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PE3HOME

dokanbHas KopTukanbHas gucnnasuga (PKL) B Te4eHe nocnegHnx net Nnpu3HaHa ogHoM N3 Hambosee pacnpocrpa-
HEHHbIX NATOJIOMUiA, NTEXXaLLNX B OCHOBE (PApMaKOPE3NCTEHTHbIX CTPYKTYPHbIX anunencuin. Mol npefcTaBnsem Kiu-
HU4YeCcKoe HabseHMe NauneHTa ¢ reHepasn3oBaHHbIMU CYAO0POXHBIMU NpUCcTynamu. Mo gaHHbIM PYTUHHbIX 3J1EK-
TpoaHuedanorpaduin (33N peructpupoBanacb Anddy3Has anunenTugopmMHas akTUBHOCTb, YTO MPUBENIO K MO-
CTAHOBKE AMarHo3a reHeTUYeCcKonW reHepann30oBaHHON anunencun ¢ papmakope3nCTeHTHbIM TeYEHUEM NPUCTYMNOB.
Mocne BbINOSIHEHNA MarHUTHO-PE30HAHCHOTO TOMOTPadMYeCcKoro nccnef0BaHns No aNUenToNornYeckon nporpam-
me 1 Buaeo-33M-MOHUTOPUHIa AMarHo3 6bii NepecMOTPEH: CTPYKTYPHAsA poKanbHas anuencus ¢ npuctynamm ¢ go-
KaJibHbIM Ha4anom C OpOasiIMMeHTapHbIMU, XKECTOBbIMW aBTOMATM3MaMi B NMPaBoii pyke, 6unatepanbHbIMU TOHUKO-
KJTOHNYECKUMU, He KOMMEHCUPOBAHHbIMW Ha ()OHe MoHoTepanuu neseTupauetamom 1500 wmr/cyt. ®oHoBOE
3a60neBaHue: BPOXXAEHHbI NOPOK Pa3BUTKA roNI0BHOr0 Mo3ra — @K/ B 6a3anbHbiX OTAeN1ax NeBOW BUCOYHON AOJIN.
[MpoBeaeHa Koppekuus NPOTUBO3ANUIIENTUYECKON Tepanun: fobasneH nakocamug 300 mr/cyT, nocne 4ero 4yacrtorta
3NUIEeNTUYECKUX NMPUCTYNOB YMeHblmnachk. AuddepeHunanbHblil AUarH03 Mexay reHeTU4eckon reHepann3oBaH-
HOM anunencuen n CTPYKTypHoOW anunencuein Ha poHe OK/[I, Kak npaBuno, He npeacTaBnseT TpyaHocTen. OaHako
B OTAEJIbHbIX C/ly4asx CTPYKTYpHasA anuiencus npoTekaeT Nog «Mackon» reHepann3oBaHHomn anuiencuu. MNpeacras-
JIEHHbIW HAMW KJTIMHUYECKWUIA Cry4Yail 4eMOHCTPUPYET 3HAYUMOCTb LWArHOCTUYECKUX MepOrnpusaTUA B MPOBELEHUN
AnddepeHymnanbHON AUarHoCTUKM Pa3nnyHbiX hOopm anusencum Ans onpefeneHns fanbHenlwen TaKTUKN BEAeHUs
nauueHTa.

KNHYEBbLIE CJI0BA

dokanbHas KopTUKanbHas AUCMNa3ns, MarHUTHO-pe30HaHCHas ToMorpadus, Buaeo-33M-MOHUTOPUHT, reHepanun3o-
BAaHHbIE CYJOPOXKHbIE NPUCTYbI, reHePann30BaHHas ANUNenTUOPMHANA aKTUBHOCTb.

Cratbs noctynuna: 27.10.2020 r.; B gopaboranHom Buge: 02.02.2021 r.; npuHaTa K ne4atu: 05.03.2021 r.
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SUMMARY

Focal cortical dysplasia (FCD) is one of the most common causes in developing pharmacoresistant epilepsy. We present
the clinical case of the patient with generalized seizures. Routine electroencephalography (EEG) data registered diffuse
epileptiform activity that allowed to diagnose genetic generalized epilepsy and pharmacoresistant course of seizures.
After performing magnetic resonance imaging using the epileptological program and video-EEG-monitoring, the
diagnosis was revised: structural focal epilepsy with seizures with focal onset with oroalimentary, gesture automatisms
in the right hand, bilateral tonic-clonic, uncompensated by levetiracetam monotherapy (1500 mg/day). Background
disease: congenital malformation of the brain: FCD in the basal parts of the left temporal lobe. Lacosamide was added
to the therapy in the drug dose 300 mg/day, and the frequency of epileptic seizures decreased. Differential diagnosis
between genetic generalized epilepsy and structural epilepsy with FCD usually poses no obstacles. However, in some
cases, structural epilepsy occurs under the “mask” of generalized epilepsy. Hence, this clinical case demonstrates the
importance of diagnostic measures in the differential diagnostics of various forms of epilepsy to determine further
tactics of patient management.

KEYWORDS

Focal cortical dysplasia, magnetic resonance imaging, video-EEG monitoring, generalized seizures, generalized
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BBelIeHI/IC /Introduction mo3ra. Paa nccrnefoBatenen He UCKIHOYaeT BUPYCHYIO
atnonoruio 3abonesaHus [4]. LLUupoko o6cyxpaercs
poSib FeHeTUYecKUx MyTauuil B BO3HUKHOBeHUM OK[.
K reHam, otBevawwmm 3a nosieneHne ®K[, oTHOCAT:
DEPDC5, CHRNA4, CHRNB2, CHRNA2, KCNT1, LGIT,
DEPDC5, CNTNAP2, PTEN, SCN1A, TSC1, TSC2, PTEN,
STRADA [5, 6, 7].

MpencTtasnseM KAVHUYECKUIA cnyvan audpdepeHum-
aJIbHOM ANArHOCTUKW FeHeTNYEeCKON reHepann3oBaHHON
anunencun n pokanbHoM anunencun Ha gooHe OKL.

®dokasibHasa KopTukanoHasa gucnnasus (PK) B Teve-
HWe nocnefHux netT Npu3HaHa o4HOM U3 HanboJsiee pac-
NPOCTPAHEHHbIX MATOMOMMIA, Nexalwnx B 0CHOBe hap-
MaKOPEe3WUCTEHTHbIX CTPYKTYPHbIX anunencun [1]. Tem
He MeHee MOCTaHOBKA 3TOr0 AMarHo3a 0CTaeTcs ClOX-
HOM 3aja4en B CBA3W C OTCYTCTBMEM Creununyecknx
KNUHWYECKUX MPOSIBIEHUI 1 HU3KOW BbISBNSAEMOCTbIO
npu sudyanusauum [2].

OK[ — 310 natonorus pasBuUTUSA KOPbl FOJIOBHOTO
MO3ra, XapakTepu3yLwasacs HapyweHWeM HelipoHasb-
HOrO pacnpefeneHus KNetok B paguanbHOM U TaHreH- Kimmaugeckui ciay4ari / Case report
LManbHOM HanpasfeHun, B psfe ciyd4aeB B COHETaHUU

y Xano6bi / Complaints
C AUCMOPMUYHBIMI HelipoHaMu, 6anNOHHbIMU KNeTKa-

MU NM60 B KOMOMHALMM C OCHOBHLIM MOPaXXeHUem MaumenT H., 23 ropa, 06paTnncsa Ha Npuem K Hespo-
(CKNepos runnokamna, rnuanbHas uin ruoHepoHasb- Nory-3nunenTonory G ano6amn Ha npucTynbl ¢ Hapy-
Has OMyXOMb, COCYAMCTAA MaflbthopMaLus UM Nio6oe LIEHMEM CO3HAHNS, TOHMKO-KIIOHNYECKUMU CY0POramm,
nopakeHue, NPMOGPETEHHOE B paHHeM Bo3pacTe) [3]. passuBatolinecs npu npobyxnaeHun, 4actotoi 1 pas
Atuonoruns ®KJI n3yyeHa HegocTaTouHo. Cuutaetcs, B HEJIeJ1t0, CHIKEHNE NamATn.

4TO OHa BO3HMKAET NPW HAPYLIEHUA KNETOYHOro CTpoe-

HWSA KOPbI FOJIOBHOTO MO3ra BO BPeMs BHYTPUYTPOOHOT0 Anamue3 / Anamnesis

pas3BuTUA. TakXKe NPUYUHON MOTYT MOCNYXNTb NepuHa- Poguncs oT nepsoil 6epeMeHHOCTI, NepBbIX Camo-
TaNlbHble U PaHHWE NOCTHaTalNbHble TPaBMbl FOJIOBHOMO CTOATENbHbIX POAOB. TeyeHne GePeMEeHHOCTN NpoTeKa-
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N0 Ha (pOHe recto3a TSHKENON CTEMeHu, IKIaMrncuu.
bbina gmuarHoctupoBaHa runotpochus nnopa. PaHHee
NCUXOMOTOPHOE pa3BUTME COOTBETCTBOBANIO BO3PACTY.
B Bo3pacTte 1,5 net 3aperucTpupoBaH nNpucTyn ¢ Hapy-
LLIEHNEM CO3HAHNA N 0OMSAKAHWEM MPU MOBbILLIEHUN TEM-
nepatypbl Tena go 40 °C.

B 2010 r. B Bo3pacTte 15 net nocne genpmeauum cHa
NPUCOEANHWUINCH FeHepann30BaHHbIE CYA0POXHbIe NPU-
ctynbl (FCM) ¢ HapylleHneM CO3HaHWUSA Npu NPobyxae-
HUK, C MPUKYCOM HUXKHE ry6bl M MOCTNPUCTYMNHON €30~
pueHTaumen.

HacnencTBeHHbIN aHAMHE3 M0 3NUNENCUN HE OTATOLLIEH.

JnekTpo3Huedanorpadus / Electroencephalography

Ha anekTtpoaHuedanorpacun (33) 3apermcTpuposa-
Ha andpdysHas anunenTudopMHas akTUBHOCTb «0CTpas
BOJIHA — MeJeHHas BoJiHa» (3 ) ¢ amMnanTyaHbIM Npeo6-
najaHuem no I06HO-LEHTPaNbHbIM 0TBEAEHUAM (puc. 1).

Iuarxos 1 / Diagnosis 1

Y4yutbiBas Bo3pacT 4e6oTa v xapakTep anunenTu4ecknx
npucTynoB, pe3ynbtatbhl I3, naumeHTy Obll YCTAaHOBMEH
LNarHo3: reHeTU4eckas reHepann3oBaHHas 3nunencus
C M30NMPOBAHHLIMU TEHEPanu3oBaHHbLIMW TOHUKO-K/IOHN-
yeckumu npuctynamu. MarHWTHO-pe3OHaHCHas TOMOrpa-
¢oua (MPT) ronoBHOro mo3ra He NnpoBOAMUNACh.

Tepanus / Therapy

Ha momeHT fge6toTa 3ab60neBaHUs Ha3HavyeHa NpoTu-
BO3NMeNTUYecKas Tepanus BaNnbMpPOEBOW KWUCMOTOW
1000 mr/cyT ¢ pa3BuTuMeM HexXXenlaTenbHOW peakuuu: no-
BblLLEHME Macchl Tena Ha 15 kr. Ha aTom hoHe yacToTa
['CIM 6bina 1-2 pasa B 6 mec.

B 2016 r. nayneHT nepeBefieH Ha TonuMpamar ¢ TUTpa-
uuen cytovyHon Aosbl go 300 mr/cyT. Ha ctagum Tutpa-
uum yactoTa IMC 6bina 1 pa3 B 2 Mec ¢ NoOCneayrLWUm
yyalleHneM npuctynos. 3ateM 60JIbHON NepeBeleH Ha
nesetmpauetram 1000 mr/cyT, nocne 4ero yactorta [CIl

yBenuyunacb 1o 1 pasa B Hefento 6€3 NOCTNPUCTYMHON
[1e30pMNEeHTaLMM N COHNUBOCTK. Ipy NOBbIWEHNN CYTOY-
HOW Ao3bl NeseTupaverama o 1500 mr/cyT peructpupo-
Banuce I'CIM 3—4 pa3a B Mecsil, C CEPUAHbIM TEHEHMNEM.
YynutbiBas papmMakope3uCTEHTHOCTb 3NUNENTUYECKNX
NPUCTYNOB, NPOBELEHO A006Ce0BaHNE.

MauneHT npefocTaBun gomallHee BUAEO MpUCTyna:
HapylleHne CO3HaHWUA, TOHNKO-KJIOHNYECKNEe CYLA0pOoru
C nocnepytoulein TpaHcdopmauuen B NpucTyn ¢ Hapy-
LUEHNEM CO3HaHWSA, OPOANIMMEHTAPHbIMU, >XXECTOBbIMU
aBTOMaTM3Mamm B NpaBoi pyke, B KOHLE nNpucTyna no-
TUPAET HOC MPaBON PYKOWA.

OcmoTp / Examination

MpaBunbHoe TenocnoxeHue. Macca tena 76 kr. Poct
170 cm. NHpekc maccol Tena 26,3 Kr/m3 (M36bITO4HASA).

Hesponoruyeckui ctatyc / Neurological status

Co3HaHuWe ACcHOe, OPUEHTMPOBAH B MECTE 1 BPEMEHMU,
COOCTBEHHOW NMMYHOCTU. DOH HACTPOEHWUA YOOBMNETBO-
puTesibHbIA. YepenHo-MO3roBblie HEpBbl: aNlbTEPHUPYIO-
Liee Kocornasue, acUMMeTpPUs HOCOry6HOM CKIagku
cnpasa. MblweyHbli TOHYC HOpManbHbIA. MblwevyHas
cuna 5 6annoB. CyxoXunbHble pednekcbl C pyK 0XXWB-
neHbl, 663 YeTKOW pasHuLbl CTOPOH. KoJieHHble pedniek-
Cbl BbICOKWE, aXWUNN0Bbl PeNEKChbl C KNOHYCOM, CUMME-
TPUYHble. YyBCTBUTENIbHbIX HapyLleHUin HeT. B nose
Pom6epra yctonyms. ManbLeHOCOBYO, NATOYHO-KOJIEH-
HYt0 MpPoO6bl BbINOMHAET. MeHUHreanbHbIX 3HAKOB HET.
Ta30Bble (PYHKLMN KOHTPOSINPYET.

MPT ronoBHoro mo3ra / Brain MRI

Mo paHHbIM MPT rofioBHOro mo3ara no anunentuye-
ckomy npotokony (1,5 Tecna): MP-kapTuHa hokasbHOR
KOPTUKaNbHOM AKWCNIa3nmn B 6a3asibHblX OTAES1ax JIeBOn
BMCOYHOMN 0NN HA YPOBHE HUXKHE BUCOYHON U3BUSTNHBI.
HenonHas nHeepcusa (ManbpoTauns) 1eBoro runmnokamna
C HeBbIPAXXEHHbIM YMEHbLLEHWEM €ro B 06beMe (acumme-
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TpUs MeHee 7%), 663 NPU3HAKOB HapyLUeHNs apXUTEKTO-
HUKW U BUAUMbIX CTPYKTYPHbIX U3MEHEHUI (PUC. 2)

Bupeo-33r-mouutopuur / Video-EEG monitoring

Mo paHHbIM BMAE0-33-MOHUTOPUHIA 3aperncTpupo-
BaHa WHTEPWKTasNbHAas Mmepuoanyeckass peruoHanbHas
anuIenTU@OopmMHas akTUBHOCTb «Cnank — MeasieHHas
BOJTHA» B BUCOYHO-/T06HOW 06/1acTW NE€BOr0 NoayLapus
rofI0BHOMO MO3ra C fiatepanunsaumnen v BTOPUYHON buna-
TepasibHOM CUHXPOHU3aLMen, a TakXe OUPAY3HbIE
BCMbILKY 3NMNENTUPOPMHOIA aKTUBHOCTU (PUC. 3).

PecnupaTtopHblit moHuTOpuHr / Respiratory monitoring

CuvHOpPOM anHo3 cHa nerkom cteneHn. Ho4yHasa runo-
KCemMus nerkown cteneHn. TpaH3UTOPHAs YMepeHHas ru-
nokcemms.

[unarxo3s 2 / Diagnosis 2

YyutbiBas pesynbtathl A006CNeA0BaHNSA, KIUHNYE-
CKMWI anarHo3s 6b151 NepecMOTPeH: CTPYKTYpHas dookarb-
Has anunencusa ¢ npuctynamu ¢ oKasbHbIM Ha4yanom
C OpOaJIMEHTAPHbIMU, >XXECTOBbIMM aBTOMATU3MaMu
B NpaBoi pyke, 6unaTepanbHbIMU TOHUKO-KITOHUYECKN-
MU NPUCTYyNamun, He KOMMeHCMpPOBaHHasa Ha POHE MOHO-
Tepanuu NpoTUBO3NUIIENTUYECKUMU NpenapaTamu (ne-
BeTupauetam 1500 mr/cyT). ®apmakope3ncTeHTHas.

®oHOBOE 3a60/1eBaHME: BPOXXAEHHbI MOPOK pas3Bu-
TWA ronoBHOro mo3dra — ®KJ] B 6a3anbHbIX oTAENax ne-
BOV BUCOYHOW A0NN.

Tepanus / Therapy

MpuHMMasn BO BHUMAHWE [aHHbIE KTUHUYECKOrO U He-
BPOSIOrMY4€CKOro OCMOTPA, pesynbTaTbl 06bEKTUBHbIX
MeTO[0B  06Cfief0oBaHNn, (PapmMakope3NCTEeHTHOCTb
JaHHOW DOPMbI ANUENCUN, HEXXeNaTesbHble N060YHbIE
peakumm B aHaMHe3e MaLMEHTY PEeKOMeHA0BaHa KOH-
CcynbTauus Hempoxmpypra ans pelleHus Bonpoca o BO3-
MOXXHOCTW XWPYPru4eckoro neveHusa anunencuu. lMNpo-
BeJleHa KOppeKuus npoTUBOINUNENTUYECKON Tepanuu:
no6asneH nakocamug 300 mr/cyT. Ha atom choHe 4acTo-
Ta ANUNENTUYECKUX NPUCTYNOB YMEHbLUMUIACh.

O6cy:xaenue / Discussion

MexayHapoaHas npoTWBO3NWIIENTUYECKAS  Nura
(International League Against Epilepcy, ILAE) BbinycTuna
NepByK MeXAYHapOAHYH KOHCEHCYCHYH Knaccudmka-
unto @K B 2011 r. [8]. C Tex nop faHHaa knaccudmka-
LUMS WKNPOKO MCNONb3YETCA B K/IMHUYECKOW MpakTuke
n nccnenosannax. Tekywas knaccudukauymsa ILAE Taut
B cebe MHOXECTBO Npo6sieM B rMCTONATONIOrMYeCKOmn
aunarHoctuke noatunos OKJ, a Takxxe HEOQHO3HAYHbIE
rnnoTesbl 0 KOHKPETHOM MaTOreHe3e 3TUX BPOXAEHHbIX
aHoMasnui ronoBHoro mosra. B 2018 r. npennoxeHo
KpUTU4eCKoe 06HOBNEHNE C UCMONb30BAHNEM UHTErpU-
POBAHHOM KJIMHWKO-NATONIOTUY4ECKOW U FeHeTU4ecKon
cuctembl Kiaccudgukauyum [9].

PHCYHOK 2. MarHuTHO-PE30HAHCHBIE TOMOI'DAMMBI
nanuenTa H., 23 roga. TUnepuHTEHCHBHBIN CUTHAI B T2

u FLAIR (2) u runonnrencusHbid B T1-BU (b) B 6a3a1bHBIX
OT/IENIAX JIEBOI BUCOYHOH JJOJIM UHTPACYOKOPTUKAIBHO HA
YPOBHE HIKHEN BUCOYHOU U3BUJIMHBI C YMEPEHHBIM
YTOJIIEHUEM CEPOTO BEIMECTBA U CHIKCHUEM

I DEPEHIINPOBKU HA CEPOE U OEJIOE BEIECTBO

Figure 2. Patient N, 23 years old, magnetic resonance images.
Hyperintense signal at T2 and FLAIR (2) and hypointense signal
at T1 weighted images (b) at basal area of the left temporal lobe
located intrasubcortically at the level of inferior temporal gyrus
with moderately thickened gray matter and decreased partition
for white and gray matter zones

OunarHoctnka ®K[ 0CHOBbIBAETCA HA KJIMHUYECKOMN
KapTuUHe MPUCTYNOB, HeWpPOBM3yanusaunum n pesynbra-
Tax Buaeo-33M-moHutopuHra [10]. Helposusyanmaa-
LIMOHHbIE MPU3HAKM OTANYAKTCS NPU Pa3fNYHbIX TUNAxX
®K[, oagHakKo Oaneko He Bcerga yaaeTcs 4eTKO npeano-
NIOXUTb TOT MW WHOW TN gucnnaduun. Cpean meToaoB
HelpoBu3yanu3auum abCoSIOTHLIA NPUOPUTET UMEET
MPT no anunentonornyeckoi nporpamme [11].

[nsa ontumanbHoro BoigeneHns ®K pekomeHa0BaHO
nposegeHne MPT rofioBHOro mMo3ra TOHKMMUK Cpe3ami
¢ 06bemMHbIMU T1-B3BeLLEHHbIMU n306paxeHnamu (BIU),
aKkcuanbHbIMU 1 KopoHapHbiMu T2-BU n FLAIR [12, 13].

ILAE onpepenuiia MarHMTHO-Pe30HAHCHbIE XapakKTe-
puctukn ®K[, npeacrasneHHbie B Tabnuue 1 [32].

Y peteit 1-ro rofa Xm3HW ONUCbIBatOT BapnabesibHble
penakcaunoHHble NaTTepHbl AMCMNNACTUYECKUX 04aroB
B 3aBUCUMOCTW OT BO3pacTa. B nHaHTunbHy asy
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Ta6muna 1. XapakTepucTUKa MArHUTHO-PE30HAHCHBIX TOMOI'PAMM Y ITAIMEHTOB C (DOKAIBHONM KOPTHUKAIBHON aucriasuei (OKII)

Table 1. Magnetic resonance imaging characteristics in patients with focal cortical dysplasia (FCD)

®KJ | Tuna / FCD type |

®KA Il Tuna / FCD type

Atpochusa — nonesas unu cybaonesas, ¢ permoHanbHow
notepen NnoakopkoBoro 6enoro sewectea / Atrophy — lobar or
sublobar, with regional loss of subcortical white matter

[MNEPUHTEHCUBHBIN CUrHaM OT 6€/10r0 BELeCTBA Ha
T2/FLAIR-BW v runonHTeHCUBHbBIA curHan Ha T1-BU /
Hyperintense white matter signal on T2/FLAIR-WI and
hypointense signal on T1-WI

Heckonbko aHOMasbHbINA NaTTepH 60P0O3AbI/U3BUIUHBI //
Slightly abnormal sulcus/gyrus pattern

OK[ la Tna nokanuayeTcs Yalle B BUCOYHbIX JONSAX

1N MOXET 6bITb CBA3aHa ¢ atpocpuent runnokamna / FCD type
lais localized more often in the temporal lobes and may be
associated with atrophy of the hippocampus

OKL Ib Tna 06614HO 06HApPY>XKMBaAETCA 3a Npejesiamu
BUCOYHbIX fonen / Type Ib FCD is usually found outside the
temporal lobes

YBennyeHHas TONLINMHA KOPKOBOTO €108 C aHOMaslbHbIM
pucyHKom 60po3abl/u3BununHebl // Increased cortical thickness
with abnormal sulcus/gyrus pattern

PasmbITbIi nepexon ceporo u 6enoro Bewectsa / Blurred
gray/white matter junction

[MnepuHTeHCMBHLIN curHan Ha T2/FLAIR-BW, runonHTeHcmB-
HblA curHan Ha T1-BW / Hyperintense signal on T2/FLAIR-WI,
hypointense signal on T1-WI

PaananbHO OpUEeHTUPOBAHHbIN INHENHbLINA NI KOHUYECKNIA
TPAHCMAHTUWHBIA CUTHAN, TMNEPUHTEHCUBHBLIA Ha T2/FLAIR,
cy>arowuinca Kk 6okosomy xenyno4ky / Radially oriented
hyperintense linear or conical transmantle signal on T2/
FLAIR, tapering towards the lateral ventricle

Yalue nokanusyetcsa B No6HbIx gonsx / More often localized
in the frontal lobes

OK[L npeactaBfieHbl TMNOUHTEHCUBHBIM CUMHANOM Ha
T2-BW 1 B HEKOTOPbLIX CNyYasaX r’MNePUHTEHCUBHbLIM CUT-
Hanom Ha T1-BW [14, 15]. Mpu nocnegyrowmx mccneno-
BaHUAX, BbINOJIHEHHbIX B KOHLE 1-r0 rofja u Havane 2-ro
rofa XXW3Hu, No Mepe yBENMYEHUA CTENeHN MUEeNNHN3a-
uun 6enoro BeLWecTBa, Bu3yanu3auus pucnnactuye-
CKMX 04aroB 3amMeTHO yxyaLiaerca [16].

Cneyuannctbl N0 HEMPOBMU3yann3aLnUm NOCTOSAHHO CO-
BEPLUEHCTBYIOT METO/bI, Yiy4LlaloLine 06HapyXeHune anun-
nentoreHHbix 30H npu ®K[. X. Chen et al. (2018 r.) npea-

00:09:53.360, 30 fam/cex, 33T 10 MkB/m1, 0.5-70 T, cxema "Bed umern”

cTasunu pasgeneHve tunos @K npu Helposuayannsayum
C UCNOMb30BAHNEM NOC/EA0BATENILHOCTY C NO4ABNEHNEM
XuakocTtu n 6enoro sewectsa (anrn. fluid and white matter
suppression, FLAWS) (puc. 4) [17] n 3D edge enhancing
gradient echo (3D-EDGE) ansa yBenu4yeHus KoHTpacTa
MeXJy CepbIM 1 6enbIM BELLeCTBOM ros10BHOro Mo3ara [18].

AnekTpoaHuedanorpaduyeckas AMarHocTuka npu
OK[] Tak)xe umeeT CBOM 0COO6EHHOCTWU. BONbLLIMHCTBO
uccrnenosartesieil NOA4YePKUBAIOT, YTO AANEKO He BCerga
WHTEpUKTanbHaa anunenTuopmHas akTUBHOCTb Ha

PuCYyHOK 3. DieKTpO3HIIe(PaTOrpaMmel manueHTa H., 23 rofa, B GUIOIIPHOM IPOJOIBHOM OTBEICHUH. PErUCTPUPYIOTCS
MOJTUCIIANKY, KOMITJIEKCHI «CIIANK — ME/JIEHHASI BOJIHA» ITO BUCOYHO-JIOOHBIM OTBEJICHUAM C JU(PPY3HBIM PACIPOCTpaHeHNeEM (a—d)

Figure 3. Patient N., 23 years old, electroencephalograms at bipolar longitudinal lead. Polyspikes, spike-slow wave complexes are

recorded under temporo-frontal leads with diffuse spread (a—d)
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00:08:59.304, 30 fam/cek, Q3T 10 MKB/Mm, 0.5-70 Iy, cxema "Bed umern”

30 MKBIMM B :
) 00:50:02.664, 30 fm/cek, 3T 7 mkB/mm; 0.5-70 Ty, ‘cxema "Beaiumenn”

COCTOSAAHMSA

PHCYHOK 3 (IIpOAOIKEHHE). DIEKTPOIHIE(PATOrpaMMel TanieHTa H., 23 rofa, B GUNOIsIPHOM IPOJJOIBHOM OTBEICHUN.
PeructpupyroTcs NOMMCIaiKy, KOMIUIEKCHI «CIIaMK — MEJIJIEHHAs BOJTHA» 110 BUCOUYHO-JIOOHBIM OTBEAECHUAM C AUPPY3HBIM

pacnpocTpaneHueM (a—d)

Figure 3 (continuation). Patient N., 23 years old, electroencephalograms at bipolar longitudinal lead. Polyspikes, spike-slow wave

complexes are recorded under temporo-frontal leads with diffuse spread (a—d)



KnuHunyeckue cny4vaun / Case reports

A. AHomanbHas mopconorusa kopsl / Abnormal cortical morphology

B. AHOManbHasa KOpTUKanbHas MHTEHCUBHOCTL curHana / Abnormal
cortical signal intensity

C. PaambITbIli nepexof ceporo n 6e10ro BeWecTBa rofIOBHOro mo3ara /
Blurred gray and white matter junction

D. AHOManbHas MHTEHCUBHOCTb CUrHaMa NOAKOPKOBOro 6e10ro Belle-
ctBa/ Abnormal signal intensity in subcortical white matter

E. TpaHcmaHTHbIN 3HaK / Transmantle sign

PucyHoKk 4. Tunsl oKaIpbHON KOPTHKAIbHON Anciuaznu (aHrvL. focal cortical dysplasia, FCD) npu Busyanusanuu B peskume FLAWS

(apantuposano u3 X. Chen et al,, 2018 1. [17])

Figure 4. Types of focal cortical dysplasia (FCD) visualized at FLAWS mode (adapted from X. Chen et al., 2018 [17])

39l To4HO cooTBeTcTBYET 30He ®K[l no gaHHbim MPT
[10]. Mpenno4yTeHme JOMKHO OTAABATLCA AJINTENIbHOMY
BUAe0-33M-moHuTOpuHry. OgHako gake npu permcrpa-
Lun NpucTyna BO Bpems 3anucy He BCerga KapTuHa nar-
TEepPHOB 6y[eT COOTBETCTBOBATL 30HE NMOPaXXeHUsA BBUAY
0CO6GEHHOCTEN 3NUNENTOreHHOro NOPaXKeHNs KOPKOBbIX
HEMPOHOB, KOJINYECTBA HAJIOXKEHHbIX 3NEKTPOAO0B BO
BPEMSA 3anucu unu TevyeHus 3abonieBaHusd. Y4uTbiBas,
4yto ©K/[ aBnseTcs 30HON NOCTOSIHHOrO 3NUNENTOreHe-
33, y 60MbLINHCTBA NALMEHTOB MO AAHHbIM KOHBEKCU-
TanbHoW 33l 6yAyT BbIABAATLCA ANUNENTUAOPMHbIE
n3meHenms [19]. B nccnefoBaHumsax nokasaHo, 4TO HEKO-
TOpble MapKepbl ANUNENTUGOPMHON aKTUBHOCTK Ha 33l
3Ha4YMMO CBA3aHbI C nexatlen B ocHose ®K[ [20-22].

Mpun ®KO | Tna oTCyTCTBYIOT Cneunduyeckne n3me-
HeHWs No AaHHbIM 33l BoAbWMUHCTBO 60SIbHLIX UMEKOT
MHO>XECTBEHHbIE MEXMNPUCTYMNHbIE 3NUNENTUGOPMHbIE
pas3psafbl. 3a4aCTy0 UHTEPUKTANbHbIE paspsagbl y nauu-
€HTOB HOHOr0 BO3pacTa MOTYT BbIMMALETb Kak reHepanu-
30BaHHas aNUNenTUOpPMHas akTUBHOCTb [23].

N. Epitashvili et al. (2018 r.) nokasanu, 410 Hanbosee
4acTo Ha ckanbnosown I3l npn ®KMO | v Il TMNOB BbIABNA-
I0TCS HenpepbiBHble aNUIenTUOPMHbIE paspsaabl, puUT-
MUYeCcKne 3nunenTugopMHble paspsadbl, NONKUCNARKMK,
4acTble PUTMUYHbIE BCMbIWKKA 3NUIENTUOPMHON aK-
TUBHOCTU, MOBTOPAKOLMNECA pa3paLbl, U30/IMPOBAHHAA
CNank-BO/THOBAs aKTUBHOCTb, aHAaTOMMUYECKM COBMaja-
rowre ¢ o6nactbeto pacnonoxenna ®KL [1]. JaHHble n3-
MEHEHMUS PerncTpMpoBannchb y NauNeHToB B COCTOSHUN
604pCTBOBAHMA 1 CHA. [Tpy 3TOM Hanu4ne mapkepos 33
He 3aBMCeno OT BUAUMOro nsmeHeHns Ha MPT n umeno
aHaNiornyHyr pacnpoctpaHeHHocTts npu ®KO | n Il Tn-
nos [1].

Mpn ®KO llb Tuna Takxe onucaHbl BbICOKOCMELUN-
douyHble n3meHeHuns Ha 33l oKasibHble BbICTPbIE PUT-
MUWYHble 3NUIeNnTUOPMHbIE paspsaabl (B 3apy6exxKHOon

anunencus n NapokcnamMasibHble COCTOSAHUS

nutepatype npeactaBfieHbl Kak FREDs, brushes wnu
FEDoIS). Mo mopdonornn ykazaHHble naTTepHbl Npej-
CTaBNAKT CO60 PernoHasbHble NPO6eXKU PUTMUYHON
aKTUBHOCTU 6eTa-, anbga-, pexe TeTa-AnanasoHa
(8 cny4ae FREDs) nu6o cneundunyeckne, 04eHb Obl-
CTpble PernoHasnbHble paspsambl NONNCNANKOB, HEPELKO
B CTPYKTYpPE HEpEerynsapHoro pernoHasbHoOro samepse-
Hua (B cnyyae brushes nnu FEDoIS) [24]. Hawe faHHble
M3MEHEHUS PerucTpupyroTCa B Hayase anuienTu4ecko-
ro npuctyna [25].

Kpome TOro, mOBTOPSOLLMECH HU3KOAMNAUTYAHbIE
(meHee 50 MKB) cnaiiku MOryT 6bITb OTHECEHbI K «Kpac-
HbIM (na)kkam», BbIIBASIEMbIM Ha CKanbnosoi 33l
1 YyKa3bIBAKOLMM HA NeXally B OCHOBE CTPYKTYPHYHO
MaTosiorMio rofIoBHOro Mo3ra, Haunbosee 4acto ®K[ [26].

[.M. Cordeiro et al. (2015 r.) npeAacTaBunu pasnnyHble
BapUaHTbl 3NUNenTU(OPMHON aKTUBHOCTU C OAMHAKO-
BON Mopdosiormen pas3psafoB, KOTOpbie MOryT BCTpe-
4yatbcA y pasHbix naumenTtos ¢ ®K/[ B0 Bpemsd cHa [27]:

—nartTepH 1: BCNbIWKKW MAKX NONINCMARKK, 32 KOTOPbIMM
crnefyeT UK He cliedyeT MedJleHHas BOJIHA C HaCcTOTOM
Bbiwe 2 lu;

—NaTtTepH 2: BCNbILWKW WX NOSIUCNANKK, 32 KOTOPbIMM
cnepyet unn He crneayeT MeAasieHHas BOJIHA BbICOKOM
aMnanNTyAbl C 4acTOTON HuKe 2 U, NpepbiBaeMble Mo-
CKUMU Nepnogamu,;

—natTepH 3: pa3psaabl pUTMUYECKOA aKTUBHOCTU BbICOKOIA
yacToThl (60nee 15 ), perynsapHoit mopdonoruu (puc. 5).

OundbdepeHymnanbHas AMarHoCTUKa MeXAy reHeTnye-
CKOW reHepann3oBaHHOW 3NUENcUen u CTPYKTYPHOMR
anunencuein Ha pone OK[, Kak npaBuso, He NpeacTaB-
nsaet TpyaHocTen. OQHAKO B OTAENbHbIX Cly4asX CTPYK-
TypHas anusencus NpoTeKkaeT Nog «Mackomn» reHepanu-
30BaHHON 3NUJIENCUN.

KnnHunyeckas kapTuHa 3aboneBaHns y nauneHTa: B03-
pact ae6toTa anunentuyeckux npuctynos 15 net, I'Cl
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Mattepu 1 / Pattern 1

Bapwuaut 1 / Variant 1

BapuaHTt 2 / Variant 2

BapuauT 3 / Variant 3

Bapwuanr 4 / Variant 4

Bapuaut 5 / Variant 5

Mattepn 2 / Pattern 2 NMattepu 3 / Pattern 3
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PucyHoOK 5. BapuanTsl anuaenTudOpMHON aKTUBHOCTH Y TALMEHTOB C (POKAIBHON KOPTUKAIBHON JUCIUIA3UEN (aJaITUPOBAHO U3

LM. Cordeiro et al,, 2015 1. [27])

Figure 5. Types of epileptiform activity in patients with focal cortical epilepsy (adapted from I.M. Cordeiro et al.,, 2015 [27])

npobyXxaeHus, anddysHas cnaiik-BoHOBas akKTUBHOCTb
(3 My) No AaHHbIM PyTUHHOM 33 — NOCAYXMAA OCHOBAHMU-
€M 19 AMarHOCTUKKN reHepanu3oBaHHo anunencun. Yuu-
TbiBas pe3ynbratbl J006C/EL0BaHNSA, MOXXHO NPeSnono-
XWUTb, YTO ABa PasHbix narTepHa Ha 33 06yCnoBeHbI
Haim4ymem y 60JSIbHOrO COYETaHWUsA TeHeTUYeCKOW reHepa-
NN30BAHHON 3NUJIENCUN N CTPYKTYPHOU (hOKASIbHOW 3Mun-
nencumn Ha poHe ®K[I [28]. Y nauneHTOB C reHeTU4ecKumu
reHepann3oBaHHbIMU ANUNENCUAMU MO AaHHbIM 3l MoO-
ryT PErmcTpUpOoBaTHCS aTUMUYHbIE YePThbl B BUAE (DOKaNb-
HOW anuIenTUOPMHON akTuBHOCTKM [29, 30]. B aTOM cny-
4aenpuemMaHTUKOHBYNIbCAHTOB, BEPOATHO, KOMMEHCUPOBAS
TEYeHNe TeHETUYECKON reHepann30BaHHON 3MUNENCUN.

C opyroi CTOPOHBbI, reHepann3oBaHHas akTUBHOCTb pe-
rucTpupyetcs n'y 6onbHbix ¢ ®KJ. B pabote W. Kim et al.
(2016 1.) npun o6ciefoBaHNUM B3POCbIX NALUEHTOB C reHe-
Panu30BaHHOM ANUIENTU(OPMHOA aKTUBHOCTbID Ha 33l
B 2,4% Cny4aeB BbliIBNIEHbl NOTEHUWANBHO 3MUAENTOrEH-
Hble CTPYKTYPHbIE U3MEHEHUS NO AAHHbIM HEelipoBU3yasnu-
3auun, Takme kak ®KJ, ansambpuonnacTnyeckas Hempo-
anuTenunanbHas onyxons u nenkomanaumsa [31].

H. Holthausen et al. (2014 r.) oTmeyaloT, 4T0 y naym-
€HTOB JeTckoro Bo3pacta ¢ ®KJl 4acTto perucTpupyroT-
CA TOHUYECKNe NPUCTYNbl U UHTEPUKTAsbHbIE paspsibl
MOTYT BbIrNAAETb reHepanu3oBaHHbiMu [23]. Mo MHe-

Huio N. Epitashvili et al. (2018 r.), ®K[} B co4eTaHuu
C OpyrumMy natosiorsimu rofaoBHOr0 mo3ra (CKfiepos
runnokamna, rnmoHeBpanbHas OMyXoJlb, COCYAUCTbIe
manbopmauum u Ap.), NpuobpeTeHHbLIMU B MNepBble
rofdbl XXW3HW, HE UCKMHOYaT NPOSBNEHNS FeHepann3o-
BaHHOW akTuBHOCTM Ha 33T [1, 32].

BbisiBieHWe CTPYKTYPHbIX M3MEHEHWA TOfI0BHOIO
MO03ra, accouMWpOoBaHHbIX C Pa3BUTUEM 3MUNENTUYe-
CKUX MPUCTYNOB, UMEET 3HA4YUTesbHble KJIMHUYECKne
nocneacTBua AN Bblbopa HEOOX0AUMON TaKTUKK neye-
HUA 1 gUucnaHcepHoro HabnogeHus [33].

MonekynapHo-reHeTn4eckoe 06cnefoBaHne, BO3-
MOXXHO, MO3BOJINT OKOHYATeSIbHO ONpeAennTb 3TUOJI0-
FUK0 3MUNENTUYECKUX MPUCTYNOB B MPELCTABIEHHOM
KITMHUYECKOM Clly4ae.

3axarouenue / Conclusion

MpeacTaBneHHbIN KAWHUYECKWUIA CriyyYai JeMOHCTPU-
pyeT HEeo6X0AMMOCTb BHUMATENIbHOrO OTHOLLEHUS KI-
HALNCTOB K MauueHTam ¢ papMakope3nUCTEHTHbIM TeYe-
Huem CI. [a)ke B cnyvae xapakTepHOMN 471 reHeTUYeCKow
reHepasin3o0BaHHOW 3NUMENCUN KJTMHUYECKON KapTUHbI
HE UCKJI04aeTCa Hanm4me CTPYKTYPHORN 3anunencuu nog
«MaCKOW» reHepann3oBaHHOMN.
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