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PE3HOME

Anomanuu passutus kopbl (APK) ronoBHOro mosra BK04atT 60JbLUIYI0 TETEPOreHHYH TPynmny HapyLUeHW, CBA3AHHbIX
¢ (bopMMpPOBAHMEM FOJIOBHOTO MO3ra 1 BO3HUKAKLLMX B NPeHaTanbHoM nepuoge. AKTyanbHble knaccudukauum APK otpa-
)KalOT OCHOBHbIE NAaToN0rM4YecKne NpoLeccesl, nexxalne B 0CHOBE UX pa3sutua. B 063ope faetca COBpeMeHHoe npencTaB-
neHne o Takux tunax AKP, kak retepoTonuu ceporo BeLecTBa U (POKasbHbIE KOPKOBbIE ANCMNIA3UK, KOTOPbIE ABNAIOTCA
pacnpoCTPAHEHHON NPUYNHOI ANUNENCUN, HePeaKO YCTONYMBON K MEANKAMEHTO3HO Tepanun. CTpemMuUTeNbHbIA NPorpecc
B COBEPLUEHCTBOBAHMM METOAOB HeilpoBM3yann3auny 1 MONEKYNAapHON reHeTUKe B NOCNeAHue rofbl CyLIEeCTBEHHO YBENU-
4MJ1 KOJNNYECTBO pacrnosHasaembix popm APK.

KJTHOYEBbLIE CJ1I0BA

AHOManun pa3BnuTUA KOPbl FOSIOBHOTO M0O3ra, reTepoTONUN CEPOro BeLecTBa, (DOKanbHas KOpKoBasa LUCNNa3nsg, anusencus.
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Cortical developmental malformations and epilepsy
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SUMMARY

Cortical developmental malformations (CDM) include a large group of heterogeneous brain formation disorders occurring
in prenatal period. Current classifications comprise the underlying processes in CDM genesis. The article provides recent
conceptions about CDM types such as gray-matter heterotopia and focal cortical dysplasia, which commonly cause epilepsy,
often resistant to drug therapy. Rapid advances in improving neuroimaging techniques and molecular genetics in recent years
have substantially increased the number of recognized CDM forms.
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BBEJEHHE / INTRODUCTION

Anomanuun passutus Kopbl (APK) ronosHoro moasra
BK/H04AKOT 60MbLUYIO FeTEPOreHHYI0 rpynny paccTpoMcTs,
CBA3aHHbIX C (DOPMMPOBAHNEM FOJIOBHOrO MO3ra 1 pasBu-
BaloLnxcs B npeHatanbHoMm nepuoge [1]. K APK oTHOoCAT
[e30praHn3aumnto (HapyLUeHne CTPYKTYPbl) KOpbl, NaTONOrM-
Y4eCKYH MUTpaLMio HENPOLNTOB, N3MEHEHNS 06beMa MO3ra
(MuKpo3Huedanus unu meranaHuedanus) [2]. Hapywenue
nponudepauynun/andepeHunpoBkN Kopbl Mo3ra (M3me-
HEHHbI KOPTUKOreHe3) MOXET ObiTb FEHETUYECKMN AeTep-
MWUHUPOBAHHbIM UM BO3HMKATb B Pe3ysibTaTe 9K30reHHOro
BO31ENCTBUS.

B nocneaHue pecatuneTus LOCTUrHYTbI 3HAYUTESbHbIE
ycnexu B NOHUMAHUU FEHETUHECKMX N MOPONOrNYeCKINX
npoLeccos, nexxawnx B ocHose APK [3, 4]. Cpeln 3K30reH-
HbIX MPWUYUH BbILENAOT MHAEKLMOHHbIE, TOKCUYECKME, Me-
Tabonmyeckne n cocyguctble dpakTopsl [1, 2]. Tem He MeHee
BO MHOrux cny4yasx npuinHa APK ocTaeTcs HeBbISCHEHHOA.

[aHHble 0 yacToTe BcTpevyaemocTn APK Bapbupytotcs
B 3aBMCMMOCTI OT BO3PACTHOM rPyNMbl U reorpadguyeckon
nokanuzauuu uccnegoaHus. Mo oueHkam B rno6anbHOM
macluTabe, ypoBeHb PacnpoCTPaHEHHOCTW NaTONOrUN CO-
CTaBNigeT NPUMeEPHO 1 cnyyai Ha 2,5 Tbic. HaceneHus [4].

Knuuuyeckune npossneHns APK B Buae HeBPOSIOrNYeCKuX,
KOFHWUTUBHbIX, MOBEAEHYECKMX, NCUXUYECKMX HAPYLIEHWIA
yalle BO3HMKAKOT B AETCKOM U paHHeM B3pPOC/IOM BO3pacTe
[2]. X BbIpaXXEHHOCTb 3aBUCUT OT TUMA KOPKOBbLIX Masb-
dhopmauuit n BoBreYeHns npoeoaawmx nyten. APK moryt
ObITb CNY4aHON HAXOAKO NP MarHUTHO-PE30HAHCHOM TO-
morpacpuu (MPT) ronoBHOro mMo3ra v NpuHnHOA pa3BuTmA
3nunencuu, ycTon4nBOIA K MeIMKaMeHTO3HOM Tepanuu [5-7].
IunarHocTtnka APK cyLiecTBeHHO ynpowiaeTcs Npu Mcnosib-
30BaHNMN KIMHUYECKOr0, HElipOBU3Yann3aLuMoHHOI0 C Bbl-
COKWM pa3peLLleHnemM 1 reHeTn4eckoro nccneaoBaHuii [5].

Kak oTmeyaeTca B nutepatype, npu B3aTuM matepuana
ANS TUCTONOrNYECKOro aHann3a B Cryyasx Xupypruyecko-
ro nedveHuns anunentoreHHbix APK He06X0AMMO OpUEHTH-
pOBATbCA HA KIIMHWYECKYHO KapTUHY 3a601eBaHmns, JaHHbIe
3N1eKTPOU3N0NOrNYECKMX N HeiPOBM3YaNTN3ALMOHHbIX UC-
cneposanmit [1].

K 06wum Mukpockonuyeckum xapaktepuctukam AKP oT-
HocATCA': NaMuHapHas 1 ctonévatas ae3opraHn3auns Kopbl,
HEYeTKOCTb rPaHuLibl CEPOro 1 6en0ro BeLecTBa, HapyLle-
HUEe MUEeNNHU3aLUN NPOBOAALWNX MYTeN, rNno3, reTepoTo-
N1 HEMPOLMTOB, BOJTOKHA Po3eHTans, 6anjioHHbIe KNeTKK,
TUrAHTCKUE HEelipoLUMTbI, HE3PEsble HEPOLNTbI, ANCMOPEO03.

KIIACCU®UKAITNH / CLASSIFICATIONS

CoBpemeHHble Knaccuukaumm APK oTpaxkatoT 0CHOB-
Hble NATONOrMYeCKNe NPoLECcChl, NPUBOAALLNE K UX BO3-
HWKHOBEHMUIO.

OTKpbITWE FEHOB, 6ENTIKOB 1 CUTHAMbHbIX MYTENA, y4aCTBYHO-
LLMX B Pa3BUTUN KOPbI MO3ra, yrny6uno noHMMaHue naTtore-
He3a APK [1]. lMoka3aHo, 4T0 MyTaLnn B OLHOM FeHe MOryT

" https://meduniver.com/Medical/neiroxirurgia/poroki_
razvitia_kori_kak_prichina_epilepsii.html.
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accouuMmnpoBaThbes ¢ pa3nnyHbiMn Tunamu APK, a nameHeHus
B Pa3HbIX FeHax, KOHTPONNPYIOLWMX O4MH NYTb, — BbI3bIBATb
oaunH Tn APK [8, 9]. Ho, HeCMOTp# Ha NOMy4eHHbIe JaHHbIe,
HEKOTOpble BOMPOChI, KacatoLwwuecs onpeaesieHnin n knaccu-
thmkaumm APK, ocTatoTCA HEYTOYHEHHbIMMU.

[epBas knaccudukaums, 0CHOBaHHAsA Ha HENPOBM3yanu-
3auun n KOpTUKOTeHe3e, 6bina npeanoxeHa A.J. Barkovich
et al. B 1996 r. [10] n 3atem HEOHOKPATHO 06HOBNANACH
B nocnegytowme rogbl [11, 12]. NMocneaxss sepcus 2012 T.
[2] nopaepXnBaeT KOHLENLUIO O HAPYLLEHWUAX, BO3ZHUKAIO-
WMX HA Pa3HbIX CTaANsAX pa3BuTUS KOpbl Mo3ra (Taén. 1).
APK noppasgensitotcs Ha Tpu rpynnbl: Manbgopmaumum
B CBS3M C NaTONIOMMYECKON HEMPOLUUTAPHON U TMnanbHOM
nponudepauunein u/unn anonTo3om, ManbopmaLumn B CBS-
31 C MaToNOrn4eckon murpaunen u Maabgopmauun B cBs-
31 C NaTosIOrNYeCcKon opraHn3aumen Kopbl rosloBHOr0 M03-
ra. lMony4nn npu3HaHue TOT (PaKT, 4TO Pas3fiMyHble CTaANm
KOPTUKOreHe3a B3aMMOCBS3aHbl 1 HAKNaAblBaOTCA 04HA HA
apyryto [2]. Kpome Toro, cnegyert y4nTblBaTh, YTO MpoLec-
Cbl, HapyLwatwLime popMMpoBaHME KOPbI FOSIOBHOIO MO3ra,
MOTYT NPOUCXOANTb KaK B pa3Hoe Bpems 1 Pas3finiHbIX 06-
NacTAX rofloBHOr0 M03ra, Tak u 0JHOBPEMEHHO [2, 9].

Mponudepayms HelipoLMTOB B KOHEYHOM MO3re nnoja
NPOMCXOANT B NepuoA oT 5-6-n no 22-25-i Hepenb b6epe-
mMeHHocTu [13]. Bo Bpemsi cTagun nposmdpepanium n anonto-
32 NMUpaMUHble HEPOLUTbI U FKasibHbIe NPeALWEeCTBEHHN-
Ki 06pa3ytoTCcs U3 HEMPOINUTENNANbHBIX KITETOK B 0611aCTAX,
npunerawLwmx K 60K0BbIM Xenyao4ykam mosra. basanbHbie
W anuKanbHble OTPOCTKW FIMOLMUTOB PYHKLMOHMPYIOT Kak
paaunanbHbIi Kapkac Ansg MUrpauyum HeMpoHOB OT 3MeHANMbI
60KOBbIX XeNyJ04KOB 0 MATKON MO3roBoi 0605104KK [13].

B cnyyae noHWXXeHHON nponudepaunm nam ycuneHHoro
anonTo3a HempoLMTOB Pa3BKNBAETCA MUKpOLedanus, B Cly-
4ae NOBbILIEHHOI Nponudepaunn Unm 3ameasieHHOro ano-
nTo3a — meranauuedanus [1]. Mpu gucreHesnn BOHUKAKT
AMcMopdunYecKne HelipounTbl, XapakTepHble ANa (oKanb-
HOW KopkoBol aucnnasun (OKO) Il Tuna n meranaHueda-
nun. NMokasaHo, 4TO 9TU COCTOAHUSA ABNAOTCA CNeACTBUEM
MyTaumil B reHax 6eskoB metabonunyeckoro nyt mrOR [1].

Mwurpauns HeiipoUNTOB HA4YMHAETCA HA 5—6-1 Hegenax
BHYTPMYTPOOGHOro nepuofa, AOCTUraeT nuka Mmexay 3-m
n 5-m mecauamm n 3asepwaertcs Ha 30—35-i Hepensx 6e-
PEMEHHOCTM (MUTpaLmMs HelipoLMTOB B MO3XXE4Ke Npoaos-
)KaeTcs [0 CepefuHbl BTOPOro roaa xu3Hu) [13]. Murpa-
LM HEMPOLMTOB K NOBEPXHOCTM MO3ra OCYLIeCTBNAeTCA
HecKonbkuMun cnocobamu. Hanbonee pacnpocTpaHeHa pa-
AunanbHas murpauusa. Heckonbko reHoB nyTem JI0KanbHoR
BbIPabOTKN (PaKTOPOB pOCTa PEryNupPyT TPAHCMOPT CO-
3peBatoLLMX HeipoLUTOB B KOpY Mo3ra [14]. Bropbim cnoco-
60M MUrpaLumn ABNSETCA TaHreHUManbHbli [15]. HapyweHne
MUTPaLMN HeipOHOB MOXET ObIThb B BUE CINLLIKOM PAHHEr0
WA CNULWKOM NO3JHEro ee npekpawieHuns. HapylweHne mu-
rpauun HempoLUMTOB BO3HMKAET Npu AedeKTax B anNeHAnMe
60KOBbIX XeNyao4koB mMo3ra [16] v npuBOLMT K NEPUBEH-
TPUKYNAPHONA Y3110BOI retepotonuu. MNpepbiBaHne mMurpa-
LMK HeiipoumnTOoB 06YCTOBIEHO HApyLeHneM OYHKLMOHN-
POBAHWS CUTHANBHOIO MOJIEKYNIAPHOr0 annapara (Ty6yauHsl,
6e/1IKn MUKPOTPY604EK, aKTUHbI), HEOOX0AMMOTr0 ANs nepe-
MeLLEeHNs HENPOHOB 13 Cy63aneHAMMAanbHOR 0611acTh B KOPY
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Ta6nauna 1. Knaccuduxarus A J. Barkovich et al. 2012 1. (cokpammeHHas, MOAU(MUITUPOBAHHASL, A1AIITHPOBAHHAS) [2]

Table 1. 2012 classification by A J. Barkovich et al. (abridged, modified, adapted) [2]

e e Onucanne / Description
Group/subgroup
AHOManun, BO3HUKaIoLne BCEACTBHE NaTONOrMYECKOA NPonnghepaynm n/uan anontTo3a HelpoLnToB
Ipynna | / Group | . . , . . .
u knetok neipornun / Malformations due to abnormal neuronal and glial proliferation or apoptosis
A Mukpouetanus (NoHWKeHHas nponndepauns unu yckoperHsiii anontod) / Microcephaly (reduced
proliferation or accelerated apoptosis)
B Meranaxuedanus (nosbilleHHas nponudepannsa nnn 3ameaneHHsiini anontod) / Megalencephaly

(increased proliferation or decreased apoptosis)

[lncreHesnm Kopbl M0O3ra ¢ Natonoruyecko nponudepawmnein 6e3 Heonnasum (hokanbHas
IC n andppysHaa aucrenesun, ®KI Il Tuna m ap.) / Cortical dysgenesis with abnormal cell proliferation
but without neoplasia (focal and diffuse dysgenesis, FCD2, etc.)

[lucreHesnun Kopbl MO3ra ¢ naTonoruyeckoit nponudepaumeit n Heonnaswneii / Cortical dysgenesis

ID . . . .
with abnormal cell proliferation and neoplasia
1 HeonnacTtunyeckune gucreHesnn ¢ yHactmem Hespenoix knetok / Neoplastic dysgenesis with primitive cells
a [InsambpuonnacTnyeckas HeipoanuTenmansHas onyxonb / Dysembryoplastic neuroepithelial tumour
2 HeonnacTtuyeckune gucreHeann ¢ ydactmem 3penbix knetok / Neoplastic dysgenesis with mature cells
a lanrnuornnoma/ Ganglioglioma
b lanrnuounToma / Gangliocytoma
AHomanuu, BOHUKaIOLNE BCEACTBHE NATONOrMYECKOH Murpaunn Henpountos / Malformations due
Tpynna Il / Group 11 Liine BEneA pati ot /
to abnormal neuronal migration
A Manbopmauuy ¢ HepoaneHAUMaNbHbIMIU aHOMANTUAMU (NePUBEHTPUKYNSAPHAsA reTepoTonus) /
Malformations with neuroependymal abnormalities (periventricular heterotopia)
IB [eHepann3oBaHHble HapYLUEHNs TPAHCMAHTUIAHON MUrpauuu (nuccanuedanus | Tuna) / Generalized

abnormal transmantle migration (type 1 lissencephaly)

JlokanbHble HapyLweHnsa No3Hel pagnansHOon U TAHTeHUWANTbHOW TPAHCMaHTUHON Murpauun (cybkopTu-
IIC KanbHasa retepoTonus /CMHAPOM LBOIHONM Kopbl) // Localized abnormal late radial or tangential transmantle
migration (subcortical heterotopia / double cortex syndrome)

YpesmepHas Murpaumsa HeMpoLMTOB Yepes NuanbHyH NOBEPXHOCTb KOpbl MO3ra (MajibpopMawmm no Tuny
11D 6ynbDKHOM MOCTOBOI / nuccanuedanus Il Tuna) // Abnormal terminal migration and defects in pial limiting
membrane (cobblestone malformation complex / type 2 lissencephaly)

AHOManun, BTOPUYHbIE 10 OTHOLUEHNIO K NaTOJIOrMYECKOMY NOCTMUTrPaynoHHOMy passutuio / Malformations

Tpynna lit / Group Il secondary to abnormal postmigrational development
A Monumukporupusa n wusaHuedanua / Polymicrogyria and schizencephaly
B ﬂmcreHe3'm| Kopbl Mosra,loéycnoaneHHaﬂ BpO)K,El,?HHbIMI/I HapyweHuamu metabonusma / Cortical
dysgenesis secondary to inborn errors of metabolism
e OK[ 6e3 gucmopdHbix HelipoHoB (PK | m Il Tunos) / FCD without dysmorphic neurons (FCD1 and FCD3)
11D MocTmurpaunornHas mukpouedanus / Postmigrational developmental microcephaly

ITpumeuanue. OK/| — poransvran KOPKOBAL OUCNAAZUAL.
Note. FCD — focal cortical dysplasia.

mo3sra [17]. MyTauun B reHax, KOHTPONUPYHOLWMUX 3TK NpO-
ueccol, npuoasT K APK, BKNo4as nuccaHuedaniuo, MUKpo-
Ledanuio ¢ nuccaHuedanuein u gucruputo [17]. Hanpotms,
4ype3MepHas MUTpaLms HelpoLNTOB B IENTOMEHUHKC CBA3a-
Ha ¢ fJedeKTamu NuasibHO NOBEPXHOCTN MO3ra U NPpUBOANT
K NONIMMUKPOrMpUM 1 Manbdopmauun no tuny 6ynbbKHON
mocToBoii [18].

KoHe4HbIn 9Tan (popMUpPOBaHNA KOPbI, Ha3blBAeMbIN
MOCTMMUIPALMOHHBIM Pa3BUTUEM, C Y4aCTUEM NMUPAMULHbIX
1 NPOMEXYTOYHbIX HEMPOLMTOB XapakTepm3yeTcs akCoHO-,
JeHApUTO- 1 cuHanToreHe3om [19, 20]. 3Tn npoueccsl Tec-
HO CBfi3aHbl C 06pa30BaHNEM N3BUMUH 1 60po3a mo3dra [19].

anunencus n NapokcnamMasibHble COCTOSAHUS

BOMbLIMHCTBO NOCTMUTPALIMOHHBIX NPOLECCOB BbIXOAMUT 32
pamKu BHYTpUyTPOOGHOTO nepuopa passutus nnoga [19].
K 130n1poBaHHbIM HApYLIEHUAM NOCTMUTPALUOHHOr0 pas-
BUTWUSA OTHOCAT BTOPUYHYO Mukpouedanuio, ®KI | Tuna
1 HeKOTOpble DOpMbI aucrupum [2].

Mpn APK mMOryT BoBfieKaTbCs OrpaHMyYeHHas 061acTb
Kopbl Mo3ra (PK[), HeCKoNbKO AoJen Mo3ra (KBafpaHTHas
aucnnasng), nofyliapue mosra (remumeranaHuedanus).

B 0630pe paccMoTpeHbl pa3nuyHblie chopmbl AKP, npu Ko-
TOPbIX NALMEHTbI C NErKUMMW U YMEPEHHbIMI HEBPOOTMYe-
CKUMU 1 KOTHUTWUBHBIMI HapyLIEeHNMI 06paLLaloTcs K Bpady
Mo NPUYMHE BOSHUKHOBEHUSA ANUIENTUYECKNX NPUCTYMNOB.

https://epilepsia.su
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TETEPOTOIINH CEPOT'O BEHIECTBA
I'OJIOBHOT'O MO3TIA / GRAY MATTER
HETEROTOPIA

letepotonuu — 370 APK, BO3HMKatOLWME BCNEACTBIE Ha-
PYLUEHHON Murpaumun HeipoumnTos [5, 21]. Mpw aaHHOM BUae
naTonorny HabaaeTca aTunnyHas nokKanuaaunus rpynnol
HenpouuTOB B 6€/10M BELLECTBE UMK BAOJIb CTEHOK 6OKOBbIX
XKeNnyao4koB moasra [5, 21]. feTepoTonun NposSBAAIOTCA KOH-
rnomepaTtamiu Ceporo BeLecTBa U XapakTepusytTcs n3o-
WHTEHCWUBHbIM CUrHaNoM BO Bcex pexumax MPT [22]. Te-
TEpOTONUYECKNE 04arn Ceporo BeLecTBa He HakannuBatT
KOHTPACTHOE BELLECTBO U He COAepxar Kanbuudgukaros [23].

B 3aBMCMMOCTM OT NOKanM3auumn BblAeNat0T NepuBeHTPu-
KynsipHble (Cy6aneHaumarnbHble), CyOKOpTUKanbHbIe, nen-
TOMEHMHreanbHble (MapruHasbHbie) reTepoTonuu Ceporo
BewecTsa [2, 11]. Ecnim reTepoTonus npeacTaBieHa B BUe
CKOMJIEHNS HEelipOoLMUTOB, TO OHA ONpPeAeNseTcs Kak y3noBas,
€CI B BUJIE NOJIOC CEPOro BeLLeCTBa BAOMb CTEHOK 6OKOBbIX
XKENyLo4KOoB — KaK namuHapHas [5, 24].

IlepuBEHTPHKYIAPHAA Y3/I0BAA reTEPOTONHA /
Periventricular nodular heterotopia

[MepnBEHTPUKYNIAPHAA reTepoTonuns fBNSeTcs Hanbo-
nee pacnpocTpaHeHHbIM TUNOM FeTepPOTONMUIA 1 Yalle BCero
npefCcTaBfieHa CKONMEHWeM Ceporo BeLLeCTBa B BiAe Y3108,
BbICTWUNAOLLMX CTEHKY 6OKOBOTI0 Xenyfo4ka. KapTuHa rete-
pOTOMMUK 3aBUCMT OT KONMYECTBA, NOKANM3ALMN, BESTNHKHBI
1 popmbl y3n108 [1]. Y1cno y3noB MOXKET BapbMpPOBaTLCA OT
O[JHOTO [10 HECKOMbKMX, OHU MOTYT pacnonaraTbCca M3onu-
POBAHHO UMK CNNBATLCS.

PacnpocTtpaHeHHon aBnseTcs popma Anddy3Hoi ne-
PVUBEHTPUKYNAPHOI Y3/10BON FeTepOTONNUM, BO3HUKAOLLLEN
BCNEACTBME MyTauuii B X-CLLENIEHHOM reHe hunammHa A
(FLNA) [25]. 9Ta hbopma onmcaHa NPeumMyLLeCTBEHHO Y XKEH-
LWMH. TedeHne 3a60/1€BAHNS Y MYXX41H 60nee BapnabenbHO.
KOrHWTUBHbIE HApYLWEHNA Y MYXXHIH BCTPEYAIOTCH Halle,
4eM y XeHWwuH [26]. OnncaHa pefkas ayTOCOMHO-peLec-
CMBHas hopma, accouMmpoBaHHas ¢ BPOXXAEHHON MUKPO-
Ledhanueii u ABYCTOPOHHEI NEPUBEHTPUKYIISAPHOI Y3/10BON
reTepotonuen [27]. Y aeteil 0TMeYeHbl BbIPAXKEHHbIE Hapy-
LUEHMSA B PA3BUTUN.

[pyrue reHeTnyeckne )OpMbl NEPUBEHTPUKYNIAPHOI y3-
NOBOVA FeTepOTONMUM aCCOLUNPOBAHbI C XpOMOCOMamm 5p15,
5014.3, 6p25, 6027 n 791123 [28-32]. OpHako npeanona-
raembli reH, ABNAOLWMACA NPUYNHON FeTepoTONnUmn, MAEHTU-
onunpoBaH ToNbKO 415 QYOPMbI, CBS3AHHOI C XPOMOCOMOIA
6027 [33]. lenbl ARFGEF2 v FLNA, accouunpoBaHHbIe ¢ ne-
PUBEHTPUKYJIAPHON Y3J10BON FETEPOTONUEN, PErynupyoT
CBA3bIBAHME AKTWHA, TPAHCNOPTMPOBKY BE3UKYI1, afire3nto
KNETOK N OYHKUMIO pagmnanbHbIX FInasnbHbIX KNETOK [27,
34]. MyTaunm 3Tux reHoB BbI3bIBAKOT aHOMAJI 3NEHANMbI —
3NNUTENNS, BbICTUIAKOLEr0 CTEHKM XXENYyA04KoB Mo3ra [35].

Y naumeHTOB C KNaccu4eckom X-cLensieHHOR hopmMon
reTepoTonumn B 60JIbLUNHCTBE Cly4aeB BbIABMAAT Gunarte-
pasibHYl0 CNMBAIOLLYIOCH NEPUBEHTPUKYNSPHYIO Y3JI0BYHO
reTepoTonunto, KOTOpas He 3aTparuBaeT BUCO4YHbIE pora 60-
KOBbIX XXeNy[04K0B M03ra. [1pu 3TOM MOXeT HabnoaaTbca
runonnasns 4epes Mosxedka [25].

https://epilepsia.su

Y nauneHTOB ¢ ayTOCOMHO-PELLECCUBHON 6unaTepanbHON
NepUBEHTPUKYNAPHOI Yy3N0BOI reTepoTonmeil 06HapyXuea-
0T TAXKENYH0 BPOXAEHHYI0 MUKPOLEd MO N MCTOHYEHHYIO
KOpYy M03ra ¢ aHoOMallbHbIMIU U3BUIMHAMK [27].

[MepnBEHTPUKYNAPHAA y310Bas reTtepoTonns nNpu CUH-
LpOMe nopa)KeHnsd 3agHuX O0TAeN0B nonywapuin Mo3sra
OrpaHnyeHa TpeyrofbHUKamm B 0671aCTU BUCOYHbIX U 3a-
TbINOYHbIX POTrOB GOKOBbIX XeJYA04YKOB U aCCOLUMPYeTCS
C NONMMUKPOTMPUENi, TMNonIasnei rmnnokaMna n Mo3xe4-
Ka unu rugpouedanueii [36].

B peakux cny4asx nepuBeHTPUKYNApHAs reTepoTonns
MOXET NMPOABNATLCA B BUAE TOJICTbIX MOSIOC CEPOro Belle-
CTBa BJOJIb CTEHOK G6OKOBbIX XXENYL04KOB (NamuHapHas re-
TepoTonus) [37].

IMogxopkoBasa rereporonusd / Subcortical
heterotopia

[MoaKopKoBas reTepoToONNUA XapakTepuayetcs CKone-
HWEM HelipOHOB B 6610M BELLECTBE NONyLIAPUA 60MbLIOTO
mo3ra. B psafe ciy4aes retepoTonmpoBaHHbIE HEMPOLNTI
pacnpoCTpaHAOTCS OT CTEHKN 6OKOBOTO Xenyao4ka K Kope
mo3ra. «TpaHCMaHTuiiHas» reTepoTonus NpeacTaBseT co-
60l TOHKIE NONOCHI CEPOro BELLECTBA, COCTOALLMNE U3 KO-
NOHHO06pPA3HbIX KNACTEPOB HEMPOLUTOB MITN CKOMJIEHWNIA UX
Mo TNy 06beMHbIX 06PA30BAHUIA, UMELOLLUX BUL KPUBOMU-
HEeMHbIX 3aKPy4eHHbIX y30p0B [2]. OHa MHOrAa 3axBaThiBaeT
BCH [I0J10 MO3ra 1 NMpu HeMpoBM3yanu3auun HabnoaaeTcs
(beHOMeH ABOVHOM fonu mo3ra [2].

BbimeneHa ocobas popma noaKoOpKOBOI reTepoToOnui,
KOTOpas xapakTepu3yetcsd BOSHWKHOBEHUEM TMIAHTCKUX
W3BUJINCTbIX MOJSIOC CEPOro BeLlecTBa, CUMMETPUYHO OXBa-
ThiBalOWMX 062 NoSyLwapus Mo3ra, 1 acCoLMnpyeTcs ¢ are-
He3unei MO30NUCTOro Tena n AMddy3HOR NOAUMUKPOTNPK-
eii. ns onucaHus 370 popmMbl 6biT MPEANIOXKEH TEPMUH
«JIEHTOBMHAA reTepoTONMA Ceporo BeLlecTea mo3ara». pu
pacnonoXeHnn reTepoTONMPOBAHHbLIX HEiPOHOB B CYOKOP-
TUKAJIbHBIX 1 rNYy60KMX 0TAENax MO3ra Co34aeTcs Ui3uns
[BOiiHON Kopbl [38, 39]. Ha MPT-u3o6bpaxeHusax Budyanu-
3UPYHOTCS JIEHTOBUHbIE MOJIOCHI CEPOro BELLECTBa, NMPOX0-
Jdlne napaniensHo 60KOBOMY XeNyA0uKy U OTLENEeHHble
OT KOPbl N TPETbEro Xenyao4yka moara ciosamu 6esoro Be-
wectsa [40].

MokasaHo, 4TO NOAKOPKOBbLIE FETEPOTONNM MOTYT BblI3bl-
BaTbCA MyTauusmu B reHe DCX (Tabn. 2) [41]. B aTux cnyva-
X OHW HAGMIOAAIOTCA Y XKEHLLMH, T.K. FeH JIOKaNN3yeTcs Ha
X-xpomocome. Y MyX4uH ¢ myTaumsmu B rede DCX pa3su-
BaeTCA nuccaHuedanus [42].

Dnuaencusa u APYIHE€ KINHHYCCKHUE IIPOABICHU A
npu rereporonuax / Epilepsy and other clinical
manifestations in heterotopias

KnuHnyeckas KapTuHa y nauMeHToB BapbUpyeTcs B 3aBun-
CUMMOCTW OT TNA FeTePOTONUMN N FTeHETUYECKOro CUHAPOMA
[3]. Y 80-90% 60nbHbIX C NEPUBEHTPUKYNSAPHON Y3N0BONA
1 MOJKOPKOBOW reTepoTonuaMn Habnogaetcs anuiencus
[5]. Mpn NOAKOPKOBOI NAMUHAPHOW FeTEPOTONUN PErUCTPN-
PYIOTCS PE3KO BbIPAXXEHHbIE HEBPONOr4eCKNe N KOTHUTUB-
Hble HapyLeHns. Anunencus Bo3HUKaeT y 50% naymeHToB
C CUHAPOMOM [1BOViHON Kopbl [43, 44].
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Hay4Hble 0630pbi1 / Review articles

Tabauna 2. l'enernueckye (GakTOPhl PUCKA ATOTIOIMUECKON MUIPAITUY HEMPOLUTOB [41]

Table 2. Genetic risk factors of neuronal migration disorders [41]

Tun retepoTonuu /
Type of heterotopia

FeHHas myTauus /
Gene mutation

Xapaktepuctuku / Characteristics

[epuBeHTpUKynapHas /
Periventricular

— MyTauus B reHe guna-
muHa A (FLNA) / Filamin A
gene (FLNVA) mutation

— MyTaums B rene ARGEF2 /

— X-cuenneHHas ayToCOMHO-A0MUHAHTHAA hopma (BHYTPUYTPOOHas rnbesib
nnoga my>xckoro nona) / X-linked autosomal dominant form (Intrauterine male
fetal demise)

— AyTOCOMHO-peLeccuBHas popma (BcTpevaercs pefko) / Autosomal recessive

ARGEF2 gene mutation form (rare)

— MyTaums B rexe LIST
(17p13.3) / LIS gene
(17p13.3) mutation

— MyTaums B reHe

DCX Ha X-xpomocome
(Xq22.3-923) /
X-chromosome-encoded
DCX gene (Xq22.3-23)
mutation

Monkopkosas /
Subcortical

— X-cuenneHHas ayToCOMHO-JOMUHAHTHaa popma / X-linked autosomal
dominant form

— Y4acTku cy6KOpTUKANbHON reTepoTonum B 3aTbiNnoyHom o6nactu / Occipital
subcortical heterotopia

— 3ajiepxKa ncuxmy4eckoro pa3suTna y aetein / Mental retardation in children

— YyacTku cy6KopTUKanbHO reTepoTonuu B no6Hoii gone / Frontal subcortical
heterotopia

— Y reTepo3nroTHbIX XXEeHLWH HabMoAanTCa NOAKOPKOBbLIE reTepoTonuu /
Subcortical heterotopia in heterozygous females

— Y MyX41H BbISBNAOT NUccaHuedanuto / Lissencephaly is diagnosed in males

Anunencus npu reTepoTonnuax MoXeT Ae6rTUpoBaTh
B Nt060M BO3pacTe (Kak y AeTel, Tak 1y B3pocnbix). [aH-
Hble 06 3P(PEKTUBHOCTI MEANKAMEHTO3HOW Tepanuu npo-
TUBOPEYNBbLI. BCTpeyatoTcs Kak NogaaoLLIMecs NIeHeHMIo, Tak
1 hbapmMakope3ncTeHTHbIe (OpMbI [25].

YcTaHoBEHUE NTOKANnU3auum anuaenToreHHoin obna-
CTU NpeAcTaBnseT 60NblINe TPYAHOCTU B CBA3U C 06pa-
30BaHNEM 3MNUNENTOrEHHbIX CETEN [45]. [eTepoTOnMYeckne
0671acTH, BbISBNSAEMbIE NPU UKTASIbHOW OJHOGOTOHHON
3MUCCUOHHON KOMMbIOTEPHON TOMOrpaduu, cnyxar oa-
HOM N3 Hanbonee YacTbIX MPUYKNH pedpaKTEPHbIX ANnUnen-
cui [46]. ViccnenoBaHus ¢ NOMOLLBIO TNMYyBUHHBIX 311EKTPO-
[I0B 10oKasanu, 4To anuientuyeckas akTUBHOCTb MOXET
perncTpmupoBaTbCs Kak B 0671aCTW reTepoTonum u Kope
mo3ra [45], Tak n nnuwb B y3ne retepotonun [47]. Mpu re-

TEepPOTONMAX Ceporo BeLLeCcTBa, PacnpoCTPAHSAIOLLNXCA Ha
06LWMpHbIE 0651aCTKN, B CAyYasx MUKpoLedanum n opyrux
APK BEpOSiITHOCTb BO3HUKHOBEHWS KOFHUTUBHbIX, HEBPO-
NOTMYECKNX N NCUXNYECKNX HAPYLUEHWUIA BO3pacTaeT B 3Ha-
YUTENbHOW CTEMNeHMN.

OOKAJIbHAA KOPKOBAA JUCILVIA3UA /
FOCAL CORTICAL DYSPLASIA

Mnctonatonoruyeckas knaccudukauna ®KO MexayHa-
poaHoi MpotusoanunenTtuyeckon Jluru (aHrn. International
League Against Epilepsy, ILAE) 2022 r. npefcTaBJfieHa
B Tabnuue 3 [48].

Mog ®K[ | TMna noHMMaKT NaToNOrNYeCKNe N3MEHEHNS
TMCTONOMNYECKON CTPYKTYPbl HOBOW KOPbI, BO3HUKAOLLNE

Ta6auna 3. TucTOnaTONOrnYeCKas KIacCu(puKanys (pOKaIbHON KOPKOBOH AUCILIA3UN MeK/yHAPOJHOM
[Mpotuoanuaentuyeckon Jiuru (anrir. International League Against Epilepsy, ILAE) 2022 . [48]

Table 3. 2022 International League Against Epilepsy histopathology-based focal cortical cortical dysplasia classification [48]

oKO 1/ EA;K?SI?OHHOJS::?”F%'BHE? 0;":;}3;:33;"7’;‘6‘&1_ Tun Ic: BEpTUKanbHble 1 roOpU3oHTasbHble aHomanun / FCD1c:
FCD1 T abnormal layering vertical and horizontal abnormalities
oKal/ Tun lla: ancmopduyeckue HelipoHbl / FCD2a: Tun lb: gucmopduyeckune HeMPOHbI 1 6anIoHHbIe KneTkn / FCD2b:
FCD2 dysmorphic neurons dysmorphic neurons and balloon cells
TM;'TIH;:;E):(L(')JTIMB Tun [llb: HapyweHue | Tun Illc: HapyweHue ctpoe- | Tun Illd: HapyLweHne CTPOEHUS KOPbI
8 cpoquaHmmB:o CTPOEHMS KOpbl HUS KOPbI B COYETaHUN B COYETAHUM
OKO Il / | ckneposom runnokamna / B COYETaHNUN C cocyamcTon C U3MEHEHUAMU MO3ra, BOSHUKLINMU
FCD3 FCD3a: cortical ¢ onyxonbto mo3ra/ | manbgopmauuenn / FCD3c: B PaHHeM BO3pacTe (Hamnpumep,
e : FCD3b: cortical cortical dyslamination npw nucynste) / FCD3d: cortical
dyslamination associated elafina di i | dvslaminati di lesi
with hippocampal yslamination adjacent adjacent to vascular yslamination adjacent to lesion
e to brain tumor malformation acquired during early life, e.g. stroke

i3meHeHuns 6enoro BeLlecTea
nonywapuit mosra / White matter
alternations

Marnble aHOManun pa3BuTus KOpbl MO3ra
C 4Ype3MepHOM reTepoTonuneit HelipoHoB /
Mild malformations of cortical development
with excessive heterotopic neurons

Manbie manbopmannm passu-
TS KOPbI C runepnnasunein onu-
rofeHapornum npu anunencumn /
Mild malformations of cortical
development with ligodendroglial
hyperplasia in epilepsy

AHOMannu cTpoeHMs Kopbl C FTUCTONIOMMYECKUMI XapakTepucTukamu, He cootsetcTBytowmumu @K 1, 1l wan 1l Tuna / Abnormality
of cortical organization remains ambiguous and histopathological findings not compatible with FCD1, FCD2 or FCD3

anunencus n NapokcnamMasibHble COCTOSAHUS
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B pe3ynbTate HapylieHuin ee pa3sutus. ®K[ la xapakTe-
pU3yeTcs MHOXXECTBOM MUKPOKOJIOHOK, @ TaKXKe Hannynem
reTepoTONMPOBAHHbIX HEMPOLMUTOB C IoKanu3aumen B 6e-
nom BewlecTse n nHBasmein U-BonokoH [49, 50]. 06e xapak-
TEPUCTUKMN MOTYT BbITb 06HAPYXXEHbI C MOMOLLbI0 METOA0B
VMMYHOTUCTOXUMUW: MUKPOKOJTOHbI — C MOMOLLbO aHTUTEN
K NeuN, reTepoTonMpoBaHHble HEMPOHbI — ¢ NoMOLbo MAP2
[51]. ®K[I Ib npepctaBneHa aHomManbHON oOpraHu3auunei
LUECTN TUCTONOMMYECKNX C/TI0EB KOPbI, NO3TOMY [JaHHbIN Ba-
PWAHT HA3bIBAIOT HAPYLWEHNEM FOPU30HTANbHON apXMTeK-
ToHukKU. K[ Ic coveTaeT B cebe NpU3HAKM HApYLLIEHWIi ro-
PWU30HTaNbLHOI 1 BEPTUKANbHON opraHu3auun [48].

OK[ Il Tuna Hanbonee 4acTo BCTPEYAETCA Y MALMEHTOB,
MepeHecLUNX XNPYpPruyeckoe JieveHne annnencum, n cocTas-
nseT 0kosio 9% Bcex cnyyaes OKL, npuyem B 51% cny4aes
aHomanus nokanuayetcs B 106Hoi gone [52]. OcHOBHas xa-
paktepucTuka OKL Il — Hanu4yne BULON3MEHEHHbIX TMIaHT-
CKNX HEMPOHOB (AUCMOPNYECKNX HEMPOHOB), 3HAYUTENb-
HO 60iee KPYnHbIX, 4eM NMUPAMUAHbIE KNEeTKW. [MunanbHbie
KNeTKN B CTPYKTYpe aHOMaNnu TakXXe YBen4eHbl, 0AHAKO
3TOT NPU3HAK He ABNSAETCA HEOOX0AMMbIM 415 ANATHOCTUKMA.
Cneundpunyeckmii npusHak ®KL b n otnuyme ee ot ®K[ lla —
Hann4me KNeToK, MOABeprwmnxca 6anoHHoN guctpodun,
KOTOpble OAHOBPEMEHHO 3KCMPECCUPYIOT HEMPOHaNbHbIE
U rananbHble 6eKn. bannoHHbIe KNeTKKU YacTo OKpYXKarT
0651aCTb, B KOTOPOI CrpynnuMpoBaHbl AUCMOPQUYECKNE Heil-
pounTbl. Mpu aTomM Aucmopduryeckne HEMPOLNTbI ABNALOT-
CS NCTOYHNKOM NATONOrM4eCKON aKTUBHOCTU, @ 6aNJIOHHbIE
KneTku — HeT. @K Il Tuna Tak>xe xapakTepuayetcs ae3op-
raHusauuei WecTn CNOeB KOPbl, NPMYeM KNeTKM 0651acTu
aHoManum pacnonoxeHbl MeHee NioTHO [51]. B 60% cnyya-
eB ®K[ Il Tuna accounmpoBaHa ¢ COMaTM4eCKOi MyTaLmeii
B reHax 6enkoB metabonuyeckoro nytm mrOR, Hanbonee Ha-
cT0 B reHe MTOR npu ®K[ 1Ib [53]. TepMuHanbHble myTaLnm
¢ noTtepen hyHKLMUM onmcaHbl B 0cHOBHOM npu ®K[ Ila, npu-
4yeM xapakTepeH (DeHOMEH ABOWHOMO yaapa: Co4eTaHue rep-
MUHAJIbHOW MYyTaLWmW C BHE3AMHO BO3HUKLLIEN COMATUYeCKON
MPUBOANT K NOTepe 3alUTHON YHKLMUN FeTepo3nroTHOro
annens u NposBJIEHNIO NATONIOrNYECKOro npuaHaka [54-56].

OK[I Il Tuna npeactaBnseT co60i NaTonornyeckyro op-
raHu3auunto HeoKopTeKca B COYETAHWUM C ApYruMun anunen-
TOr€HHbIMMW CTPYKTYPHbIMU HAPYLEHNAMW: TUNNoKaMnanb-
HbIM ckyiepo3om (PKL Illa), onyxoiblo rofioBHOr0 Mo3ra
(®KLO Illb), cocynmucToin manbopmaunen (PKL llic), nwe-
MUYECKUMU, TEMOPPArM4eCKUMMN NN BOCNANUTENbHbIMM
N3MEHEHNAMM, BOZHUKLLMMUN B paHHem Bo3pacTte (PK[ Illd).
Mpu ®K[ Illa y nauneHToB CO CKJIEPO30M runnokamna onpe-
JenseTca ytparta HeMpoHOB 2-ro0 1 3-ro cJ0eB Kopbl [97].
IunarHoctuka ®K[ llb ssnsetcs peakon n Tpebyet MMMy-
HOTMCTOXMMMNYECKON BEPUMUKALNYA C LieSIbI0 NCKNHOYEHUA
VHUNbTPALMM HEOKOPTEKCA MNOHEiPOHANbHOI OMYX0Nbio
[58, 59]. Mpn ®KL lllc 4acTo 06HApY>XMBAKT COYETAHNE U3-
MEHEHWIN rOPU30HTANIbHOW U BEPTUKANIbHON OpraHu3aumumn
Kopbl (cunapom Gtepmxa—Be6epa) [60, 61]. @KL llld, npu
KOTOPOW yTpaymBaeTcs 4-i CNON Kopbl, 06HApYXMBAETCA
MPEeNMYLLECTBEHHO Y MaNb4YMKOB C NepUHaTaIbHbIM TMMOKCK-
YECKWM NMOpaXKeHNEM 3aTblfIOYHON Jonn [62].

Manble mansgopmauun pa3BuTus Kopbl Mo3ra (aHrn.
mild cortical developmental malformation, mCDM) mu-
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KPOCKOMUYECKN XapakTepu3ytoTcs pacnonoXeHnem re-
TEpPOTONMPOBAHHbLIX HEPOLUTOB B 6EJIOM BeLLeCTBE Npu
OTCYTCTBUU APYIrNX 3HA4YMMbIX 3MeHeHui. Mpun mMGCD ko-
NNYECcTBO HEMPOHOB B 1 MM? 06bI4HO cocTaBnseT 6onee 30,
B NPOTWBHOM Cily4yae aHomanusa He asnserca mGDM, 4To
6b1J10 NOATBEPXKEHO B 3KCNEPUMEHTAX C aBTOMATUYECKIM
nogc4yetom NeuN-no3nTUBHbLIX HelipoHOB [63].

Kpome Ttoro, mGDM ¢ runepnnasuen onurogeHapo-
rnun (anrn. mild malformation of cortical development with
oligodendroglial hyperplasia in epilapsy, MOGHE) xapakTe-
PU3YIOTCA TaKXe YBEINYEHWEM KONIMYeCcTBa ONMIoeHApo-
rNnoumnTOoB, KOTOpOe cocTasnseTt 6onee 2200 KNETOK Ha
1 mm? [64, 65]. MpumepHo 45-100% nauymeHtoB ¢ MOGHE
MMEIT COMaTUYeCcKy MyTauuto B reHe SLC35A2 [66, 67].
[ToKasaHo, 4TO KNEeTKN MO3rOBON TKAHW C 3TOW MyTaumen
OT/INYAKTCS NATONIOrNYECKUM NATTEPHOM FIMKO3MINPOBA-
Hus [68].

TepMuH «0TCyTCTBUE onpefeneHHoro tuna ®K[ B 06-
pasue» peKoOMeHAYeTCs UCNONb30BaTh B Cly4asx, eciu
N3MEHEHUNA apPXMTEKTOHUKU TKAHW TMCTONOMMYeCKOro 06-
pasua He COOTBETCTBYHOT XapakTepucTukam nonen bpoa-
MaHa u Kputepuam ogHoro u3 tunos OKI (ansa ucknto-
yeHna OKJ Heo6X0AMMO NpOBeAeHMe OKpaLIMBAHNA Ha
NeuN n MAP2) [48].

Lns BbISBNEHNS TEPMUHANbHBIX U COMATUYECKUX MyTa-
unii y naynenTtoB ¢ K[, pekomeHayeTcs NpuMeHeHne me-
Toa0B [HK-anarHocTuku. bbino BbISBNEHO AEBATbH FEHOB,
MyTauuu B KOTOPbIX NPUBOAAT K POPMUPOBAHNID KAHOHU-
yeckon ®K[ Il Tuna: AKT3, DEPDCS, MTOR, NPLR2, NPLR3,
PIK3CA, RHEB, TSC1 wn TSC2. TeH SLC35A2 pekomeHayeTcs
MpoaHanM3npoBaTh C Lefblo AnddepeHumanbHON anarHo-
cTnkn MOGHE n ®©K[I la [48, 66, 67]. Mpu onucaHum pesysb-
TaTOB FEHETUYECKOr0 MCCNeA0BaHMA JOSKHbI ObITb YKa3aHbl
3Ha4YeHMe MyTauun (ycuneHme unu ocnabneHune yHKUUm
NPOAYKTa reHa), ee fiokanuaauus, Tun 6uomarepnana n me-
ToAuKa [48].

MPT npencTaBnsiet co60i BaXKHbIN 3Tan AUArHOCTUKIA NpK
06Cne0BaHNM NAUUEHTOB C POKANbHON 3NUNENCcUen n nojo-
3peHnem Ha K [69, 70]. Tak, Hanpumep, «TpaHCMaHTWIAHAA
reTepoTonus» ABNAETCA NAaTOrHOMOHMYHbLIM Npu3Hakom OK[I
IIb. 'HorAa MMEHHO 3TOT NPU3HAK NO3BONIAET 06HAPYXNTb
OK[ aHa 60p03/bl, 4TO BNOCNELCTBMN NOATBEPXKAAETCA C MO-
MOLLIO FMCTONOTMYECKOro uccneosanus [69].

Cxema MHTerpasnbHOii, B T.4. MO3TAMHOI, ANATHOCTUKM
OK[ npeacrasneHa B Tabnuue 4 [48].

3AK/IIOYEHHUE / CONCLUSION

anunencus ABASETCA OAHUM U3 YacTbIX NPOSABAEHUIA
npu APK, Te4eHue KOTOPOW 3aBUCUT OT TUMA KOPKOBOWA
manbgopmauny N BOBNEYEHUS HEpPOHHbIX ceTen. Co-
BpeMeHHasa knaccudukaunsa AKP oTpakaeT HellpoBu3ya-
NN3aUMNOHHbIE N TUCTONATONOrMMYECKNE N3MEHEHNSA, MOSIe-
KYNAPHbIE U TEHETUYECKIE HApyLLIeHUs. [LOCTUXeHNs B 06-
NacTy MeTO0B FeHETUYECKOro CEKBEHNPOBAHNSA NO3BONAT
B OYAYLLEM BbISBATb FTEHETUHECKME MPUYNHBI 60SbLLUMHCTBA
cny4yaes APK. lMosniy4eHHbIe pe3ynbTatbl MOFYT U3MEHUTb
CTpaTernn AMarHoCTUKW W JIEYeHNS NaLMeHTOB C AAHHOW
naTonoruen.
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Ta6muna 4. Cxema UHTErPaJIbHOM TUArHOCTUKH (DOKAIBHOM KOPKOBOM JIUCILIA3UH [48]

Table 4. Integrated multi-layered focal cortical dysplasia classification scheme [48]

Jtan / Layer

Pexkomenpauusa / Recommendation

9Tan 1A: rucTonaTtonorn4yecknin
anarHos / Layer 1A:
histopathology diagnosis

MpoBecTu rucTonatonorn4eckoe nccnefosaHne o6pasia ¢ npUMeHeHeM reMaToKCUNnH-
303HOBOM0 U UMMYHOMMCTOXMMWUYECKOr0 OKpalumsanms // Brief description of architectural
and/or cytoarchitectural histopathology findings using hematoxylin and eosin and appropriate
immunostainings

dtan 1B: ructonartonoru4yeckuii
noatun no ILAE / Layer 1B: ILAE
histopathological subtype

Onpepenutb noatun ®KJ no ILAE / Assign histopathology findings to the ILAE classification
update

dtan 2: AHK-gnarHocTtuka /
Layer 2: genetic findings

MpencTtaBuTb pesynbtatbl JHK-gnarHocTnku, MeTo4 CCneaoBaHns n 61Monorm4eckni
matepuas. Ecnu metonbl JHK-ANarHoOCTUKM HEQOCTYMHbI, TO HEO6XOAUMO CAeNaTb 0TMETKY
06 atom / Describe genetic findings, methodology used, and tissue source. If genetic testing
is not available, please indicate it

971an 3: HeilpoBuayanusauus /
Layer 3: neuroimaging findings

OnucaTb BbISBIEHHbIE NATONOrMYECKNE M3MEHEHNS (T0KANM3auunto, NoATUM),  TaKXe
YTOYHUTb METOZ 1 NPOTOKON HerpoBudyanusauuu / If a focal abnormality is found, specify
(anatomic location, subtype) how it was found including neuroimaging protocol

HTerpanbHbIn guarios /
Integrated diagnosis

Mpn dhopmynuposke anarHosa ¢ ykasaHvem noartuna @K no ILAE Heo6xoamMmo ykasatb, 6bin
nm cnyyan MP-HeratusHbim / Use the ILAE classification scheme and specify genetic findings,
specify if the lesion was MRI positive or negative

ITpumeuanue. OPK/] — poxanvriasn koprosas oucnaasus; ILAE (anen. International League Against Epilepsy) — Mewcoynapooras
TpomusoanunenmuveckasnJIuza; THK — 0e30KcupubOHykaeunosas Kucaomad; MP — Maznummo-pe3onancroe uccieoosanue.

Note. FCD — focal cortical dysplasia; ILAE — International League Against Epilepsy; MRI — magnetic resonance imaging.
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