaBIsieTcs: KOH-
LETIKS O CTUMYJSIIIAKU aronTo3a HEHPOHOB B YCIOBUSIX U3-
ObITKa KJIETOK B TMpolecce HOpMabHON HelpoOaacTHOI
murpanuu. JlaHHash KOHLETIMs OOBSICHSET Hauuue y Je-
Tell M30JMPOBAHHON MUKpoIlehaany (B HallleM MaTepuaje —
37,5%) ¢ ayToCOMHO-PEIeCCUBHBIM TUIIOM HACJIETOBAaHMS, T.C.
nedeKTaMu TeX TeHOB, KOTOPhIE PETYIMPYIOT alloNTo3 UK UH-
TUOMPYIOT SKCTIpeccuio anonToTuyeckux reHos [30]. ITpu aTom
OOJBUIMHCTBO HAOMIONEHUI MUKpoOlLedaTuu COMpOBOXIACT-
Csl HapylIeHUSIMUA HENUpPOOIACTHON MUTPAIMU, YTO TIPUBOIUT
K COIYTCTBYIOLIMM aHOMAJIMSIM Pa3BUTUSI MO3Ta WU MUKPO-
nedaau B COCTaBe COYETAHHBIX BPOXKIECHHBIX MOPOKOB pa3-
BUTHS.

[lpn aHammse ayromcumil MAUMEHTOB C TOJIMMUKPOTHPUEH
U ToJIoNpo33HIledaIell pa3TuyHble liepedpaabHble AaHOMATUY
ObuK BhIsiBIEHB! B 100% ciiydaeB, BKITI0Yast BHyTPEHHIOKO T~
Ipoliehalinio, TUITOTLIA3MIO MPOIOJITOBATOTO MO3Ta U MO3XeY -
Ka v T.1.

Takum obpazom, KJI coueTarorcst ¢ BpoxXaAeHHBIMU TTOPOKaAMU
Pa3BUTHUST IPYTUX OTHEIOB TONOBHOTO MO3Ta, a OTUATHOCTUKA
TaK Ha3bIBAEMBIX M30JIMPOBAHHBIX ()OPM OCHOBBIBAETCS Ha J10-
MMHUPYIOIIMX MAaKPOCKOMMYECKHX MPU3HAKAX, YTO TOATBEPXK-
JIaeTCsl TP aHaIM3e ayTOTICUITHOTO MaTepuraa.

ITpu couetaHHoOi 1EepeOpalbHON MATOJIOTMU CYHIECTBYIOT
TPYIHOCTH IU(bepPEeHIINANTPHON TUATHOCTUKM JTOMUHHPYIO-
IIEro Mopoka pa3BUTHsI TosoBHOro Mo3ra. CJIOXeH aHaiu3
TUCTOJIOTMIECKOTO ITOCIIONHOTO CTPOCHUSI KOPBI YMEPIINX
MalMEeHTOB PAa3HOrO BO3pAcTa, YTO OOBSICHSAETCS PSIOM O00b-
eKTUBHBIX 00CTOSITENLCTB. Bo-MepBbIX, B MIadlIeM BO3pacTe
He BCETIa MOXHO Paclo3HATh BCE CIOM KOPBI OOJIBIINX ITOJTY-
MIApUil TOJOBHOTO MO3Ta, HAXOMUBIIMECS HAa Pa3HBIX CTAIUSIX
Pa3BUTHUS BIJIOTh 10 12—14 JeT U 3HAYUTENbHO pasiMyaro-
IIFecs 0 OTAeNaM KOphl. Bo-BTOPHIX, ayTOIICHY KOPBI TOJIOB-
HOTO MO3Ta B3SITHI 03 yyeTa CTaHIAPTHBIX MOJeil M 30H M Ha
Pa3HBIX CPOKaX 110C/Ie CMEPTU AETEM, UTO TIPUBOLUT K PA3HOMY
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00beMy TIOCMEPTHBIX U3MEHEHHU I roI0BHOTO Mo3ra. HecMoTps
HAa MEPEYNCIEHHbIE TPYIHOCTU, HaM YAAJIOCh BBISIBUTb OCHOB-
Hble BapMaHThl HAPYIIEHUs IIUTOAPXUTEKTOHUKM KOPbI 00JIb-
IIKMX TMOJyLUIapuii TOJOBHOTO MO3ra MpM pa3HbIX (opMax ee
muciria3uu. Kak ObL1o 1moka3aHo BBIIIE, IPU MUKpOLe(aIny,
MOJTUMUKPOTUPUU U TOJIONPO33HIehaInu npeobnafana auc-
KOOpAMHALIMS CI0€B KOPbI OOJIbLIKMX MOJYLIAPU, Yallle BCEro
B BMIIE OTCYTCTBUS MX mHddepeHInay, NCUe3HOBEHHS OJI-
HUX ¥ TpeobnafaHusl Opyrux KomroHeHToB. [Ipu stux wu3-
MEHEHMSX IIPOCTIEKUBACTCI YeTKas CBS3b MaKpOIATOJOTUH
M3BWIMH U CTPOCHUS IOIJIEXAIIell KOPHI, YTO OOYCIOBICHO,
BEPOSITHO, OOIIMMHU MeXaHU3MaMu MOp(oreHe3a Makpo- U MU-
KPOCKOMUYECKUX IKBUBAJIEHTOB AUCIUIA3UM KOPBI TOJOBHOTO
Moara. OOIINM CTPYKTYPHBIM IIPU3HAKOM BCeX Mopdoornye-
cku BepuduipoBaHHbiX BunoB KJI sBisercs pasHooOpasHas
KapTUHA Je30praHu3aluu 1 JaMMHALUK CJI0EB KOPbI, YTO OT-
MeJad U IpyTHe aBTophl [12] B OTHONIIEHUY MAXUTUPUH U T10-
JIMMUKPOTUPUU C BHISIBIECHUEM YeThIpeXCIOoMHON Kopbl. Harm
JaHHbIE TIOATBEPKAAIOT AHOMATLHOE CTPOEHUE KOPBI OOJIBLINX
MOJTYIIApHii TOJOBHOTO MO3Ta JaXe B TeX yJacTKax, KOTOPBIE
OBLIM B3SITHl Ha TUCTOJIOTUYECKOE UCCIIeN0BaHKE CIyYaiiHo.

K coxaneHuio, paxe cOBpeMEHHbIE MPUXM3HEHHBIE HEMPO-
BU3yaIM3allMOHHbBIE UCCIEIOBAHMUS B PsiIe CIydaeB He Bcerna
MOTYT BepubULMPOBATh PACTIPOCTPAHEHHOCTb CTPYKTYPHOTO
nedexTa Mo3roBoit TkaHu. B HameMm uccnenoBanuu y 20 nau-
eHToB ¢ KJI (40%) nMeno MecTo yacTMYHOE PacXoXIeHHe 3a-
KJTIOUMTENBHOTO KIMHMYECKOTO U TIaTOJI0r0-aHATOMUYECKOTO
JUarHo30B (He ObLIM pacro3HaHbl COMYTCTBYIOLINE Liepedpab-
HBIe aHOMAJTY PAa3BUTHS TOJIOBHOTO MO3Ta).
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Clinical and morphological analysis of cortical dysplasias accompanied by epileptic syndromes
and symptomatic epilepsy in children
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Clinical and morphological correlations in the group of corti-
cal dysplasias accompanied by the development of an epileptic
syndrome were performed based on 50 autopsies. The diagnosis
of microcephaly was confirmed in 40 patients who died; poly-
microgyria was detected in 6 cases; holoprosencephaly was de-
tected in 4 cases. Analysis of the consequences of paroxysmal
neurological disorders revealed that the West syndrome in the
first year of life dominated in 32% of died patients with corti-
cal dysplasias, myoclonic epilepsy of infancy in 4% of the cases,
and the Ohtahara syndrome in 4% of the cases. The severity of
epilepsy progression was determined by the onset age and the
structure of epileptic seizures. Motor and cognitive disorders of

varying severity were noted in all patients with cortical dysplasias.
Associated developmental anomalies of the internal organs were
found in 100% of the cases. Microcephaly was combined with
other congenital brain anomalies in 62.5% of the cases, while
polymicrogyria and holoprosencephaly in 100% of the cases.
A histological examination of the brain of dead patients with
microcephaly, polymicrogyria, and holoprosencephaly revealed
a number of common features, including a reduction in the num-
ber and density of neurons, abnormalities of the cortical cytoar-
chitecture, and the presence of large dysmorphic neurons. These
findings confirm the fact that these forms of pathology belong
to the group of cortical dysplasias.

KonTtakThbiit agpec: MunoBanoBa Onbra AHApeeBHa — IOKT. MeJl. HayK, mpod. Kad. HEBPOJIOTHHU AETCKOTO BO3pACTa, Bel. Hayy. COTP.
OpraHu3alOHHO-aHATMTUYECKOTO OT/e a YTIpaBaeH! sl OpraHu3aluy U KoopAnHaK HayuHol aesitenbHocty [BOY ITTO PMAIIO
Munsnpasa Poccnn. 125993, Mocksa, yi. bappukannas, 1. 2/1. Ten.: +7 (499) 254-79-51; e-mail: milovanova_olga@yahoo.com;

Kanununa JI.B. — mpod. xad. HEBpoOJOrMM, HEHPOXUPYPTUU M MEOULIMHCKON reHeTuku neauatp. ¢-ta ['BOY BIIO PHUMY

uM. H.W. TTuporosa MuH3znpasa Poccuu;

MunosanoB A.I1. — 3aB. 1a6. matonoruu penponaykruBHoi cuctembl ®TBHY «HUU Mopdonoruu yenosekas;

Karaconosa JI.I1. — 3aB. matonoro-anatomud. ota. [BY3 «JleTckast roponckas knuHudeckas 6onpHuIa uM. 3.A. banisgesoit JI3M»;

Tambuer U.E. — Bpau-HeBposor ncuxoHeBponoruy. ota. [bY3 «JleTckas roponckas kivHuueckas 6oabHULA M. 3.A. banuisgeBoi

I3M»;

buue-oon C.X. — Bpau-naronoroanarom ['bY3 «/leTckas roponckast KnimHudeckas oonbHuIa uM. 3.A. bauuisesoii [3M»;

Kack JI.H. — 3aB. maronoro-anatomud. ota. 'bY3 «Mopo3oBckas aeTckasi ropoacKas KirHuueckas oonbHuia I3 M».





