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PE3HOME

CuHpapom LLTypre-Bebepa sBniseTca TpeTbUM Hanb0siee pacnpocTpaHEHHbIM HEAPOKOXHbIM 3a60/16BAHNEM 10C/1E HEVi-
pocbnbpomartosa n Ty6epo3HOro ckieposa. [JaHHoe 3a60/1eBaHNE HE HACNEAYETCA, a BCTPEYAETCS UCKITHYNTESIbHO CO-
DaANYECKN KaK Y MYXYUH, TaK U Y XEHLUNH BCEX pac u 3THu4eckux rpyni. B 90% ciyyaes cuHgpom gnarHoctupyercs
B eANaTpU4eckon npaktuke. OnucaHel eNHUYHbIE Cly4an y B3POC/IbIX, TAK KaK B CBA3U C MOJIMMOPEHUIMOM JAHHOE
3a00/1eBaHNe 0CTAETCS B OCHOBHOM HE pacro3HaHHbiM. OTMeYeHa KOMOPOUAHOCTb anuaencun v cuHapoma LUtypre-
Bebepa.

Lenb — aHann3 nuteparypsl u 0Nucatb KITMHUYECKOE HAOTAEHNE anuencuu npv cuHapome LLTypre Bebepa.

Marepnan n merogsl. NayneHtka M., 50 nert. [JnntensHo HAbIOAAETCA B CBA3U C 3NU30[4aMu OHEMEHUS 110 FeMUTUITY
C nnpexogaimum remmunape3om. [1pu npoBefeHnn MarHuTHO-Pe30HAHCHOU TOMOrpaghum rosioBHOr0 M03ra BbISIB/IEHb! Xa-
paKkTepHbie A7 cuHapoma LUTypre-Bebepa nameHeHus. Hanudme creynbuq4eckux napoKcu3masbHbIX U3MeHEHUN
110 pesysnbTaram 3/1eKTPOIHLEDanorpaghuu nomMorsio Bepu@duLnpoBaTh reHe3 napokcu3mMasibHbix COCTOSHU.
Pe3synbrarel. [layneHTKe NPoOBEAEHO KOMIMIIEKCHOE 00Ce40BaHne. B pe3ynibrate BepunynpoBaH AnarHo3 nuierncuy.
[lyTem HazHa4yeHus afeKBaTHOM rPOTUBOINUIIENTUYECKON Tepanuu ya4anoch JOCTUYb CTAONIIbHOCTU COCTOSTHUS U KYIn-
pOBAaThb INUAENTUYECKNE MPUCTYIIbI.

3aknroyenne. B JaHHOM KITMHNYECKOM HAOJIIO4EHUN Mbl 18/1aeM aKLeHT Ha ANGDhepeHUnanbHy0 ANarHoCTUKyY Mexay
TPAH3UTOPHOW ULLIEMUYECKOV aTakou n anunencuen. K coxasieHunto, Ha JaHHbIVi MOMEHT B3POC/IbIe, C HE ANarHoCTUpye-
MbIM DaHee CUHAPOMOM, MO4BEPraroTCcsa MHOIOKPATHbIM IOCIUTANIN3AUNAM W He 10J1y4aroT MPOTUBOINMUIIENTUYECKYH
Tepanuio, Tak Kak He Bepu@uLmpoBaHo 0CHOBHOE 3a60/1€BaHNE (3MNIIENCHS).

KJTHOYEBbLIE CJIOBA
Cuxgpom LLtypre-Bebepa, anunencus, hpakomato3, TPaH3UTOPHAS NLLIEMUNYECKAS aTaKa, KITMHNYECKNI CITy4ai.
Crartbs noctynuna: 17.01.2020 r.; 8 popabotanHom Buge: 14.02.2020 r.; npuHATa K neyartu: 24.03.2020 r.

KoHchnukt uutepecos
ABTOpbI 3aABNAT 06 OTCYTCTBUU KOH(IMKTA UHTEPECOB B OTHOLUEHUN JAHHOW Ny6nukaymu.

Bce aBTOpbI cAenany 9KBMBaNeHTHbI BKNaA B MOATOTOBKY Ny6MKaLuu.
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SUMMARY

The Struge-Weber syndrome is the third most common neurodermal disease after neurofibromatosis and tuberous
sclerosis. This disease is not inherited, but occurs exclusively sporadically, both in men and in women, and in all races
and ethnic groups. In 90% of cases, this syndrome is diagnosed in pediatric practice. Adult cases of this syndrome are
sporadic, since they remain unrecognized due to the polymorphism of this disease. Comorbidity between epilepsy and
the Sturge-Weber syndrome was noted.

Aim. To conduct a literature analysis and describe the clinical observation of epilepsy with the Sturge-Weber syndrome.
Materials and methods. Patient M., 50 years old has been observed for a long time due to complaints on episodes of
numbness according to the hematotype with transient paresis. The examination (MRI) revealed changes characteristic
for Sturge-Weber syndrome. The presence of specific paroxysmal changes according to the results of
electroencephalography helped to verify the genesis of paroxysmal conditions.

Results. The patient underwent a comprehensive examination. As a result, the diagnosis of epilepsy was verified. The
prescription of adequate antiepileptic therapy allowed for stabilization and jugulation of epileptic seizures.

Conclusion. In this clinical observation, we focus on the differential diagnosis between transient ischemic attack and
epilepsy. Unfortunately, at the moment, adults with a previously undetectable syndrome undergo multiple hospitalizations
and do not receive antiepileptic therapy, since the prior disease (epilepsy) is not verified.
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BBEJIEHMUE / INTRODUCTION

Cunppom LTypre-Bebepa (CLUB) — HeipoKOXHbIN
CMHAPOM, XapaKTepu3YHLWWNIACA aHTMOMATO3HbIMI Pa3-
pacTaHusiMW Ha nuue n 060704YKax rOIOBHOr0 MO3ra.
Jlnuesas kanunnapHas cocygucTas Mmanbdopmauus,
TakK)Xe U3BEeCTHas KakK «MATHO OT BUHA» WJIN «NOLeNyn
aHrena», 06bI4HO HabnoAaeTca B 061acTh MHHepBauum |
1 1l BETBM TPONHUYHOTO HepBa. [aHHbIi CUHAPOM TaKXe
Ha3bIBAKT «3HLEMaNOTPUreMnHanbHbIi aHrMOMaTo3».
ATO TPeTuiA Mo YacToTe BCTpe4aeMocTu pakomaTos no-
crne HelipodmbpomaTo3a n Ty6epo3HOro cKieposa, ama-
FHOCTMPYeTCS B OCHOBHOM B e TCKOM BO3pacTe. HactoTa
JaHHOT0 CMHAPOMA He[0CTaTO4HO U3BECTHA M OLEHMBA-
etca B 1 Ha 20 000-50000 HoBOpOXAEHHbIX [1].

G y4eTOM He60NbLION pacnpoOCTPAHEHHOCTM AAHHOMN
HO30M0MMN W CMOXHOCTW Bepudukauum naTtonorum
Yy B3pOCSbIX COCTaBneH 0630p nutepatypbl C LEJbo
onpejesieHns 0CHOBHbIX KITMHUYECKUX NPOABJIEHNI, MO-
MOTalLWmx YCTaHOBUTb AmarHo3. 0co6bli MHTEpEC
npeacTasnseT nposefeHne audpdpepeHunanbHon gua-
FTHOCTUKN MEeXAY TPAH3UTOPHOW MWEMUYeCKON aTakon
(TWA) n anunencuen y nauneHToB C BPOXKLEHHbIMU aHO-
Mannuammn cocynoB. [aHHbIA KTMHUYECKNIA NpuMep he-
MOHCTPUPYET HEOOXOANMOCTb NPOSABAATL HACTOPOXKEH-
HOCTb HE TOJIbKO B paMKax LeKOMMeHcauuy cocyancTon

www.epilepsia.su

naToNornm, HO N Y4YNTbIBaTb BOBMOXXHOCTb BO3HUKHOBE-
HUA ANUIENTUYECKNX NPUCTYNOB Y AAHHbIX NALNEHTOB.

Llenp — npoBeCTN aHANM3 NUTEPATYpPbl ¥ ONUCATb KNK-
Hu4Yeckoe HabnoaeHne anunencun npu GLUB.

MATEPHUAJIBI 1 METOIBI /
MATERIALS AND METHODS

OT60p Hay4HbIX NEPBONCTOYHMKOB A1 aHANM3a nNpo-
BOAMIN B POCCUNCKUX N 3apy6exKHbIX 6asax LaHHbIX
PUHL/eLIBRARY.RU; Pubmed/MEDLINE, a Tak>xe B 0T-
KPbITbIX MCTOYHMKAX 4epe3 nouck B Yandex u Google.
icnonb3oBanu TONbKO MOMHOTEKCTOBbIE Ny6nuMKauum.
Martepuansl ¢ OTCYTCTBMEM MOSHOIO TeKcTa wu/munu
N3 UCTOYHWKOB C HEACHBIM CTAaTyCcOM peLeH3UMpOoBaHus
B aHaNu3 He BKNtoYanu. [1ns nomcka ucnonb3oBanu cre-
JyoLe KOMOMHALMM NONCKOBbLIX 3aNpOCOB: «CUHAPOM
LTypre-Bebepa», «anunencus», «akomartos», «encep
halotrigeminal angiomatosis», «epilepsy», «Sturge-
Weber syndrome».

B co6CTBEHHbIX HabnioaeHuax nauyueHTkn ¢ CLLB
NpUMeHann c6op aHamHesa, UccriefoBaHNe HEBPOJIOTU-
4eCKOro cratyca, MHCTPYMeHTasbHble 1 N1abopaTtopHble
MeToabl 06¢cnenoBaHus. MarHUTHO-pe30HAHCHY TOMO-
rpadouto (MPT) rosoBHOro Mo3ra BbIMOMHANN HA TOMO-
rpache MAGNETOM Skyra («Siemens Healthineers»,
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[epmaHus) ¢ Hanps»KEHHOCTbI MarHUTHOro nons 3Tn
¢ nonyyeHnem 3D-n3o6pakeHuin, B3BeLleHHbIX no T1
n T2 B caruTTanbHOW NAOCKOCTW C TOMLWMHON cpe3a
1,0 Mm ¢ nocnegytouwed MHOrOMIOCKOCTHON PEKOH-
CTPYKLMEA B KOPOHANIbHOW 1 aKCWanbHOW NNOCKOCTAX
C TONWMHOM cpeda 1 Mm, caruTtansHbiX FLAIR ¢ Tonuwm-
HoW cpe3a 1,5 MM 1 MHOTONMOCKOCTHOW PEKOHCTPYKLIN-
en, akcmanbHbix FLAIR ¢ TonwmHow cpe3a 2 Mm. Anek-
Tpo3aHuedanorpacduio (330, BkAYatowyw JI3l-Tene-
METPUIO OHEBHOIO CHA, NPOBOAWUJIN HA KOMMbIOTEPHOM
aneKkTpoaHuedanorpade-perncTpaTtope «3HuedanaH-
99IP-19/26» (Mennkom MT[, Poccus), ¢ 19 moHono-
NApHbIMU peddepeHLManbHbIMK OTBEAEHUSMIU NO CUCTE-
Me «10-20», ¢ BbINOSIHEHNEM (DYHKLMOHAJIbHbIX MPO6,
NPUMEHEHNEM PEMOHTAXaA.

DTHYECKHUE ACIIECKTHI

PaboTa cOOTBETCTBYET 3TUYECKMUM CTaHAapTam Xenb-
CVMHCKOW peknapauum BceMnpHoW mMeanuUUHCKOI acco-
unaumun. Pa6oTa nony4mna ofobpeHune 3TUYECKOro KO-
MuTeTa (MPOTOKON 3acefaHns JIOKanbHOro 3TUYECKOro
komuteta npun HMWL, MH um. B. M. bexTtepea Ne 9K-U-
3/19 ot 28.01.2019). Mony4eHo NUCbMEHHOE MHAOPMU-
pPOBaHHOE cOrfnacue OT NaUUeHTKW, pa3peLlarollee ny-
6nukauui  ucTopum  3abonesBaHus,  pesynbTaTtos
06CcnegoBaHNA 1 NNYHbIX hoTorpadui.

PE3VJIBTATBI U1 OBCYKIEHUE /
RESULTS AND DISCUSSION

AHaIH3 TUTEPATYPHI

JTnonorus U naToreHes

BO3HNKHOBEHME JAHHOIO0 CUMMNTOMOKOMIMEKCa 06Y-
C/IOBJIEHO MYTauUMAMM COMATMYECKO MO3auKN B reHe
GNAQ, KOTOpbI PacrnonoXXeH Ha ANWHHOM nnede 9-i
XPOMOCOMbI. BbI110 BbICKa3aHO NPeANnonoXeHne, 4TO Ha-
numyme haumanbHbIX U NUANbHbIX aHIMOM CBULETENb-
CTBYET O COXPAHEeHUU NepBUYHbIX CUHYCOUAANbHBIX CO-
CyaMCTbIX KaHanos. [pyras runoTte3a COCTOMT B TOM,
4TO NOBEPXHOCTHbI BEHO3HbIA OTTOK MO3ra NOJIHOCTbIO
He pasBMBaAETCA U AJ1S KOMMEHCALUN Kanunnapbl n ma-
NEeHbKNE BEHO3HbIE KaHasbl paclumpsatoTces [2].

PacnpocTpaHeHHocTb anunencuu npu CLUB

anunenTny4eckne NPUCTynbl 06bIYHO ABNAKTCA Mep-
BbIM HeBponorunyeckum npossneHnem CLUB. MHdaH-
TUIbHbIE cnasmbl HabnoaaTed npuMepHo y 90% 6075b-
HbIX Ha MepPBOM rOAY >XW3HW, MOCJIe 4Yero BO3HMKAKT
aTOHWYeCcKue, TOHNYECKNE UM MUOKITOHUYECKNEe CyL0-
poru. MNocne npuctyna o6bI4HO HAOGNOAAETCA MOCTUK-
TaNbHbIN remunapes [3].

dnunencus BcTpeyaetca B 72% cnyyaes GLUB ¢ on-
HOCTOPOHHUM MOPAXXEHWEM TFOfI0BHOr0 mo3ra u B 90%
C BOBJIeYeHEM 060MX NONyLLAPUiA FONTOBHOro Mo3ra [4].
MprcTynbl 06bIYHO MMEKOT (DOKAJIBHOE HAa4Yano ¢ TpaHc-
opmauuen B 6unartepanbHble. [e6loT 3aboneBaHus
NMPOMCXOAMT B OCHOBHOM Ha MepBOM rofy uimn K 2 rogam
Xn3uun. B 10% cny4aeB npuctynbl MOTYT Ha4MHATHCA

anunencus n NapokcnamMasibHble COCTOSAHUS

Nno3AHO B AETCTBE UM B NOAPOCTKOBOM Bo3pacTe. Onu-
CaHbl U eOWHWMYHble cnydaum pebroTa  3nunencum
BO B3pocsiom Bo3pacTe. Creayet OTMETUTb, 4TO Le6OT
3a60J1eBaHNA MOXET NPOABUTLCA B BUAe 3nNuiienTuye-
CKOro craryca inbo cepuitHbiMu npuctynamu [5].

MaToreHes

MexaHuam anunentoreHe3a npu GCLUB HesiceH,
HO aHOManbHOE Pa3BUTME KPOBEHOCHbIX COCY0B, HECO-
MHEHHO, BHOCMT CBOW BKJaJ B MatoreHes anuiencumn
[6]. KnuHu4eckue nocnefcTBusi HacTUYHO CBSI3aHbI
C aHOMaIbHbIMW APEHUPYOLLMMI BEHAMM, NMPUBOASALLN-
MW K BEHO3HOMY 3aCTOH, YTO YMeHblUaeT PernoHanb-
HYH Nepy3nto 1 B KOHEYHOM UTOTE BbI3bIBAET T’MMNOKCU-
4yeckoe MOBPEXAeHWe TrOJSIOBHOrO MO3ra C noTepen
HEeNpPOHOB 1 rMMO30M. [TOPOKKN Pa3BUTKSA KOPbl FONOBHO-
ro M03ra, Tak1e Kak NoIMMUKPOTrns ¢ BPOXXAEHHOW ANC-
(OYHKUMEN HeMpoHanbHOW LEenu, TakXXe Cnoco6CTBYOT
natoreHesy anunencum [7].

Pesynbtatbl KOMNblOTEpHON ToMorpadum (KT) ¢ uc-
NONb30BaHMEM WKTANIbHOr0 OJHOMO3UTPOHHOIO WU3Ny-
YeHUd NoKasanu, 4To ANUTeNbHbIE NPUCTYMbI BbI3bIBAOT
feuunT pernoHansHoOM nepdysnmn, yBenmymeas puck
MHCYNbTa Y OaHHbIX NALNEHTOB.

CKaHMpoBaHMe NMO3UTPOHHO-3MUCCMOHHOI TOMOrpa-
(huen, KOTOPOe N3MEPSAET NOrJIOLEeHNe KO3kl U, Cle-
[0BaTesibHO, KOppenupyetr C HeWpoHaNbHOW aKTUB-
HOCTblO, MNPOAEMOHCTPMPOBANO  rMNepmeTabonnam
y IeTeid, 4T0, BO3MOXHO, yKa3biBaeT Ha 0611acTy Ha4YnHa-
owencs AMCAYHKLMN KOpbl. 3TN NCCNEA0BAHUS UMELT
3Ha4yeHWe ANA XMPYPruvyeckon TaKTUKKU nedveHus [8].
KnnHunyeckme Habn1OAEHUS NOKA3bIBAKT, 4TO, ECIIN NPU-
CTYMbl KOHTPONMPYIOTCS B TEYEHNE ANUTENTbHOIO Nepro-
[a, MeTabosnin3m rKOo3bl U COCTOSAHNE HENPOHANbHbIX
ceTei MOTyT ynyyqwuTbcs. [MOBblWEHHAA NpOHULae-
MOCTb COCY[I0B, BEPOSATHO, NPUBOANT K yTeYKe KasibLus
yepes remartoaHuedannyecknin 6apoep. XoTa cam Kasb-
LW, BO3SMOXXHO, HE SABJIAETCA SMUIENTOreHHbIM, OH,
6e3yCNOBHO, IBNSETCA MapKepoM 061acTel KopTuKanb-
HON AUCAYHKLMN.

KuBoTHasa mogesnb obneryuna 6bl NOHUMaHKeE NaTo-
reHesa anunencuu npu GCLUB, n B HacTosliee Bpems
NPeanpUHUMArOTCS YCUNS N0 CO3JAHNI0 TaKOW MOAENN
[9]. Tem He meHee, CyLLeCTBYeT HECKONbKO Npobniem Ans
CO3[aHunA 3TOW MOLenun, MyTaHTHbIA FeH A0JKEH ObITb
3KCMPECCMPOBaH TOJIbKO B COOTBETCTBYHOLLMX KNeTKax
N CTPYKTYypax Tena, Nnoaxo4 C HOKayTOM reHa He npume-
HVUM, @ BpEMS PA3BUTUS MOCT3UIOTUYECKON MyTaLUnN He-
N3BECTHO. TeM He MeHee, MOMNEKYMSPHbIe MNOAX0[bl
K CO3JaHN0 MOAenen C MCnoSib30BaHWEM KJIETO4HON
KYNbTYpbl, MbILEA N APYTUX CUCTEM, TaKUX KaK PblOKK
JaHNO0, LO/MKHbI AaTb NpeAcTaBfieHWe O MexaHW3max
CYA0pOr Kak CneAcTBME HEeMpaBWIIbHOMO Pas3BUTUS 3H-
LOTeNnanbHbIX KNEToK.

MoaxoAbl K AuarHocTuke
JlnueBow HeByC ABNISETCA eLle OLHMM pacnpocTpa-

HEHHbIM fBJIEHMEM, KOTOpoe 06bl4HO Habnopaertcs
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BA0J1b FN1A3HOMO U/ YEMHCTHOIO0 CermMmeHTa TPOMHNYHO-
ro Hepsa (1106, weku). OH 06bI4YHO OAHOCTOPOHHUIA, NPY-
CYTCTBYET NPY POXKAEHNUN N HE UBMEHSETCA C BO3PACTOM
nauueHTa [10]. [laHHOe nposiBfieHne HeO6X0AMMO And-
hepeHuUupoBaTh C FreMaHrMoMoi, KoTopas xapakTepu-
3yeTcs 60nblUei nNaowanblo NopaXeHnus U BO3HWUKAET
no Mepe B3pOCieHUs. Y pebeHKa ¢ «BUHHbIM MATHOM>»
Ha nuue ot 10 10 35% ecTb NOpaXkeHne rosI0BHOr0 MO3-
ra. [py nopakeHnn n BEPXHUX, N HUXKHUX BEK PUCK rNna-
YKOMbI yBennyneaetca o 50%. Mmaykoma no4yTtu Bceraa
uncunarepasnbHa K NMMLUEBOMY «BUHHOMY NATHY». Y na-
uneHToB ¢ CLUB moryT 6biTb LepebpasibHble CUMNTOMbI
6e3 nuueBbiX Npu3HakoB. OdTanbMonoruyeckne 0c-
NOXHEHNS B MNafeH4YecTBe CBsA3aHbl C MOBbILIEHHOW
BaCKynapu3aumein KOHbOKTUBbI. B HEKOTOPbIX Cnyvasx
YyKa3aHHble CUMMTOMbI COYETAKTCA C 3a4EPXKKOWA MCUX0-
pe4yesoro passutusa [11].

HnarvocTtuka CLLB ocHOBaHa Ha TUMMWYHBIX KIMHKYe-
CKWX CUMNTOMAX, BHELHEM BUAE MaLMeHTa U pe3ysbTa-
Tax MPT ronosHoro mo3sra [12]. Ocptansmonoruyeckoe
o6crnefoBaHne HeO6XOAUMO AN UCKITIOYEHUA rnayko-
Mbl. YNbTPa3ByKOBOE MCCNEAO0BaHWe riasHoro a6aoka
MOXET AEeMOHCTPMpPOBATh ANy3HOE YTONLLEHNE XO-
puvounaen, 4To roOBOPUT O XOPUOUAANbHOW FreMaHrmome.
[ucTorpammbl  KanbuuuKauum  MOXHO  YBUAETb
Ha peHTreHorpamMmax 4epena, WX Kiaccu4ecknm OMMUChbI-
BalOT KaK «cnefq tpameas». KT aBngeTca nyywnm MeTo-
[IOM BbIIBNIEHUS KanbUMUKaLni, a Takxxe NnokKasbiBaeTt
Apyrue n3MeHeHus, Takme Kak aTpodus Kopbl 1 NenTo-
MEHWHreanbHOe YCUeHne B MOCTKOHTPACTHbIX MUcCne-
JfoBaHusax. B negunatpuyeckon npaktuke MPT ronoBHoro
MO3ra C KOHTPACTOM SBSETCA PEKOMEHAYEMbIM METO-
JoM Budyanusauun. Hambonee pacnpoCTpaHeHHbIMU
noKanu3aunsamm gBnaTCA 3aTblI0OYHbIE U 3aJHuMe Te-
MEHHbI€ / BUCOYHbIE A0JIN.

JleyeHue v nporHos

CneumnanbHoro nevyexnns GLUB He cywiecTByeT. OCHOB-
HOW Lenblo ABNAETCA MUHUMWU3AUMA CYLOPOXHOW aK-
TUBHOCTM NPOTUBOCYA0POXHbIMU npenaparamu.
Mo paHHbIM nuTepaTypbl, npenapatamu BbiGopa Ans
JaHHOW rpynnbl MauueHTOB ABNAKOTCA KapbamasenuH
unu okckap6asenuH. B ka4ecTBe npenapara BTOPOii nun-
HUW npumeHsaeTcs nesetupauetam [13]. Tonupamar
1 BanbnpoeBas KMCMoTa ABMAIOTCA rpenapatamu Tpe-
Tbei nuHuK. CreayeT y4YnTbiBaTb, 4TO TONMPaMart, 0CO-
6EHHO B NeamaTpuy4eckon NpakTuke, HYXHO UCMOMb30-
BaTb OCTOPOXHO M3-3a puUcKa 060CTPEHUS rnayKoMbl
[14]. Bo3am0OXXHO, MOTYT 6bITh 3 (DEKTUBHBIMU MeTab0-
NiNYecKne NOAX0Lbl, TAKUE KaK KETOreHHas uian moau-
huunpoBaHHas gueta ATkuHca [15].

Xupypruyeckoe BMeLIaTeNbCTBO MOXET ObiTb pac-
CMOTPEHO Yy NauNeHTOB, KOTOPbIE HE NOAAAKTCSA Mean-
KaMeHTO3HOMY Jle4eHnto. XUpypruvyeckoe nevyeHve npu
CLUB Bknto4aeT reMucepakToOMMIO UM 04aroByto pe-
3ekumto. lMaumeHTbl C ABYCTOPOHHWUM MOPaKEHUEM
00bIYHO He SIBAAIOTCS XOPOLIMMMW KaHAuaaTaMm Ha Xu-
pypru4yeckoe BMelLatesibCTBO [16]. Takxxe 6b1S10 NoKasa-

HO, 4TO HU3KME J03bl aCNUPUHA 3PAEKTUBHLI B CHUXE-
HWW YacTOTbl MPUCTYNOB W 3NU3040B, MNOAOOHbLIX
NHeynbTy [17].

Jleyenne CLUB saBnseTcs MexnpodyeccroHasnbHbIM
C y4acTueMm reHeTUKOB, NeanMaTpoB, 4eTCKUX 0d)TaNIbMO-
NOroB, AETCKWUX PEHTreHON0roB, AeTCKUX HEBPOJSIOroB,
netckux Henmpoxupypros. Mpu CLLUB HeT HUKaKOTo Neve-
HWSA, BCE METObl BEJEHUS OCHOBaHbl HA CUMNTOMAXx.
Hapsgy ¢ paunoHanbHON NPOTUBO3NUIENTUYECKON Te-
panuen aeTu Hy>JatTcsa B HabnoaeHnm optanbMosno-
roB 3-3a rMaykoMbl.

[MporHo3 Ans 3Tux MauMeHTOB SABMSETCH XOPOLUMM
B O0/bLUMHCTBE CIy4aeB N 3aBUCMUT OT TAXKECTU CBA3AH-
HbIX C HUM cumnTomMoB [18].

KinHn4yeckui caygan

B cBS3K C peKOCTbO NaToONOrny KaXkabli KInMHUYe-
CKWUMA cfyd4aid MMeeT HECOMHEHHbI TeopeTU4ecKun
N NpakTU4eCKMn uHTepec. LleNlb AaHHOro mccnepoBa-
HUS — NoKasaTb HEOOX0AMMOCTb AuddepeHLmanbHON
OMarHOCTUKM NPExXoasimx HapyLweHnin MO3roBoro Kpo-
BOOGpALLEHNS 1 3NUMENCMM Yy NaUneHTa C BPOXXAEHHON
aHOMarsven cocynos.

Maumnentka M., 50 net, nocTynuna ¢ »xanobammu Ha 4a-
CTble, eXeHeeNbHble 3NN30bl OHEMEHMNS, HAYMHAOLLIN-
eCsl C MPaBON PyKKn, C NEPEXOA0M Ha NPaBYHO MOOBUHY
nMua n nNpaByl HOTY, COMPOBOXAAKLMECH «apecToMm
peyun», Npyu COXPAHEHHOM CO3HAHUU, NPOAOTIKNUTENbHO-
CTbt0 2-3 MUH, C NOCEeAYIOLUM CHUXXEHNEM MbILLIEYHON
CWmbl B NpaBoi NONOBMHE Tena Ao 2-3 6annoB AnunTenb-
HOCTb0 A0 24 4. CyaopOXHbIe NPUCTYMNbI C NOTEPENn co-
3HaHMS OTpULAET.

IlaHHble aHaMHe3a

MepBblii NPUCTYN OHEMEHWSA NMPaBOW NOMIOBUHbI Tena
passuncsa nocne 1-it 6epemeHHocTH (B 29 f1eT), [0 3TOT0O
NPUCTYNOB He 6bin0. Mo cnoBam naunmeHTKu, 6epemMeH-
HOCTb MNpoOTekana Xopowo, OCJIOKHEHUA B pofax
He 6bIN0. 3a MEAULMHCKOW NOMOLLbIO He o6pallanach.
Anun3oabl NpoTeKanu ¢ 4acToToi 1 pa3 B 6 Mec B Te4eHMe
4 net. 3aTem 4YactoTa yBenMYuMnach L0 €XeMeCSa4HOMn,
CO CNoB, Ha (hoHe NoNHOro 6naronony4yus. HYepea 3 roga
cTana 0oTMeyaTb «yTsXKeNeHue» NPUCTynoB, U3-3a 4ero
HEOLHOKPATHO (eXeMecCs4YHO0) rocnuTanusnposanach
B MHOrOMNpoguibHblie CTaUNOHAPbI C AUArHO30M OCTPO-
ro HapyLUeHMs MO3roBOro KpoBOO6paLLeHNs N0 NWEMM-
4eCcKOoMy NnM60 remopparndeckomy Tuny. MNpu BbINnonHe-
Huu o6cneposannin (KT ronoBHoro mosra, niomobanbHas
NYHKUMSA) [LaHHbIX, CBUAETENbCTBYHLWMUX 06 OCTPOM
npouecce, NONy4eHO He 6bI10. AMOYNaTOPHO BbIMOJHE-
Ha KOMMbKOTEPHAs Tomorpadusa ronosHoro moara: KT-
KapTuHa apTeproBeHO3HON mManbdopmaunu cnesa. [o-
CNUTanuM3nmpoBaHa C LUenbl Bepuukauum puarHosa
N Ha3Ha4YeHus Tepanuu. Ha MOMEHT NOCTYNJIEHNA MeLun-
KaMEHTO3HYI0 Tepanuto He nonyyana.

PoxpeHa ot 2-n 6epemeHHocTu. Pocna, passmsanach
COOTBETCTBEHHO BO3pacTy. Matb 1 oTel 340p0Bbl. C poX-
[IeHNS1 «BUHHOE NATHO» Ha NuLe cnesa. B aHamHe3se 4 6epe-
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KnuHunyeckue cny4vaun / Case reports

Pucynoxk 1. [TaniuenTka M., 50 net, CIIB. MncunatepanbHas
(JIEBOCTOPOHHAA) AHI'MOMA HA KOJKE JINL[A, IEU U YIITHON
PAKOBHUHBL. AHTOMATO3 C IETCTBA, CO CJIOB, HE U3MEHSAJICH.

IIpumendnue. ABMOPsL nOYHUAL PA3DeuieHie NayueHmKu
Ha NYOIUKAYUI0 pomoepagbulii.

Figure 1. Patient M., 50 years old, SWS. Ipsilateral (left-sided)
angioma on the skin of the face, neck, and auricle. According
to the patient, her angiomatosis did not change since
childhood.

Note. The authors received permission from the patient to
publish photos.

MEHHOCTK, OLHU poAbl (804b 340p0Ba). B 36 net nposege-
Ha 3HyKneawuwus NneBoro rnasHoro 1610Ka n3-3a rnaykomsl,
CO CJI0B NAUWEHTKW, rnaykoma umena MecTo C [eTCTBa
(noaTBepXxaaeTcad MeAWLMHCKOW LOKyMeHTauueir). B 46
NeT NOCTaBJIeH AMarHo3 Ha 0CHOBAHU KJAaCCUYeCKON Tpu-
afbl Kpab6e: aHrnomaros nuua BAon. | u Il BeTBU TPOAHMY-
HOr0 HepBa CneBa, rmaykoma ¢ AeTcTBa, apTeproBEHO3Han
manbdopmaums; CLLUB. Comatnyeckun 340poBa, NpescTaB-
NeHbl 3aKJTHYEHN Kapanosora, 3HA0KPUHomora.
BHeLWHWA BUA NaUneHTK npecTaBieH Ha pUcCYHKe 1.

Hesponoruyeckuit cTatyc

3payku okpyrnow dopmsbl. poTe3 NneBoro rnasHoro
A6n0ka. MpaBbIi rMa3: ABMXEHNE B NOJIHOM 06beme, Nons
3peHns He HapylleHbl. HaabpoBHbINA, KOPHEANbHbIN ped-
NEKCbl XKMBble, CUMMETPUYHbIE. [TI0TaHWe He HapyLleHo.
[N0TO4YHbIE 1 HEOHbIE PedpneKehl XUBbIE, PaBHbIE C 06eUX
CTOPOH. JIMLO aCMMMETPMYHO BBMAY aHromarosa mua
cnesa. f3bIK N0 cpeaHeit MHUM. CUMNTOMbI OPanbHOro as-
TomMatuama: HeT. MblweyHasi cuna 5 6annoB D=S BepXHuX
KOHEYHOCTE N HUKHUX KOHEYHOCTEN. MbILWeYHbIii TOHYC
B PYKax 1 HOrax HeCKOMbKO CHUXEH. [My6oKne pednekcsl:
D>S B pykax n Horax, HECKOJSIbKO MOBbILUEHbI. BptoLLHbIe
pedonekckl D=S, xuBble. Pedonekc babuHCKoro ¢ AByx CTo-
POH. YyBCTBUTESIbHBIX PACCTPOCTB HE NpeabasnsaeT. Koop-
JINHATOPHbIE MPOObI BbIMOJTHAET Y10BIETBOPUTENBHO C IBYX
CTOPOH C NErkuM WHTEHLUMOHHbIM KOMMOHEeHTOM. B nose
Pom6epra ycToiiumea. ®yHKLMN Ta30BbIX OPraHOB KOHTPO-
NNpYerT.

MPT ronoBHoro mo3ra ¢ KOHTPacTHbIM YyCUNEHUEM

BoinonHeHo MPT ronioBHOro mos3ra ¢ KOHTPacTHbIM
ycunenvem. MP-kapTuHa cocyaucTton mansgopmauun
NEeBOro noJslylapus rofioBHOro mo3ara. KaBepHo3Has aH-
rnoma. lpn3HakoB 0CTPOro HapyLleHUs MO3roBoro Kpo-
BOOGpALLEHUSA HE BbISBNEHO. EANHNYHbIE 04aru B Belle-

anunencus n NapokcnamMasibHble COCTOSAHUS

Pucynox 2. Ta xe nauuenTka. Peyasraret MPT. MP-kapTuna
COCYAMCTOM MAJIb()OPMALMH JIEBOT'O NOJTyHIAPUSA TOTIOBHOI'O
Mozra. KapepHos3Has anrnoma. [IpusHakoB OCTPOro
HAPYHMIEHUA MO3IOBOI'O KDOBOOOPAIEHN HE BBHIABJICHO.
ENMHUYHbBIE OUATH B BEMIECTBE I'OJIOBHOT'O MO3I'd
JUCHUPKYJIATOPHOI'O XapAKTEPa. YMEPEHHOE PACITMPEHHUE
HAPYKHBIX IPOCTPAHCTB LEPEOPOCTIMHANBLHON KUJKOCTH.

Figure 2. The same patient. MRI results. MR image of vascular
malformation of the left brain hemisphere. Cavernous
angioma. The patient did not show any signs of acute
cerebrovascular accident. Single dyscirculatory foci in the
substance of the brain. Moderate expansion of the outer
spaces of cerebrospinal fluid.

CTBE FONOBHOr0 MO3ra AUCLUPKYNATOPHOrO XapakTepa.
YMepeHHoe pacllumMpeHne HapyXHbIX NPOCTPAHCTB Lepe-
6pOCNUHANIBHON XUAKOCTU (pUC. 2).

[aHHble 33M-TenemeTpun JHEBHOI 0 CHA

ViccnefoBaHne BbINOSIHEHO B CTaHAAPTHBLIX YCII0BMAX
NpU 3aKPbITbIX rNna3ax, B COCTOSAHWM MACCMBHOTO0 604p-
CTBOBAHMS 1 CHA C BbINOSHEHNEM (PYHKLMOHASIbHbIX MPO6:
OTKPbIBAHME-3aKPbIBaHWE rNa3, puTmMmnyeckas oTocTumy-
naumsa ¢ npegbsisieHmemM vactot 3, 6, 10, 15, 20...35 u
N rnuccaHpo-gotoctumynauua 3-35 u, runepBeHTUnA-
LMs He NpoBOAMMAChH BBUAY HANM4Msi MPOTUBONOKA3aHUA
13-32 pUcKa pas3BuTUa aptTepuanbHoro cnasma. Kopkosas
puTMUMKa copmupoBaHa no Bospacty. AuddysHble Ha-
pyLueHns 6MO3NEKTPUYECKOWA aKTUBHOCTM FOSIOBHOMO MO3-
ra B B HeyCTOMYMBOCTY W [e30praHn3auuy 0CHOBHOIoO
putma. MexnonywapHas acummepusi 6eTa-akTUBHOCTM
D>S B NO6HbIX, LEHTpasnbHbIX U TEMEHHbIX oTAaenax. GoH
NMOBEPXHOCTHbIA, NpepbiBanca npobyxxaeHusmu. dusuno-
NOrnyeckmne NaTTepHbl NPeACTaBIeHbl B 060MX NOnyLlapu-
AX C HaNIM4MeM HernoCTOAHHON MEeXMonyLapHoi acuMme-
Tpun  D>S. 3apernctpupoBaHbl  €AWHWYHbIE  HU3KO-
aMnANTYOHbIE OCTPbIE BOJHbI B NTEBbIX NTO6HO-NEepegHeBN-
COYHbIX OTAENax (puc. 3).

KnuHunyeckunin guarHos

Ha ocHOBaHWMW MONy4eHHbIX pPe3ysibTaToB 06CNefoBa-
HUA BepudUUMPOBaAH ANArHO3: CTPYKTYpPHAA anunencus
C 4acCTbIMU (POKASIbHBIMU COMATOCEHCOPHBIMU C MapLUEM
(O>KeKCOHOBCKMMM) NpucTynamu 6e3 HapyLleHus 0C03-
HaHHOCTW, C «apecTom» peyu. CLUB (aHrmomartos nuua
+ apTepnoBEHO3HAA ManbdopMaLms + rnaykoma B aHam-
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PucyHok 3. Ta ke marueHTKa. OOI-TeneMeTpus JHEBHOTO CHA.

Figure 3. The same patient. EEG telemetry of daytime sleep.

He3e). ApTeproBeHO3Has ManbgopMauns BLOSIb MO30-
nmcToro Tenia cnesa. KaBepHo3Has aHruoma yieBomn noo6-
HOW fonu.

Tepanusa u ucxop

HasHavyeHa NnpoTMBO3NMAENTUYeCKaa Tepanus: nese-
Tupauetam 1000 mr/cyT B Ka4ecTBe Tepanuu nepson
nnHUK. YKasaHHble B 0630pe npenapatbl NepBoi NMHUK
(kapbamasennH M OKCKapb6as3enuH) He WCMOoNb30Banm
BBUAY HANU4YMs BPOXIEHHbIX COCYAMCTbIX aHOMasun
N pUcKa pa3BuUTUSA Cepae4HO-COCYANCTbIX OCNOXHEHUIA.
MpucTtynoB He Habnwaanu, 06LLee camo4yyBCTBUE NaLN-
EHTKWN yO0BNEeTBOPUTENbHOE.

SAKJIIOYEHHME / CONCLUSION

[pynna HenpoKoXHbIX 3aboneBaHuit (pakomMaTo3bl)
ANarHocTupyeTcsa MpenMyLLecTBEHHO B nejuarpuye-
CKOW MpakTuKe, HO, MO AAHHbIM NATepaTypbl, ONMUCAHbI
eZIMHNYHbIE ClyYan naTonorui y B3pocneix. Heobxonm-
MO MpOBeJeHNe KOMMIIEKCHOr0 06CnejoBaHNs C BKIHO-
YeHNEeM HelnpodU3N0NIOrM4ecKMX MeToL0B U MeTOL0B
HellpoBu3yanuaaummn. HasHavyeHme Tepannn Takxe Tpe-
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6yeT 0c060ro BHUMAHWA B CBA3W C COMATUYECKOM OTAr0-
LLLEHHOCTbI MaUWEHTOB M OLLEHKON BCEX PUCKOB, 0CO-
6EHHO BMUSAHNSA HA CEPAEYHO-COCYANCTYH CUCTEMY.

Anunencusa npu CLUB B megmatpum y KAMHULKUCTOB
He BbI3bIBAET 0COObLIX 3aTpyaHEeHN. [leTn CBOEBPEMEH-
HO NONy4YalT MNPOTWBOIMUMENTUYECKYID Tepanuio.
Y B3pOCbIX CEMUOTUKA NPUCTYNOB COOTBETCTBYET (DO~
KanbHONW (DOpPME, YTO MOXXET WMWTMPOBATb 0YaroBYH
HeBpoJsiormyeckyto cumntomatuky npu TUA. Moatomy
JlaHHas rpynna nauueHToB LSINTESIbHOE BPEMS MOXET
He Mosny4aTb NPOTUBOCYAOPOXHYIO Tepanuio, 410 BeaeT
K MPOrpeccMpoBaHunio CoNyTCTBYHOLLLEro 3a60J1eBaHMS.

Takum 06pa3om, ecnum B OTAENEHME NOCTYNaeT B3pOC-
Nbli NaUMeHT ¢ MHOXecTBeHHbIMU TWIA B aHamHe3e
N C XapakTepHOW KJIMHNYECKOW KapTUHOW B BUAE aHrMo-
marto3a nuua Baonb | u Il BETBU TPOWHWYHOIO HEpBa,
rnaykomy c [LeTCTBa, apTepUOBEHO3HYHD Masbd)opma-
UM MO AAHHBIM MYNbTUCNUPANbHON KOMMbHOTEPHON
Tomorpacum nnu MPT ronoBHOro mo3ra ¢ KOHTpacT-
HbIM yCUNeHeMm, Heo6xoamumo Bcerga nomMmHuTb o GLUB,
OCNOXXHEHHOM anunencuen. JaHHbIA KIUHUYECKWUIA CNY-
yaii JeMOHCTPUPYET HaM, KaK Mo CyTW BPOXJEHHas na-
TONOrMS  AWAarHoCTMpyeTCs BO B3POCNOM BO3pacTe
N co3paeT TPYAHOCTW B OMNpejesieHUKn reHesa napo-
KCM3MasbHbIX COCTOSHUIA.

MpeacTaBfieHHble 3NU304bl ABAANNCL 3nNunenTuye-
CKUMW MPUCTYNamm, KOTOpble CBA3aHblI C BPOXAEHHON
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