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dokanbHan KOPTUKaJIbHAA ANCINJ1a3nNA:
2BOJTIOUNA KJ'IaCCI/I(I)I/IKaLI,I/IOHHbIX cncTem

Focal Cortical Dysplasia: Evolution of Classification Systems

Peslome

DokanbHasa KopTuKanbHaa gucnnasva (DKL) sasnaeTca Havbonee YacToll MPUYMHON pa3Bu-
™A papmMakopesncTeHTHOW snunencuu. Mo aaHHbiM |. Blumcke n coasT., Ha gonto OKJ npuxoanT-
ca 14,1% cnyyaeB cpefy BCex onepupoBaHHbIX C anunencuein. Bnepeblie Hannune aHOMasnbHbIX
ANCMOPHBIX HEMNPOHOB B KOPE rofIoBHOro mosra 6110 onvcaHo L.D. Crome B 1957 1. Mo3gHee,
B 1971 r,, Taylor D.C. onvncan, noMUMo ANCMOPGHbIX HEMPOHOB, FMraHTCKKeE (B TOM yucne «ban-
JIOHHbIE») HENPOHbI, MOCNe Yero BMnepBble Hayan ynoTpebnaTbca TepMUH «doKanbHaa KopTu-
KanbHasA aucnnasus». B 2004 r. Palmini et al. pazpaboTtanu Knaccmoukaumio, CornacHo KoTopoi
aHOMasy CTPOEHUSI KOPbI FOJTOBHOMO MO3ra Obinu pasfeneHbl Ha Mmasble Manbpopmaunu n OKJ.
Mo mepe HakonneHna aaHHbIX B 2011 1. ¢ Lenibio NnaToMopdonornyeckoro pasgeneHvsa noaTMnos
OKI, umetowmx pasnnyHble KNMHUYECKUe, snekTposHuedanorpaduyeckme, pagnonornyeckme,
MONEKYNAPHO-TeHeTNYeCKne XapakTepucTnKn 1 NporHos, MexgyHapogHaa npoTnBoanuienTu-
yeckas nura ony6sMKoBasa CBOV NepBblii MeXAYHaPOLHbIN KOHCEHCYC Mo KnaccuduKkaumm OKL.
CornacHo flaHHOMy KoHceHcycy Bce QK[ 6binm pa3geneHsl Ha 3 Tvna: usonuposaHHble (DKM Tu-
na | m OKA tvina ll) n gucnnasmm, accounmnpoBaHHble C MHOW CTPYKTYPHOWM natonormeri Mosra
(®KA Tmna lll). B 2018 r. amepukaHckuii mopdonor .M. Najm 1 coaBT. nogbiToxunu 6onee yem
740 neyaTHbIX PaboT, BbINMOMHEHHbIX HAa OCHOBE Knaccudukaumm ®KL 2011 r. CaenaHbl BbIBOADI, YTO
K 2018 . 6bInM NONTyYeHbl HOBblE MONEKYNAPHO-TreHeTuYeckre xapaktepuctukn OKA Il trna, Bknto-
Yyan MHOXeCTBeHHble MyTaLun B reHax mTOR-NyTH, yTOUHEH KNUHNKO-ANArHOCTUYeCKMn peHoTun
1 ncxop xupyprudeckoro nevennsa gna OKA Il Tuna (ocoberHo [1B). BmecTe ¢ Tem no-npexHemy oT-
CYTCTBYIOT MCUYeprbIBaloLiyie OnmncaHnsa KINMHNYECKUX GeHOTUMOB, AaHHbIX HEMPOBM3yanm3aumum
1 cneuynduryeckme MoneKkynapHo-reHeTnyeckme bromapkepsl ana OKJ | Tvna, a nybnukaumu, no-
ceAweHHble QK Il Tuna, agnatotca pegkumu. MNocnegHue roapl akTMBHO BeAYTCA UCCIef0BaHNA
B OTHOLLEHMM reHeTnYeckmnx buomapkepos OKJ. PesynbraTbl MccnegoBaHUn NPOAEMOHCTPUPO-
Banu, yto ®KJ | Tna / manble manbdpopmarmm kopkosoro passutusa n OK Il Tuna / remumeran-
sHUedanua NMeloT PasNNyHyIo reHeTuYecKyto ocHoBy. OXmpaaeTcsa, UTo cnepytolan Knaccndrka-
uuns OKl 6ynet nocTpoeHa Ha OCHOBE MOJIEKYNAPHO-TEHETUYECKON XapaKTepPUCTMKM KOPKOBBIX
avcnnasun.

KnioueBble cnoBa: pokanbHasa KopTuKanbHaa AUCnnasus, snunencus, Knaccudukauum, Moneky-
NAPHO-TeHeTNYeCcKan XxapakTepucTmka.
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MpobnemHas cTaTha

Abstract

Focal cortical dysplasia (FCD) is the most common cause of drug-resistant epilepsy. According to
I. Blumcke et al., among all those operated on for epilepsy, 14.1% of cases are FCD. The presence
of abnormal dysmorphic neurons in the cerebral cortex was first described by L.D. Crome in 1957.
Later in 1971, Taylor D.C. described (in addition to dysmorphic neurons) the giant (including
“balloon”) neurons, after which the term “focal cortical dysplasia” was first used. In 2004, Palmini et
al. developed the classification, according to which the anomalies in the structure of the cerebral
cortex were divided into minor malformations and FCD. In 2011, the International League Against
Epilepsy published its first international consensus on the classification of FCD. According to this
consensus, all FCD were divided into 3 types: isolated (FCD type | and FCD type Il) and dysplasia
associated with other structural brain pathology (FCD type lll). In 2018, the American morphologist
I.M. Najm et al. summarized more than 740 publications completed since 2011. It was concluded that
by 2018, new molecular genetic characteristics of the FCD type I, including multiple mutations in
the genes of the mTOR pathway, were obtained, the clinical diagnostic phenotype and the outcome
of surgical treatment for FCD type Il (especially 11B) were clarified. At the same time, there are still
no comprehensive descriptions of clinical phenotypes, neuroimaging data, and specific molecular
genetic biomarkers for the FCD type |, and publications devoted to FCD type Il are rare. In recent
years, the research has been actively carried out on the genetic biomarkers of FCD. The results of the
studies demonstrated that FCD type | / minor malformations of cortical development and FCD type
Il / hemimegalencephaly have a different genetic basis. It is expected that the next classification of
FCD will be based on the molecular genetic characteristics of cortical dysplasia.

Keywords: focal cortical dysplasia, epilepsy, classification, molecular genetic features.

B uncne manbdopmaLmin pa3BUTUA KOPbI FONOBHOTO Mo3ra ¢oKanbHasA
KopTuKkanbHasa aucrnasua (OK[) senseTcAa Hambonee yactol NMPUYUHON
pa3suTtua dapmakopesncTeHTHo anunencum (OP3) [1, 2]. Mo AaHHbIM
I. Blumcke un coasr,, Ha gonio OKl npuxogutca 14,1% cnyuyaeB cpefm Bcex
onepupoBaHHbIX ¢ anunencuen [1]. Hapagy ¢ anunentnyeckummn npuctyna-
MW, NaLMeHTbl C faHHbIM MOPOKOM Pa3BUTKA MOTYT UMETb HapyLUeHWe Ncu-
XOpeyeBoro pasBUTKA, PaCcCTPONCTBO ayTUCTUYECKOrO CNeKTpa, ABUraTesib-
Hble HapyweHuA [1, 3].

OunarHo3 OKI MOXHO 3anofo3puTb MO COBOKYMHOCTU KAUHUYECKKX,
3NeKTPOo3HUedpanorpadpunUeckmx n pagnonornyecknx AaHHbIX, O4HAKO OKOH-
yaTenbHas BeprdUKaLma OCyLLeCTBAAETCA TONbKO MNOCSIE FTMCTONOMMYECKOro
nccnenoBaHua. Hanuuve efnHoi mexayHapoaHon natoMopdonormyeckon
Knaccudurkaumm no3BonsaeT Uyyatb CBA3b NEKTPOKNNHUYECKNX, PafNono-
rMYECKNX, FTEHETUYECKNX XapaKTePUCTUK 1 FTMCTONOMMYECKNX JaHHbIX, NPO-
rHO3UPOBATb MCXOA XUPYPrMYECKOro NeYeHus.

B pmaHHol paboTe npeacTaBneHa 3BOMOUMA KNACCUPUKALMOHHBIX CU-
ctem OKJ, a Takke MHeHWe BefyLMX SKCNepTOB B OTHOLLUEHUW AeCTBYO-
e KnaccuoukaLmm n NepcrneKkTBbl ee pasBUTUA.

B HopMe Kopa rofloBHOro Mo3ra YesioBeKa MMEET TOMLLUHY OKONO 3-4 MM,
cogepXut fo 28x10° HEeMPOHOB 1 aHaIOrMYHOE KOJIMYECTBO INMASbHbIX
KneToK [4]. HelipoHbl B KOpe Mo3ra npefcTaB/ieHbl TPeMaA Tvnamu: nupamua-
Hble (85% Bcex HEPOHOB), 3Be3auaTble (BO30YyxAatoLLme KNeTku) 1 TopmMo3-
Hble (Heckonbko BMAOB). OHN OpraHM3oBaHbl B 6 FOPM3OHTasIbHbBIX CII0EB
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N pagunanbHO B KOPTUKasibHble MUHU-CTONOLbI C PbIXSIbIM PACMONOXKeHNEM

KneTok. Kax bl Fopu3oHTaNbHbIN CNOW XapakTepu3yeTtca npeobnagaHmem

KaKoro-n1mbo oiHOro Buaa KneTok [5]:

= | - MONEKYNAPHbIN CIO — HENPOHOB OYeHb Masio; 3TO B OCHOBHOM He-
6onblune Mo pasmepy TOPMO3Hble KneTkn. OCHOBHOe cofeprmoe

C/10A — HEPBHbIe BOMIOKHA OT HIXKeNexallmx KeToK, KoTopble nayT na-

pannenbHO NOBEPXHOCTH, T. €. TAaHFeHUMANbHO. DTW BOJTIOKHA CBA3bIBAIOT

HEMPOHbI Pa3HbIX OTAENOB Kopbl [5].
= || — Hapy>XHbI 3€PHUCTbIN CION — CofAep)KaHne KeTOK 3HauyuTeslbHO

Bblwe. Bce kneTkn HebonblIOro pasmepa, YTO U NpUAAET C/o 3ep-

HUCTbIA BUA. HeMpoOHHBbI COCTaB: a) MenKue nMpaMuaHble KNeTKu,

6) 3Be3auaTble KNeTKM, B) TOPMO3HbIE KNEeTKN HECKOMNbKMX BULOB [5].
= Il - cnon Manbix N CPeRHUX NMPaMUAHBIX HEMPOHOB (MK NpamMnganb-

HbIN col) — NpeobnagaloT NMPaMUAHble HENPOHBI CpefHero pasmepa.

MmeeTca Takke He6ONbLIOE KOMNYECTBO TOPMO3HbIX HepoHoB. ObLyan

KOHLIEHTPaLMA KNEeTOK B C/I0e MeHbLLE, YeM B COCeHMX cnosx [5].
® |V — BHYTPeHHWI 3epHUCTbIA. OCHOBHOI TWN KNETOK — 3Be3a4aTble (BO3-

6y>kpatoLLme) HelpoHbl, HebonbLuMe No pa3mepy. 3Aech ke MHOro ropu-

30HTaNbHO (TaHreHUManbHO) UAYLLNX MUESTMHOBbBIX HEPBHbLIX BOSIOKOH,

06pasyioLx BHYyTPMKOPKOBbIe CBA3N [5].
=V - raHrIMoHapHbI (cnoi Knetok beua, cnoi 60nbwKX NUPaMUAHBIX

HelpoHOB) — NpeobnafaloT KPyMHble NUPaMUAHbIE KNeTKW, a B nepes-

Hel LeHTPaNbHOWN N3BUANHE — faXke FMraHTCKe nupamugbl, Unu Knet-

kun beua. Kak n B cnoe lll, umeetca Takxe Heb6obLIOE KONMYECTBO TOP-

MO3HbIX HENPOHOB. AKCOHbI KneTok beua o6pasytoT nupamugHbie NyTu,

naylme K MOTOHeNpoHaM CNMHHOFO Mo3ra. AKCOHbI Apyrux nupamua-

HbIX KJIETOK TOXe 1ayT B 6enoe BelecTBO 1 fanee — K Apyrum obnactam

Kopbl. [l03TOMy B flaHHOM cnoe npeobnafaloT BePTMKaNbHO OPUEHTU-

poBaHHbIe HEPBHblE BOJIOKHA. BMecTe ¢ TeM MMeTCA 1 FTOPU3OHTaNbHO

nayLme HepBHble BOOKHa [5].
= VI - cnoii MynsTUOPMHbBIX KNETOK NpuneraeT K 6enomy Belectsy. Kne-

TOYHbIV COCTaB — MefKNe NupamMmuaHble KNeTKN (B BEPXHEN YacTu CNos)

1 TOPMO3Hble HENPOHbI HECKOMbKUX BUAOB. Mo HanpasneHuto K 6enomy

BeLLUeCTBY KOHLEHTpaLuA KneToK B cfioe ybbiBaeT. Yepes cnoii npoxo-

AAT NYYKN BEPTUMKaNbHbIX (MPOEKLMOHHbBIX) BOMIOKOH, MAYLIMX OT Nu-

paMnaHbIX KneTok B 6enoe BewecTBo [5]. [McTonormyeckoe ctpoeHne

KOpPbl FOTOBHOrO MO3ra 6€3 naTtonormyecknux M3MeHeHuin npeacTasne-

HO Ha puc. 1.

BrnepBble Hannume aHoManbHbIX AUCMOPGHbIX HEMPOHOB B KOPE rofioB-
Horo mo3ra 6bi1o onuncaHo L.D. Crome B 1957 1. [6, 7]. Mo3aHee, B 1971 T,
Taylor D.C., npoaHanv3npoBaB 06pa3ubl TKaHU Mo3ra oT 10 maumMeHToB C
®P3, onvcan, NOMMMO AUCMOPPHbBIX HENPOHOB, FMFraHTCKME (B TOM ymcie
«BannoHHbIe») HEMPOHbI, MOC/e Yero BrepBble ANA XapaKTePUCTUKN aHO-
MaJIbHOrO CTPOEHKA KOpbl FOSIOBHOMO MO3ra y NaLMeHTOB C Snunencmen Ha-
yan ynotpebnatbca TepMuH «doKanbHaa KopTrKanbHasa aucnnasua» [7, 8.

C MOMeHTa NepBOro OnMcaHMA AUCMOPPHBIX U TMFAHTCKUX HEPOHOB
6bIfI0 NPEANPUHATO HECKOSIbKO MOMbITOK co3paHna Knaccmoukauymm OKI.
B 1995 r. Mischel Paul S. n coaBT. Ha OCHOBaHWUWM aHanu3a 77 o6pasuoB,
MOMYYEHHbIX MOC/Ie XUPYPrMYECKOro JIeYeHUA 3SNUAencum, NpPeasioXunm
BbILENATb Cefytolme natomopdonornyeckme XxapakTepucTuky B aHanmn3m-
pyembix obpa3uax: HapyLleHe NOCIONHOro pacnpeaeneHuna KNeTok Kopbl,
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Puc. 1. Tucronornuyeckoe CTpoeHMne Kopbl roJIOBHOro mo3ra 6e3 naTonornyecknx N3MeHeHWl, OKpacKa
reMaTOKCWINHOM 1 3031HOM, CKaHUPYIoWMiA MuKpockon Aperio AT2: a - o6Lee cTpoeHue Kopbl
ronoBHOro mosra (lwKana — 200 pm), b - KpynHble nupamugHbie HelipoHbl V cNos Kopbl rOIOBHOro Mo3ra
BblAeJieHbl KpaCHbIM NYHKTUPOM, MWHU-CTON6UKN — KOpVYHEBbIM NYHKTUPOM (mKana -100 pM)

Fig. 1. Histological structure of normal neocortex, hematoxylin and eosin, slide scanner Aperio AT2: a - the low power view of normal

neocortex (scale - 200 pm), b - pyramidal neurons of the V layer of neocortex (red dotted line), minicolumns (brown dotted line, scale -
100 pm)

reTepoTonunio HeMPOHOB B 6eNOM BeLLecTBe MO3ra, HeMPOHbI B MONEKYNAP-
HOM C/oe, NepCcrCTMpYIoLLME OCTaTKN KNeTOK Cy6rnnanbHOro rpaHynAaumMoH-
HOrO 105, Mapr1uHanbHYIO MTMOHEBPAJIbHYIO FeTePOTONUIO, NOIMMUKPOTU-
puto, HEMPOHANBbHYIO LUMTOMEraivio ¢ aHOMaslbHbIM LIUTOCKeIeToM 1 6an-
JIOHHble KneTku [9].

B 2004 r. Palmini et al. pa3paboTanu knaccudurkaumio, CornacHo KOTopoi
aHOManun CTPOEHUA KOpbl FOIOBHOrO Mo3ra Obifv pasfeneHbl Ha Manble
manbdopmaumm n OKJ (tabn. 1). OTnnunTenbHom YepTol Manbix Manbdop-
Mauuii 6bINo HanMumne reTepoTon / MOBbILLEHHOTO KONMYecTBa HEMPOHOB

Ta6nuua 1
Knaccndukauma ¢pokanbHbIx KOpKoBbIx gucnnasuii (Palmini et al. 2004 r.)
Manble manbdopmauun | Tvn | [eTepoTonHbIE/N36bITOYHBIE HENPOHBI B 1-M CJ1I0€ KOpbI
KOPKOBOTO pa3BnTnA Tun Il | FeTepoTonHble/U36bITOUHbIE HEMPOHDI 3a MPeAeamu Kopbl
Tun IA | TonbKo KOpTUKanbHasa AncnaMmmHauma
KA, Tun | Tun IB | KopTukanbHaa gncnammHauma + rmraHTCKme ian Hespenble HepOoHbl
oK " Tun IlA | KopTukanbHaa gucnammHaums + AUCMopdHble HEMPOHDI
A, Tan Tun 1B | KopTukanbHas ancnammHauma + SUCMOpP@Hble HEMPOHBI + 6aNNoHHbIE KNETKM
Table 1
Palmini’s classification sy of cortical dysplasia (2004)
Mild malformations of cortical Type | Heterotopic/excess neurons in layer |
development Typelll Heterotopic/excess neurons outside layer |
FCD, Type | Type IA Cortical dyslamination only
Type IB Cortical dyslamination + giant or immature neurons
FCD, Type Type lIA Cortical dyslamination + dysmorphic neurons
TypelIB Cortical dyslamination + dysmorphic neurons and balloon cells
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B | cnoe kopsl (Tun 1) unu 3a ee npegenamu (tun ). fuctonornueckn OKA
Takxke 6biny nogeneHsl Ha Aea Tina — | v Il. Ana OKJ tmna IA yctaHoBMEHbI
TaKue CBOWCTBA, KaK HapyLleHVe KOPKOBOW NammHauuu (cnovcroctu) 6e3
AMCMOPOHBIX (aHOMasbHbIX) HelpoHoB, a ana OK Tuna IB — HapyweHwne
LIMTOAPXUTEKTOHUKM KOPbI B BUAE Hannuua runeptpoduyeckrx (Ho He anc-
MOP®HbBIX) MMPaMUIHbIX HENPOHOB BHE MATOrO C/1oA Kopbl. iucMopdHble
HeNpPOHbI ABNANUCH MABHbBIM FCTONATONOMMYeCcKM npusHakom OKJ tmna
IIA, @ ancmopdHble HENPOHBI B coueTaHnm ¢ 6annoHHbIMK KneTkamun — QK[
Tvna lIB [10]. JaHHan kKnaccudurKaums ocTaBanach akTyanbHoi 4o 2011 r.

OpfHaKo NpU HaKoMNEHUN KINMHUYECKNX, PaAN0oIOrMYeCcKnx 1 naToMmop-
donornyecknx faHHbIX CTaio OYEBMAHO, YTO AaHHaA Knaccudukauumsa He
onucbiBaeT Bcero pasHoobpasua OK[. Hanprmep, B HEKOTOPbIX Cly4yanx
oaviH 1 ToT xe Bug O®KJ, ycTaHOBNEHHbIN TMCTONOMMYECKH, UMeN pasfinyHble
XapakTepuctukn npu MPT-uccnefioBaHUM. ITO MOXHO 6bII0 OOBACHUTD
TOMBbKO TEM, UTO NPU MCTONOrMYECKOM UCCIIeA0BAHNMN N3MEHEeHMs Obiny He
BCerga CToslb OYeBUAHDI, Y B OHY U TY Xe rpynny nonaganu obpasLbl ¢ pas-
NNYHOI xapakTepuctmkon [3]. B 2009 r. W.A. Chamberlain n coaBTopbl npo-
BeNN nccnefoBaHue, Koraa 26 o6pasLioB TKaHW MO3ra, NoNyYeHHble nocne
XVPYPruyeckoro neyeHns anunencum, 6uiam npoaHann3npoBaHbl PpasHbiMU
natomopdonoramu. HanbonbLuee yncno coBnageHnii 6o110 BbIABNEHO A1
OK[I 1IA/B Tvna, HaumeHbwee — ana OKL IA/B tuna. Hepenko BO3HUKanmn
CNIOXKHOCTY B AnddepeHUmaLnm manbix aHOManuin pasBuTnA KOpbl roNoBs-
Horo mo3ra 1 OK/l Tuna | ot 340poBOI UAW FMO3HOM TKaHm [11].

Mo mepe HakonneHna aaHHbIX B 2011 T. ¢ Lenbo naToMopdoniormyecko-
ro pasgenerHua noatunos OK, nmerowmnx pasnuyHble KNMHUYECKUE, SNeK-
Tpo3HUedanorpapunyeckne, pPaamosnornyeckme, MOJeKyIspHO-reHeTnye-
CKMe XapaKTepucTUKN 1 NPorHo3, MexagyHapogHasa npoTvMBoanuienTuye-
ckan nura (ILAE) ony6numkoBana cBo NepBblii MeXAYHAPOAHBI KOHCEHCYC
no knaccnéurkauymmn OKA [3]. CornacHo paHHOMY KoHceHcycy Bce QK] 6binn
pa3geneHbl Ha 3 Tuna: nonuposaHHble (OKA | Tuna n OKA Il Tyna) n gnc-
nnasumm, accoLMMpoBaHHbIe C MHOW CTPYKTypHOW natonoruen mosra (DK
Ill TMna) - ¢ rMnnoKamnanbHbIM CKNEPO30M, IMMOHEBPAJIbHBIMY OMYXONAMU,
cocyancTeiMn ManbbopmaumamMu, NOBPeXAeHVEM MO3ra, BO3HMKLIEM Ha
paHHKX 3Tanax pas3BuTUA pebeHka (MoCTUEeMUYECKUM, NOCTUH(EKLOH-
HbIM, MOCTTPABMaTUYECKM U Ap.). Kaxkabin n3 Tpex Tunos ®KJ 6611 gonon-
HUTENIbHO pa3feneH Ha noaTunbl (Tabn. 2) [3].

Ona OKJ | Tna xapakTepHa agucnammHauma (HapylueHre nocionHOCTH
KOpbl Mosylapuin 601bWOro mMo3sra), pagvanbHas (BepTuKanbHas) — ana 1A
TUNa, TaHreHumManobHas (ropnsoHTanbHas) — ana IB Tmna, cmewarHas — ana IC
Tna. MNpy 3TOM HepPOHbI 1 FnaNbHble KNEeTKU OCTalTCAs MOphOonornyecku
HOpMasbHbIMK. [IncnammHaumsa B TON UM NHOWM CTEMNEHU MMEeEeT MecTo npu
Bcex BapuaHTax OK/[l, Ho ocobeHHo BbipaxeHa umeHHo npu OKA | Tvna [3].

OK[ c aHOManbHbIM pafrasnbHbIM PacnofioKeHNEM HENPOHOB B KOpe ro-
nosHoro mo3ra (Tvn |A) xapakTepusyeTtca popMupoBaHNeM MUHN-CTONOMKOB,
COCTOALLMX U3 GNN3KO PACMONIOXKEHHbIX (0T BOCbMU U 6onee) HepoHOB 6e3
HapyLWeHVA FOPU30OHTaIbHOMN TAMUHAPHON KOPKOBOW apXUTEKTYpbI (puc. 2).
MoryT BcTpeyaTbcs Hebonblume KNeTOYHbIE aHOMaNK B BUAE HE3PenbX Hel-
POHOB Manoro gnameTpa Uan runeptTpoduyecknx NMpammaHbIX HEPOHOB
BHe V cnos. [ina BepnduKaumm 3Toro Tmna gucnnasum ot mopdonora tpedy-
eTcs 6onblue BCero BHUMaHWSA, 1 HEPeAKO AOMYCKATCA owmnboKu [3].
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Ta6bnuua 2
Knaccndukauma ¢pokanbHbIx KOPKOBbIx gucnnasuii (ILAE 2011)

Tun IA Tun IC

OKO I Tvna . Tvn IB .
OK[ c aHoManbHom . OK[ c aHomanbHowm pagu-

(u3onupo- . OKJ ¢ aHoManbHoW TaHreHUanb- o .
pafvanbHol KopTu- M . " aNbHOW N TaHTeHUMaNbHOW

BaHHas) o .| HO KOPTMKanbHON NamuHaumen . .
KanbHOW namunHaymen KOPTMKaNbHOW namunHaumnen

OKAO Il Tvna Tan A Tun 1IB

(u3onupo- . OKJI ¢ ancmopdHbIMK HepoHaMmn 1 6annOHHBIMU
OKJ c arcmopdHbIMM HENpOHaMu

BaHHas) KneTkamu

OKA Il Tuna Tan A Tun l1IB Tun C Tun ID

(accouu- HaDyLIEHME KODTH- HapyleHve koptn- | Hapywexue HapyuwieHre KopTukanbHon

MpoBaHa pyuel P KanbHOW namunHa- KOPTUKaNbHOM | nammHaLMK, Npunexatiee

c apyrum KanbHOM namvHay i Ly, Npunexatlee | flamvHaumm K APYTVIM CTPYKTYPHbIM 13-
B BUCOYHOW gone + ! . !

CTPYKTYp- . K FAVanbHOM nnn npunexatiee MEHEHMNAM (nocTwemMmnye-
rMNNoKamMnanbHbIn . -

HbiM nopaxe- | -~ rMOHEBpPasIbHOM K cocyamcTon CKUe, NOCTTpaBMaTMyeckme,

HUeMm mo3ra) P onyxonu ManbpopMaumnn | NOCTUHOEKLMNOHHDIE U 4p.)

Table 2

Classification of focal cortical dysplasia (ILAE 2011)

Focal cortical dysplasia with . - . Focal cortical dysplasia with
FCD Type | h > Focal cortical dysplasia with abnormal tangential h .
(isolated) abnormal radial cortical cortical lamination (FCD Type IB) abnormal radial and tangential
lamination (FCD Type IA) cortical lamination (FCD Type IC)
FCD Typelll Focal cortical dysplasia with dysmorphic neurons Focal cortical dysplasia with dysmorphic neurons and balloon cells
(isolated) (FCD Type IIA) (FCD Type 1IB)
Cortical lamination abnormalities
FCD Type lll Cortical lamination abnormalities | Cortical lamination Cortical lamination adjacent to any other lesion
(associated in the temporal lobe associated | abnormalities adjacent to a | abnormalities adjacent acquired during early life,
with principal with hippocampal sclerosis glial or glioneuronal tumor | to vascular malformation | e.g., trauma, ischemic injury,
lesion) (FCD Type IlIA) (FCD Type IlIB) (FCD Type IlIC) encephalitis
(FCD Type IlID)

Puc. 2. lucTonornyeckoe cTpoeHune Kopbl ronioBHoro mo3sra npu ®KJ IA Tuna, okpacka
remMaToKCWIVHOM 1 503UIHOM, CKaHMpYoLWui Mukpockon Aperio AT2: a - 06wwuii BUg Kopbl roJIOBHOTO
MO3ra C HapylleHneM paananbHoO ANCIaMUHaLM HeMpoHOB (WKana - 200 pum), b - KomnakTHoe
pacnonoeHue HelipoHOB ¢ pOpMMPOBaHEM MUKPOCTONGMKOB (LuKana — 50 pum)

Fig. 2. Histological structure of neocortex in FCD type la, hematoxylin and eosin, slide scanner Aperio AT2: a - the low power view
of neocortex with radial dyslamination of neurons (scale - 200 pm), b - minicolumns of neurons (scale - 50 um)
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OK[l ¢ aHOManbHOWM TaHreHUManbHON KOPTUKaNbHOW naMuHauunen
(Tun 1B) xapakTepusyeTcA OTCyTCTBMEM KaKOro-nMbo 13 ClI0eB HEOKOPTEK-
ca (3a ncknoveHmem cnos l). Takke MOryT BCTpeuaTbCA Takue KNeToYHble
aHOManuu, Kak Hesperble HENPOHbI C HeOONbLWMM ANAMETPOM, TMMEPTPO-
duueckne nupammaHble HelpoHbl BHe V cnoa unm HopmarnbHble HEeNPOHbI
C fe30pUeHTUPOBaHHbIMY AeHgpuTamu (puc. 3). ®K tmna IC o6bepuHaeT
npu3sHaky OKJ Tvnos 1A n 1B [3].

KnnHnyecku naumentol ¢ OK 1A Tina nmetoT, Kak NpaBuno, paHHUN BO3-
pacT Havasna anuNenTUYecKnX NPUCTYNoB, GapMaKopPe3NCTEHTHYIO Inunen-
CUI0, 3HAUUTENbHOE HapyLleHne NCUXOPeYeBOro PasBUTUA, JIETKYI0 T1Mno-
nnasunio Nopa)keHHOro yyacTka Mo3ra no gaHHbiM MPT npwu oTcyTCTBUM ApY-
roi CTPYKTypHoOI LepebpanbHoi natonorun. Hepepko MPT-nccnepoBaHve
N BOBCE He OMMUCbIBaeT Kakue-nmbo otknoHeHus (MPT-HeratueHble OKL),
yto TpebyeT AOMONHWUTENBHOTO MPUMEHEHUSA MO3UTPOHHO-IMUCCUOHHOM
Tomorpadum, MPT-cnekTpockonum v ap. [3, 4.

Yo kacaetcs OK[ IB unm IC Trna, TO OHW BCTPEYATCA OUYeHb pefko,
1 K MOMEHTY co3faHusA KnaccudukaLumm oTCyTCTBOBa JOCTYMHbIN cucTemMa-
TUYECKUIA aHaNn3, XapaKTepu3yoLmnii KNIMHUYeCKe GeHOTUMbI, STUONOTIIO
unu natoreHes [4].

OKJ Il TMna xapakTepusyeTca HapylleHneM KOPTMKanbHOWN famuHa-
UMM B COYETAHUM CO creundrUecKnMr LMTONOrMUYECKUMIN aHOMANUAMU:
ana OKA IIA Tvna xapakTepHo Hannune aucMopdHbIX HellpoHoB 6e3 6an-
JIOHHBbIX KneTokK, Ansa OK 1IB Trna — aucMopdHbIX HEPOHOB 1 6aNOHHbIX
KneTok [3].

JucmopoHbie HelipoHbl, 0O6HAPYKMBaeMble FMCTOMATONOTMUYECKN MPK
OKA 1A Tvna, XxapaKTepun3yloTca 3HaUUTENIbHbIM yBEIMUYEHVEM TeNa KNeTKn

Puc. 3. TucTonornyeckas cTpykTypa Kopbl ronosHoro mosra npu @K/ IB Tuna co cHuxeHnem
KNIeTOYHOCTMN HapyKHOTo N BHYTPEHHEro 3ePHNCTOro cnos (a, wkana - 200 um) N HaAM4YNEM
runeprpoduueckux (ctpenkm) HelipoHos (b, wkana - 25 pm) B 3, 4 n 5-M CNOAX KOpbI, OKpacka
reMaTOKCWINHOM 1 3031HOM, CKaHUPYIoWMiA MuKpockon Aperio AT2

Fig. 3. Histological structure of neocortex in FCD type Ib with the decrease of the cellularity of both granular layers (a, scale - 200 pm)
and the presence of hypertrophic (arrows) neurons (b, scale - 25 pm) in the lll, IV and V layers of the neocortex, hematoxylin and eosin,

slide scanner Aperio AT2
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W AAPa, HeNpPaBWbHOWM OpueHTaumen N HepaBHOMEPHbIM pacrnpeaeneHnem
BHYTPUK/IETOYHOrO BelecTBa Huccna n yuronnasmaTmyeckmm HakonneHu-
em 6enikoB HelpodrnameHToB. BannoHHble KNeTKy OTCYTCTBYIOT, YTO [OMK-
HO ObITb NOATBEPXKAEHO MMYHOMMCTOXMMUYECKM aHann3om. OCHOBHbIMU
XapakTepucTnkamm AMcMopdHbIX KNeTok ABNATCA: 1) yBennyeHve grame-
Tpa HepPBHbIX KNeToK OT 16 Ao 43 um Mo cpaBHeHUIo € 12-25 pm Hopmanb-
HbIX NMMPaMUAHbIX HEAPOHOB; 2) yBenuyeHve AvaMmeTpa Agpa KNeTkn ot
15-28 pm no cpaBHeHuto ¢ 10-18 um B HOPMasbHbIX MMPAMUAHBIX KNeTKax
B Il cnoe; 3) BewecTBo Huccna arpernpoBaHo 1 CMEeLLEeHO K KNETOYHOW MeM-
6paHe; 4) dochopunupoBaHHble (@aHTUTENo 2F11) n HedochopunmposaH-
Hble n30¢$opmbl HelipodurnameHToB (SMI-32) HakannMBaloTCA B LUTOMNNa3me
KneTok. lncmopdHblie HeipOHbI MOTYT BbITb pacnpeAeneHbl No BCen TONWU-
He KOpbl UK pacronaratbea B 6enom BellecTse. KopTukanbHas fucnammHa-
LMA NPUCYTCTBYET NOUTH BO BCEX Cllyyasx. [lepexon Mexay cepbim v 6enbim
BELLECTBOM OObIYHO Pa3MbIT 3a CUET YBE/IMYEHHOTO KOJIMYeCTBa reTepoTon-
HbIX HelPOHOB B 6efloM BellecTBe. T HENPOHbI TakKe MOryT ObITb AMC-
MOpdHbIMU. TOUHYIO FpaHMLYy MeXay KOopol 1 6enbiM BelecTBoM 06bIYHO
TPYAHO pa3srpaHnuntb [3].

OtnuuutenbHon yepton OKJ IIB Tvna aBnaeTca Hanuume ANCMOPPHbIX
HePOHOB 1 HGANNIOHHBIX KNETOK. YacTo oTMeYaeTCA KOpTrKanbHasa Ancia-
MUHaUuA 3a ncknoveHvem | cnoa. CogepkaHve MrUenmHa TakKe MOXeT 13-
MEHATbCA B HUXeNexalleM NofgKopKoBom 6enom BelecTse. [paHnla mexay
cepbim 1 6enbiM BeLWEeCTBOM pa3mbiTa. bannoHHbie KneTku nmeioT 6onbLuomn
pasmMep 1 onanecumpyoLyo CTeKNOBUAHYIO 303MHOGUITbHYIO LMTOMNNasMy
(Npy oKpacke reMaToKCUIMHOM U 303UHOM), B KOTOPOI OTCYTCTBYET Belle-
cTBO Huccns. Yacto npucyTcTBYIOT MHOXKECTBEHHbIE fiApa, HebonbLve Agpa
MOTYT ObITb COeZIMHEHbI AfEePHBIMU «MOCTVKaMW». BannoHHbIe KNeTkn MoryT
BCTpeYaTbCsA B NI06OM KOPKOBOM Crloe (BKAtoyas | cnoi) n yacto obHapyKu-
BalOTCA B HUXKenexaluem 6enom Belectse [3].

Puc. 4. lncronornyeckoe cTpoeHne Kopbl ronosHoro mo3sra npu @K/l 11B Tuna, okpacka
reMaToOKCWINHOM 1 3031HOM, CKaHUPpYIoWMiA MuKpockon Aperio AT2: a — 06wWmii BUA KOPbl FONIOBHOTO
mo3ra (wkana - 200 pm), b — gucmopdHble (YepHble cnIOWHbIE CTPeNKn) n 6annoHHble (UepHble
MYHKTUPHbIE CTPENKN) HellpoHbl KOpbi (WwKana - 50 pm)

Fig. 4. Histological structure of neocortex in FCD type Ilb, hematoxylin and eosin, slide scanner Aperio AT2: a - the low power view
of neocortex (scale - 200 pm), b - dysmorphic (black solid arrows) and balloon (black dotted arrows) neurons (scale - 50 pm)
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OKA 1B Tmna yacto xapaktepusyeTca rMno- unv AUcCMuenvHusaumen
nogkopkosoro 6enoro Bewectsa. Ha T1-B3BeleHHOM M300paXkeHUN 3TO
BbIMNAZMT Kak pa3mMbiTas rpaHnLa Mexay cepbiM 1 6enbiM BeLLeCcTBOM, UMU-
TUpYIOLLan yBenunyeHre ToNWrHbl Kopbl. [oBbIlEHWe ChrHana oT NOJKOPKO-
BOro 6enoro BeLecTsa XOpOoLLO BUAHO Ha T2-B3BELLUEHHbIX N300paXKeHNAX 1
FLAIR. i3meHeHHbI curHan ot 6e10ro BeLecTBa YacTo Cy»KaeTca OT BepLun-
Hbl M3BUAUHBI UNN AHa 60P03abl K XKenyaouky, GopMMpya «TPaHCMaHTURA-
HbIV TAXK», BNepBble OnucaHHbIn bapkoBuyem B 1997 r. 1 BCTpevalowminca
noutun ncknoumtenbHo npu OKA 1IB Tvna. HeueTKoCTb rpaHuLbl Mexay ce-
pbim 1 6enbim Bewwectsom npu O®KJ I1B Tuna B pexkumax T1, T2-FLAIR 6onee
BblpaxeHa, yem npu OKA IIA Tvna. KnuHuyeckn nauymentol ¢ OKJ Il Tuna Ha
MOMEHT XMPYPr1yecKoro nevyeHnsa umeloT 6onee paHHMI BO3pacT Havana
3NUNencumn, KOPOTKYI NMPOAOCIKUTENIbHOCTL 3a60N1eBaHMA M BbICOKYHO Ya-
CTOTY MPUCTYNOB NO cpaBHeHMio NauveHTamm ¢ OK | Tvna [3].

OKA 1l Trna xapakTepusyeTca HapyLleHneM KOPKOBOW NaMmyHaLmu, co-
yeTaloLEeNCcA C OCHOBHbIM CTPYKTYPHbIM fleeKTOM, KOTOPbIN, Kak NpaBuno,
NPUAEXUT K y4aCTKy KOPKOBOW ANCNIIA3nNM 1 NMOpaxaeT 3Ty »e 061acTb MO3-
ra. Boigenatot 4 sapuanta OK Il Tvna: IlIA TMn — coyeTaHune ¢ rMNNOKam-
nanbHbIM cknepo3som, IlIB Tmn — ¢ onyxonbto mosra, IIIC Tun — ¢ cocyaucTon
Manbdopmauumei, llID T — ¢ ApyrmMn NprobpeTeHHbIMU B NepBble Foabl
XM3HW pebeHKa CTPYKTYpHbIMU fedekTamm [3].

Ona ®OKO tmna lIA rmcTtonornyeckn xapakTepHoO Hannume rmnnokam-
NanbHOro CKNiepo3a B coueTaHnm ¢ GoKasbHON Ancnnasnen BUCOUYHON fonu,
KOTopas NpoABAAETCA KOPTUKanbHOW ANCIaMUHaLMeR N Hannumem runep-
Tpodurueckmx HellpoHoB BHe V cnoa Kopbl. Cnegytowme rmctonornyeckme
naTTepHbl MOTYT ObITb YCTaHOBJIEHbI: 1) rMNNOKaMNanbHbI CKNepo3 + Anc-
namuHauua kopbl (otcytctaue Il n IV cnoes) + runeptpoduryeckme HePOHbI
BHe V cnos Kopbl; 2) rNnoKaMnanbHbIN CKIepo3 + CKIepo3 BUCOYHOW AONU;
3) runnokamnanbHbI CKNepo3 + CKNepo3 BUCOYHOWN AONN + reTepoTomnHble
HepOHbI B MOAKOPKOBOM 6efiom BellecTse; 4) rMnnokamnasbHblii CKnepos +
CK/iepo3 BUCOYHON Jonn + Hebonblive «neHTUPOPMHbIe» reTepoTonnu B
noaKopkoBom 6enom BellecTBe; 5) runnokamnanbHbll ckiepos + Hebosb-
wne «neHTUGOopPMHbIe» reTepoTonuy B NoAKOPKoBOM H6enom BelecTse [3].

Cnepytowme ructonornyeckne naTrepHbl He xapaktepHbl ana OKJ Tvna
IIA: 1) NCTUHHDBIA Me3ManbHbIA BUCOYHDBIN CKIEPO3 C NOTEPEN HEMPOHOB B
runnokammne, ammrgane, SHTOPUHaNbHOWM Kope; 2) rMnnokamnanbHbli CKie-
O3 B COYETaHWUN C FeTepPOTOMHbIMY HelpoHamMu B rnyburHe 6enoro BelecTsa
BMCOYHOIN J0/N, HO 6e3 HapyLleHNA KOPKOBOW apXUTEKTOHWKY; 3) runmno-
KamnanbHbI CKNepo3 + Apyraa CTPYKTYpHaA NaTtofiorMa BMCOYHOWN AONU
(onyxonb, ®K IIA/B Tunbl, cocynmctaa manbpopmauma u ap.) — B 3TON CUTY-
auum peyb UAET O «4BOWHON natonorumy [3].

Ona OKJ [lIB TMna ructonornyeckn xapakTepHoO M3MeHeHne apXuTek-
Typbl KOpbl (KOpKOBasA AucnamuHauums, runonnasva 6e3 wecTUcnonHom
CTPYKTYpPbI) U/ LUUTOAPXUTEKTYPbI (rMnepTpoduyeckmne HelpoHbl) Heo-
KOpTeKca, KOTopble BO3HMKAOT PAAOM C ONyXonAMu (raHrnornMoma,
ancambpuonnacTmyeckne HenposnutenunanbHble onyxonu (DNET) wnun
Apyrue cBA3aHHble C 3nunencuell HoBoobpaszoBaHWsA). BaxkHO ncKnounTb
MHOUABTPALMIO OMYXONM Ha Y4acTKax KOPKOBbIX aHOManuii Ao ycTaHoBIIe-
Hua gnarHoza OKM. Stnonormio n natoreHes OKJ tuna llIB ewe npeactont
onpeaenuTb, HO, BEPOATHO, 3TO NprobpeTeHHbIN Npouecc. CnegoBaTenbHO,
€ro He cneflyeT TPAaKTOBaTb KaK «ABOWHYt0 naTonoruio» [3].

"Neurology and Neurosurgery. Eastern Europe", 2021, volume 11, N 3



Mpob6nemHas cTaTha

AHanornyHble N3MeHeHUsA B Kope, 06Hapy»KeHHble pAJOM C COCYAUCTbI-
MU ManbdopmaumamMn (KaBepHOMa, apTepMOBEHO3Hble Manbdopmaumu,
NeNTOMeHVIHreasnbHble NMOPOKM Pa3BUTMA COCYAOB, TeNeaHrnsKTasnm, me-
HWHroaHrnomaro3s) paccmatpusatotca kak OKA IC tmna [3].

Mpy OKA 11D TMna n3meHeHNA apxmMTEKTYpbl KOpbl pacnonaraiTca ps-
[OM C MOCTTPaBMaTUYECKNMM, MOCTIUMOKCMYECKUMI U NocTremopparmye-
CKUMM MOPaKeHUAMM MO3ra B NeprHaTasbHOM Nepurofe, a TakxKe C MOCTBO-
cnanutenbHbiMK (3HUedannT PacmycceHa, numbuyeckun sHuedannt 1 ap.)
N NOCTUHOEKLMOHHBIMU (3HLEdANNT, MEHUHIUT) KNCTO3HO-aTpOodUUYeCKMMI
n3meHeHnAmnM [3].

B 2018 r. amepukaHckuii mopdonor .M. Najm 1 coaBT. noabIToXmnm 60-
nee yem 740 nevatHbIx paboT B Pubmed, BbInofHEHHbIX Ha OCHOBE Kaccu-
dukauum OKJ 2011 r. 3a nocneaytowme 7 neT c MOMeHTa ee nybnunkauun [7].
Pe3synbTaTbl 3TOro aHanmsa 6bIn NpeacTaBneHbl B paboTe «MexayHapoa-
HaA KoHceHcycHadA kKnaccudukauma OKJl - kputnyeckoe obHoBneHne 2018»
[7]. Mo BbIBOAAM, cienaHHbIM aBTOpamu, cywectsoBaHue OKJ tina IA 6bi1o
NOATBEPXKAEHO BO MHOTMX HE3aBUCUMbIX MCCNIeA0BaHMWAX. YCTaHOBNEHO, YTO
aHaNorMYHyl0 MUKPOCTONGUaTYI0 CTPYKTYpY, XapakTepHyto ana OK[ trna
IA, umeeT Kopa nNnoga B NepBOI NOMOBMHE reCTaLMOHHOro Neproaa 1 npea-
CTaBneHa OfjMHaKOBO BO Bcex 06nacTax Mo3ra. [lpumepHo Ha 22-1 Heflene
6epeMeHHOCTV HauMHaeT MPOABAATLCA rucTonormyeckas anddepeHyma-
LMA OTAINUYUTENbHBIX TUMOB Y Pa3MePOB HENPOHOB, N FOPU3OHTaNIbHOE UMK
TaHreHUnanbHoOe paccioeHne MOCTerNeHHO HaKnafblBaeTcA Ha pajualib-
HbIi MMKpocTonbyuaThbil y3op, dopmupya 3penyto kopy. Mukpoctonbuaras
CTPYKTypa NepcucTupyeT B HOPMaJibHOM 3pesioM Mo3re JeTeid U B3pOCsIbIX
NILWb B MecTax n3rnba nsBmivH, o0cobeHHO y 0CHoBaHMA 60po3fbl, a Takxe B
3pUTENIbHON 1 COMaTOCEHCOPHOW Kope. Ha cerofHALWHNIA ieHb HEeMOHATHO,
KaKoe KonnyecTBO M1KPOKOJSIOHOK Y OCHOBaHMA 60po3[bl paccMaTpriBaeTca
KaK BapvaHT HOPMbl 1 B Kakom ciiyyae peub ngaet o OKA IA Tvna. bonbLimnH-
CTBO MOPQONOroB MosaralT, YTO HannMyMe MUKPOCTONGYaATON CTPYKTYpPbI
B GOKOBbIX CTEHKax M3BUNUHbI, MpUeralnLmnx K BeplunHe 60po3abl, 0fHO-
3HauHo yKa3sbiBaloT Ha OK/[l. Takum 06pa3om, ofHON 13 TeEOPUIA BO3HNKHO-
BeHnAa OKJ] Tmna IA aABnAetca dokanbHanA 3afiepKa Co3peBaHNA KOPKOBON
peopraHu3auum B cepeanHe 6epemeHHocTH [7].

BapwaHT OK[] Tvna IB, no mHeHMI0 aBTOPOB, ropa3fao 6onee NnpoTnBope-
UMB 1 NPUHAT He BCeMU nccnefoaTenamu. ECTb MHOro NnprobpeTeHHbIX No-
pakeHuiA, KOTopble MOTYT Bbi3blBaTb M36MpaTenibHOe NopakeHre HeMPOHOB
B OTAEMbHbIX CIIOAX KOPbl, BMIOTb A0 NaMMHapHOro Hekpo3sa. Mprmepom
MOXET C/TYXKWUTb NepuHaTanbHoe rmnoKkcnuyeckoe/niueMmyeckoe NoBpexae-
HWe Uy AnuTenbHaa NpeHaTtanbHasa nwemus. Kpome Toro, nHorga nossne-
HMe NoTepu HENPOHOB BHYTPY ONpeAesieHHOW MAACTUHKN NPY MMMYHOTU-
CTOXMMNYECKOM OKpalmBaHun ¢ Mapkepom NeuN He ABnAeTCA NCTUHHOM
notepen HEMPOHOB, a CKopee 3To noTepsa skcnpeccnn NeuN sTUMKN Helnpo-
Hamu, KOTopble MOTyT ObITb laXe MMCTONOrMYeckn He N3MeHeHHbIMU. Taknm
06pa3om, Ha CEroaHALIHNN AeHb HeJOCTaTOYHO AaHHbIX, NOATBEPXAAOLLNX
camocTtosaTenbHoctb OKJ IB Tvna [7].

OK[ IC Tvna asnAaetca ewe 6onee cnopHbim, yem KA IB tuna. daxe
ecnn OKJl IB Tuna pencTBUTENbHO CyLLECTBYET, TO MUKPOCToNbYaTana opra-
HM3auMA NPUCYTCTBYeT B TON WM UHON cTeneHu npu Bcex OKJ. Mostomy
oaHn mopdonoru onucbisatoT ®K IC Tna, B TO Bpema Kak Apyrve — KpaliHe
pegako [7].
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MonyueHbl fononHUTENbHbIE AaHHble, AeMOHCTpupylowme, yto OK[
IIB Tna n remumeransHuedanna MUKPOCKOMMYECKU MNPaKTUUYECKN He
pasnuuumbl. B 0o6onx cnyuyasax oOGHapy>KMBAIOTCA TMraHTCKNE HEMpPOHbI,
6annoHHble KNeTKW, NMeloTCA KOPKOBas AUCTAMMHAUMA U aHOMasbHble
rnnanbHble KNeTKW, nepemellaHHble C MMCTONOrMYeCcKn HOPManbHbIMU
HelipoHamu v raven [7, 12—14]. Npun 06omx HapyLLEHVAX UMeeTCA aKTMBa-
uma nytm mTOR n npossndAeTca akcnpeccna ¢ochopunmpoBaHHOro Tay-
6enka. NMpuHuyunuanbHoe pasnuuvie mexay ®K 1IB Tuna n remmmeranaH-
Ledanveli — 370 06bemM NOpaKeHUA MO3ra, KOTOPOW 3aBUCKT OT BPEMEHN
BO3HVKHOBEHUA comaTnyeckon myTtaumu. MNpn noasneHun mosamumsma
Ha paHHMX 3Tanax MUTOTUYECKOrO LMKa BO3HMKaeT 6onblumii o6bem no-
paxkeHuna mosra [7, 14].

[unckyTabenbHbiM ABNAETCA BONPOC O TOM, AEACTBUTENbHO X MOATUMbI
OKA A n 1IB npefcTaBnAloT pasHble BapraHTbl MAaTONOrMYeckoro npoLiecca.
HecmoTps Ha To uTo oTNMUMTENbHOM rncTonornyeckon yepton OKA 1B Tvna
ABNAETCA HanMumne 6anoHHbIX KNETOK, KIMHMKO-TeHeTMYeCcKas Xapaktepu-
CTMKa B 060UX Cllyyanx ABAAETCA MAEHTUYHON [7].

Mo MHeHuto .M. Najm n coast,, ®KA IIIA Tvna Takxke TpebyeT JONONHN-
TefibHOro aHanm3a. CornacHo kKnaccmoukaumm ILAE 2011, gna OKJ tuna A
XapaKTePHO Hanuume runnokamnanbHOro CKieposa B coyeTaHunm C ¢Go-
KanbHOWM Aaucnnasuen BucoyHom gonun. OgHako OK | v Il Tna asnsoTca
BPOXXAEHHbIMY JedeKTamy, a rMnrnoKamnasbHbll CKNepo3 — npuobpeTer-
HOW naTonoruen, 1, Kak NPaBuIo, CNycTa rogbl. Kpome TOro, B Hopme cy-
wecTByeT 60/bLIaA N3MEHUYMBOCTb B HEPOAHAaTOMUW BUCOYHON JOMM MO
CpaBHEHMIO C APYrMMKX OTAenaMmn Mo3sra. Tak, B HOpMasibHOM MO3re OCHO-
BaHMe rmnrnokamMmmna MoXeT He UMeTb laMUHapHOe CTPOeHMe, a B naparun-
NMOKaMManbHOW N3BUNIMHE 4-i CJION HEOKOPTEKCa YacTo pasBuT 1abo nnu
noyTn otcyTcrayer [7].

CywectsoBaHme OK[ llIB Tvna Takxe ABNAETCA CMOPHbIM, €C/iN peyb
naeT 0 NocTHaTanbHO NPUOBPETEHHON OMYXONKN (aCTPOLMTOMA, SNEHANMO-
Ma) 1 BMOJSIHE BEPOATHbIM NPU HaNMUNM PAAOM PACMONIOKEHHON BPOXAEH-
HO onyxonu (raHrMOrn1oma, ANCIMOPMONIACcTMYECKan HeNpo3NUTenn-
anbHasA onyxonb) [7].

B otHoweHnn ®KA lIC TMna nmeetca mano NpOTMBOPEYMI, Tak Kak
6onbllas YacTb COCYAMNCTbIX MOPOKOB Pa3BUTUA MOXET MPUBOANTb K XPO-
HUYECKOW NWeMNN B COCeAHMX OTAEeNaxX Kopbl rOIOBHOrO Mo3ra 1, cnefo-
BaTeNbHO, K 3afiepKKe co3peBaHna ¢ GOpPMMPOBaAHMEM MUKPOCTON6YATON
rMCTOAPXUTEKTOHUKM [7].

Paccyxpas o cywecrsosaHuu OKJ lID tuna, I.M. Najm n coasT. npuxo-
OAT K BbIBOAY, UTO 3TO 6ONblUas «KOp3uHa Ans mycopa». Ecnm Takne Bpox-
JEeHHble CTPYKTYpHble aedeKTbl, Kak nopaHuedanmyeckme KUCTbl, BO3HUK-
Line BCNIeACTBME BHYTPUYTPOGHON MLeMUM Uiy reMoppariu, AencTeuTenb-
HO MOTYT NPVBOANTb K HapyLUEHWIO CO3peBaHNA Kopbl C popmMmnpoBaHmemM
MUKPOCTONIBYATON CTPYKTYPbI, TO 06ACHUTL KOPKOBYIO ANCMIA3MI0 MPUO6-
PeTEHHbIMY MOPaXKEHNAMY MO3ra (MOCTUHGEKLMOHHbBIMY, MOCTTPaBMaTye-
CKMMW) He NpefCTaBnAeTCA BO3MOXHbIM [7].

Takum obpa3om, NoABOLA UTOT, aBTOPbI YKa3blBaloT, uTo K 2018 . nony-
YeHbl HOBble MOMeKyNnApHO-reHeTnYeckre xapaktepuctnkn OKL Il Tvna,
BKJII0YaA MHOXECTBEHHble MyTauuu B reHax mTOR-MyTW, YTOUHEH KAUHU-
KO-AMArHoCTUYECKUA GeHOTUN 1 NCXod Xupypruveckoro nedeHns ans OKL
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Il Tna (ocobeHHo IIB). BmecTe ¢ TeM no-npexHemy OTCyTCTBYIOT MCUepMbIBa-
foLme onmcaHuAa KNMHNYECKMX GeHOTUMNOB, AaHHbIX HEPOBMU3Yyanun3aumm u
cneunduryeckme MonekynapHo-reHeTnyeckre buomapkepbl ana OKJ | Tvna.
My6nukaumu, nocsaweHHble ®KA Il Tvna, anaioTca pegkumn. HecMoTps Ha
TO UYTO BMCOYHAA SMUSIENCUA Y B3POC/bIX ABNAETCA Hanbonee yacTon npw-
UrHoW GoKanbHON 3NMAencum, No-NPeXHeMy He YCTaHOBNEHbI Hellpodr3n-
oflornyecKme, HeMpoBU3yann3aUOHHbIE, FTMCTONATONOMNYECKME U TEHETU-
yeckne 6uomapkepnl ®KJ 1A Tuna [7].

Ewe ogHum HepgocTaTkoM Knaccmoukaumm ILAE 2011 r. HekoTopble aB-
TOpbl BUAAT OTCYTCTBME OMnpefeneHus TepMuHy «manble mManbdopmauum
KOPKOBOIO pa3BUTUA», KOTOpPble Obinn BblAeNeHbl B OTAENbHYIO0 Fpynny B
Knaccndurkaumm 2004 r. Palmini et al. [7, 15].

MocnenHne roabl akTMBHO BeAYTCA UCCIEAOBaHNA B OTHOLIEHWM reHe-
Tyeckux 6uomapkepos OKA [16-19]. B 2019 r. 6b110 ony6AMKOBaHO OAHO-
LleHTPOBOEe MCC/ieloBaHMe, BbiNonHeHHoe Bo PpaHuun, Lenbio KOToporo
ABNANOCL M3yyeHue reHeTnyecknx ocHoB OKJ[. C nomolybio TapreTHoro
CeKBEeHMpPOoBaHMA reHoB (=2000X rnybuHa npouteHusa) GbinmM npoaHanu-
31poBaHbl 06pa3Lbl KPOBW 1 TKaHK Mo3ra oT 80 oneprpoBaHHbIX NaLMeH-
TOB, CTpagarwmnx dapMakopesncTeHTHON snunencuen n umetowmnx OKA |
u Il Tuna, remumeransHuedanuio U Masble ManbGopPMaLUM KOPKOBOTO pas-
BUTUA. 29% nauymentoB ¢ OKJ | Tvna / manbimy Manbpopmaumamm KOpKo-
BOMO PasBUTUA UMeNN comaTnyeckne myTauum B reHe SLC35A2. Mpu OKA
Il Tuna / remmmeransHuedanum B 63% cnyyaes 6binn BbiABNEHbI COMaTHYe-
cKue (B HEKOTOPbIX CNyYanax reHepaTuBHble) MyTaumun B reHax mTOR-nyTn
(AKT3, PIK3CA, RHEB, DEPDC5, TSC1, TSC2). Pe3ynbTathl JaHHOrO nccneno-
BaHVA npoaeMoHcTpupoBany, yto OK | Tuna / mansie manbpopmauum Kop-
kosoro pa3suTua u OKA Il Tuna / remumeranaxuedanva UMelT pasinyHyo
reHeTnyeckyto ocHosy [16].

Takum obpa3om, B HacTosllee BpemA pAaf MOpPdONOroB CUMTAIOT, YTO
knaccudukaums ILAE 2011 r. He ABNsAeTCA maeanbHOM U AOMKHA ObITb 06-
HoBneHa. OXxunpaetca, uto cnepyowas cuctema knaccudurkaumm QK mo-
XKeT OblTb MOXOXa Ha TEeKYLLylo Kraccudbukaumio onyxonei LeHTpanbHow
HepBHOW cMcTeMbl BcemmpHom opraHusaumm 3paBooxpaHeHns, B OCHOBY
KOTOPOW Nernun He TONbKO MMCTONOrMYecKoe CTpoeHme TOoro UM MHOro Ho-
BOOOpa3oBaHMA, HO 1 ero Hambonee BakHaA MONEKYNAPHO-reHeTnYecKan
XapaktepucTuka [7, 15, 16].
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