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Pe3rome

Crarbs nocBsLeHa OTHOCUTEIbHO PEAKOMY HAacsiefCTBEHHOMY HEeMPOKOXHOMY 3a00/1eBaHnio — cuHgpomy CTépaxa-
Bebepa. V13510eHbI COBPEMEHHbIE NPEACTABICHNSA 00 3MUAEMUNOSIOrNU, ITUONATOreHE3E, KIIMHNYECKUX MPOSBIIEHUAX
Y KOHLEnuuu Xupypruyeckoro J1e4eHns 3ab60/1€BaHNs, CONPOBOXAAIOLLErocs 3nuaenTnyeckumm npuctynamu. [lposeseH
ananua peayneraros siedeHus 21 naymenta (Bospact ot 1 go 11 ner) ¢ cuHgpomom Crépaxa-Bebepa 3a nepnog ¢ 1996
no 2016 r. [Ipoonepuposarsi 10 nayneHTos (Bospact ot 18 mec. go 10 n1et), B nATH ciy4asx Oblia Bbil10JIHEHA remucge-
pOTOMUSA, eLLje B TN — MyJIbTUGDOKAIbHas PE3EKUNS. brnaronpustHble pe3ynbTaTel XUPYPrudeckoro ae4eHns Obiam 4o-
cturHy Tl (ncxog Engel I, 1) B 70% criyqaes. OTCyTCTBUE MOSI0KNTETIbHOA AUHAMMWKN USIN [alTbHENLLIEe TPOorpeccupoBa-
Hue 3a60/1€BaHNsI OTMEYEHO y ABYX MaUNEeHTOB, OQNH PEOEHOK yMep B PE3y/ibTaTe BHE3AIHOW CMEPTY NPu NJIENncuu.
W3 HeonepupoBaHHbIx feTesi (Bo3pacT oT 2 40 5 /1eT) 3a BpeMsi HabJ1t0JeHNS YI1yYLLIEHNE Ha (YOHE NPOTUBOCYJOPOXHON
noanTepanuu 0TMEYEHO y LLIECTHU MAUUEHTOB, OTCYTCTBUE U3MEHEHWUI B TEYEHNE 3a00/1€BaHNS YCTAHOB/IEHO B TPEX CIy-
yasix, a B Tpex HabJIl[eHnaxX UMesI0 MeCTo AaJslbHeLLee nporpeccupoBanne snunercun. [IpoBeseH aHann3 [ByX KJIMHN-
YECKUX CIlyYaeB, Pe3ysibTathkl COMOCTABJIEHbI C JAHHbIMY JINTEPATYPbI.
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in Sturge-Weber syndrome:

Khachatryan R.G.2, Alekseeva T.M.?, Shershever A.S.3,

Summary

The paper addresses the relatively rare inherited neurodermal disorder — Sturge-Weber syndrome that can manifest in
epileptic seizures. We describe updated concepts, epidemiology, etiology, pathogenesis, clinical manifestations, and
surgical treatment of the disease. We examined medical records of 21 patients (aged from 1 to 11 years) with Sturge-
Weber syndrome treated over the period of 1996-2016. After surgical treatment of 10 patients (five cases with
hemispheretomy and five — with multifocal resection), positive outcomes (Engel class 1, ) were found in 70% of cases,
and negative (Engel class Ill, IV) — in 20% of cases. One child suddenly died during epileptic seizures. In non-operated
children (age from 2 to 5 years) under our observation, an improvement was noted in six cases, no changes — in three
cases, and a further progression of the disease — in three cases. In this article, we analyze two of these cases in detail.
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Bsepenue / Introduction

Cunppom CTtépaxa — Bebepa (CCB; cungpom LUTyp-
re-Be6epa; aHuedanoTpureMmnHanbHbln aHrMOMaros) —
9T0 peakoe BpPOXKAEHHOe 3a60sieBaHue u3 rpynnsl hako-
MaTo30B, MPOABASIOLEECA  KANUAMAPHOW  Mafb-
dopmaumen KoxXu nuua u  KanunnspHo-BeHO3HbIMM
ManbgopmMaunamMm MO3roBbix 000/04€K U/unu rnasa.
PacnpocTpaHeHHOCTb CMHAPOMA OLEHMBAETCH B OAMH
cnyyan Ha 20-50 TbiC. XXUBOPOXAeHHbIX [1]. 3abonesa-
HMe ObINO ONuMcaHo OpUTAHCKUM OdTaNbMONOroMm
W.A. Sturge B 1897 1., a B 1922 r. F.P. Weber o6Hapyxun
XapaKTepHbIA AN OaHHOW Fpynnbl NALMEHTOB PEHTre-
HOMOrMYeCKNA NaTTePH — [ABYXKOHTYPHble W3BUTbIE
TeHW. AHrMoMmbl, cocTaenawluMe natomopdyonoruye-
cKyto ocHoBy CCB, npeAcTaBnatoT cO60M NPUMUTUBHbIE
ueannyeckne BEHO3HbIE CNETEHUS, COXPAHUBLLMECSH
K MOMEHTY POXAEHNA B pe3ynbTate reHeTU4eCcKoro ge-
dhekta — TpaHsmuuu B reHe GNAQ (nokyc 9921) [2,3].

Mpu aTOM Yawye 3a60n1eBaHNe BO3HUKAET CNOpaamn4ecku,
0[IHAKO OMUCaHbl U CEMEHbIE CNyYau.
KnuHuuyeckas kaptuHa CCB coctaBnser T.H. Tpuany
Kpab66e:
 [lnameHeloWwnii HEBYC (MATHO LBETA NOPTBENHA) —
KanunnspHaa cocyauctas manbopmauus Koxu
nuua, orpaHnvyeHHas 30HOM MHHepBaLMmW rMasHoro,
peXxxe — BEPXHEYEJIH0CTHOr0 UM HUXKHEYESIOCTHOr0
Hepsa [4]. HeByC 3ameTeH yXe Y HOBOPOXAEHHOrO,
4TO OT/INHAET ero OT FreMaHrmomsl, ¥ BNOCNEACTBUN
MATHO PacTeT NPONOPLMUOHANBHO YBEJINYEHUIO Pas-
MepOB ronosbl pebeHka [5]. O4HOCTOPOHHWI HEBYC
oTMedaeTcs npumepHo B 70% crny4aes, ABYCTOPOH-
HUn — B 30%. N0 HEKOTOPbIM AaHHbIM, Y 40% naum-
€HTOB HEBYCbl JIOKAJIN3YIOTCA TAKXe HAa KOHEeYHOo-
CTAX U TYNOBULLE;
» OpTranbmonornyeckne nposiBAIeHMS: BCTPeYatoTCs
B 30-60% cny4yaeB W npeACcTaBfieHbl aHTMOMOW
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COCYANCTOI 060/104KN rNasa, uncunarepansHom rna-
YKOMOW, reTepoxpomuneit pasy>Hon 0605104Ku [6];
» HeBponorunyeckue nposiBSieHUs (CM. HUXKE).
BbIpa>XeHHOCTb OTAENIbHbIX KOMMOHEHTOB Tpuagbl
nHamsuayanoHa. Y 5% 60JbHbIX NULEBbIE HEBYCbl OT-
cyTCcTBYIOT [7,8]. Y 8-20% [LeTei ¢ KOXXHON reMaHrmomonm
BbIAABJIAETCA KIIMHNYECKN 3HAYUMbIA NENTOMEHUHIeasb-
HbI aHrnomaros [6,9]. Mpm 3TOM BO BCEX 3TUX CNyHasax
BbigBnseTcs TpaH3uuua B reHe GNAQ. o MHeHUio
Shirley n coaBT., KNMHUYECKAA KApTWHA B KaX[IOM KOH-
KPETHOM chny4ae onpegenseTrcs Tem, Ha Kakom aTane
pa3BUTMS HEPBHOW CUCTeMbl Npom3olia mytauua [3].
MpeanoxeHa knaccudukauna tunos CCB, npuasaHHan
0TPasuTb pPasinyHble BapuaHTbl TeHEHNS 3a60J1eBaHUS:
e Tun | (knaccuyeckunt CCB): aHrmombl nnua n mar-
KO MO3roBOi 060/104KN, MOXET ObITb FNAYKOMa;

e Tun ll: TONbKO aHrMombl Nnua, 6e3 nopaxkeuns LLHC,
MOXET ObITb C FNAayKOMOW;

e Tun lll: TONbKO aHrMOMbI MSATKO MO3roBOI 0605104~
KW, Kak npasusno, 6e3 rnaykomsi [10].

Takum 06pa3om, NOpa)keHMe HEPBHOW CUCTEMbl Ha-
6ntopaetca npu GCB tunos | n lll. K ero o0CHOBHbIM KNn-
HUYECKUM NPOABNEHUSM CIlefyeT OTHECTU CTPYKTYPHYIO
3MNMNENcuto, 04aroBbliA HEBPONTOrNYECKUNiA edULMNT, UH-
CYNnbTO- U MUFPeHenoao06HbIe aTakn, a TAKXe YMCTBEH-
HYH OTCTaNoCThb.

Ouarosas HeBposioruyeckas cumntomaTuka npu CCB
06yCcnoBneHa aHrMomMaTo3HbIM MepepoXAeHNeM COCy-
ONCTON N MATKOW MO3roBbIX 060/104€K (JIENTOMEHUWHTe-
aJIbHbIM @aHrMOMaTO30M), 0COOEHHO B 3aTbINIOYHbIX U BU-
COYHbIX 06/1aCTAX, 4TO, B CBOK 04epenb, OCIOXHAETCSH
Kanbunukaunen MeHUHreanbHOW apTepumn 1 noanexa-
e KOopbl FOJIOBHOIO MO3ra, a TakXe LepebpasibHON
atpocpueit. MaTTepH v BbIPaXXEHHOCTb NOPaXXeHUs HepB-
Hon cuctembl npu CCB 3HaymtenbHo Bapbupytot [11].
Tak, B 75-90% cny4aeB 0TMe4arTCs anuienTuyeckune
npuctynsl; B 50-60% — KOrHATUBHBIA AeuunT (B TOM
yucne Taxenolin —y 33% naunentos); B 30% — remuna-
pes3, HapylweHne YyYBCTBUTENILHOCTM MO FEMUTUNY U Te-
MuaHoncus [7,8,12-14]. Hesponorn4eckuin ae@uunt npm
CCB HapacTaeT n0CTENEHHO M 06bIYHO CTabUNN3MpyeTcs
K 6-7 rogam [4]. Kpome TOro, 0CO6EHHOCTbIO JAHHOIO
3a6051eBaHNa ABMAIOTCA WUHCYNbTONOLOOHbIE 3MNM30AbI
B BUJE HECTOWKOro (40 HEeCKOJIbKUX HeJleflb) remunape-
32 WIN TOMOHWUMHOW remMuaHoncum, 06YCNOBNEHHbIE
vwemMnen COOTBETCTBYIOWEN (DYHKLWOHANBHO 3HA4YM-
MOW 30Hbl B pe3ynbrate 06kpagbiBaHuda. G Lenbto npo-
(UNAKTUKN OaHHbIX 3MW30A40B MOTYT Ha3HayaTb aue-
TUNCANULMNOBYIO KUCNOTY B HU3KUX [03aX (3-5 MI/KI/CyT.)
[11]. Ewe ogHuM xapakTepHbiM npossneHnem CCB aBns-
eTcs MurpeHenogo6Hasa ronoBHas 60fb C ANUTENbHOR
3pUTeNbHON aypon, B T.4. B BUAE reMUnern4yeckomn mum-
FTPEHN N MUTPEHO3HOrO CTaTyca, 3HAYUTENbHO yXyaLla-
oL Ka4eCTBO XMN3HN naumeHToB [15].

KOrHUTUBHbIV OeUUUT B TOW WKW WMHOW CTEneHu
BCTpeYaeTcad y 60MbLIMHCTBA OONbHLIX M CO4YeTaeTcs
C BbIP@XXEHHbIMWN U3MEHEHUSIMI B 3MOLMOHANbHO-BOMNE-
BOW cchepe. HebnaronpuaTHbeIMKU hakTopamm B 3TOM OT-

anunencus n Napokcu3mMasbHble COCTOAHUS

HOLLEHUW ABNAKOTCA PaHHMIA BO3pacT Havasa 3aboneBsa-
HUS W nopaxeHue o060uMx 60MbLWIKX MOMyLWapuin
rosloBHOro mosra [16].

AnunenTuyeckune napokcuamol npu CCB B 60MbLINH-
CTBE CJly4aeB 0Ka3blBAKTCS NEPBbIM MPOSIBAEHNEM 3a-
60/1eBaHMA: OHM 0TMEYaloTCs Ha 1-M roy Xu3Hu y 75%
nauneHToB, Ha 2-M —y 90% [16]. Hawie Bcero pa3snBa-
I0TCA POKaNbHble MOTOPHbLIE NPUCTYNbI, B T.4. N0 TUNy
J>KEKCOHOBCKOro Maplia, U MOryT npoTekaTb C TpaHC-
hopmauunen B [OBYCTOPOHHME TOHUKO-KJIOHUYECKME
npuctynbl. [IpUMEpPHO B NOJIOBUHE CJly4aeB MPMUCTYMbI
rpynnupytoTca B KacTepbl ASIMTENbHOCTBIO A0 CYTOK
n 6onee [17]. Kpome TOro, Ha 1-m rogy >Xu3Hu, y 4acTu
NnauneHTOB Pa3BMBAKTCA UHMAHTUNbHbIE CNA3Mbl, KO-
TOpble 3aTeM MOryT TpaHCOPMUPOBATLCA B TOHMYeE-
CKWe, aTOHWYeCcKne 1 MUOKIIOHNYecKne npuctynel. Y ae-
Tei paHHero Bo3pacta npu CCB BO3MOXHbI MPUCTYMbI
OCTAHOBKW [ibIXaHWA, 4TO 0OBACHAKOT NOPaXXKeHWeM KOpbl
rONOBHOrO MoO3ra B 06nacTu CunbBUEBOW 60p03Aabl
n MuHganesugHoro tena [11].

Ons anunencun npu GCB xapakTepHo Tsxenoe, dap-
MaKOPe3UCTEHTHOe Te4eHue, 00YCII0BIIEHHOE BblpaXeH-
HOCTbIO U JIOKanu3aumen CTPYKTYPHOr0 NMOPa>KeHus ro-
NOBHOr0 Mo3ra. MeankameHTO3Has npoTUBO3NUIEnN-
TN4eckas Tepanns 0Ka3biBaeTca HE3(EKTUBHOW Npu-
MEPHO B NOJIOBUHE CNY4aeB 1 TpebyeT XMPYypru4eckoro
BMeLuatenocTBa [18]. B HacTodAwee Bpema meTohamu
BbiGOpa npu anunencun, oéycnosneHHon CCB, aBnsaw0T-
cA remucdepakToMus, NoKanbHas AMCKOHHEKLMS Mo-
pPaXKeHHOW 4YacTu Mo3ra, MynbTU(OKanbHas pe3ekuus
N HempomoZynaunsa (cTumynaumns 61y>XaarLLero Hepea,
cTumynaumsa 6onbworo mosra u ap.) [19,20].

BbiMONHEeHNe yKa3aHHbIX XWPYPruyYeckux BMeLla-
Te/IbCTB A0JDKHO OCHOBbIBATHCA HA pesynbrarax TLia-
TeJIbHOro nNpefonepaLmoHHOro 06¢cneoBaHNs, BKOYa-
IOLLEro COMOCTAaBMEHME CEMWUOTUKM MPUCTYMNOB, WX
3aNeKTPON3N0NOrM4ECKNX KOPPENATOB U CTPYKTYPHO-
ro NopakeHwWs rofoBHOr0 mo3sra. B utore ytoyHsawoTcs
NHAMBUAYASIbHbIE 0COOEHHOCTU CTPYKTYPHO-(YHKLMO-
HaNbHOW OpraHn3aunn anuMNenTU4eckon cuctembl. He-
06X0AMMO TaKXXe OLEHUTb PUCK pa3BUTMA Nocneonepa-
LUMOHHbIX HEBPONOrMYecKnx 4eduuntos U onpesennTsb
hU3N0NOrnYeckn ONyCTUMbIE FPaHULLbI XUPYPTrYeCcKo-
ro BMellaTenbcTBa. PewleHne aTux BONPOCOB TpebyeT
NMPUMEHEHNS COBPEMEHHOr0 [AWarHOCTUYECKOro KOM-
niekca.

Xupyprudeckoe neveHme 60/bHbIX C 06LIMPHLIM MO-
paXkeHneMm 60/bLLIOr0 nonywapus (3Huedanut Pacmyc-
ceHa, poKanbHble KOpTUKanbHble gucnnasuu, GCB, re-
MuUMeranaHuedanusa, nwuemMmM4ecKkoe nopaxeHue nony-
LIapuns n ap.) 3aKn4aeTcs B pe3eKunn unm GUCKOHHeK-
LUK 06LIMPHBIX y4acTKOB Mo3ra. K aTum onepauusm oT-
HOCATCA reMucdepaKToMUsA, 3aHEKBaApaHTHaA AUC-
KOHHEKUMA, MynbTudpoKasbHble  pPe3ekuuMnm  Kopbl,
NT063KTOMUSA, TMPIKTOMMSA 1 Ap.

B HaunoHanbHOM LeHTpe Helpoxupyprum (r. ActaHa,
KasaxcTaH) 3a nepuop 1996-2016 rr. 661710 NPOBEAEHO
Xupyprudeckoe neveHune 132 nauneHToB ¢ papmaKko-pe-
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HEMECY W

PucyHok 1. ITanuenTka I MArHUTHO-PE30HAHCHAA
TOMOT'paus roJI0BHOro Moara. Cunzipom Crépazxa-Bebepa,
reMuaTpo@us IPABOIO MOTYIIAPUS MO3r'a, KOPTHUKAJIbHAS
aTpodus, aHrMOMa IIPABOT'O GOKOBOT'O XKENTYAOUKA.

Figure 1. Patient G. Magnetic resonance imaging of the brain.
Sturge-Weber syndrome, hemiatrophy of the right
hemisphere, cortical atrophy, angioma of the right lateral
ventricle.

3UCTEHTHOI anunencuii. CBo60AA OT INUIENTUYECKNX
npuctynos (ucxod Engel | A-B) 6biia gocturHyTta B 2/3
cnyyaes (y 87 n3 132 60nbHbIX). HapacTaHne BbIpaXkeH-
HOCTMW HEBPONIOTMYECKOro aeduumTta oTmedeHo y 8,3%,
NHMEKLNOHHbIE OCNOXHEHNA — Y 5,3% 60MbHbIX. B Te-
YyeHMe Tpex MecsLeB nocsie onepaumm UMeno MecTo Tpu
neTanbHbIX Ucxofa. Bcero 3a Bpemsa HabnoaeHUS ymep-
NN AeBATb 60JIbHbIX, M3 HUX TPOe — B pe3yfibTare BHe-
3anHon cmepTu npu anunencun (sudden unexpected
death in epilepsy, SUDEP).

3a yKasaHHblii nepuop Habnwoganucb 21 60nNbHON
¢ CCB nepsoro tuna B Bo3pacte oT 1 go 11 net. MNpoone-
pupoBaHbl 10 nauneHToB B Bo3pacTe oT 18 mec fo 10 net
(Bo3pacTt cemu u3 HUX — oT 2 80 4 neT). B natu cnyyaax
Obl1a BbINOSIHEHA FEMUCEEPOTOMUS, ELLE B NATU — MYySb-
TudokKanbHasa pesekuus. B utore B TedeHue Tpex ner
B LUECTW CNy4asax AOCTUTHYT KOHTPOJIb 32 anunentunye-
ckumu npuctynamu (Engel I A, B) B 0JHOM — CyLLIECTBEH-
HOoe CHXeHune ux 4actoTel (Engel Il), oTcyTcTBME NONO-
XKUTENbHOW AWHAMWUKW WKW JaNbHelllee Mnporpec-
cupoBaHue 3a60neBaHUsi OTMEYEHO B ABYX Cly4asx,
oaunH pebeHok ymep B pe3ynbtate SUDEP. Y Heonepupo-
BaHHbIX MaLUMeHTOB (B BO3pacTe OT 2 [0 5 NeT) 3a Bpems
Ha60AeHNA yNyYlleHne Ha DOHe aHTUKOHBYbCAHTHOM
nonuTepanun OTMEYEHO Yy LIECTW MAUWEHTOB, OTCYT-
CTBME N3MEHEHWIA B Te4EeHMN 3a60NeBaHNS YCTAaHOBIEHO
B TPex cny4asax, a B ABYX HabGMOAEHMSAX UMEN0 MEeCTo
JanbHenlee NPoOrpeccMpoBaHne anuiencumn.

MpuBoANM XapakTepHble MPUMEPbI XUPYPru4ecKoro
nevyeHns 605bHbIX CCB 13 COBCTBEHHbLIX HABMOLEHMWIA.

Knuanaeckue ciay4dau / Case studies

1. MNaywmentka I-, 5 ner. HacneaCcTBEHHbI aHAMHE3 —
He oTarouwieH. MocTynuna ¢ NPUMCTynamu KIOHUYECKMX
Cyoopor B NeBbIX KOHEYHOCTAX 4acToTol A0 5-7 pas
B [IeHb, @ TaKXXe CNaboCTbio ABUXEHWNIA B NEBbIX KOHEY-
HocTax. [leBo4ka poawnack 0T 6epeMEeHHOCTH, NpoTe-
KaBLLEiA C Yyrpo30i HeBbIHALLMBAHNA HA (DOHE XPOHUYe-
CKOro nuenoHegputa u aHemuun. Poabl nyTem Kecapesa
ceyeHus B 38-39 Hepenb. OueHka no wkane Anrap — 8-9
6annoB. Macca Tena npu poxaeHun — 3566 r. Pocna
1 passuBanacb c 3aJep>XxKoi 0T CBEPCTHUKOB. B 4yeTbipe
Mecaua — Ae6T CyAOPOXHbIX MPUCTYNOB, BMOCIen-
CTBUW Pa3BWJICA JIEBOCTOPOHHUIA LLeHTPasIbHbIA remMuna-
pe3. YactotTa W MNPOAO/IKWUTENBHOCTb NPUCTYNOB
HEeYKNOHHO HapacTana, HeCMOTps Ha nNoA6op NPOTUBO-
anunenTu4eckonW Tepanuu. Ha MOMEHT NOCTYNNeHus
B Ka4yecTBe MPOTUBOCYLOPOXHOW Tepanuu npuHumMana
Tonupamar, BanbnpoaTbl U NaMoTpuaXuH. MNpu ocmoTpe
nauneHTKN o6paLlano Ha ce6s BHUMaHNE IpKO-KpPacHoe,
MecTamn 60pA0BOE MATHO, MOKPbIBAKOLLEE MONOBUHY
HOCa W pacnpocTpaHAlLWeecs Ha Npasyt MOJIOBUHY
nnua B 30HaX MHHepBauumn 1-in n 2-i BETBER TPONHNYHO-
ro Hepsa. Hesponoruyeckas cuMmntToMaTuka 6oiia npep-
CTaBfieHa KOTHUTUBHLIMU HAapyLWEHUAMU NO TUMY CUH-
ApoM  JgeduuuTa  BHUMAHUA, a TakXe JIETKUM
LeHTpasnbHbIM remMunapes3om (4 6anna), NeBOCTOPOHHEN
reMurunecTesmnei.

Ha MPT ronoBHoro mosra 6biin 06Hapy>XeHbl Npu-
3Haku CCB, remuatpoduu npasoro nosylapus mosra,
KOPTMKanbHas aTpogus, aHruoma npasoro 60KOBOro
xenygpouka (pue. 1).

Mpun nposeaeHun A3 permcTpupoBanach peruoHanb-
Has anuIenTUOpPMHasa akTUBHOCTb B BUJE H4aCTbIX OfM-
HOYHbIX W CrpynnMPOBaHHbLIX BbICOKOAMMINTYAHbIX
KOMMIEKCOB «OCTpas — MeAJieHHas BOSIHa» B NpaBoOn
nepegHeBUCOYHON 06NacTy.

Mocne nposefeHHOro o6cnefoBaHUsA, KOHcUMyma
cneyumanucToB-HEBPOJSIOroB, HEMPOXUPYProB, Helnpodu-
310M10roB 6b1S10 CLeNTaHO0 3aKM0YeHne 0 TOM, 4YTO naym-
€HTKa cTpajiaeT (POKasIbHOWM CTPYKTYPHOW anunencuen,
o6bycnosneHHoi CCB. C yyeTom hapmMakope3UCTEHTHO-
ro TeY4eHMs M OOLIMPHOCTM MOpakeHus 3aboneBaHus
6bla BbINOSIHEHA MPABOCTOPOHHAS NEPUUHCYNAPHAs
remucdepaktTomusa. Onepaunsa npowna 6e3 0CA0XHe-
HUIA (pUC. 2).

Mocne onepauuu Ha )OHE MeAMKAMEHTO3HOW NpoTH-
BO3NWUIENTUYECKOI Tepannn COCTOSAAHNE NALNEHTKN yNyY-
LIMNI0Ch, NPUCTYNbI NpekpaTuanch. Ha KoHTponbHoi 33T,
BbIMOJSIHEHHOM Ha 10-e CyTKM NocJie onepawuun, perucTpum-
poBasics anuenTUYeCcKnii 04ar B npason 3afHEeBMCOYHON
0651acTn Ha DOHE BbIPAXKEHHBIX AN PY3HbIX INUNENTU-
(DOPMHbIX U3MEHEHWIA C BOBJIEYEHNEM CPELMNHHbIX CTPYK-
Typ mo3ra. [lpoBogunacb KOppekuns nNpoTMBOCYLOPOX-
HOM Tepanuu: TonMpamaTr OTMEHEH, A03a BasjibNpoaToB
1 NAaMOTPUAPKMNHA CHUXKEHA.

LWecTb mecaues cnycta Ha I3 permcTpupoBanuch
NULWb eJWHUYHbIE OCTPble BOJIHbI B MPaBbIX LEHTPasib-
HO-3a[HEBUCOYHbIX OTBeAeHUAX. 3a nepuog Habnwge-
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Pucynoxk 2. [Tauuentka I. Cunzpom Créppxa-Bebepa. MarHUTHO-PE3OHAHCHAS TOMOI'PAMMa FOJIOBHOI'O Mo3ra. KapTuna
(PyHKIIMOHAIBHOM reMUC(EPOTOMUU NTOCJIE ONIEPAIUU Ha 15-€ CYTKHU.

Figure 2. Patient G. Sturge-Weber Syndrome. Magnetic resonance imaging of the brain. Day 15 after functional hemispherectomy.

HUS B TeYeHue NATW JiIeT Yy NaLMeHTKN He OTMe4anochb 2. Mauynertka 3., 2 roga. NMoctynuna c npucTynamm TOHU-
npuctynoB. G y4yeTOM MONOXWUTENbHOW KNMHUYECKON KO-KJIOHNYECKOr0 XapakTepa, CONpOBOXAAKLUMMCS Kpu-
N 3NeKTpodu3N0Iornieckon guHamumku (puc. 3, 4). KOM 1 OTBELEeHMemM B30pa BNEBO, ANIUTENILHOCTbIO O 5
yfanocb OTMEHWUTb BCE NPOTMBO3MUIENTUYECKME Mpe- MWH., 4aCTOTON 2-3 pa3a B CYTKW, a TaKXXe C 3aJepXKKOM
naparbl. B pas3sutuu. Brnepsblie npucTynbl NOSBUIMCL B BO3pacTe
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Pucynox 3. [TanuenTka I @parMenT 371€eKTPO3HLEDATOrPAMMBI, BHITOJTHEHHOH ITOCJIE OTMEHBI IPOTUBOCYAOPOKHBIX ITPENAPATOB

Yepes MECTb MECALEB (POHOBASA AKTUBHOCTD).

Figure 3. Patient G Fragment of an electroencephalogram performed six months after discontinuation of anticonvulsant drugs

(background activity).
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Pucynoxk 4. [Tanuentka I. @parMenT a1eKTpo3HIE(DANTOTPAMMBL, BLIIOJTHEHHOH YEPE3 BOCEMb JIET IIOCIIE ONIEPALIUHU ((POHOBAS
AKTUBHOCTD).

Figure 4. Patient G. Fragment of an electroencephalogram performed eight years after surgery (background activity).

[eBaTu mecsues. NpoTuBoanunenTnyeckas tepanus — 6e3 Ha neBoii nonoBuHe nuua B o61actv nbéa n Wekn naum-
addpekTa. Ha MOMEHT NOCTyNJIeHNs B Ka4eCTBE NPOTUBO- EHTKW UMENocb MATHO TunmyHbix ans CCB xapakTtepu-
CYOOPOXXHOI Tepanuu NpMHUMana Banbnpoartbl U Kapba- CTUK. AHANOrMYHO NpeAdblayLWemMy C/ly4at B HEBPONOru-
masenuH. HacneACcTBEHHbI aHAMHE3 — He OTSArOLLIEH. 4eCKOM CTaTyce 0TMeYanach 3ajep>XXKa NCMXOMOTOPHO0

PucyHok 5. [TanuenTka 3. Cunzipom Créppxka-Bebepa. KomnpioTepHas TOMOrpaMMa F'OJIOBHOTI'O MO3T'd. 30HBI OObI3BECTBIICHUS
B CYOKOPTUKAJIBHOM y4aCTKE U KOPE B JIEBOI reMUChEpE.

Figure 5. Patient Z. Sturge-Weber Syndrome. Computer tomogram of the brain. Calcification zones in the subcortical region and the
cortex in the left hemisphere.

OaHHaa nHTepHeT-Bepcusa ctatbm 6bina ckauaHa ¢ canta http://www.epilepsia.su. He npegHa3sHaueHO AN UCNOJIb30BaHUA B KOMMEpPUYeCKUX uensax.

NHdopmaumio o penpuHTaxX MOXKHO NMONy4YuTb B peaakuumn. Ten.: +7 (495) 649-54-95; an. noura: infoQirbis-1.ru.


http://www.epilepsia.su
http://www.epilepsia.su
http://www.epilepsia.su
http://www.epilepsia.su
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru

KnuHunyeckue cny4yaum / Case study

=y
lh’\-l.nh.H-Il. FE F:Il"lll'l-l-\r.-ﬂ-:ll:ll'u. — \-M.ﬂ i

Pucynok 6. ITanuenTka 3. Cunpom Crépxka-Be6epa. DOT-MOHUTOPUHT CHA.

Figure 6. Patient Z. Sturge-Weber Syndrome. A sleep EEG fragment.

pa3BUTKSA, NErKO BbIPAXKEHHbIN LIEHTPanbHbIA remunapes
1 reMraHecTesuns cnpaea, T0 eCTb KOHTpasnaTepasbHO He-
Bycy. OdTanbmonoruyeckne nposiBAeHUs CuHApPOMA
6bIN1 NpeacTaBfieHbl CYy6KOMMNEHCUPOBAHHON BPOXAEH-
HOW rnaykomoii nesoro rnasa. Ha MPT ronoBHoro mo3ara
BbIABASANMNCL MPU3HAKKM aHTMOMATo3a MO3roBbIX 060510-

4yeK NeBOM nonywapun 60NbIOro M03ra, YMepeHHbIX
aTPOPUHECKNX N3MEHEHNIA TEMEHHOW A0NN CNeBa, yme-
PEHHOI CMeLLaHHOM rmapoLuedannu, KUCTbl COCYQUCTOro
CnyeTeHuns crnesa (puc. 9).

Mpwn 33M-MOHUTOPUHIE CHA HaA NeBbIM NoNyLwapuem
rofI0BHOr0 MO3ra perucrpmposanacb NOCTOAHHAA 3NU-

Pucynok 7. [TanpenTka 3. ITocieoneparoHHas MArHUTHO-PE30HAHCHAS TOMOIPAMMA I'OJIOBHOI'O MO3I'a Yepe3 3 MeCsIia.

Figure 7. Patient Z. Magnetic resonance tomogram of the brain performed 3 months after surgery.
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nentudOpmMHas akTUBHOCTb B BUAE KOMMIEKCOB
ocTpas-MeaneHHas BOJSIHA B BUCOYHbIX U 3aTbINOYHBIX
0TBefeHusAx (puc. 6).

Takum o6pasom, y JaHHOW MaLMEHTKN nMenach pas-
BepHyTas kapTuHa CCB. B cBA3M € 3TUM 6blfia BbINOJSIHE-
Ha (yHKUMOHanbHas remucdepakTomus. Onepaums
npowna 6e3 0CNOXHeHWN, B NOCNeonepaynoHHoM ne-
puoge NpuUCTYNoB (ANUTENIbHOCTb KaTamMHe3a — Tpu
roga) He 0TMe4anoch.

[1pn KOHTPONLHON MarHMTHO-PE30HAHCHOI TOMOrpa-
hvn ronoBHOro M0o3ra B AMHaAMUKe 4epes3 Tpu Mecsua
nocne onepawumn BbISBNAAUCH NPU3HAKU KNCTO3HO-PY6-
LLOBbIX U3MEHEHMWI NeBoW remucdepsl U cybaypanbHas
rurpomMa B nesoi remucgepe (pume. 7).

0O6c¢cy:xkaenue / Discussion

Cunppom Ctépaxa-Bebepa (CCB) — BpOXAEHHBIN,
CcnopaanyYyeckn BO3HMKaKOLWMA hakomMaTo3, xapakTepu-
3YHOLWMACA aHrMOMaTo30M COCYA0B MO3roBbIX 060J10-
Yyek, rnas, KoXu B 30He WHHepBauwWu rNasHom BeTBU
TPOWHWYHOIO HEPBA, YaCTO CONPOBOXKAAETCA ANMNENTH-
yeckumun npuctynamu. JucyHKUNS HEPBHOW CUCTEMBI
obycnoBneHa AUQY3HbIM  MOpPaXKEHUeM  OOHOro
13 60NbLINX NONyLAPUA TONOBHOIO Mo3ra. CoyeTaHue
MapoKCU3MasnbHOro CUHAPOMA C LepebpanbHbiM aHIMo-
MaTO30M OTAroWaeTcsa Te4YeHWemMm MaToNorM4yeckoro
npouecca. [Mpun atom ectecTBeHHoe TeqeHne CCB Hebna-
ronpuaTHOE.

lemuchepakToMus ABNSAETCA NPU3HAHHBIM METOAOM
cneundunyHoro nedveHns apmMakope3uCTeHTHOW anu-
nencun, o6ycnoBneHHon Anddy3HbIM NopaxkeHnem ofi-
HOro nonywapus ronosHoro Mosra. MHorvue aBTopbl Bbl-
CTynawT 3a NpoBefeHWe [aHHOW onepauuu B PaHHEM
mnaaeH4eckom Bo3pacte npu GCB, Tak Kak paHHee Ha4a-
J10 3NWUNENCUN YKa3blBaeT Ha XyALIKUIA NPOrHO3, Nporpec-
CMBHbLIN remunapes U yMCTBEHHYIO OoTcTanoctb [21,22].
OyHKUMOHANbHAsA TreMUCAEPIKTOMUA [aeT BO3MOX-
HOCTb CHM3WUTb TPaBMaTM3aLU0, TaK KakK NponU3BOAUTCA
HebO0JIbLLUMM Pa3Pe30M KOXKMN U KOCTHbIM NOCKYTOM, KOTO-
pble YMEHbLUAIOT NOTEPH0 KPOBU M NOMOrarT n3bexartb
3KCNO3ULMMN KPYMHbIX BEHO3HbIX CUHYCOB. ITO NO3BOSIAET
OCYLLECTBNATL MOMHOE OTKJIIOHYEHWE NOPAXKEHHOIO NOJY-
LIapua Yepes3 KOPKOBOE OKHO C XOPOLUMMU pe3ynbTaTtaMmm
C TOYKW 3PEHMs Mcxohda NpUCTYNnoB NP OTHOCUTESIbHO
HW3KOW 4acToTe OCIIOXKHEeHNI [23].

B Hawem uccnepoBaHun y o6eux naumeHToK 6bina
npoBedeHa YyHKUMOHaNbHas remmcdepakTomus. One-
PauMOHHbIA MaTepuan HanpasfiaicA Ha rUCTONOrMYe-

CKOe uccnefoBaHue, pesynbTaTbl KOTOPOro NOATBEPXK-
Jann  aHruomMato3 MArkoiW MO3roBOM  060J104KM,
00bI3BECTB/IEHNE KOPbl BELLECTBA [OJSIOBHOrO MO3ra
B 060MX cny4yasx. B nocneonepaunoHHom nepuoge 6bin
npoBejeH HeWpoBU3YaNN3aLNOHHbIA KOHTPOSb, KOTO-
pbIA NPOAEMOHCTPUPOBAS MOMHOE OTK/HYeHWe nopa-
)KEHHOro nonywapus. KNuMHUYECKNW COCTOsIHUE 06eunx
[leBOYEK B NOCJieonepaunoHHOM Nepuoje ¢ yny4ieHu-
€M, NMPUCTYMNbl CYA0POr KakK B PaHHEM, TaK U B NO3AHEM
nocrieonepaunoHHOM Mnepuose He MOBTOPANUCH. [aH-
Hble KITMHUYEeCKUe ciiyvyan AeMOHCTPUPYT 3D dDeKTuB-
HOCTb (DYHKLMOHANbHOW reMnucdepakToMun Kak MeTo-
a2 XMPYpru4eckoro nNevYeHms naumeHTOB C PE3UCTEHT-
How anunencuen npu GCB.

XOTS NONOXUTENbHASA LMHAMWKA OTMeYeHa B 060UX
Cny4asx, UMeHHO Y ABYXJIETHEW AeBOYKMN (KIIMHNYECKNA
cnydan Ne 2) BoCCTaHOBNEHME NPOXOAMN0 ObICTPEE, re-
MuUnapes paspeLunsica NosHOCTbI0, 0TMEYanoch 3Ha4m-
TeNbHOE YIYYLEHNEe WHTESIeKTYallbHOro pasBuTKA.
Halwu faHHble cornacyrTcs ¢ MHEHUEM O TOM, YTO Npo-
BelleHVe (PyHKLUMOHANbHOW reMmucepakTomun B 6onee
paHHeMm BO3pacTe xapakTepuayetcs 60Jiee 6aronpuar-
HbIM MCXOA0M W NyYLWUMKN pe3yfibTaTaMmy B NyiaHe KOH-
TPONA 3NUAENTUYECKUX NPUCTYNOB, BOCCTAHOBJIEHUA
MbILLEYHON CUSIbl, NCMXOMOTOPHOrO cTaTyca M WHTeN-
nekTyanbHoro passutusa [21].

3axkarouenue / Conclusion

Takum o6pa3om, CCB, oTHOCcAWMIACSA K hakomaTo3am
N XapakTepusyrLNAca aHrnoMaTo30M KOXU U MO3ro-
BbIX 060/104€K, NPUBOAMT K PA3BUTUIO NPOrpeaneHTHON
hapMaKope3nCTEHTHON aNUNencun CTPYKTYPHON 3TUO-
norun.

Xupypruyeckoe JievyeHne DapmMakope3MCTEHTHOM
3Nunencum B 3TMX CNyvasx okasbiBaeTcs natomanono-
rMYecKn 060CHOBAHHbIM M akTyasnbHbIM. BBuay 06Lwunp-
HOr0 NopaXkeHusa NoNyLIapus LenecoobpasHo NpuMeHe-
HUe Takux onepauumn, Kak remucdepakTomus,
KBaApaHTHas UCKOHHEKLMNS, MyNnbTUdIOKaNbHas pe3ek-
unsa. Bbibop onNTUManbHOW TaKTUKW XWUPYPruyeckoro
nevyeHus nogpasymesaet npegonepaunoHHoe o6cneno-
BaHMWe, HanpaBnNeHHOe Ha OLeHKY floKanm3auuu, pasme-
poB, XapakTepa LepebpasbHOro aHrmomMarosa u CTpyk-
TYPHO-(DYHKLMOHANbHO OPraHm3aLuy annnenTu4yecKomn
cuctembl. 060CHOBAHHOE N CBOEBPEMEHHOE OMNepaTuB-
HOe BMeLLaTeNbCTBO MNO3BONAET AOCTUIHYTb KOHTPONSA
Haj npuctynamu y 2/3 60JIbHbIX C MUHUMAJIbHbIMUW NO-
CNneonepayoHHbIMU OCNOXKHEHUAMNA.
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