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PEOKAS AHTUOIMATUSA C MOPAXXEHMEM KOXHbIX MOKPOBOB
N UEHTPAJIbHOU HEPBHOU CUCTEMbI: CUHAPOM U BOJIE3Hb CHEAJOHA

A. K. I'py3aMaHoB @ , C. O. Ma3sypeHKo

CaHkT-lNeTepbyprckuit rocynapcTBeHHbI yHuBepcuteT, CaHkT-lMetepbypr, Poccus
M Masypetko Cepreii Onerosuy — dr_mazurenko@mail.ru

CuHapom CHepaoHa — pefkoe, nporpeccupytollee 3abonesaHue, nopaxatolee 0THOCUTENIbHO MOO-
OblX Ntoaen, NpenMyLecTBeHHO XXEeHCKOro nona v nposssitoweecs AByMs OCHOBHbIMU CUMMNTOMAMMU:

ceTyaToe nnBeno M NoBTOpHbIe MHGAPKTLI FTOSIOBHOMO MO3ra. BnepBble onucaHHbIi B 1965 rofy aHrni-
ckuM gepmatosioroM lan Bruce Sneddon, cMHAPOM, Ha3BaHHbLIN B ero Y4ecTb, 06beAMHSEeT reTeporex-
HYHO rpynny 3aboneBaHUi C pas3fnyHbIM MNATOFEHEe30M U CXOAHBLIMU KIMHUYECKUMU NPOSABAEHUSAMM.
Ko)xHble nposiBneHus 3aboseBaHns B BUAE CETYaTOro SIMBeAO HOCAT 4OOPOKaYeCcTBeHHbI XapakTep,
LepebpoBackynsapHble NPoSABNEeHUS CBOASTCS K MOBTOPHLIM MHGbAPKTAM rOJIOBHOrO MO3ra, Mporpeccu-
pyroLien gemMeHumMn 1 MoryT npuBoamnTb K rubenn naumeHToB. B o630pe nutepatypbl ONUcaHbl OCHOB-
Hble npeAcTaBneHns 06 aTnonornu, natoreHese NepBUYHON U BTOPUYHBLIX GOpM cuHapoma CHeaaoHa,
npeanoxeHa koHuenuus bonesHn CHepaoHa ANs oNMCaHWa nepBuYHbIX GOpM CMHApPOMaA. B cTaTbe
npueeneHbl GoTorpadum NaLMEeHTOK U3 KIMHWYECKON MPaKTUKM aBTOPOB CTaTbW. Take B 063ope
onucaHbl MeToabl AnarHocTuku, anddepeHuManbHOM AnarHocTMky 3aboneBaHms U pekomeHayemsble
MEeTOoAbl NeYeHuns, KOTOpoe OCHOBLIBAETCS Ha YCTPAaHEeHWUU AOMONHUTENbHbIX GAaKTOPOB pUcka noBpe-
»XOeHus cocynoB n GopMrUpoBaHnS TPOMB030B, KOHTPOJIE apTepUaNbHOro AABMIEHUS, IMMUAHOTO U yr-
neBoAHOro obmeHa, a Tak)ke HasHauyeHUM aHTUKOArynsHTHOM 1 Ae3arperaHTHou Tepanuu. lMpumeHeHne
NPOTUBOBOCNANUTENLHON MAM MMMYHOCYNPECCMBHOW Tepanuu octaeTcs cnopHbiM. OCHOBHas uesb
neyeHns — npoduniakTnka opraHMYeckoro NOBpexXAeHWs roIOBHOr0 MO3ra U HepBHO-MCUXNYECKUX
OCNoXHeHnn. K coxxaneHuwo, HemponcmxmaTpmyeckmin NporHo3 cnHgpoma CHegpooHa OTHOCUTENBHO
NJIOXOMN C pa3BUTUEM HAPYLUEHUS NaMATU, KOHLEHTPaUUM BHUMAHWUS U 3pUTENbHO-MPOCTPAHCTBEHHbIX
HaBbIKOB. B UCKNIOYMTENbHbIX C/lyYasix NporpeccMpoBaHue 3abosieBaHUs MOXXEeT NPUBOAUTL K CMEpTH.
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A RARE ANGIOPATHY WITH LESIONS OF THE SKIN AND CENTRAL NERVOUS
SYSTEM: SNEDDON SYNDROME AND DISEASE

A. K. Gruzmanov © , S. 0. Mazurenko
Saint Petersburg State University, Saint Petersburg, Russia
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Sneddon syndrome is a rare, progressive disease that affects relatively young people, mainly female,
and manifests itself in two main symptoms: livedo reticularis and recurrent cerebral infarctions. First
described in 1965 by the English dermatologist lan Bruce Sneddon, the syndrome named in his honor
unites a heterogeneous group of diseases with different pathogenesis and similar clinical manifesta-
tions. Skin manifestations of the disease in the form of reticular livedo are benign, cerebrovascular
manifestations are reduced to repeated cerebral infarctions, progressive dementia and can lead to
the death of patients. The literature review describes the basic concepts of the etiology, pathogenesis
of primary and secondary forms of Sneddon syndrome, and proposes the concept of Sneddon’s disease
to describe the primary forms of the syndrome. The article contains photographs of patients from the
clinical practice of the authors of the article. The review also describes methods of diagnosis and dif-
ferential diagnosis of the disease and recommended methods of treatment, which is based on the elimi-
nation of additional risk factors for vascular damage and thrombosis, blood pressure control, lipid and
carbohydrate metabolism, as well as the appointment of anticoagulant and disaggregant therapy. The
use of anti-inflammatory or immunosuppressive therapy remains controversial. The main goal of treat-
ment is the prevention of organic brain damage and neuropsychiatric complications. Unfortunately, the
neuropsychiatric prognosis of Sneddon syndrome is relatively poor with the development of impaired
memory, concentration, and visual-spatial skills. In exceptional cases, the progression of the disease
can lead to death.
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OBLUME CBEOEHUA

Cocyauctole 3aboneBaHusi roOBHOrO Mo3ra —
ofHa 13 Hanbosiee 3Ha4YMMbIX Npobnem coBpeMeH-
HON MeauuMHbl M obuecTBa. CTapeHune HaceneHus
nfaHeTbl, CaxapHbli AnabeT, KypeHue, apTepuanbHas
runepTeH3usi, ManonoABUXHbI 06pa3 XU3HKU ocTa-
HOTCS OCHOBHbIMW NMPUYNHAMM MOPAXKEHUS COCYL OB,
NPUBOASILLMX K HAPYLWEeHMIO MO3roBOro KpoBoobpa-
weHwus [1, 2]. Mexnay Tem KIMHULUCTaM MPUXOLMUTCS
CTaNIKMBATLCSA C OCTPbIMU HAPYLIEHUSIMU MO3TOBOrO
KpoBOODpaLLeHNs U Yy UL OTHOCUTENbHO MOJIOAOrO
BO3pacTa, He BCeraa BNu1CbIBatOLWMUXCS B CTaHAAPTHbIE
rpynmnbl pUCKa pasBUTUS ULLEMUYECKOTo UHCYbTa
[3]. Takme naumeHTbl 06bIYHO TpebytoT 6onee yrnyb-
JIEHHOTO aHaJIU3a MPUYUH COCYANUCTBIX NOPAXXEHUN,
npvBenwunx K Mo3rosow katactpode. K yncny takmx
NPUYNH MOTYT OTHOCUTBLCS! HE BbISIBIEHHbIE CUCTEM-
Hble BACKyNnUTbl U aHrnonatum [4]. Backynutbl — 310
cneunduyeckoe BocnajieHUe CTEHKU KPOBEHOC-
HbIX COCYAOB, KOTOPOE MOXeT nopaxkaTb ntoboi
OpraH U CUCTEMY OpraHOB YeNIoBeKa, BKJIO4as KOXY
W LUeHTpanbHYy HepBHyt cuctemy [5]. MHorue un3
3TUx 3aboneBaHUn BCTpeYaoTcs O4YeHb pefko, Y4To
obbsiCHAeT TPYAHOCTU B UX AUATHOCTMKE M Bbibope
npasunbHoi Tepanuu [4]. K Takum pegkum 3abo-
JIeBaHMAM MOXHO OTHecTu cmHgpom CHeapoHa,
XapaKTepusylwnincs aeymMs obsisaTtenbHbIMU Npo-
asneHusamu [6]:

1) nopakeHMeMm KoXu B BUAE PacnpoCcTpaHeHHOro
livedo reticularis

2) uepebpoBacKynspHbIMU HApPYLUEHUSIMU

B 1965 rogy aHrnuiickmin gepmatonor lan Bruce
Sneddon (1915-1987) onucan 6 KIMHUYECKUX CNy-
YaeB MaUMEeHTOB, Y KOTOPbLIX OTMEYaNnocb coyeTaHme
CeTyaToro MBEAO U MHOXeCTBEHHbIX MHHAPKTOB
ronoBHoro Mo3ra [7]. C Tex nop B Hay4YHOW nuTepa-
Type nocnenoBano onuMcaHue Kak cnopaguyeckux,
TaK U CeMEeNHbIX C/ly4aeB COYeTaHUs CeTyaToro Nu-
BeAO W NOpaXKeHus COCYL0B LLeHTPaibHOW HepBHOWN
CUCTEMBbI, OCIIOXHEHHOTO MHPapKTaMu roOfN0BHOTO
mo3ra [8—10]. Npu 3TOM B aHIN0A3bIYHON IUTepaType
0B6HApPY>XMNOCb pacxoXxaeHne B ONUCAHUN KOXHbIX
cumnTtomMoB. OpurnHaneHo |. B. Sneddon KoXHble
cMMnTOMbI onucan Kak livedo reticularis [7] (nar.
livedo — cuHsiK; reticularis — ceTyatblit), B nocnegyto-
wem 6oMbLNHCTBO aBTOPOB CTafiv ONWUCbIBaTb Xapak-

TepHble CMMNTOMBI CMHAPOMa Kak livedo racemosa
(nat. racemosa — rpo3feBuUaHbIN, APEBOBUAHbIN).
Bo u3bexaHue nyTaHMLbl B CTaTb€ Mbl COXPaHWUM
OpurMHanbLHoe pycckoe Ha3BaHMe CMMNTOMa — CeT-
yaTtoe nnBefo.

B 1997 r. Schellong et al. npeanpuHanu nonbITKy
pasgenuTb reTeporeHHyto rpynny cuHapoma CHepgao-
Ha Ha NepBuYHY0 GOPMY, KOraa NpUUYMHY CET4YaToro
nvBeno v LepebpoBacKyNApHbIX HapYLWeHWUA HakTH
He yaaeTcs, U BTOPUYHYIO, KOTAa onpenensiercs noTeH-
LmanbHas npuYnHa OKKI3uK cocynos. MNpeanaranocs
Bblgenstb 3 popmbl cuHagpoma CHepgoHa [11]:

1) NepBuYHbIAN — 63 ycTaHOBNEHHOW NPUYUHbI
OKKJ1t03UK COoCynoB

2) AYTOMMMYHbIN — C aHTUdOChoNMNUAHLIMMU
aHTUTeNnaMm MM KOMopbuaHbIA C CUCTEMHOM Kpac-
HOW BONYaHKOM

3) Tpombodunuyecknin — npu apyrux Tpomobo-
GUNNYECKMX COCTOSTHUSIX

CnenyioowWwmM 3HaYNMMbIM UCCNefoBaHMEM CTana
paboTta Frances et al. 8 1999 roay [8]. BbinosiHeHO
CpaBHeHWe AByX rpynn nauMeHToB C CMUHAPOMOM
CHeppoHa. MNepeas BkAtoyana 27 naumeHTtos 6es
aHTMdochoNMNUAHbIX aHTUTEN, BTopas — 19 6onb-
HbIX C aHTUTENnamu B KpoBuW. Bbin HailgeH pag pas-
NIMYMIA Mexay 3T rpynnaMu, OKa3biBaloLWMin HO30-
JIOrMYecKyto reteporeHHocTb cnHapoma CHegaoHa.
Kak cnepcteue, 6bin npeanoxXeH Apyroin BapuaHT
knaccudumkaumnm [8]:

1) WavonaTtuuyecknii cuHapom CHegaoHa

2) AHTndochonunuaHbIi CMHAPOM, accounmpo-
BaHHbIN € cMHApoMoM CHeaaoHa

3) CucteMHas KpacHasi BonyaHka, acCoLMMpoBaH-
Has c cuHgpoMoM CHepaoHa

YuunTbiBas nocnegHue OOCTUXKEHUS B U3yYEHUU
MOJIEKYNSIPHO-TeHETUYEeCKON OCHOBbI CMHAPOMA
CHepnaoHa, oTkpbiTUe MyTauuun B reHe CECR1 (cat
eye chromosome region 1), kogupytouwein ADA2
(Adenosine Deaminase 2) [12, 13], Mo)xHO 0bcyxaaTtb
KOHLIenuuio HOBOro BapuaHTa kiaccudukaumnm:

1) bone3Hb CHepgaoHa (nepBuyHas popma, Ha-
cnencTeeHHast popMa, cemeitHas dopMa) — reHeTu-
yeckoe 3aboneBaHue, BbI3BaHHOE MyTaLuWeil B reHe
CECR1, nepepnatoleecss ayTOCOMHO-4OMUHAHTHO
C HEeMoJIHOWM NeHeTPaHTHOCTbIO U BapuabenbHOM 3Kc-
NpeccUBHOCTbIO.
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2) CuHppom CHepAoHa (BTopuyHas ¢opma) — BTO-
pUYHOE COCTOsIHME, aCCOLMMPOBaHHOE C aHTUhOCPO-
JMNUIOHBIM CUHAPOMOM, CUCTEMHOM KpacHOW Bon-
YaHKoW U Apyrumu 3abonesBaHusMU, NPUBOASLLMMU
K TpoMbodunum.

AaNUOQEMUonorma

CornacHo faHHbIM Zelger et al., 3a6oneBaemMocTb
cuHgpomom CHepgoHa CoCTaBnsieT 4 ciyvast Ha MUn-
NMOH HaceneHus B rod. Mokasatenb CMepPTHOCTH
cocTtaBun 9,5% 3a nepuop HabnogeHus B 6 net [14].
CTOMT OTMETUTB, 4TO B nccnegoBaHum Zelger 6binm
NpoaHanM3nMpoBaHbl NauneHTbl C TMCTONIOrnYecku
NnoATBepXAeHHbIM 0bnuTepupytowem nopaxxeHmem
cocynoB 6e3 aHTMPoCcPoNnNUOHbLIX aHTUTEN B KPOBMU.
Takum obpasom, faHHble uMPpPLI B NepByto oye-
peab yKasblBaloT Ha 3aboneBaeMocTb U CMEepPTHOCTb
HacnencTBeHHoW dopmbl cuHgpoma CHepgaoHa. Co-
rNacHO MHOTOYMCNEHHBIM UCCIeA0BaHMSIM Takoe Co-
CTOsiHME KaK cuHapom CHepaoHa Yalle BCTpevyanoch
V XeHWmnH. CpegHUIA BO3pacT NOCTaHOBKM AMarHo3a
coctaBun 36 net (tabnuua 1) [7, 8, 14-19]. MNpu 3tom
nepeble CMMNTOMbI 3aboneBaHns MoryT bbiTb 0BHa-
PY>KEHbl 3HAYUTENbHO paHbLue, B Bo3pacTe 20-25 net
[15,17].

OQHaKo BaXHO MOHMMATb, YTO 34eCh CTaTuCTUYe-
CKVe v 3anMaeMnonormyeckne gaHHole 6elnv nonyye-
Hbl N1 reTeporeHHow rpynnbl NaLUeHToB C CUHAPO-
MoM CHepfoHa, KyAa BXOAWAN He TONIbKO 6onbHbIe
C HacnegcTBeHHoM Gopmor cuHgpoma CHegaoHa, HO

1 NaumMeHTbl C CeT4aTbiM IMBefo U LepebpoBackynsp-
HbIMW HapyLeHUsMM Ha PoHe aHTudochoNnMNUHOro
CMHAPOMA UJIN CUCTEMHOW KPacHOM BonYaHKW. [aH-
Hble natonoruu bonee xapakTepHbl AN MONOAbIX
KeHLWMH. [o3ToMy pacnpegeneHve no nonay u Bos-
pacTty ans cemeriHon ¢dopmbl cuHapoma CHepgoHa
MOXEeT OT/IMYATLCSA OT NPUBEAEHHbIX AaHHbIX. TeM He
MeHee, nccnegosaHue Frances et al. He nokasano cTa-
TUCTUYECKUN 3HAYMMBIX Pa3NNYKiA NO NONYy U BO3pacTy
MaHudecTauum 3abonesaHus cpegm rpynn 6onbHbIX
cnHagpomom CHeppaoHa ¢ aHTudochonnnuaHeiMm
aHTUTENnaMu n 6e3 Hux [8].

aTnonorud

Donruve rogsl 3Tnonorus cuHgpoma CHepgpoHa
oCTaBaNacb Heu3BecTHoW. BeigBuranack runoTesa
06 ayToMMyHHO-BOCNanuTensHow npupoge 3abone-
BaHwus. Zelger et al. B 1993 rogy npoBenu KpynHoe
nccnegoBaHme 21 naumeHTa C rMcToNorMyeckn noa-
TBEpPXAEHHbIM AnarHo3om cuHgpoma CHepgaoHa
[14]. Buoncusa cocynoB BbisiBUIa BOCManuTesibHble
M3MEHEeHWs Mo TUNY 3HO0TenuTa apTepuin Menkoro
n cpepgHero kanmbpa, a TakXe BblpaXeHHy cyb6-
3HAOTeNnManbHy nponudepaunto n ¢ubpos [14].
Pan nccnepgoBatenen knaccuduunpoBanu CMHAPOM
CHeppoHa Kak noABua aHTUPOCHONMNUOHOrO CUH-
apoma. B 1991 rogy rpynna uccnegosatenei nog py-
koBoAcTeoM E. J1. KanawHmkoBoM npoaHannsnpoeanu
rpynny u3 41 naumeHta — y 6onbLWMHCTBA NAaLMEHTOB
¢ cuHgpomom CHenoHa B KpoBU 0BHapy>uBatoTCs

Tabnuua 1

CraTuctuyeckue nokasarenu Hambosnee 3Ha4YMMbIX UCCNeA0BaHUM

S Fon | menran | Kot | Myt | e e
Sneddon [7] 1965 6 1 39
Rebollo [15] 1983 8 1 46
KanawHwukosa [16] 1991 41 31 10 38
Zelger [14] 1993 21 3 37
Stockhammer [17] 1993 17 2 31
Frances [8] 1999 46 34 12 27
Mascarenhas [19] 2003 3 3 35
Boesch [18] 2003 13 12 1 34
Urtoro 155 122 33 35,9+5,7
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aHTMdochonUNUAHbIe aHTUTeNna (BOSYaHOYHbIN aH-
TUKOArynsHT — 25% 1 aHTUKapAMONUMNUHOBbLIE aHTK-
Tena — 22%), nuwsb y 6 naumMeHToB He bblno obHapy-
YKEHO HU Tex, HM Apyrux aHtuten [16]. Mascarenhas
et al. B 2003 r. onucanu cnyyait cemeinHoin GpopMmsl
cuHgpoma CHepgaoHa y Tpex nopTyranbckux 6paTbes,
y KOTOpbIX Habntoganock cetyaToe NMBEAO U MHOXe-
CTBEHHbIE UHCYNbTbI B MOIOAOM Bo3pacTe [19]. Y 31mx
b6patbeB B 2014 r. Bras et al. uaeHTuduumMpoBanu
myTauuio B reHe CECR1. NMocne 3Toro oTKpbITUS bbina
[0Ka3aHa reHeTmyeckas OCHOBa CeMeiHbIX GOPM CUH-
apoma CHeppoHa [13]. leH CECR1 (cat eye syndrome
chromosome region, candidate 1 gene) nokanusy-
eTcsl Ha AJIMHHOM nneye 22 xpoMocoMmbl (22q11.2)
n kogupyet 6enok ADA2 (apeHo3uHAe3aMmHasa 2).
ADA2 — depMeHT, y4acTByHOLMIA B NpoLecce gerpa-
Aaunu BHEKNETOYHOTO afieHO3UHaA, CUTHANBbHOW Mone-
KyJibl, y4aCTBYIOLLEH B Perynsiunm MHOTUX KNETOYHbIX
npoueccoBs. [lomumo 3toro, ADA2 BbicTynaer B Kaye-
CTBe pocToBOro gakropa ans gunddepeHumMpoBku
1 pa3BUTUS KNETOK UMMYHHOW CUCTEMBI U SHAOTENNO-
umToB [20, 21]. MyTtauum B reHe CECR1 Ha paHHbIN
MOMEHT TaKXXe accoLMupytoT C Apyrum 3abonesaHu-
€M apTepuii Menkoro u cpegHero kannbpa — y3enko-
BbIM nonunaptepuutom [12, 22].

HACNEACTBEHHOCTb

BonbwunHcTBO CnyyaeB cuHapoma CHepnfioHa SBNSi-
I0TCS CMOpaguyecknMu, TeM He MeHee BCTpevatoTcst
n penkue cemeiHble popmbl. B 1983 rogy Rebollo
et al. onucanu Tpu cembu [15], B 1986 Scott n Boyle
nonoxunu o bpate u cectpe [23], B 1994 Pettee et
al. BeisBunn cuHgpom CHeppoHa y AByx bpaTbes
[24], B 1995 roay Lossos et al. ponoxunu ewe o6
opHou cembe [25], B 1996 rogy Rehhany et al. onu-
Canu AByX NAaUMEHTOB U3 O4HON ceMbM [26]. MNpn 3TOM
TUN HaCNe[oBaHMUS B Pa3HbIX KIIMHUYECKUX CyYasx
BbIn pa3HbIii: ayTOCOMHO-AOMUHaHTHLIN y Rebollo,
Scott u Boyle, Lossosa [15, 23, 25] n ayTocoMHo-
peueccuBHbll y Pettee, Rehhany [24, 26]. Ctout
OTMEeTUTb, YTO B NccnenoBaHum Pettee y cubnuHros
[24], cTpapgatowmx cuHgpoMom CHepgaoHa, bbin
obHapyxeHbl aHTUdOChONUNMAOHbIE aHTUTENA, YTO
CTaBWT NOA BOMNPOC HaNN4YMUe y HUX HaCeACTBEHHOM
dopmMbl cmHapoma CHepnaoHa, a He aHTudochonm-
NUAHOrO CMHAPOMa, NPOSIBUBLLErocs cpasy y obomx

6patbeB. AyTOMMMYHHble BonesHn He ABNSTCS
HacneaCcTBeHHbIMU, OAHAKO HabnogaeTcs onpene-
NeHHas reHeTMyeckasl npeapacronoXeHHOCTb K 3TUM
3aboneBaHusIM, YTO OBBSCHSET NOBbIWEHHbIA PUCK
BO3HUKHOBEHWS aHaNOMMYHbIX ayTOMMMYHHBbIX 3a60-
JNIeBaHUI y pOACTBEHHNKOB. bonbluon Bknag B nsyde-
HWe HacniegcTBeHHou dopmbl cuHgpoma CHegaoHa
BHecna paborta Mascarenhas et al. (2003) [19]. bbina
onucaHa NnopTyranbckasi cembsl, B KOTOPOi U3 9 pgertei
y 6 Habntoganock cetyatoe nuBeno. Takxke ceTyatoe
nvBeno 6bl10 OTMEYEHO Y ASAM U TEeTU N0 MaTepuH-
CKOW nuHMK. Y Tpex BpaTbes ceTyaToe NMBeno coye-
Tanocb ¢ uepebpoBacKynsipHbIMU HapPYLUEHUSMMU.
Tun HacnepnoBaHuWs Bbln onpegeneH Kak ayTocOMHO-
AOMWHAHTHBIA C HENONHOW NEeHeTPaHTHOCTbLIO U Ba-
puabenbHOW 3KcnpeccnBHOCTbO [19]. BeisiBneHHas
y HMX MyTaums B reHe CERC1 cTtana reHeTuyecknm
obocHOBaHWEM CyLecTBOBaHUS CeEMEelHbIX GopM
cnHgpoma CHegnoHa [13].

MATOrEHE3

HecmoTps Ha psag uccnenoBaHuid, nogpobHo onu-
CbIBalOLLMX NaTOMopdonornyeckme n3MeHeHus cocy-
noB npu cuHgpome CHepgaoHa [14, 27], TOYHbIA naTo-
reHes nepBuyHoro cuHapoma (bonesxn) CHepgnoHa
ocTaeTtcs ManousyyeHHbIM. [lo cux nop obcyxpaa-
eTCsl BOMpPOC O pov BOCMANMTENIbHOIO KOMMOHEHTA
B pa3BMTUMN AaHHOW naTonormvu. HekoTtopele uccne-
[0BaTenn nonaratoT, 4TO BOCMaNieHNe XapakTepHo
ONs paHHUX ctaguii 3abonesanusa [10, 19, 24, 27,
28], apyrve knaccuduuupyroT NepBUYHbIA CUHOPOM
CHepaoHa Kak HeBoCManuTenbHyo obnutepupyto-
wyto aptepuonatuto [13, 15]. Huskasa addekTmBHOCTb
MMMYHOCYNpeccuBHOM Tepanuu npu bonesxun CHen-
[OHa MOXET CNY>XWUTb KOCBEHHbIM 40Ka3aTeNnbCTBOM
OTCYTCTBUS UMMYHOMNATONIOMMYECKUX MEXaHU3MOB
B OCHOBe nopaxxeHus cocynos [29]. Tak unu nHave,
KNoYeBble U3MEHEHMNS, NPUBOASLLNE K OKKIH03UN
cocynoB u obecneymBatolme BCIO NONHOTY KNUHK-
4eckoW KapTUHbl — 3TO KNleTo4YHas nponudepaums
n ¢pnbpo3 [27]. Mpwu nonbiTke anddepeHLmaLmm cuH-
apoma v 6onesHun CHeaAoHa MOXHO NPefnoNioXuUTb,
4TO Y CMHApPOMA M BonesHu ByayT pasnunyHele naTo-
reHeTMyeckne MmexaHusMsl. B cnyyae 6onesHn — 3to
cboit B cMHTe3e pepmerTa ADA2, HapyweHue andde-
PEHLUMPOBKM ¥ PasBUTUS KIIETOK UMMYHHOW CUCTEMBI
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W 3HOOTENNs, BOSMOXHO JIoKanbHoe pa3BuTue BOC-
naneHus, noBpexaeHune 3HQoTenus, nsbbiToyHas
KoMneHcaTopHas nponndepauns MHTUMbI COCYAOB,
rNafKOMbILWEYHbIX KNeTOK U COeANHUTENbHOMN TKaHu
[12, 27]. Bce 3T0 Byaet npMBOAUTL K NOCTENEHHOW
OKKJTH03UM NpoCBeTa cocynoB. B cnyyae cuHgpoma —
npucyTcTBME ayToaHTUTeN (aHTUKapAMONUMUHOBLIE
aHTUTEnNa, BONYaHOYHbIW aHTUKOAryNsSHT, aHTUTeNna
K B2-rnukonpoTeunHy), HapylleHne ecTecTBeHHbIX
MEexaHU3MOB perynsiummu reMocTasa (yBenmyeHume akc-
npeccuv TkaHeBoro TpoMbonnacTUHa, CHUXKEHWE ak-
TUBHOCTU npoTenHa C, MHrmbuposaHue GpubpuHonusa,
CBSI3blBaHWE C B2-rMKONPOTEUHOM U T.4.), TPOMbO-
obpazoBaHue [30]. [ins 3TOro MexaHM3Ma xapakTepHo
6onee BbICTpOE pa3BUTUE OKKITHO3MM COCYAA, NPUYEM
MoXeT HabntoaaTbCs HapyLlweHWe NPOXoAnMOCTU He
TOMbKO apTepuii, HO 1 BeH. [JonofHUTeNbHbIM f0Ka3a-
TENIbCTBOM Pa3HOCTU NAaTOreHeTUYeCcKNX MexaHn3MoB
npu 6onesHun n cuHagpome CHepaoOHa MOXET CNYXUTb
uccnepgosaHue Frances: 1-9 rpynna (27 nauMeHToB)
6e3 aHTndochonnnuaHbIX aHTUTEN, 2-9 rpynna — (19
nauneHToB) C aHTUTenamu. Bo BTopoi rpynne naum-
€HTOB OTMeYanacb TPOMBOLMTONEHNS, yKa3biBatoLLas
Ha aKTMBHbIN npouecc TpoMmboobpasoBaHus. Takxe
Je3arperaHTHas Tepanus nokasana 6onbuyto addpex-
TUBHOCTb MO CPaBHEHMIO C NepBOK rPynnoW, 4To Tak-
e MOXKeT CBMAeTeNbCTBOBATh B MOJIb3y BOBEYEHUS
TpoMbouMTOB B NaTonormyeckoi npouecc [8].

KIIMHUYECKAA KAPTUHA

1. Cetuatoe nuBepo

PacnpocTpaHeHHoe ceTyaToe NnBeao siBnsieTcs
Hanbonee HarNagHbLIM U OAHUM M3 ABYX 0bsizaTenb-
HbIX AJ11 NOCTAaHOBKM AMarHo3a CMMMNTOMOM CUHAPO-
ma CHeppoHa.

CeTyaToe niMBefo npeacraenser cobol cToikue,
CMHeBaTble, BeTBaLWencs GopMbl NATHA Ha KOXe,
npeacrasnsiowmne coboi paclwmpeHHble BeHy b,
HanoJIHeHHbIe Ae0KCUreHNPOBaHHOW KpoBbto, cdhop-
MWpOBAaBLIMECS B pe3ysibTaTe HapylweHus KpoBo-
obpaleHus B gepMe n3-3a cnasma Uamn oKKI3nn
aptepuit (pucyHok 1). CeTyaTtoe nMBeAO MOXET Jio-
Kann30BaTbCs HA HMXXHUX KOHeYyHocTaxX (95-100%),
Tynoeuue (84—89%), aroanuax (68—74%), BepxHux
KoHevyHocTax (53—-59%) nnu nuue (15-16%). MNosisne-
HWe CeT4yaToro IMBEAO Ha KOXe Y NaUUeHTOB C CUH-
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PucyHok 1. Cemuyamoe nuBedo. lMayueHmku ¢ Bmo-
PUYHLIM Ha ¢GoHe cucmeMHoU KpacHol BOAYAHKU
u aHmugocgponunudHo20 cuHOpoma (nesblli pucy-
HOK) U nepBUYHbIM cuHOpomom CHeddoHa (npasblli
PUCYHOK).

apomom CHeaaoHa, Kak NpaBuiio, SIBSIETCS NepBbIM
npu3Hakom 3aboneBaHus n NpeawecTByeT cepbes-
HbIM HapyLleHUsM MO3roBOro KpoBoobpalueHus Ha
Heckonbko net [14, 16]. B pegkux cnyyaax nueeno
nosiBNsieTcs nocjie BO3HMKHOBEHUS HeBponoruye-
CKOM cuMnTOMaTukm [31].

2. UepebpoBackynsipHble HapyLueHus.

BTropbiM 06s3aTeNibHbIM yCIoBMEM NS NOCTaHOB-
KW AnarHosa cuHapoma CHepaoHa sBNseTcs Hanu-
yne y naumeHTa LepebpoBacKyNsapHbIX HapyLWeHui
(pucyHok 2). OyeHb YacTo AMArHO3 CTaBUTCS nocne
nepeHeceHHoOro NwemMun4yeckoro nHcynbTa. Kak npa-
BWNO, 3TO MaJible MHCYNbTbl NAKyHAapHOro noaTuna.
Ho paxke oHuM Bonblue xapakTepHbl Ansi BTOPUYHOW
$opMbl cMHApoMa CHepAoHa, TO ecTb 415 NaUMeHToB
C aHTMHOCHONUMUAHBIMU AHTUTENAMW U APYTUMU
TpOoMBODMANYECKUMU COCTOSIHUSIMU, TAE KITHOYEBbIM
3BEHOM naTtoreHesa bynet TpomboobpasoBaHue, a He
nocreneHHass obnutepaumsa npoceeTa cocyna, Kak
B Cy4ae ¢ nepsuyHon dopmor cuHapom CHegaoHa.

Tak B uccnepnoBaHum Boesch et al., 3a 6 net Habnto-
neHus y 13 naumeHToB c 6onesHbio CHeanoHa He
Bb110 HY OAHOTO MLLEMUYECKOTO UHCYNbTA, MPU 3TOM
4yacToTa TPAH3MTOPHbIX UWIEMUYEeCKUX aTak B rof
BapbupoBana ot 2 no 20 (B cpeaHeM 4 B roa) [18].
Y 60-77% nauneHToB ¢ cuHapom CHeanoHa Habnto-
[aeTcs NocTeneHHoe CHUXeHUe KOrHUTUBHBIX PyHK-
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PucyHok 2. KomnbtomepHasi momozpagusi 20710BHO-

20 M032a NayueHmMKuU 34 nem ¢ nepBUYHbLIM CUHOPO-
MoM (6one3Hbo) CHed0oHa ¢ MHOXXecmBeHHbIMU
oya2amu UWEeMUYecKo20 UHCYbma.

UM N NCuxmnyeckne Hapywenus [14, 18]. 3to moxer
6bITb 06BACHEHO MHOXECTBEHHbIMU LiepebpanbHbI-

MU nHpapkTamm [18, 24]. Tem He MeHee, NaLMeHThbI
¢ cuHapoMom CHenoHA MOryT AEMOHCTPUPOBaTh
nposiBneHus aeMeHuun n 6e3 npepwecTByOWUX
C/ly4aeB OCTPOro HapylUeHUst MO3roBoro KpoBoobpa-
weHus [23, 32, 33]. BHyTpMO3roBbie, BHYTpUXeny-
0Oo4YKoBble U cybapaxHouaanbHble KPOBOU3INUAHUS
He XapakTepHbl AN AAHHOTO COCTOSAHUS, OOHAKO
N remMopparnyeckme MHCyNbTbl MOTYT BCTPeYaTbhbCs
y nauMeHToB C cuHapomoM CHepoHa. B nepsyto
oyepenb 3TO XapaKTepHO ANsi ceMeiHbix popm 3abo-
nesaHus [19]. CaMbIMK 4acTbIMU HEBPOJIOTUYECKUMHU
»anobamu y naumeHToB ¢ cuHApomMoM CHeanoHa
ABNSAOTCS ronoBHas 6onb (62—85%) 1 ronoBoKpyxe-
Hue (54-62%) [18]. 21-50% 6onbHbIX C CUHAPOMOM
CHegpoHa UMetoT NpU3Hakn Murpenu [34, 351.

ITn Hecneuuduryeckme CMMNTOMbl B BONbLINH-
CTBe C/ly4aeB NpeaLecTBYOT NOSIBIEHUIO CeTYaToro
JNIUBEAO U Cepbe3HbIX HEeBPOJIOTMYECKUX M3MEHEHUI
[14]. B nutepaType Takxe Bbln onncaHbl 3KCTpanu-
paMuaHble pacCcTpoWCTBA B BUAE XOPeu unm TpeMopa
B KayecTse MaHudectaummn cuHapomMa CHegaoHa [36],
a TaKkXKe NopakeHne YepenHo-mMo3roBbix HepBoB [37].

3. Opyrue cumntoMbl (Tabnuua 2).

MpubnusntensHo y 57-70% 6onbHbIX Habnogaetcs
CHMXEHHbIN YPOBEHb KIIMpPeHCa KpeaTuHMHa. Takum

Tabnuua 2

OCHOBHbIE KJIMHUYecKune nposeyieHUs CMHAPOMa CHeAAOHa

CuMmnToM Yacrota
CetuaToe nuBeno 100%
LlepebpoBackynsipHbie HapyLleHus! 100%
CHMXEeHNe KOrHUTUBHbIX GYHKLMIA, NCUXMYECKUEe N3MEHEeHMs 60-77%
lonoeHas 6onb 62—85%
[onoBokpyxeHune 54—62%
MwurpeHb 21-50%
CHUXXeHWe ckopocTu KinyboukoBo GuibTpaunm 57-70%
ApTepuanbHas rmnepTeH3uns 15-65%
Mponanc MUTpansHOro KnanaHa 41-61%
3KCTpanMpamMuaHble pacCTporcTBa Penko
[NopaXxeHus YepenHo-MO3roBbIX HEpBOB Penko
IeMopparnyeckue MHCynbTbI Penko
HapyweHus 3peHus Penko
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obpasoM, npegnonaraeTcs BOBNeYeHWe noyvek B na-
Tonoru4yeckui npouecc [38, 39]. Cpeaun apyrux npo-
aBneHni cuHgpoma CHegaoHa y 4actTu nauneHToB
(15-65%) oTMevanacb apTepuanbHasi rMnepTeH3us
[18]. HeobxoauMebl AanbHelwme uccnegoBaHus ans
Honee geTanbLHOro M3y4eHns BONpoca 3TMONorum ap-
TepuanbHOW rMnepTeH3nm y NaumMeHToB C CUHGPOMOM
CHeppoHa. Ha gaHHbI MOMEHT HEen3BeCTHO, ABNS-
eTcs I TMNepTeH3uns y 3TUX NauneHToB ceacTBnem
NopaxeHWsl NoYeK UM MCXO[0M PEMOLENTMPOBaHMS
nopaxeHHbIX Nnepudepuyecknx apTepuin.

Y 41-61% naumeHToB HBbINK onNMcaHbl NOpaXKeHus
KnanaHoB cepgua B BMAE NpoJsianca MUTPanbHOro
KflanaHa. Npu 3TOM YyacToTa NOpPaXeHUI KnanaHoB
6bln1a 3HaYMTENbHO Bbile B rpynne NauMeHToB C aH-
TdochonmnuagHsiMm aHTuTENamu [8, 16]. HakoHew
61K 3adMKCMpOBaHbl 0PTaNIbMONOTMYECKUE OCSIOXK-
HeHus npu cuHppome CHeadoHa, NposBastoLmecs
TpoMb03aMu LieHTpanbHOM apTepun U BeH CeT4aTku
[26, 40, 41].

OUATHOCTUKA

PacnpoctpaHeHHoe ceTyaToe nuBeno v nposiene-
HUs1 uepebpoBacKynsipHbIX HapyweHnin — obsasa-
TeNnbHble AUarHoCTUYeCKMe KpUTepun CUHApoOMa
CHeppaoHa [7]. Lenbto pacwmpeHHoro nabopaTtopHoro
nuccnenoBaHus sBnsieTcs nposegeHve aubdepeHum-
aNnbHOW AMArHOCTUKM CO CXOAHBIMU COCTOSIHUSIMU,
HapyLualoLWmmMmn KpoBoCcHabeHne TkaHel 1 opraHoB
Ha ypoBHe apTepuii Menkoro u cpegHero kanubpa
[4], a Takoke NOMCK BO3MOXKHOM NMPUYNHBI BTOPUYHOW
¢dopmsbl cuHapomMa CHepnoHa [17, 19]. Obs3aTtenbHbIM
SBNSIETCS NpOBefAeHMe KIIMHUYECKOro aHanm3a KpoBu
W onpepeneHune yposHs TpoMboLMTOB, NeMKOLMTOB,
CO3. NtoboMy naLMeHTy C NOA03PeHNeM Ha CUHAPOM
CHepaoHa [OMKHbI BbITh BbIMOAHEHbI Boxmumnye-
ckne nabopaTopHble TeCcTbl Ha OCHOBHbIE MapKepbl
CMCTEMHbIX ayTOUMMYHHbIX 3aboneBaHuit (Bon4aHou-
HbIA @HTUKOATyNAHT, aHTUTena K B2-rnkonpoTenHy,
AHTUKapAWONIMMMHOBBLIE aHTUTENa, aHTUTenNa K AByLe-
noyeyHon [HK, aHTUHenTpoduabHbIe UMTONNA3MaTU-
yeckune aHTMTENa, KpMornobynuHel, LMpKynupytoLwmne
UMMYHHbIE KOMMNJEKCbl, pparMeHTbl KOMMNIeMeHTa
(C3, C4)) [4, 15, 17]. Ons nckntoveHns Tpombodunnit
NMoKasaHo uccnefoBaHWe YpPOBHSA aHTUTPOMbBUHaA
I, npotenHa C n npotenHa S, romoumctemHa, dak-
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Topa V (JleiipeH), MTHFR, G20210A [42]. OcHoBHas
3aflaya METOAOB MHCTPYMEHTaNIbHOM ANArHOCTUKN —
BbISIBUTb Hecneuudumyeckme nsmMeHeHust ronoBHOro
MO3ra 1 COCYL,0B KOXM, KOTOPble MOTyT NOATBEPAMUTb
KIMHWUYECKY0 KapTuHy cnHapoma CHepgaoHa [17].
Cpeau MeTofoB HellpoBu3yanm3aumm obsizatenbHbIM
aBnsetcs BbinonHeHne MPT unu KT ronosHoro mosra,
Ha KOTOPbIX MOTYT BbITb BbISIBNIEHbI MHOXECTBEHHbIe
Manble o4Yarv NOCTULEeMUNYECKUX U3MEHEHWI U KOpTK-
KanbHas atpodus [17, 18]. YumTbiBas nyylyio paspe-
LIALLY0 CNOCOBHOCTL NPU OLEHKE COCTOSIHWUS KOPbl
ronoBHoro mo3sra, MPT aBnsietca bonee npegnoytu-
TenbHbIM MeToAoM [17]. Mo3roBble KpOBOU3NNSAHUSA
He XapakTepHbl gna cuHgpoma CHegaoHa. TeM He
MeHee, HeKOTOpble aBTOpbl 0bpallatloT BHUMaHWe Ha
MUKPOKPOBOU3NUSAHUS, HalaeHHble Ha MPT, koTo-
pble B bonbLiei cTeneHn xapakTepHbl 418 CeMenHbIX
¢dopm cnHapomMa CHeloHa U MOTyT BbITb Mapkepom
NOBbILEHHOIO0 pMCKa reMopparnyeckoro MHCynbTa
B AanbHewnwem [43, 44].

AHrnorpadusi ronoBHOro Mo3ra HaxoguT HapyLle-
HUs B 49-75% cnyyaes. Kak npaBuio, OHWU 3aKnto-
yarTcs B 0bauTepaunMm MHTpaKpaHWanbHbIX COCY-
[OB C UX CTEHO3MPOBAHMEM U OKKItO3nen [45, 46].
Opyrumu HaxogkaMu npv aHrmorpadun MoryT bbb
apTepuo-BeHO3Hble ManbdopMaLmmn, pa3BuTas ceTb
Konnatepaneu [24, 471].

Buoncua koxu npu cnHapome CHegaoHa Moxer
BbISIBUTb OKKJIIO3UIO apTepuii C KOMNEHCaTOPHbIM
paclmpeHnem BeHyJsl, 3anofIHeHHbIX 4e0KCUreHnpo-
BaHHOW KPOBbIO, KOTOPbIe KIIMHUYeCcKu byayT nposie-
NATbCS B BUAE nnBedo. Ha paHHWMX CTagusx natonorum
MOTyT BbITb OBHApPYXXeHbl MUHUMaNbHbIE NPU3HAKK
BOCNaneHus cocyaucTon cteHku [14, 17, 27]. OcHoB.-
Hble e FMCTOJIornYyeckne HaxoA4KM 3ak4atoTcs
B KNEeTOYHOW nponudepaunu n paspactaHumn coegu-
HUTeNbHOW TKaHu [27]. K coxxaneHuto, bruoncus koxm
He BCceraa BbISIBNSIET XapaKTepHble n3MeHeHus. YyB-
CTBUTENBbHOCTb METOAA BO3pacTaeT npuv B3STUU ABYX
obpa3uos buonTtata c 27% Ao 53% u gocturaet 80%
npu B3saTUK Tpex obpasuos. [48]. Mpu nogospeHun Ha
reHeTnyeckyto popmy cuHgpoma CHeggoHa MoxeT
6bITb NPOBEAEHO MONEKYNSIPHO-TeHeTUYecKoe uccne-
[oBaHuWe Ha Hannuue myTaumm B reHe CECR1 [13].

Takum obpasom, amMarHos cuHgpoma CHegaoHa —
OTHOCUTENBHO NPOCTON KNMHUYECKUIA AMArHO3, OCHO-
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BaHHbIV Ha COYETAHMM Y MALMEHTa CeT4aToro MnBeao
N HEBPONOrMYeCKoin CUMNTOMATUKM, BbI3BaHHOW Le-
pebpoBackynsipHbIMU HapylweHusmMu. Cnegyrowmm
06s13aTeNbHbIM ANArHOCTUYECKUM 3TanoM AOMKHO
6bITb OonpenenieHne Gopmbl CMHAPOMA: NEepBUYHas
(6onesHb CHegaoHa) MY BTOPUYHAs. 3TO UMEET KJto-
yeBoe 3HayeHwe Ana fanbHenwero nogbopa onTu-
ManbHOW TaKTUKW BegeHuns naumeHToB. AHTMdOoCho-
JIMNUAOHBIA CUHAPOM U CUCTEMHasi KpacHasi BOJTYaHKa
ABNSAOTCA 3aboneBaHUsIMU, acCOLMUPOBAHHBIMMU
C BTOpMYHOU popMow cuHapoma CHepgaoHa, n gon-
YKHbl BbITb UCKITOYEHbI MM NOATBEPXAEHbI B MEepBYO
ouyepenpb.

MNocTtaHoBKa gnarHosa bonesHn CHegaoHa npega-
cTaBnsieT coboi 3HaunTenbHoO bonee CNoXHy 3a-
nadvy. MonekynsipHo-reHeTM4yeckoe uccinenoBaHue
Ha BbisBneHue Mytaunm B reHe CECR1 He siBnsertcs
PYTMHHbIM NabopaTopHbIM aHaNN30M, NO3TOMY ero
npoeefeHue B 60NbLIMHCTBE CJly4aeB HEBO3MOXHO.
Pan KNMMHWMYECKMX NPU3HAKOB MOXKET NMOMOYb 3anofa0-
3pUTb HAcNenCcTBeHHy popMy cMHApPOMa CHeLaoHa.

1) CeMeliHblit aHaMHe3: Hanuyne poacTBEHHUKOB,
CTpajaloLmx CeT4yaTbiM IMBeA0 N HapyLLeHUaIMu
MO3roBOro KpoBoobpalleHns B OTHOCUTENLHO MOJIO-
nom Bo3pacte. OgHaKo CNOXHbIN XapakTep Hace-
[OBaHWA He Bcerga no3BonsieT 0bHapyXUTb cemen-
Hble 3aKOHOMEePHOCTU, 0COBEHHO B MaJIOYUCIEHHbIX
CeMbSiX.

2) OnpepeneHHble 0COBEHHOCTU KNMHUYECKon
KapTuHbl: bonee BblpaeHHOe ceTyaToe nuBefo,
bonee MeaneHHoe nporpeccupoBaHue 3abonesa-
HUSI, BbIXOA Ha NepBbIi NiaH CMUMNTOMOB XpOHUYe-
CKOW HeoCTaTO4YHOCTN MO3rOBOro KpoBoobpallueHus
C HEYKJIOHHBIM CHUXEHWEeM KOTHUTUBHbIX GYHKLUWNA,
a He 04aroBOW HEBPONOrMYeCcKon CUMNTOMATUKKN UK
remMopparmyeckmx MHCybTOB.

3) OtcytcTBME aHTMHOCHONUNUAHBIX aHTUTEN
W OpYrMx MapkepoB CUCTeMHBbIX 3aboneBaHui.

4) OtcyTcTBME TpoMbouuTOoNeHUu.

5) OTcyTCcTBME MOpaXXeHuit knanaHoB cepaua
(MMKCOMaTO3 MUTPaNbHOrO KflanaHa, MUTpanbHas
peryprutauus).

6) Ha MPT ronoBHoro Mo3ra: 6o/bLI0e KONN4ecTBo
ManeHbKMUX 04aroB NOCTULWEMUYECKUX U3MEHEHUN,
KOpTMKanbHasa atpodus, cneabl MUKPOKPOBOM3NNS-
HWIA, OTCYTCTBUE BbIPaXK@HHbIX aHrnorpaduyecknx

aHOManwii, 3a UCKJItoYeHUEeM YMeHbLUIeHWsi NpocBeTa
COCYLOB.

7) Mpu BUoncumn cocynoB KOXU: YMeHbLIeHue
npocBeTa cocyha 3a CYeT IHAOTeNMaNnbHOW Nponu-
bepaumu, nponudepaunm rMmagkoMbILLEYHbIX KIETOK
1 KIIETOK UMMYHHOU CUCTEMBI, MPY 3TOM OTCYTCTBUE
BbIPaXXEHHOTO BOCMNAaNleHUs COCYAUCTON CTEeHKMU
1 TpoM60B.

OUPDEPEHLUUANIBHAA OUATHOCTUKA

OunddepeHunanbHas AMArHOCTUKA CMHOPOMaA
CHepnoHa B NepByto oyepeb AoJKHA NPOBOAUTLCS
C MATONOrNAMM, KOTOPbIe MOFYT NPOSIBASITLCS COYeTa-
HMEM CeT4aToro SIMBeAO U PasfiMyHbIX HEBPOMOruye-
CKUX CUMNTOMOB [49].

1. CunppomMm BaH JloxenseH (Cutis marmorata
telangiectatica congenital).

Penkoe BpoxxaeHHoe cocyamctoe 3aboneeaHume, xa-
PaKTepU3yoLLMIACS KOMMNAEKCHBIM NOPaXXeHNEM KOXXU
B BUAE CETYATOro NNBeAO, TeleaHrmoakTasnii, oneo-
3KTa3ui, 4YacTo C y4acTKaMm U3bA3BNIEHUI U aTpodum
KOXW. CAHAPOM HepeaKo CONpPOBOXAAETCSH NOPOKa-
MW pPa3BUTUS U HEBPOJIOTMYECKUMU HapyLUEHUSIMU
[50]. 3aboneBaHue umeetr 0OBpPOKAYECTBEHHbIN
XapakTep. Y nogasnstowero 6onblnHCTBA 60JbHbIX
NopaKeH1sl KOXXW MMetoT OrPaHUYeHHbIA XapakTep.
C BO3paCTOM NPOUCXOOMUT yNy4yleHne CoOCTOSHUS,
B HEKOTOPbIX CJy4Yasix BNAOTb A0 NOSIHOrO pa3peLue-
Hus [51, 52].

2. Cungpom BaH-boraprta-Aiuepu (Van Bogaert-
Divry).

Penkuit HacneacTBeHHbIN CUHAPOM U3 TPYNMbl aH-
rMOMaTo30B, XapakTepu3yLWNNca pacnpocTpaHeH-
HbIM NTMBEAO U HEBPONOTrMYECKUMU HapyLUeHUSIMU
(3anunencus, onemeHums 1 1.4.), Haubonee TpygHoe
ons gnodepeHumanbHON GUATHOCTUKN C CUHAPO-
MoMm CHeppaoHa 3abonesaHue [49, 53]. [ing naHHoro
CMHOPOMaA XapakKTepHbl PaHHee Ha4YaNo KNNHNYEeCKnxX
nposiBneHni, bonee 4yactoe NopaxxeHne My>4uH
1 uepebpanbHblii aHTIMOMATO3, KOTOPbI MOXKeT BbITb
obHapy>xeH npu nomolLum aHrmnorpadum roNoBHOro
mo3ra [53]. Ho aHrmomMaTos He saBnseTcs NaTorHoMo-
HWYHBIM NS KAKOTO-NMHO KOHKPeTHOoro 3aboneBaHus
1 6bIN ONUCaH B MHOFOYMC/IEHHBIX CUHAPOMAX, BKJTHO-
yas cuHapomsbl Kob6a (Cobb) n Knunnena-TpeHoHe
(Klippel-Trenaunay) [54, 55]. Mo3Tomy psia uccne-
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JoBaTenei paccMaTpuBaloT cMHapoM BaH-Borapra-
OuBpK KaK IOBEHUNIbHOE NPOsIBNIEHWE CUHAPOMa
CHeppoHa [45].

3. Llepe6bpanbHbiii 06nutepupytowmin Tpom6-
QHIUUT.

Obnutepupytowmii TpombaHrumut Broprepa — ayTo-
MMMYHHOe 3aboneBaHue, nopaxatouee npenmy-
LW eCcTBEHHO apTepun HUXHUX KOHeyHocTel. Tem
He MeHee, Rai et al. onncanu cnyyam nopaxeHus
MO3roBbIX apTepuii Npu gaHHow natonoruu. Mo mnx
OaHHbIM, 0KoNo 2% 6oNbHbIX TPOMBaHrMMTOM Btop-
repa umeloT LepebpoBacKynspHble OCNOXHEeHUs
[56]. CywecTBytOT Tak)Xe NnpumMepbl U30IMPOBAHHO-
ro NOPaXeHus CoCcy[o0B rofloBHOro Mo3ra (bonesHb
Cnatua-JluHpen6epra) [57]. Bolgensitot ase popmbl
uepebpanbHoro obnutepupytowero TpombaHrumTa:
nepsasi 3aTparmBaeT KpynHble apTepumn n NpuBoanT
K PeLManBMpYIOLLMM TSXKENbIM UHCYNbTaM, BTOpast
3aTparmBaeT apTepmm Menkoro u cpegHero kanvbpa,
1 B 3TOM CJly4ae MoxeT popMMpoBaThCs AeMeHUMs
B OTHOCWUTENbHO MOJIOAOM BO3pacTe 6e3 BbipaXkeH-
HOro MOTOpHOrO AeduunTa, YTO HaNOMMUHAET Xapak-
Tep HeBPOJIOTMYECKUX MOpaxeHnin npu bonesHu
CHeppoHa [56]. KntoyeBbiMK OMAarHOCTUYECKUMU
KpuTepusimMu, nossonswowmmn anddepeHuUnpoBaTtb
obnutepupyowmnit TpoMbaHrMKUT oT cnHapoma CHep-
[OHa, ABNAIOTCS CTONKas CBA3b C KypeHneMm, nopaxe-
Hue apTepwii bonbluero AnameTpa, NPOsSIBNEHNS ULe-
MWK KOHeYHocTen. buoncus cocynoB, HaxoAALWNXCS
B OCTpo da3ze noBpexxaeHusl, LeMOHCTpUpyeT opy-
roi, no cpaBHeHuto ¢ bonesHoto CHegaoHa, Xapak-
Tep obnuTepaumm, 3aKNOYaOLWMIACS B BbIPaXKEHHOM
3HAoapTepuuTe U Hanu4ium Tpombos [58].

4. AYTOMMYHHbIe BaCKy/uTbl, NOpaXatwue
apTepuu cpefHero U Menkoro kanubpa.

AyTOMMMYHHbIE BaCKy/MTbl — reTeporeHHas rpyn-
na cucTeMHbix 3aboneBaHuii, obwmm Mopdonoruue-
CKVMM MPU3HAKOM KOTOPbIX SIBSIETCS BOCMANUTENIbHOE
nopaxxeHue COCYAMUCTOW CTEHKM, a KITMHUYeCcKue npo-
SIBNEHUS 3aBUCAT OT aKTMBHOCTM Npouecca, AmameTpa
nopaxkeHHbIX COCYA0B, a TaKXKe UX nokanusauuu [4].
Llenblit pag npu3HakoB No3BosisieT nposectn andoe-
peHuManbHyt ANarHoCTUKy C cMHApoMoM CHepaoHa.
B nepByto oyepenb — CUCTEMHOCTb MOPAXEHUIN —
NMOMUMO KOXMW U LeHTpaNibHOW HEepPBHOW cUCTEMbI
4acTo NOBpeXAatoTCs NOYKK, Nerkue, cepaue, Xeny-
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OOYHO-KULLEYHbI TpaKT, nepudepuyeckasl HepBHas
cucteMa 1 T.4. KoxHble NposiBNeHust MoryT He orpa-
HWYMBaATLCA ceTyaTbiM NnBeo. Mpu ocMoTpe y nauum-
€HTOB MOryT 6bITb 0BHapyXeHbl Mypnypa, y4acTku
HeKpo3a, y3enku no xody cocynos. B 6onbwmHcTe
cny4vaeB y BONbHbBIX C CUCTEMHBIMU BaCKyNNTamMm
NPUCYTCTBYIOT NPU3HaKW NpoTeKalowero cuctem-
HOro BocnaneHus (Inxopagka, NemKoumTos, 303MHO-
dwunusa, nosbilweHne CO3 n C-peaktuBHoro benka).
MoryT 6bITb BbISIBIEHbI Cneunduyeckne Mapkepbl
(AHLIA, kpnornobynuHbl, CHUKEHHbIN ypoBeHb C3-
n C4-bparmeHTOB KOMMNIEMeHTa, Mapkepbl MHdek-
LMiA, aCCOLMMPOBAHHbIX C HEKOTOPbIMU CUCTEMHBIMHU
Backynutamu (renatut C u B)). Mpu 6uoncum cocymos
onpegensoTcs NPU3HaKku BacKynnta C MacCMBHOM
MHOUNbTPaUMen, rpaHyieMamMmn, 30HaMn HeKpo3a
[4, 49].

5. XonectepuHoBas ambonus.

XonectepuHoBas ambonus — cuHOpoOM, BO3-
HUKaIOLWWIA B pe3ynbTaTe 3aKynopku KpucTaninamu
xonectepuHa nepudepuyeckux aptepuii Bcneactene
paspyLUeHusi KpynHOI aTepockiepoTuyeckomn bnsw-
K1 aopTbl UM APYrUX KPYMHbIX COCYA,0B. Xonectepu-
HoBasi 3IMbB0ONIMS YacTo SABNSETCS OCNOXHEHUEM pas-
JINYHBIX COCYAMUCTBIX MaHunynaumi [49]. OcHOBHbIE
KIIMHMYEeCcKMe NposiBIeHns — OCTpOe noBpexaeHue
royek, cet4yaToe IMBefo HUXKHUX KOHEYHOCTEN!, Luma-
HO3 ManbLeB CTOM, raHrPeHsbl, S3Bbl, TPOMBO3bI apTe-
pviA TONIOBHOTO MO3ra, Me3eHTepuabHbIX apTepui,
apTepui ceTyaTku U T.4. B otnnume ot cuHgpoma
CHeppoHa, nabopaTopHoe gaHHble 4eMOHCTPUPYOT
NPU3HAKM CUCTEMHOTO BOCMANEHUS Y 303UHOPUANIO.
Mpwn nccnepgoBaHue rnasHoro gHa mMoryT BbiTh BbISIB-
JleHbl XonecTepuHoBble 3IM60onbl — Bnsiku XoneH-
xopcTta [59].

6. AMaHTagUH-UHAYLMPOBaHHOE NUBeao.

AMaHTaguH — npenapatT 13 rpynnsl godamuHo-
MuMeTukoB. Obnagaer NpoTMBONapKUHCOHUYECKUM
M aHTUBUPYCHbIM 3bdekTamu. CTuMynupyert Bbige-
neHve gopamMuHa M3 HeMpoHanbHbIX 4eno, yBeanyu-
BaeT YyBCTBMTENbHOCTb AO0aMUHOBLIX PeLenTopoB
K Megwuatopy. MpoTUBOBMpPYCHOE AeiicTBUE CBA3AHO
co cnocobHoCTbIO NpenapaTta 61okMpoBaTb NPOHUK-
HOoBeHue Bupyca rpunna A B knetku. B 1971 roay
6b110 BNepBbie ONMcaHo ceTyaToe NMBeAOo Kak no-
B60u4HbIV 3ddeKT Tepanum aMaHTaanHOM. MexaHu3m
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$bopMMUpOBaHMS [AHHOTO COCTOSIHUS A0 KOHUA He
usyyeH. Mpepnnonaraercs, YT0 aMaHTaAWH Bbl3blBaeT
UcToLleHne Aeno KaTexonaMmHoOB TePMUHANbHbIX
AKCOHOB nepudpepuyecknx HepBoB U Takum obpa-
30M BbI3bIBaeT cna3m cocynos [60]. CeTtyaTtoe nuse-
[0, B OCHOBHOM, NOKanM3yeTcsl Ha HWXKHUX KOHey-
HocTsix. CoxpaHsieTcs fJonroe Bpems, faxe nocne
OTMeHbl npenapara. lpoTekaet 6naronpusitHo, 6e3
KaKunx-nnbo »anob 1 ocnoXXHeHu.

JIEMEHUE

Ha naHHbIA MOMEHT He pelweHa npobnema noa-
6opa onTUManbLHOI CXxembl BeAeHWUs U Tepanuu na-
LUMeHToB c cuHapoMmoM CHepgpaoHa. O4eBMAHO, YTO
naumneHTbl C BTOPUYHON GOPMOI CMHAPOMA O0JIXKHbI
nonyyaTb NeYeHve no anropuTtMam Tepanum OCHOBHO-
ro 3abonesaHus. B Tepanuu nauneHToB ¢ bonesHbto
CHenAoHa ynop fomkeH bbiTe caenaH Ha npodunak-
TUKY BO3HUKHOBEHMSI 3NMN3040B OCTPOro HapyLUeHus!
MO3roBOro kpooobpalieHus u TOpMOXeHue npo-
rpeccupoBaHusl COCYAUCTOW AeMeHumn. Hemeauka-
MeHTO3HOoe NieyeHne BasmpyeTca Ha HMBENUpPOBa-
Hue obwwnx GpakTopoB pucka TPoMBO30B, TakMX Kak
KypeHue, npuem KoOMBUHUPOBaHHbIX NepopasibHbIX
KOHTpauenTMBoB u T.4. [14]. OQHOBPEMEHHO C 3TUM
OOJIXKHO BbITh YAENeHO BHMMaHue KoppeKuumn obLmx
($aKTOpOB pUCKa CepaeyHO-CoCyamnCTbIX 3aboneBaHni,
TaKUX KaK YpOBEHb apTepuanbHOro AaBfeHus, ypo-
BEHb XOJlecTepuHa v rKo3bl KPOBM, Macca Tena,
runoanHamma u T.4. [61]. B kauecTBe npodpunakTmkm
cepbe3HblX TPOMBOTUYECKUX OCNTOXKHEHWIA MaLMeHTaM
¢ cuHapomoM CHepnjoHa nokasaHa aHTUTpoMboTu-
yeckas Tepanus. AHTMKOArynsaHTHas Tepanus noka-
3ana cBot 3QPeKTUBHOCTb KaK Y NALMEHTOB C aHTU-
dochonunuaHbIMU aHTUTENaMK, TaK U Y NALUUEHTOB
6e3 Hux [30]. [lesarperaHTHas Tepanunsa MOXeT bbITb
pekomMeHaoBaHa 60nbHbIM C aHTUdOChONNNNOHBIMU
aHTUTEeNaMu, Ho NokasaTtesb IPHEeKTUBHOCTM 3aKOHO-
MEpHO HWXe, YeM NpU NpoBeaeHUU aHTUKOAryNAHT-
Hol Tepanuu. MNaumeHTam 6e3 aHTudochoNUNUOHbIX
AHTUTeN Ae3arperatHas Tepanus NokasaHa TONbKO
npu NPOTUBOMNOKA3aHUAX K NPOBEAEeHUID aHTMKOa-
rynsaHTHOM [8]. AHTMArperaHTHas U aHTUKOArynsHT-
Hasi Tepanusa nNo3BonseT CyLecTBeHHO CHU3UTb PUCK
NMOBTOPHBbIX HAPYLLUEHMI1 MO3rOBOr0 KpOBOObpaLLeHus
W, COOTBETCTBEHHO, YNYYLUNTb MPOrHO3 B OTHOLIEHUK

340poBbs NauueHToB [62]. Mpu pa3suTun nwemmye-
CKOTO MHCYNbTa Y NauMeHToB C cuHapomMom CHepgaoHa
MoxeT BbITb NpoBeeHa TpoMbonuTuyeckas Tepanus
B npefenax TepaneBTUYeckoro okHa [63]. Hekotopbie
aBTOpbl PEKOMEHAYIOT UCMOoMb30BaTb TPOWHYIO Tepa-
nuio cuHgpoma CHepgoHa. B 3ToM cnyyae K aHTu-
TpomboTuyeckoii Tepanum 4o6aBNSOTCS MHIMBUTOPBI
aHrMoTeH3MH-NpeBpaLaoLero pepmeHTa u npena-
patbl NnpocTarnaHauHa E1. MHrmbrTopbl aHr MOTEH3UH-
npespatlatoLlero pepmeHTa TOpMO3AT aHTMOTEH3UH-
II-3aBMcMMmyto nponudepauuto IHA0TeNn1s CoCyaos,
npenapatbl NpocTarfaHAnHa yayyLWwaoT MUKpPOLNp-
Kynaumo B TKaHsx [49]. HubenenuH moxet ymeHb-
LUNTB KOXHblE NposiBneHuns cuHgpoma CHepgaoHa, Ho
He NpensTcTByeT pa3BuTUIO LepebpoBacKynsipHbIX
ocnoXHeHu [14]. UMMyHoCynpeccuBHas Tepanus
(rnokokopTukocTepouabl, uMknodochamma, a3atmo-
NPWH) NPOAEMOHCTPMPOBana HN3Ky 3pdHeKTUBHOCTb
B cnyyae bone3Hn CHeppoHa [61]. TeM He MeHee,
0[HO UccnefoBaHWe Nokasano yayylweHne HeBposo-
TMYECKON N KOTHUTUBHOW CUMNTOMATUKM Yy NaumeHTa
nocne BOCbMMMECSYHOTO BHYTPUBEHHOIO BBEAEHMS
umknodpochammnpa [64].

3AKJIOYEHUE

CvHapoMm CHepfoHa — pefkoe, MealeHHO Npo-
rpeccupytowiee 3aboneBaHune, nopaxatluiee npe-
MMYLLECTBEHHO XEeHLWMH MONIoAO0ro Bo3pacTa, Npu-
BoasiLiee 6oMbHbIX K TSXKenow MHBANIMAHOCTU U faxe
cMepTu. HecMoTps Ha O4YeBUAHYI0 CUMMNTOMATUKY,
cuHgpom CHepaoHa, kak ntoboe pepkoe 3abonesa-
HWe, Co3haeT 3HauynuTeNbHble TPYAHOCTM B paHHEel
OMarHocTuKe u, COOTBEeTCTBEHHO, B CBOEBPEMEHHOM
Ha3Ha4YeHUW afekBaTHoOW Tepanuu. Kak nokasbiBaer
HAKOMMEHHbI ONbIT B JIeYeHUM CMHApOMa 1 bones-
HU CHepAoHa, Hanbosbwein 3G eKTUBHOCTM MOXHO
nobuTbCS Ha3HaYeHMEeM aHTUarperaHTHoOM U aHTu-
KOArynsiTHOM Tepanuu, a Takxe yCTpaHeHUeM Takux
($aKTOpPOB pUCKa KaK KypeHue 1 npuem nepopanbHbIX
KOHTpauenTuBOB. B Tepanuun BTOpUYHbLIX GOPM CUH-
npoma CHegoHa, MOMMMO aHTMArperaHTHOM, aHTK-
KOaryfisHTHOM Tepanuu, Ha3Ha4YaeTcs nevyeHne OCHOB-
Horo 3aboneBaHusl. PaHHsS AMarHoCTUKa U Havano
Tepanuu CyLLecTBEeHHO COKpaLlaeT PUCK MOBTOPHbIX
HapyLUeHWI MO3roBOro KpoBOODpaLLeHuWs 1 ynyywaert
NPOrHo3.
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