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O CHMHOPOME WITYPTE-BEBEPA
B.A. bacurckmii, g.m.H., npopeccop, I.A. lopbyHosa, [.B. Hesrens

Kadenpa natonormueckom aHATOMMM C KYPCOM CcyaebHOM meamumHbl

YO «lpopHeHCKMM rocyLapCTBEHHbIM MEAULMHCKMA YHUBEPCUTET D

IIpeocmasneno pedkoe nabmooenue cunopoma LLImypee-Bebepa, xapakmepuso8a6uie20cs 2eMaHeUOMAMU KOJMCU UYd,
MAZKOU MO320601 000I0UKU U 8elecmsd 2071061020 Mo32a. K ocobennocmsam ciyuas ciedyem omuecmu Manugecmayuro
KAUHUYECKUX NPOsIGAeHUTl DOJIe3HU NOCTIe MPABMbL Yepend, OMCYmCcmeue OaHHbIX 0 NAMONI02UL 21143 U COYemaHue ¢ MHO-

HCECMBEHHBIMU 3nudepmaﬂbeuwu KUucmamu Koscu.

Knroueswie crrosa: Cunopom LlImypee-Bebepa, aneuomamos Msckot Mo32060t 00010UKU.

A rare case of the Sturge-Weber syndrome, characterized by hemangiomas of facial skin, pia mater, and brain tissue
is presented. Peculiarities of the case include the manifestations of clinical symptoms of the disease following cranial
injury, absence of eye pathologic signs, and associated multiple epidermal skin cysts.

Key words: Sturge-Weber syndrome, angiomatosis of pia mater.

Cungpom IItypre-Bebepa — 310 3HIIEDATOTPUTEMH-
HAJIBHBIA aHTUOMATO3, OTHOCSIIMICS K (hakomarozam. Da-
komaTo3bl (rped. Phakos - msTHO) — HaciiencTBeHHbIE Oore3-
HH, 00be/IMHEHHBIE OOLIMMU 3BEHbSIMU IATOreHe3a, B OTIIH-
yue oT Ooriee MMPOKOH TPYIIBI HEHPOKOKHBIX CHHIPOMOB
[3,4]. Bone3Hp xapakTepu3yeTcs KaUIIPHBIMY WIN KaBep-
HO3HBIMHU I'€MaHTHOMaMH, MOSIBJISTFOIIUMUCS Ha OJTHOH CTO-
PpoHe JHIia (HO He BCEra) B IpeieiaX 30HbI KOXKHOW HHHEP-
BallUl TPOHHWYHOTO HEPBA, a TAKXKE MPEUMYIECTBEHHO
BEHO3HBIMH I'eéMaHTOMaMH Ha MSTKOH MO3roBOi 0001104-
K€ HaJ| 3aTBUIOYHOM, TEMEHHOM 1 JIOOHOW JOJISIMH C TOHU JKe
CTOpOHBI. Perke aHrMOMBI PacTIoNaratoTesl B MO3XKEUKe, CITHH-
HOM MO3T€ ¥ BO BHYTPEHHHX opraHax. OIMICHIBAIOT OTIOXKeE-
HHE COJei KaJIBIIMS B COCylaX Mo3ra — rneTpugukarsl. Beipa-
YKEHHOCTh aHTHIOM MO)KET 3HaYUTEIBHO BapbUPOBaTh. AH-
THOMBI Ha KOK€ OOBIYHO OBIBAIOT Y)KE TIPH POXKIICHUH, HMe-
IOT BUJI «TIBIIAIOIIETO TsITHaY CaMble YacThie paccTpoiicTBa
— Mapajiny, yrpara YyBCTBUTEILHOCTH U CTOWKHUI aAedeKTt
TIOJIeH 3peHUs] — MOTYT HAaYMHATHCS HE3aMETHO, MEJICHHO
MIPOrpecCUpOBaTh MM BO3HUKATh anoriekTiudopmuo. Kak
MIPaBUIIO, CHHAPOM COMPOBOKAAETCS IITayKoMoi. J{narHoc-
TUPYIOT ee y ieTelt cTapiie 3-5 et yalie cixydaifHo BO Bpe-
Ms1 IPO(OCMOTPOB, KOT/Ia BBISACHSETCS] 3HAYUTEIBHOE TIOHU-
YKEHHE OCTPOTHI M Cy)KEHHE TPAHUII IIOJIS 3PEHUS, a TAKXKe
onpenessiercs HeOoblas 3acToliHast nHbeKws. [Ipu ucce-
JIOBAHUY BHYTPHUIJIA3HOTO JABJICHUS (1a)Ke MAJILIIATOPHO) OHO
OKa3bIBAETCs MMOBBIIICHHBIM, HO Yallle HE3HAYUTEIBHO (110
30 MM pr. cT.). Hanbonee sBHBIM 1 OPOCKUM ITPU3HAKOM aH-
THOMaTo3a SIBISIETCSl CHHE-0arpoBoe MITHO Ha KOXKE JIUIIA,
pacrionararolieecs 1o Xoay TpOHHHYHOTO HepBa. [Imamen-
HBIE IIITHA MOTYT OBITh TaK)Ke Ha KOHBIOHKTHBE, B COCYANC-
TOM 000JIOUKE M B APYTMX OTeNax rasa [2]. Cymopor, BcTpe-
yatourecs B 83% ciydaeB, MOTYT HauaThCs y)Ke B MJIAJICH-
yectBe. OHU SBJISIOTCS KOHTpaJlaTepabHBIMK IO OTHOIIIE-
HUIO K BPOXKIEHHOW KaITWJUIIPHON aHOMAaJIMK MSTKOW U T1ay-
TUHHOM 000JI04eK TOIOBHOTO Mo3ra. Yarie cynoporu ObBa-
0T JIOKJIBHBIMH, PeXe reHepaan30BaHHbIMU. OMUcaHbI re-
munapessl. Cynopors ¥ yMCTBEHHAs OTCTAJIOCTh TP CHH]I-
pome IlITypre-Bebepa 0OyCIOBIEHBI OTIOKCHUAMH Kallb-
LUsE B MECTaX COCYNUCTBIX aHoMaluid. VI30bITOUHBIH poCT,
BeTpevaromuiics pu cunapome IlItypre-Bebepa, Bcerna
BTOPHUUEH [0 OTHOIIEHHIO K COCYIUCTHIM aHOMausiM. Oru-
CaHbl TeMUTUIIEPTPOQHUS BEPXHEH YETIOCTH, YIIHBIX PaKo-
BuH [1]. Hacnenyercs cuaipomM ayTocCOMHO-JOMUHAHTHO, OfI-
HAKO BCTPEYAIOTCS U ayTOCOMHO-PEIECCUBHBIE (OPMBI.
BonbIMHCTBO MAIMEHTOB € 3THM 3a00JI€BaHUEM JKUBYT J0-
BOJILHO JIONTO (MHOTHE TOJIbI), HO 4aCTO UMEIOT PE3HTyallb-
HBII MHTEJUIEKTYaIbHBIN NedekT u remunapes3. Ciaaboymue
COYEeTaeTCsl C BEIPaKEHHBIMH H3MEHEHHUSIMH B SMOIIMOHAIb-
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HO-BOJICBOH cpepe: 370MaMsITHOCTh, STOICHTPU3M, addek-
THUBHOCTb, MCTHTEJIEHOCTb. Y OOIBHBIX YXYAIIAIOTCS NaMSITh,
BHUMaHHE, CIOCOOHOCTh YCBAaMBATh HOBBIE CBEACHHUS; YKa-
3aHHbIE (PaKTOPHI 3HAYMTEIFHO OCIIOKHSIOT ITporecc 00y-
YEHUs ¥ BOCIIUTAHUA. DTH HAPYIIEHUS TICHXHUKH OTMEYAI0T-
Csl M B TIEPUOJ MEXAY NPUCTYNaMu. BrIpaskeHHOCTB pac-
CTPOMCTB HHTENJIEKTa, OCOOEHHO MaMsITH, HAPaCTaeT 10 Mepe
ydamieHus cynopor. Cpean YMCTBEHHO OTCTalIbIX 4acToTa
6one3nu ltypre-Bebdepa cocrasmser 0,1%.

B kiaccuyeckoM BapuaHTe HaOMOIAETCS TPHAa CUMII-
TOMOB: aHTIOMATO3 KOYKHBIX TIOKPOBOB, CYIOPOXKHbIE MPH-
cTynbl U Taykoma. TedeHnue OoNe3HU MEIEHHO Mporpec-
cupyroliee; 00/1e3Hb BO3HUKAET, KaK MPaBHJIO, CIIOPaANIec-
KU, CEMEHHBIE CITyJau sIBISTIOTCS UCKITIOYUTENBHBIMU. B cBsI-
3H C PEAKOCTHIO MATOIOTHH KaXKI0e HAOIOICHHE UMEeT He-
COMHEHHBIH TEOpEeTUIECKU U MpaKkTudeckuii uutepec. Lle-
JIBIO UCCIIENOBAHMS CTaJl KITMHUKO-MOp(donornueckuii aHa-
JU3 COOCTBEHHOTO JIETANLHOTO HAOIIONEHUS CHHApOMaA
HlItypre-BeGepa.

bomnpHOM, 33 roga, MOCTYNHII B TSXKEIOM COCTOSHUM B
peaHUMaIOHHOE OTAENIEeHHE OOIBHUIBI. 3 HE/IEIIO J0 TI0-
CTYIUIEHHs OOJILHOM KaJIOBAJICS Ha FOJIOBHBIE OOJIH, YBEIH-
YHUBIIUECS CYIOPOXHBIE TIPUCTYIIBI C yTPa U TOBBILICHHE
TemIepaTypsl. B 7-71eTHEM BO3pacTe NepeHec 3aKphITYIO
YeperHo-Mo3roByto TpaBmy. C 1eTcTBa ObLT BBICTABIIEH JTU-
arHo3 MOCTTPaBMAaTUYECKOW SIMJICTICUH, HEKYIHPYIOINHi-
Cs1 DIIUCTATYC, a IIPH 00CIIeNOBaHNH B I. MHHCKE — CHHIPOM
HlItypre-Bebepa. Knianuecku B cranmoHape HaOMOqaich
TIOBBILIIEHHAS TEMIIEpaTypa, aHTHOMaTo3 00enX IIEK, O/TyT-
JIOBATOE JIUIO, TPUKYIICHHBIN S3bIK, CYTOPOTH. AYCKY/IbTa-
TUBHO — yYallleHHOE JbIXaHHE C eMHIYHBIMUA CYXUMH XPH-
namu. [Tynec purmuunstit, 80 yo./mMuH.; Al 130/80. B kpoBn
— nefikormTo3. B cranmonape cocrosiHue O3 yy4IleHHs 1 B
JIeHb TOCITUTATM3AIMN OOJIbHOM CKoHYaICs. KiTMHnYecKuit
JIMarHO3: OT/AJICHHBIE TTOCIIEICTBHUS 3aKPBITOI YeperTHO-MO3-
roBoii TpaBMslI (1981), cocTosiHHE TOCIIE TpenaHalry Yepe-
ra, MOCTTPaBMaTHUYECKasl ATMIETICHS, HEKYNHPYIOIIUICS
snmcrtaryc. bonesns IlItypre-Bebdepa. 113 nmporokona BCKpbI-
THSI: aHTHOMATO3 LIEK, OTCYTCTBOBAJIO OOTBIIIOE KOJTUYECTBO
3yooB. CieBa B TEMEHHOI 00acTu 1e(eKT KOCTH, CBSI3aH-
HBII C TpenaHalyel yeperna, B JIEBOM IMOJYLIAPHH MSTKast
MO3roBasi 000JI0YKa CHHIOIIHAS, MO3rOBasi TKaHb OTEYHA.
Co CTOpOHBI JIETOYHOH CUCTEMBI OBUTH BBISBJICHBI YIJIOTHE-
HUSI JIETOYHOH TKaHH, HAJIMYUE HECKOIIBKHX TEMHO-KPAaCHBIX
BbIOyxaHuii quamerpoM 1o 1 cM. Ha koxke nnna, Tynoswuiia,
MOUIOHKH OOHAPYKHBAJIMCh MHOYKECTBEHHBIE AITHIIEPMaIb-
HBIE KMCTHI. [Ipy THCTONIOrNYeCKOM UCCIIEIOBAaHUH B TOJIOB-
HOM MO3Te HaOMoaics BhIPAXKEHUH OTEK W aHTMOMAaTo3
MO3roBOH 00OJIOYKH C MHOXKECTBEHHBIMH KaJlbLIU(HKaTA-
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Pucynok 1 — Pe3ko ebipajrceHHblii AHZUOMAMO3 MALKOU

M0320801 0007104KU. OKpacxa CeMAMOKCUITUHOM U IO3UHOM.
X200
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Pucynok 2 — Anzuomamo3s eeuecmeaq 20106H020 Mo32d.
OKpacka zemamoKcununom u 303unom. X 200

MH B KOpE JIEBOIO MOJyLIapHs, 04arOBbIif aHTHOMATO3 BbI-
SIBJISIJICS U B BEIIECTBE TOJIOBHOTO Mo3ra (puc 1, 2, 3). Jlerkue
C yJacTKaMy THOMHOW ITHEBMOHHH, THOWHBINH OpPOHXUT C
nepuGOKaIbHBIMU KPOBOU3IUAHUAME U oTekoM. Ilatomo-
roanaroMuueckuii muarno3: bonesus LlTypre-Bedepa. Pes-
KO BBIpa)KEHHBIH aHIMOMATO3 MATKOM MO3TOBOH 000I0YKU
U BEIIECTBA JIEBOT'O MOJIYIIAPpHs TOIIOBHOTO MO3Ta C MHOXKe-
CTBEHHBIMHU KaJbI(UKATaMH B KOpe MOTyIIapusi. AHIHO-
MaTo03 00euX IeK. DNUCTATyC: OTeK U HabyXaHHe BEIeCTBA
TOJIOBHOTO MO3Ta ¢ MEJIKMMH HEPUBACKYIAPHBIMU TeMOp-
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Pucynok 3 — Boipasicennasn nempupukayus Kopol noayuwapus
2071061020 M032a. OKpACKA 2eMAMOKCUTUHOM U IO3UHOM.
X200

parusiMH B BELIECTBO MO3Ta M MSTKYIO MO3TOBYIO 0005104~
Ky. IIpukycs! s3b1ka. J|ByCTOpOHHSA THOMHAs OPOHXOMHEB-
MoHHuA. OTek Jerkux. MHOXXECTBEHHbIE 3IMAepMaJIbHbIe
KUCTBI KOXH TYJIOBHILA, JIUIA U MOIIOHKU. JledekT neBoit
TEMEHHOH KOCTH TI0CIIe TPEeNaHalluy Yepera.

Taxum 006pa3om, cieryeT CUMTaTh, 4YTO UMEBIIMICS J1IU-
craTyc 00ycinoBiieH cuaapomoM llItypre-Bebepa, a He cBs-
3aH € IOCJEACTBUAMHU 3aKpbITOI YepeIHO-MO3r0BOH TpaB-
MBI K 0coOeHHOCTSM citydas ciefyeT oTHeCTH MaHupecTa-
LU0 KIIMHMYECKUX NPOsIBIEHU O0NIe3HH IIOCTIe TPaBMBI ue-
pera, OTCyTCTBHE KIIMHIMYECKHX MPOSBICHNH TaTONOTHH 1J1a3,
COYETaHUE C KOXKHBIMH OPa’KEHUSMHU B BUJIE MHOXKECTBEH-
HBIX TUJIEPMAJIbHBIX KHUCT.
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