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OOKAABHAY KOPKOBAS AUCMNIAA3NS, TUM HIIA,
Y BOABHOIO C 3AAEPXKOW NCUXUYECKOTO PA3BUTUS
N SANMUAENTUHECKUM CUHAPOMOM

Pesrome. IIpedcmasaen cayuaii pokanvroll kopkosoii ducnaazuu, mun Illa (cunnokamnanvHwlil ckaepos ¢ ouceenuel
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CUHOPOM.

Panuonornyeckue HaydyHble TOCTUXKEHUS TTOCISTHUX
JIET PEBOJIIOLIMOHU3UPOBAIM HAIIIM TPEACTABICHMS O MPO-
MUCXOXIeHUU (DOKaIbHOM KopkoBoii nucruiazuu (PKI), ee
BUIAX W Tepaluy SMUWICTITUYeCKUX cMHAPoMoB. CoracHo
MHOTOUMCJIEHHBIM UCCETOBaHMSIM, HAau0oJIee YaCThIM MTPO-
spneHreM @K/ sBisieTcst anMuaenTUIecKnii CUHIPOM, BO3-
HUKAaIOIIMI KaK y AeTell, TaK 1 'y B3pociibix. C Hallleil TOuKu
3peHMs, SMUIENTUUYECKOMY CUHApoMy Y neTeii pu PKJI
OUYEHb YaCTO COMYTCTBYET CUHAPOM 3a/I€P3KKH ITICUXUIECKOTO
Pa3BUTHS UM KOTHUTUBHBIX paccTpoiicTB. bosee Toro, ot-
MEUYEHO, YTO 3aIePKKa MICUXUUECKOTO Pa3BUTHSI TOMUHUPYET
npu onpeaeiaecHHbIX TUNax GKJI. OHa nposBisieTcsl mocie
POXIEHUS U B TeUEHHE KaKOTO-TO TIepruoa BpEMEHU SIBJIsI-
€TCsl eTMHCTBEHHBIM CUHIIPOMOM, @ 3aTeM MOTYT MOSIBUTBCSI
aMUNpUCTYTbl. OMHAKO HA TAKOM KIMHUYECKUI aCTeKT, Kak
3a7epXKKa TMCUXUYECKOTO Pa3BUTHUSI MM KOTHUTUBHBIE pac-
CTPOMCTBA, KIIMHULIMCTBI HE OUeHb 00palllaloT BHUMaHMeE.

doxkanbHasi KOPKOBasi IMCILIa3Ksl BIIepBble ObLia MojI-
pobHo onucana Taylor et al. (1971). Beuto coobieHo o 10
MalyeHTax ¢ MeTMKaMEeHTO3HOM Pe3MCTEeHTHOCTbIO ATUJIeTI-
CHHU, KOTOPBIM ObLIa TPOM3BEIeHA XUPYPruuecKast pe3eKiust
(Taylor et al., 1971). Mukpockonuyeckue Uccaea0BaHus
MoKa3aJu CBOeoOpa3Hble aHaTOMUYECKUEe U3MEeHEHUsI (e
30praHu3alllio) KOpbl FOJJOBHOTO MO3ra, BKJIt0Uasi 00JIbIIe
«ITPUYYJIMBbIE» HEUPOHBI. Y MOJOBUHBI MALIMEHTOB ObLTN
00OHapyKeHbI «0alTIoHo00pa3Hbie» KieTku (balloon cells).
C tex nop TepmuH «DKJI» IMPOKO UCITONB3YETCS ISl Xa-
PaKTEPUCTUKU OOJIBIIOTO CIIEKTPa MaTOJOTMYECKMX 0YaroB
B KOpe TOJIOBHOTO MO3ra, BKJIIoYasl IMcIaMUHaLIMIo, Hapy-
LIEHUE ITUTOAPXUTEKTOHUKN U U3MEHEHMSI B TTOJIIeKaIIeM
6estom BetiectBe (Palmini et al., 2004).

OK]JI oT™MeuatoTCsl B pa3IMUHBIX OTAEIaX KOPbl TOJIOBHO-
ro mosra. OHM UMeEIOT Pa3HbIil pa3Mep U MECTOTIOOXEHUE
U pa3nnuHyto apxutrekroHuky. Hanpumep, ®KJI tuna I1
yaiiie BcTpevyaeTcs B J0OHbIX oonacTsax. Ecnu obnacte @KL
HeOOJIbIIAs, Y MALIMEHTOB HET CUMITTOMOB TSIKEJIOTO HEBPO-
JIOTM4ecKoro AedunTa, a OCHOBHBIM KIMHUYECKUM TTPO-
SIBJICHUEM SIBJISIETCS AMUIENTUYECKUIA cuHApoM. [1punanku
MOTYT HaYaThCsl B JIIOOOM BO3pacTe (Kak MpaBuiio, B pAaHHEM
NIETCTBE) M 00J1aal0T BBIPAXKEHHOMN PE3UCTEHTHOCTHIO K
AHTUKOHBYJIbCAaHTaM. Bua sanuiencuu 3aBUCUT OT MecTa
pacnionoxeHust @KJI u ee Tuno. B wactHoctu, npu [ u 11
TUIIE TUCTUIA3UM, KaK MTPaBUIIO, CIIOHTaHHASI 2JIeKTpUiecKast
AKTUBHOCTb 00Jiee BBICOKASI M 3aXBAThIBAET APYTUe yYaCTKU
MO3ra. DTo B [TOCJIEAYIOIEM MPOSIBISIETCS] HAPYLIEHUEM M0-
BeIEHUS, 0COOEHHO Y TeX, Y KOTO SMUTMPUCTYITbI MOSIBUIUCH
B PaHHEM BO3pacTe, 0COOEHHO HEeOJIArONMpUSITHBIM, €CIIU
OKJI nokanusyeTcsi B BUCOUHOI 00acTH.

[Tpu rucrosornyeckom uccienoBaHuu oyaros OKJI
00HaAPYKMBAIOT: «0aNIOHO00pa3HbIe» KISTKU (MU KJIETKH,
HaroMWHAIIMe BO3MYIIHBIN 11ap), HEHPOHBI OOIBIINX
pa3sMepoB, TeTePOTONUOHBI, YUaCTKU MOJUMUKPOTUPUU,
HEMPOHBI B MOJIEKYJISIDHOM CJI0€, TeTePOTONMUYECKUe Hell-
POHBI 6€JI0TO BellleCTBa, KOPTUKAIbHYIO 1€30praHU3alIMIo.
Ho nposeneHue aToro nccaeqoBaHus B MPAKTUYECKO f1es-
TeJIbHOCTHU Bpaya BecbMa 3aTpyaHeHo. [ToaToMy BO MHOTHX
CJIyyasix SMUJIeNTOreHHbIE OYaru AMarHoCTUPYIOTCS TOJIbKO
C TIOMOIIIbI0 MATHUTHO-pe30HaHCHOI ToMorpacduun (MPT)
(Barkovich et al., 2005).

CylIecTBYIOT 0CTaTOYHO YeTKHE U YyBCTBUTEIbHbIE
BU3yaJIU3alIMOHHbIE MapKephl, IO KOTOPbIM MOXHO Ha-
nexHo paznndarb noarunsl @KJI. HefipoBusyanuzaion-
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Hble xapakTtepucTuku (Mapkepbl) DK/ sBasitoTCS OUeHb
BaXXHbIM KOMITOHEHTOM KJIMHMYecKoii oueHku (Barkovich
et al., 2005; Colombo et al., 2009; Lerner et al., 2009). Ta-
KUMU MapKepaMu MOTYT ObITb YBeJIMUEHUE TOJIIMHBI KOPBI,
pa3MBbITbIe TPaHUIILI CEPO-0eoro BelecTBa, PoKaaibHOE
ycuJieHue curHasa Ha T2-B3BeLIEHHBIX U300pakeHUsIX,
paaraaIbHO-OPUEHTUPOBAHHBIC WJIM KOHYCHBIC TpaHCMaH-
TUIHbBIE TTOJIOCHI T2-TUMEepUHTEHCUBHOCTH, YIaCTKU «pa3-
PSKEHHOI» KOPBI, JIOKATbHbIE Y4aCTKU aTpohK MO3Ta U JIp.

B TeueHue nociaenHux 15 jgeT ObUIO0 MPEIOXKEHO MHOTO
pa3Hbix Kiaccupukanmii @KJI.

MexmyHaponHas rpynma uccienosateneii ILAE nipencra-
Buia npoekT Kiaccudukaimu OKJI, B KoTopoii paH:KrpoBaHa
9JIEKTPOKIIMHUYECKAsI XapaKTePUCTUKA pasinuHbIX B1a1oB DK/I.
B kiaccuguKkaimio BKIIOYEH JTOCTaTOYHO IIMPOKUI CIIEKTP
TMCTOMNATOIOTMYECKMX M3MEHEHU TIPY TaHHOM MaTOJIOTUH.

B npoekTe knaccudpukauuu rpynma uciegonateneit ILAE
npemaaraeT TpexypoBHeByto cuctemy OKJI. K @K, tum I,
OTHOCSITCSI N30 IMPOBAHHBIE OYaru, B KOTOPBIX IPUCYTCTBYIOT
panuanbHbie (OK/I Tnna la) nim TaHreHIIMAIBHO PacIioyo-
xxeHHble (PKJI Tuna Ib) nuciamMmuHaumum B HEOKOpPTEKCeE,
MMKPOCKOITMYECKH BBISIBJICHHbBIE B OTHOM MJIM HECKOJIBKUX
cnosix kopbl. K/, Tumn 11, saBiisieTcst U30JMPOBAaHHBIM JUC-
JIAMUHAIIMOHHBIM PACCTPONCTBOM y4acTKa KOPbI TOJIOBHOTO
Mo3ra 0e3 «0alJTIoHO0Opa3HbIX» KiieTok (Tur I1a) unm ¢ «oa-
JIoHOOOpa3HbIMU» KileTkaMmu (balloon cells) (tur I1b).

OCHOBHBIM HOBIIECTBOM TPEUIOKEHHOM Kiiaccuu-
kauuu sipnsietcst BBeneHne MK tuma I11. TTpu atoit K],
y OOJILHOTO BCeraa MMeeTCsl TUIIOKaMMNalIbHbINA CKIepo3
(I'C) B pasnmuunbix coyetanusx: ®KJI, tum [1la, — I'C B
COYETAaHWU C HapylIeHWeM JIAMUHAIIUM KOPbI TOJOBHOTO
Mo3ra B BucouHoii oomacti; @K1, tum I11b, — I'C B co-
YETaHWU C DITUJIETICUSI-ACCOLIMMPOBAHHBIMU ITTUATbHBIMU U
roHeripoHanbHbIMK ortyxossiMir; K/, tum [1lc, — I'C B
COYETaHUHU C COCYAUCTOM MaTbhopmarmeit; nuarao3 OKJI,
i [11d, MoxeT ObITh MocTaBiieH nipu Hanuuuu ['C B coue-
TaHWHU C AMWJICNITOTCHHBIM TTOPaKeHUEM, TTPUOOPETEHHBIM
B paHHM MepUO XKU3HU (TpaBMaTUUECKUE TTOBPEXKICHMSI,
WIIeMUYECKUE TTIOBPEXIECHUS WY SHIIeDannT).

DTa TpexypoBHeBasi cucTeMa KjacCu(dUKaluu CTaHeT
BaxKHOI OCHOBO JUIST OLIEHKY PaaOI0THIECKIX N300paske-
HU, 3JIEKTPOKJIMHUYECKUX JaHHBIX, KOHTPOJIS IPUCTYTIOB
MocJie XUPYPruyecKoro JeUYeHusl, a TakxkKe I U3ydeHuUst
MOJIEKYJISIpHOTO TTatoMexaHu3ma mpu OKJI.

C Haileil TOYKM 3peHusi, HauboJiee y3HaBaeMbIM TpU
nposenennn MPT sasnsiercs @K/, tun I1la, Tak Kak siB-
JICHUSI TUTIIOKAMMAaJIbHOTO CKJIEpO3a BU3YaJU3UPYIOTCS
Ha pyTMHHBIX T2-B3BelIeHHBIX U300paxeHusix. [ucroo-
rudecku ipu @KJI, tum I1la, B Kope BUCOYHOI 06JaCTH
00HapYXMBAIOT U3MEHEHUSI apXUTEKTOHUKU KOPbI B BUIE
MUcaMUHAIUU (OTCYTCTBUE 2-TO U 4-TO CJTOST KJIETOK) WU
IIUTOAPXUTEKTOHUKM (CTPOCHUSI caMOil KJIIETKW) B BUJE
runepTpoGuu 5-ro BHEIIHETO CJIOsI KJIETOK, HEU3MEHHO
COTIPOBOXAAIOIIMECS TUIITOKAMMAJIbHBIM CKJIEPO30M.
Dtuonorusa u matoreHe3d ®KJI tuma Illa 1o KoHIa He
orpesieJieHbl. ABTOPBI KilacCU(PUKAIIMU CUUTAIOT, YTO TUII-

PucyHok 1. MPT 6onbHoro K., 7 mec. lNMpu3Haku
ABYCTOPOHHEeV runonaa3uy runnokamna,
rurnonia3vsi BUCOYHbIX foseii 60/bLUe creBa,
HeYeTKOCTb rpaHuLbl MeXXay cepbiM v 6esbiM
BeLeCcTBOM MO3ra B 061aCTy BUCOYHbIX AOJIeH
Cc 06enx CTOpoH

TOKaMITaJIbHBIN CKJIEPO3 U KOPKOBbIE TUCTUIA3UU SIBJISTIOTCS
oTaenbHBIM BapranToM OKJI.

[TpuBoaMM TIpUMEp HEOOBIYHOTO Cliyyasi — JABYCTO-
ponHero pacnoyioxxenus K/, tun I1la. Pebenok K., 7
Mecs1IeB, HAXOIWJICS B HEBPOJOTUYECKOM OTAEJEHUU 00-
JIACTHOM NETCKOM KJIMHMYECKOU OOJILHUILIBI T. JloHelKa.
[pu nocTyrieHnK KanoObl pOIUTENEi HAa YaCThIe TTPUCTYTIbI
B BUIE ITPOMNYILCUI B TeUeHMEe THS (110 5—7 cepuii B CyTKH),
3a/1ePXKKY pPa3BUTHUS.

Anamnesis morbi. C TIepBbIX MECSILIEB XKU3HU OTCTAeT B
TMICUXUYECKOM pa3BUTHU. B Bo3pacTe 4 mecs1ieB MOSIBUIUCH
penKue MPUCTYITbl MUOKJIOHUI B BUIE MIPOITYJIbCUI, KOTO-
pble POANTENN HE PACLEHUBAIN KaK CyJOpPOTHU.

Anamnesis vitae. Poguncs ot 1-11 6epeMeHHOCTH, TIPOTe-
KaBIIIei C TOKCMKO30M 1 YTPO30ii CpbIBa B TIEPBO ITOJIOBUHE.
Ponwt nocpounbie B 37 Henes b yTeM 9KCTPEHHOTO KecapeBa
ceyeHus1. Macca tena mipu poxkaeHnr — 2500 . [Tocie poxae-
HUSI peOEHKY MTPOBOIMIMCH PeaHNMALIMOHHbIE MEPOTIPUSITHSI.

B HeBposoruyeckomM cratyce: B3MISA He (DUKCUPYET,
HEe CJIeIUT, Ha UMS HE pearupyet, K UTPYIIKe He TSHETC,
MaTh HE 3HaeT, He CUAUT. Boinpsamisionine pediekcsl ¢
TYJIOBHMILIA HA TOJIOBY U C TOJOBBI Ha TyJOBUIllE cHOPMU-
poBaHbl. OTMEYaeTCsl aCUMMETPUST HOCOTYOHBIX CKJIAIOK,
MBIILIEYHBI TOHYC COOTBETCTBYET Bo3pacTy. CyXOXWIbHO-
reprocTaibHble pedieKchl XKrBbIe, paBHbI. Ha koxe jieBoro
Oempa axpoMaTUYECKMIT HEBYC (3aKJII0YSHME IepMAaTOoJIOra).
B obGnacTu Komunka — IepMOUIHBIC CUHYCHI.

JlaHHbIE TOTIOJIHUTEILHOTO 00CIIeI0BAHNS:

1. AHanu3bl KpoBU, MouH (0011I1€e), OMINPYyONH, Kalb-
uii, pocdop — 6e3 MaToJOrnIecKX MU3MEHEHMI.

2. OKI: BepTuKaibHas 21eKTpUUeCcKasi ITO3ULIMS Cepala.
CunycoBast TaxukKapausi.
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3. OxoKI: nonosHUTeIbHAsI XOpAa B IEBOM XKeIyI0uKe.

4. 3akJI0ueHue OCMOTpa OKYJIMCTA: TUCKU 3PUTETbHbBIX
HEPBOB OJIeTHEBIE.

5. DBTI: Ha oHe BhIPAXKEHHBIX HeCTTeLIM(DUIESCKUX TUd-
(by3HBIX U3BMEHEHU OM02JIeKTpUUECKOl aKTUBHOCTU MO3Tra
He3aBHCUMO JIPYT OT JAPYra PerucTpUPYIOTCS YacTble MUKU
HaJl 3aAHMMU OTAETaMU 000UX MOJYIIAPUIl C MAKCUMYMOM
B 3aTbUIOYHBIX M 33IHEBUCOYHbBIX OTBEIEHUSIX C BApHUadeib-
HBIM pacipocTpaHeHueM Kiiepeau. Pa3psiabl yaiie v 60s1bI1e
10 aMIUIUTYJIE CITpaBa.

6. Y3U opraHoB OpIOLIHOM MOJIOCTH: MPU3HAKUA yMe-
PEHHO BbIpaXKeHHOI rermaToMeraauu.

7. Y3U opraHoB 3a0pIOLIMHHOIO ITPOCTPAHCTBA U TUMY-
ca: 6e3 MaToJOrnYecKux MU3BMEHEHUI.

8. MPT royjioBHOro Mo3ra: npu3HaKu JIBYCTOPOHHEI
TUTOTUIa3MK TUIIMOKaMIa, TUMOIJIa3usl BUCOUHBIX A0Jei
0oJiblIle clieBa, HEUETKOCTb IPaHUIIbl MEXIY CepbIM U Oe-
JIBIM BE11IeCTBOM MO3ra B 001aCTH BUCOYHBIX 0JIel C 00enx
cropoH (PKJI, Tun I11a) (puc. 1).

9. Kapuorur, TOHKOC/I0Hast XxpomaTtorpadusi KpoBU 1
MOYM — 0e3 MaToJOruH.

10. TTLLP xkpoBu: IHK Bupyco Bmiureitna — bapp, rep-
rreca 1, 2 1 6-T0 THIIOB, IIMTOMETAIOBUPYCa HE OOHAPYKEHBI.

Lllectosa O.[1., €styLueHko C.K.,

CasyeHko O.0., OMenbsHEHKO A.A.

AOHELbKK HALIOHOABHUA MEANYHWU YHIBEpCUTET
iM. M. Fopbkoro

OBAQCHQ AUTSIHA KAIHIHHQ AIKQPHST, M. AOHELbK

®OKAAbHA KOPKOBA AUCMAASIS, TUM LA,
Y XBOPOTO i3 3ATPUMKOIO NCUXIYHOTO PO3BUTKY
i ENIAENTUYHUM CUHAPOMOM

Pesiome. [peacraBiennii BUMAA0K y HEMOBISITH 3 (POKATBHOIO
KOpKoBoIo auctiasieto, Tui I1la (rimokamMmnanbHUit CKIIepo3 i3 muc-
TeHi€I0 CKPOHEBOI KOPU TOJIOBHOTO MO3KY), 3 000X cTopiH. [Tepimm
CHUMIITOMOM 3aXBOPIOBaHHSI OyJia 3aTpUMKa MCUXIYHOTO PO3BUTKY,
TMi3Hillle MPUENHATMCH eTIENTUYHI Hamau.

KuiouoBi ciioBa: nitu, hokanibHa KOpKOBa AUCILIA3is, ICUXOMOB-
JICHHEBOMOTOPHA 3aTPUMKa, ETMICITUIHUI CUHIPOM.

JleyeHue HayaTo ¢ HazHAYEHUsT cUpoOMa AEMakuH IO
75 Mr 2 paza B JieHb. 3aTeM BBUJY COXpPaHEHMSI 4aCTOThI
MPOMYJIbCUii MpUCOeNHEeH B/B nekcameTa3oH 4 mr. [Tocre
TPEXpPa3oBOTo BBECHUSI MPUCTYTIbI CTAIM pexe. 3aTeM 100a-
BWIM BUradbarpuH 1o 250 Mr 1Ba pa3za B ieHb (70 Mr/Kr/cyT)
MOCTOSTHHO.

B otneneHuu coctosiHre pedbeHKa CTadUIn3MpoOBaIoCh,
MPUCTYIbI KyNMUpoBaHbl. PEOEHOK BhIMUCaH 1o Habtone-
HME HEBPOJIOTOM I10 MECTY KUTEIbCTBA.

Takum 00pazoM, cOrjacHO MPEeAJIOKEHHON Kiaccudu-
KalllK, Mbl HAOJIIOIAIM CTydaili HEOOBIYHOTO IBYCTOPOHHE-
ro Bapuanta ®K]JI, tun Illa, yTo nposiBUIOCH TSKEJIBIMU
KJIWMHUYECKUMU CUHAPOMaMU: TpyOoil 3a1epKKOM MCH-
XOMOTOPHOT'O PAa3BUTHSI C POXKICHUS U TPUCOCIUHEHUEM
PE3UCTEHTHBIX SMUJICTITUYECKUX TTPUCTYIIOB MO TUITY TTPO-
nyJjbcuii. HazHaueHne KOPpTUKOCTEPOUIOB U BUTabaTpruHa
ObLIO ameKBaTHBIM. JIaHHBIN ciIydaii SIBJSIETCS IPUMEPOM
HayaJbHOTO Ha3HAYEHUS TIPErapaToB U3 MEXIyHAapPOIHbBIX
MPOTOKOJIOB BO M30exkaHue (hOpMUPOBAHUST PE3UCTEHTHOCTH
K TIPOTUBOSIWJIETITUYECKUM TIperapaTtaM B JaJIbHEHIIIeM.

Crnicok nntepartypsbl
HaxoauTcs B peaakuuy.
Iloayueno 15.07.12 0

Shestova E.P., Yevtushenko S.K.,

Savchenko Ye.A., Omelyanenko A.A.

Donetsk National Medical University

named after M. Gorky

Regional Children’s Clinical Hospital, Donetsk, Ukraine

FOCAL CORTICAL DYSPLASIA, TYPE llIA,
IN A PATIENT WITH MENTAL RETARDATION
AND EPILEPTIC SYNDROME

Summary. There is presented a clinical case of focal corti-
cal dysplasia, type Illa (hippocampal sclerosis with dysgenia
of temporal cortex), on both sides in a baby. The first symptom
of the disease was mental retardation, later epileptic seizures
added.

Key words: children, focal cortical dysplasia, psychoverbal and
motor retardation, epileptic syndrome.
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