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PE3IOME

Cunopom Cycaka omHocumcs K UMMYHOONOCPEOOBAHHbIM 3A00N€8AHUSM HEPSHOU cucmeMbl. B KnuHu4ecKol KapmuHe oH npeo-
cmasieH mpuaooti OCHOBHbIX CUMNMOMO8: nodocmpoll sHyepanonamuell, OKk03uell gemseli apmepuu cem4amku U HelipoceH-
copHoli myzoyxocmbio. OOHUM U3 OCHOBHBIX CUMNMOMOB, NOMUMO HAPYWEHUS 3pEHUS, MOcem Oblmb 8bIPANCEHHAS 201068HAS
Oonb. B ocHoge OatHbIX cUMNMOMOB nexcum Mukpoarneuonamus. B pesynsmame ummyHoobycnosaenHol sHdomeauonamuu
8 MUKPOBACKYJIAPHOM pYCJie npoucxooum 2unepmpo@us 3H0OMENUAIbHbIX KJIeMOK ¢ nocaedyoujeli OKKIo3uell apmepuo.
Beneocmesue amozo 8o3HuKaem nepusackynspHoe eocnajienue ¢ nocaedyouell uwemueli mxaxel 20J106H020 M032a, cemyam-
ku. lupgpepenyuanshas ouazHocmuka cuHOpOMa 00NNCHA NPOBOOUMbCS € OeMUENUHUSUPYOWUMU 3a001e8aHUSMU, 8ACKYIU-
mamu, mokcudeckoli aelikoanyepanonamueti. AHaNU3bI KPOBU U CNUHHOMO32080L HclOKOCmU 8 OOJIbLILUHCMEE CYHaed OKa-
3vigaromest HeuHgopmamusHsimu. OCHOBHASA Pob 8 OuazHocmuke cuHopoma Cycaka npuHaOeNCUum MAazHUMHO-PE3OHAHCHOU
momozpaguu, N0 OGHHLIM KOMOPOU BbIAEAAIOMCS USMEHEHUS N0 MUNY «CHENCHbIX WAPO6», NPEUMYWECMEEHHO 6 YeHMPAIbHOU
yacmu Mo3onucmozo mena. [Ipumerenue nyasc-mepanuu MemuanpeoOHU30N0HOM, KaK Npasusio, He npusooum K OONNCHOMY
appexkmy. Imo npednonazaem, HapadY ¢ 86e0eHUEM KOPMUKOCMEPOUO08, NPUMEHEHUE YUMOCMAMUKO8 U BHYMPUBEHHbIX UM-
MyHo2n06ynuHos. Cxema ackanayuu mepanuu npu 06cyncoaemom 3a601e6aHuu npedcmasneHa 8 0aHHOU cmamye.

KmioueBbie cnoBa: cunopom Cycaka, RED-M, SICRET, aymoummyHHble 3a0601€8aHUS, MUKPOaH2UONAMUs, 8acKyaum, noo-
ocmpas 3Hyegaionamus, OKK03UA 6emeeli apmepuu cem4amku, HelipOCEeHCOPHAA MYy20yXoCmb.

Ons uutupoBanus: Yyxnosuna M.J1., Bosurok U.A., lonywun A.FO. CospemerHble npedcmasieHus 0 namozaeHese, 0uazHocmu-
Ke u aeveHuu cunopoma Cycaka // PMJK. 2018. Ne 7. C. 10—14.
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Susac syndrome is an immune-mediated disease of the nervous system. In the clinical picture, it is represented by a triad of the
main symptoms: subacute encephalopathy, occlusion of the retinal artery branches and neurosensory hearing loss. One of the
main symptoms, in addition to visual impairment, may be a severe headache. These symptoms are based on microangiopathy. The
immune-associated endotheliopathy in the microvascular channel leads to hypertrophy of endothelial cells with the subsequent
occlusion of arterioles. As a result, there is perivascular inflammation followed by ischemia of the brain and retina. Differential
diagnosis of the syndrome should be carried out with demyelinating diseases, vasculitis, toxic leukoencephalopathy. Blood and
cerebrospinal fluid tests in most cases are not informative. The main role in diagnosing Susac syndrome belongs to magnetic
resonance imaging, according to which changes in the type of «snow balls» mainly in the central part of the corpus callosum are
detected. The use of pulse therapy with methylprednisolone usually does not lead to the proper effect. This involves, along with
the introduction of corticosteroids, the use of cytostatics and intravenous immunoglobulins. The scheme of therapy escalation
of Susac syndrome is presented in this article.
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NoCJIeJHUE TOZibl OTMEYAEeTCS POCT PacnpOCTPAHEHHOCTH PernHokoxneouepe6panbHast BackynonaTust Oblia OnucaHa
MMMYHOOIOCPEZIOBaHHbIX 3a00JieBaHuit HepBHOI cucTe- B 1979 r. rpynmnoit aBTopoB nox pykoBoxcTBoM [lskoHa Cyca-
Mbl. OHMM M3 TaKMX CUHAPOMOB, 3aC/y>KMBAOLIMX BHU- Ka [1] y 7L Mosonoro BospacTa € KJIacCU4ecKoi KiIMHWYe-
MaHus Bpavei, siBnsiercs cuHapom Cycaka. CKOl TpUazoi: MOJOCTPOIt SHLedanonaT1ei, OKKI0O31eil BeT-
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Beil apTepuM CeT4aTKU M HeHpPOCEHCOPHO# TyroyxocTbto. Kak
CJIe[CTBME YETKO OYEepYEHHOM KJIMHUYECKOM COCTaBJISIOLIEN,
B 3apyOesKHbIX CTATbsSIX MOXKHO BCTPETUTb COOTBETCTBYIOLLIME €l
a66pesuatypsr: SICRET (Small Infarcts of Cochlear, Retina and
Encephalic Tissue — Menkue nH}APKTbI CITyXOBOrO HEPBA, CET-
yatku 1 TkaHu mo3ra) U RED-M (Retinopathy, Encephalopathy,
Deafness microangiopathy — petuHonatusi, sHuedanonarus,
I1yx0Ta, 00y CII0BJIEHHbIE MUKpOaHr1onarueii) [2, 3].

[lepBoe nonynsLMOHHOE HCCTIeI0BAHKME MO PACTIPOCTPAHEeH-
Hoctu cunapoma Cycaka Obiio mpoBezieHo B ABcTpun. [leroT
3aboieBaHuMst onKcaH ¢ 9 10 72 nier, yallie y KeHLLMH B BO3pacTe
20-40 ner [4]. [Ipu 3TOM C yueTOM BbISIBJIEHHO# pacnpocTpa-
HEeHHOCTU cuHApoMa B cooTHoweHnu 0,15 na 100 Tbic. Hacene-
HUsl Ha CETrOIHSILIHMI IeHb onrcaHo 4yTh 6osee 300 cnyyaes.

Jtuonorust cuHaPOMA CyCAKA

IJTHONOrKsl CUHAPOMA [0 KOHLA He YCTaHOBJIEHa, OJHAKO,
KaK My OONbIUMHCTBA APYrMX ayTOMMMYHHbIX 3a00seBaHMil,
OTMeuaeTcs ero nosiByieHne nocye 6epeMeHHOCTH, epeHeceH-
HOI1 BUPYCHOI MH(EKLNY, TPUMEHEHHs 3aMeCTUTENbHOM rop-
MOHaJIbHO¥ Tepanuu.

CornacHO COBpeMEHHbIM IpEeACTaBJIEHMSIM, B OCHO-
Be 00JIE3HM JIEKUT MUKPOAHTMONATHs TOJIOBHOTO MO3ra, CeT-
yaTKY, BHYTpPeHHero yxa. [lpenmnonaraercs, 4To y Takux mauu-
€HTOB Pa3BMBAETCSl MMMYHOOOYCIIOBJIEHHAs! SHIOTENMONATHs]
B MUKPOBACKYJISIPHOM pyciie. [Ipy 9TOM B OTAENbHBIX cOCynax
MapeHXxUMbl OTMEYAOTCsl YTOJNILEHUe W THaIMHO3, 3HIOTe-
JManbHble KJIETKHM TMnepTpopHUpoBaHbl, YTO B MUTOTe U BeAET
K OKKJIIO3MHM apTepuoIl. B pesysbrare 3TOro BOSHMKaeT nepusa-
CKYJISIPHOE BOCIIaJIeHHe C MOCJIeayIoLei uilieMKeil TKaHei ro-
JIOBHOTO M03ra, ceTyarki. JlefiCTBUTeNbHO, B CbIBOPOTKE KPOBU
nalyeHToB ¢ cuHapoMoM Cycaka BblsIBJIEHbI aHTUTENA K 3HI0-
TEJIMIO COCYZIOB, KOTOpPble MOTYT BbI3bIBaTb Pa3BUTHE MHKPO-
aHrMonaTtuu [5], ompenensolleil pasMep XapaKTepHbIX s
CHMHZpOMaA ouaroB (B cpenHeM OKolo 5 MM). B pesynbrare
BO3HMKAET JereHepalysi HelpornManbHOro Komrmiekca. [lpu
3TOM MMMYHOTMCTOXMMHMYECKME WCCIIEN0BaHMsl TOKAa3blBAIOT
Bocranenue c npesanrpoBaHueM CD8-knetok. Kak u3BecTHO,
CD8 siBnsitoTCSl MOBEPXHOCTHBIMU MapKepamy CyOmomnyssimu
uuToToKCHuecknx T-nmumdountos u T-cynpeccopos. Ikcnpec-
CH$1 3TOTO JIMKOMPOTENHA Y YesloBeKa MPONCXOAUT B OCHOBHOM
Ha T-kuuiepax, a TakKe Ha 4acTH HaTypaibHbIX KuyepoB (NK).
370, B CBOIO Ouepenb, ONpenesnseT ayTOMMMYHHYIO COCTaBJIs-
IOLIYI0 CMHAPOMa, JJaeT BO3MOXHOCTb AMAarHOCTUPOBAaTb €ro
C MOMOLLbI0 UMMYHOTMCTOXMMHYECKMX UCCIIEOBAHNMIA, a TaKkke
Ha3Ha4aTb TApreTHYO Teparmio.

K/IMHUYECKASI KAPTUHA CUHAPOMA CYCAKA

YcranosneHo, uro it cuagpoMa Cycaka xapakTepHO Mo-
JIMOPraHHOe MOpaXkeHUe C Pa3BUTHEM PEeTHKYJIOKOXJIeoLe-
pebpanbHbIx paccTpoiicTB. Takue MaLMeHThbl, Kak MPaBuMIIo,
TOCIMUTAM3UPYIOTCSl B OPTaNbMOJIOrMUeCK1e, OTOIapPUHIOTI0-
rMYecKue 1 HeBpOJIOrMUyecKue OTAeJleHus! cTaunMoHapos. On-
HaKO B fe6ioTe 3a6071eBaHMst KacCHyecKast TpUaza BO3HHUKaeT
B MOJIHOM 00beMe 0BOJIbHO penko (He Gonee 20% ciyyaes).
IMouty Bcerna cMHAPOM #e6IOTUPYET C HapyLLIEHHS! 3PUTENbHOM
¢$yHKUMK. Tak, nauueHTbl BHe LiepeOpasbHOro CMHAPOMa MO-
YT NPenbsBIATb KanoObl HA MpeXopsliiee WM CTOMKOe Ha-
pylleHre 3peHus B BUIE MOSIBIEHHs TeJieHbl Meper I1a3aMu,
aunionuu, GOTONCUI MM MapaLeHTpasbHbIX CKoToM. B no-
JIOBMHE CJTy4aeB OTMeYaeTcsi OIHO- WJIM JIBYCTOPOHHee CHH-
)KeHMe CJIyXa, 3a4acTylo COMpPOBOXAAOLLeecs LIYMOM B yIlax
1 TOJIOBOKpYskeHHeM. MIHora HaboaeTcs HapacraroLas ro-

noBHast 6071b ¢ TOWHOTOA. [Tpy 3TOM HEKOTOpbIE aBTOPbI 0CO-
00 MOJUEPKUBAIOT, YTO NP Pa3BUTUU TOJIOBHOM OOJU Y UM-
MYHOCKOMITPOMETHPOBAHHBIX JIML, MOJIOLOTO BO3pacTa yxke
HEobX0IUMO 3agymarbest o cuaapoMe Cycaka. Takke oTMeua-
IOTCS1 COHJIMBOCTD, HAPYLLEHUe CO3HAHUS], PACCTPOICTBA peyy,
KOHLIEHTpaL1 BHUMAaHHKS, MaMsTH WK xoab0bl. KnnHnueckue
NposiBJIeHN s CHHAPOMa MOTYT BKJIIOUaTb aMHE3MIO, arpeccuio,
IlernpeccuIo, B peflKuX cydasix — cynoporu [6—13].

JuArHocTUKA cuHIPOMA CYCAKA

Jnst cungpoma Cycaka HexapakTepHO M3MeHeHMe mnapa-
MeTpOB KpoBHU. VIMeloTcsl JaHHble 06 YMEepeHHOM IMOBBILLEHNH
YpOBHsl 6€JKa B JIMKBOPe 1 HE3HAYMTENIbHOM JMM(OLUTAPHOM
nseoLUTo3e. YIbTPasByKoBasl AMarHoCTHKA C NOMMJIEPOBCKUM
KapTMPOBaHWEM NpU JIAHHOM CMHIPOME He BbISIBJISET CreLu-
¢duueckux MapKepoB.

OdranbMonoruyeckoe KccenoBaHue (371eKTPOOKYIIorpa-
¢usg, snextpoperrHorpadusi, 0pTanbMOCKONUS, 3PUTENbHbIE
BbI3BaHHblE TOTEHLMAsIbl) BbISBSET KapTUHY DPETMHAIbHOTO
BACKYJIMTA: pacliypeHye apTeproJl CeT4aTKH, TeJleaHTMIKTa3uu,
MUKpOaHeBpH3Mbl. [10 nanHbiM aHrnorpadum ¢ payopecLernHoM
OMNpeneNsoTCs MHOXECTBEHHble Nepudepuyeckie MHPApKThI
ceryaTku ¢ 00enx cTopoH [5, 14, 15]. OnTuyeckasi KorepeHT-
Hast ToMorpausi CeTyaTKy BbISIBJISIET BbIPAKEHHOE MSITHUCTOe
MCTOHUYEHHe CJ1051 HepBHbIX BOJIOKOH, TOIA Kak [PH paccestHHOM
CKJIEpO3€ 3TO UCTOHUeHHe nMeeT IMPPY3HbII XapaKTep.

B nmarnoctuke Hapyuenuit cnyxa 3¢p@GeKTUBHO NpUMeHe-
HUe CJyXOBbIX BbI3BaHHBIX MOTEHLMAJIOB, OTOAKYCTHUYECKOMH
3MUCCHH.

B nuddepenumanbHoit auarnoctuke cuHapoma Cycaka
Ba)KHOE 3HAYeHMe NpUJAeTCsl HepOpaJOIOTMYECKUM UCCIle-
noBaHusiM [16]. [1aTOrHOMOHWYHBIM CUMTaeTcsl BblsIBJIEHHE
C MOMOLLIbIO MarHUTHO-pe3oHaHcHo# Tomorpaguu (MPT) ro-
JIOBHOTO MO3Ta MHOYKECTBEHHBIX 'MIIEPUHTEHCHBHBIX CUTHAJIOB
B LIEHTPaJIbHOI 4acTh Mo307ucToro Tena. [1pu BBenennu napa-
MarHeTHKa MpOMUCXOAMT 0OorallleHne NaToJIOrMYecKMX 04aros,
BbIsIBJIsileMbIX Ha T2-B3BelleHHbIX M300paxkeHusix. [lomnumo TH-
MUYHBIX M3MEHEHHI! B BUJIE MAJIEHbKHX MM OOJIBLLIMX «CHEXKHbIX
IIAPOB» WM JIMHENHDbIX JeeKTOB B LEHTPaJbHOM 4acTH MO-
3omucroro Tena (puc. 1a, 6) [17] y 70% GonbHbIX MMeeTcst Mo-
pakeHue ceporo BellecTBa, a y 33% — obosnouek moara [18].
[No nanubiM MPT (anddy3roHHO-B3BeLLEeHHbI PeKUM) B 3TOM
0071aCTH BBISIBISIIOTCS OYark BbICOKOW MHTEHCHMBHOCTH. Peskim
3D-FLAIR Taxxke BbISIBJISIET BOBJIEY€HME B MATOJOTMYECKHit
npoLecc Msrkoi Mo3rosoii o6onouku [19]. Heobxonnumo nom-
HUTb, YTO, B OTIIMYME OT PaCCeSIHHOTrO CKJIepo3a, IJ1s1 CHHAPOMa
Cycaka 00pa3oBaHHe MaToNOrMYecKX 04aroB B CMIMHHOM MO3-
re HexapaktepHo. MPT rosnoBHOro mMosra nossossieT NpoBO-
IWTb PaHHIO IMAarHOCTUKY cuHApoMa Cycaka 1, COOTBETCTBEH-
HO, CBOEBpEMEHHYIO MTaToreHeTH4ecKyo Tepanuio [5, 11, 20].

,HI/ICD(DEPEHLII/IAHI:»HAFI TIUATHOCTUKA CUHAPOMA CYCAKA

Iuddepenumnanvuylo  quarHoctrky  cuHapoma  Cycaka
MPOBOAST C ayTOMMMYHHBIMU [€MUENMHU3MPYIOLMMU 3300-
7IeBaHUsIMU (PACCEsIHHBIM CKJIEPO30M U OCTPbIM PaCCESIHHBIM
3HLeaTOMUETUTOM ), MHPEKLIMOHHbIMK 3HUedanMTamy, mnep-
BUYHbIMU M BTOPUUHBIMU BAaCKYJIUTaMH LIEHTPasIbHO HEepBHOM
cucremsl (LIHC), 6071e3Hbi0 MeHbepa, TOKCHYECKO# JIeHKO3HLe-
danonatieii, peaKUM OCTIOKHEHHEM 37I0YTOTPeOIEHN ST KOKau-
HoM [21]. Takxxe cunapoM cnenyet quddepeHLMpoBaTh C napa-
HEeOIIaCTUYECKUMKM CUHIAPOMAaMH, XapaKTepHbIMU 1JIs FPYMIb
MaLMeHTOB, HAaXOAMIIMXCS Ha TepanMy WMMYHOCYNpeccopamMu
¥ TapreTHbIMY MPOTUBOOIYXOJIEBbIMY MPerapaTamMH.
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Puc. 1. a. «CHexHble Lapbl» B LEHTPasIbHOM YacTn MO30SINCTOro Tena no gaHHbiM T2-pexuma MPT (cTpenku);
6. [NeprBEHTPUKYNSAPHbIE O4arn Ha akcuanbHOM cpe3e ronoBHOro moara (ctpesnku) (no Vishnevskia-Dai V. et. al., 2016 [17])

CnosxkHOCTb BbIsiBJIEHMS cMHApoMa Cycaka COCTOUT B TOM,
YTO KJMHWYECKasi TpUaza, XapakTepHas 4Js JaHHOro 3aborte-
BaHWs, MOKET Pa3sBUBATbCS B T€UEHME HECKOJIbKUX JieT. [Toka-
3aHO, 4TO M3 10 MaUMeHTOB C YCTAHOBJIEHHbIM O37IHee Aua-
rHo3oM cuHapoma Cycaka ToJbko y 2 B 1e0roTe BbIsBISIIUCH
nofoCTpast 3HUedanonaThsi, OKKJ031s BETBel apTepuu ceT-
YaTKK 1 HelipoceHcopHas Tyroyxoctb [17]. Y ocTasnbHbix 6071b-
HbIX TpWaza NaTOTHOMOHMYHbIX Ansi cuHApoma Cycaka mpo-
SIBJIEHUII pa3BMBaach B TeueHue nocsuenyomux 3 yet. B artoii
CBs131 OBbLIO MPELIJIOKEHO PasinyaTh BapUaHTBI: CIyyau, MOK0-
3puTenbHble Ha cuHApoM Cycaka, MOJIHbIA W HEeNoJHbIA CUH-
apombl Cycaka. CornacHo OuazHOCMUHEeCKUM Kpumepusm,
pa3paboOTaHHBIM TPYIOi €BPOMECKUX IKCIIEPTOB, CleayeT
BbIJIENISITb BO3MOXHbIN M onpezneneHHblii cunapomel Cyca-
ka [11]. WccnenoBartenu paccMOTpenH, Kak OHM OTMEYaroT,
32 HEeCOMHEeHHBIX CJlyyasi CWHApOMa U Ha OCHOBAHUM 9TOTO Bbl-
JeJINIIM KPUTEPHU ero AMarHoCTUkU. Jlymaercs, uto cospanue
KJIaccupUKaLMK, HeOOXOAMMOIA /IS KJIMHUYECKON MPaKTHKH,
TpebyeT fasbHeNIIero HakoIIeH1s MaTepuana.

KnvMHWYECKUE HABJIFOAEHUSA

Tem He MeHee Mpy CyILIECTBYIOILEM HHTEPECE K CUHAPOMY
Cycaxa Ha CeronHsILHWI IeHb 0PULIMATIbHO 3aPEruCTPUPOBAHO
JIMLIb 1BA POAOJIKAIOLIMKCS MCCIIEN0BaHKs [0 €ro M3YUYeHHIo,
HarpaBJIeHHbIX Ha OMperesieHne XapakTepHbIX Ansl Hero O1o-
mapkepoB (NCT01273792, l'epmanuisi) 11 BbisIBJIEHHE STMIEMH-
OJIOTMUECKOW COCTABJISIFOLLEH, KITMHUUECKUX Y 3TUOJIOTUYECKUX
¢daxropos (NCT01481662, dpanuus). [1pu aTom ecnn pesyib-
TaTbl 1IEPBOr0 UCCJIENOBAHNS OKULAIOTCS B zleKa6pe 2018 r.,
TO OTYET BTOPOT'O MCCIIeN0BAHNS (C yUETOM 3asIBJIEHHO! IPyII-
nbl M3 100 nauneHToB ¢ BbinonHenneM a1 y3MOHHO-TEH30p-
Hoit MPT), nauaroro B 2011 r., oskupaercs nuilib B cepennHe
2021r.

[lpyunnbl passutug cuHapoMa Cycaka OKOHUYATeNIbHO
HesicHbl. K mpuMepy, oOcyskaaeTcss CXOACTBO €ro MMMYHO-
TNaToreHe3a C IOBEHWIbHbIM 1€PMaTOMUO3WTOM, IPU 3TOM
OTMeYeH MOJIOKUTENbHbIA 3(dEKT NpoBeleHHsT Tepanuy,
MCIOMb3yeMOil Npu Tskenbix Gopmax 3Toro 3aboneBaHust
y nozxpocTkos [18, 22, 23].

Yrny6nenHoe obcnenoBanre 9 malueHTOB (KEHLIUH — 7,
MY>KUMH — 2) ¥ aHanu3 92 npeskae COOOLIEHHbIX CTyuaeB CHH-
apoma Cycaka (cpennuii Bo3pact — 30,4 roma; cpok Habmio-
IeHus — 6,4 rona) mokasano, 4to Ae0loT 3a00seBaHMs yalle

OTMeyasIiCsl BECHOM MM oceHblo y 68% nauuenrtos [24]. [lon-
Hasl TPUaza CUMITOMOB B Hauasie 00JIe3HH BbISIBIISIIACH TOJIb-
Ko y 1 13 9 GonbHbIX. Y Bcex 00Ce0BaHHbIX MMENUCh IOJI0B-
Hasl 60Jb ¥ KJIMHUYEeCKWe MposiByieHus sHuedanonatuu. [pu
MCCTIefIOBaHUM JIMKBOPA Y 5 MALMEHTOB BbIsIBJIEHbl [1EOLM-
TO3 W TMOBbILIEHNE YpOBHs Oeska. BoBneueHye BHyTpeHHeEro
yXa B MaToJIOrMYecKuii mpouecc B febote Oone3Hu oTMeua-
JI0Cb TOJIBKO Y 2 GOJIbHBIX, Y APYTUX 3TO PACCTPOMCTBO MOSIBU-
Jiochb B TedeHue nocnenyowux 11 mec. (B 3 ciyyasix cHauana
OZIHOCTOPOHHEE, B ZlasIbHeliIlIeM Y BceX 00C1e0BaHHbIX — JBY-
CTOpPOHHee); y/y4lleHne CIyXa Ha pOoHe JIeYeHUs: He OTMEUEHO.
lMopaskeHne 3peHust B Hauase GONE3HN OTMEYanoch y 8 6oib-
HbIX, crycTs 3 rofa — ewe y 1 mauuenra. Y Bcex o6creioBaH-
HbIX BBbISIBJISIACH MHOXXECTBEHHasi OuiaTepanbHasi OKKIIO3Mst
BeTBell peTMHAJIbHbIX apTepHii 1/11 0OHapyK1Banach Kpacka
c runep¢ioopecLieHL1ei Ha apTepuasbHOM CTeHKe PU aHIHo-
rpaduu ¢ ¢ayopecuenHoM. B nanbHeiiem y 3 60nbHbIX 3TH
TMOKa3aTely HOPMaJM30BaJIUCh.

B nepuon HaOmozieHus 3a naLyeHTaMu y 3 JKeHIMH ObLin
BbISIBJIEHbI 4 GePEeMEHHOCTH: B 2 CITy4asiX COCTOSIHME MALMeHTOK
norpe6oBano npepbiBaHusi GepemeHHocTH, 1 GepeMeHHOCTb
nporekana 6e3 ocoOeHHOCTe, Y 1 KeHIUMHbI MoCc/ie POIOB
OTMeuanoch obocTpenre cuuapoma Cycaka ¢ mposiBIeHUsIMHU
3HLledanonaTuu, JOCTaTouHO 3PPEKTUBHO MOJBepraBLLeiics
KOppeKLMH Ha (OHe MPUMeHeHNs! KOPTUKOCTEPOUIOB U aHTU-
KOaryJssHTOB.

Oco0blit MHTEpEC B JIMTEPATYPE BbI3bIBAIOT OMMCAHMS CHH-
npoma Cycaka y nerteit 1 nonpocTkos. Y 14-7eTHeit 1eBOYKU
nebtoT 3a0071€BaHKs XapaKTepU30BaJICsl FOIOBHOI1 60J1bI0, pas-
BUTHEM €/1a00CTH B JIEBbIX KOHEYHOCTSIX, HeZlep)KaHUeM MOYM
Y KOTHUTUBHBIM iepuumtoM. MPT ronoBHoro mosra BbIsIBU-
J1a MHOKECTBEHHbIe O4Yaru C BbICOKOMHTEHCMBHbIM CHUTHAJIOM
Ha T2-B3BelleHHOM M300paskeHN1 B GEJIOM 1 CEPOM BelLieCTBe
[15]. CxonHas knMHUYeCKast KAPTHHA U M3MeHeHust 6enoro Be-
11IeCTBA TKAHW MO3ra MOTYT ObITb MPU Pa3BUTHK PACCESHHOTO
CKJ1ep03a UJIM OCTPOTO pacCcessHHOro sxHLedasoMuesnnTa B eT-
CKOM WJIM NTOZIPOCTKOBOM Bo3pacre. Ha rnasHoM fHe y naiueH-
TOB C 9TUMH JIeMHUEMHU3UPYIOLLNMY 3a00J1eBaHISIMY OObIUHO
HaxXoZsT MobJiefiHeHNe BUCOYHbIX JMCKOB 3PUTEIbHbIX HEPBOB,
VIHOTIA BbISIBJISIETCSI KapTHHA PETpo0yibOapHOro CMHApOMa.
OznHako odranbmosnoriueckoe 06cnenoBaHne y AaHHOi G0Jb-
HOI1 OOHApPYsKMJIO JIBYCTOPOHHIOI OKKJIIO3MIO apTepuii ceT-
uaTki. Yepes 12 Mec. y neBOYKM pasBuiach yTpara Ciayxa.
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CreneHb He3HnayntensHas

—Nerkne KOrHUTUBHbIE Hapy-
LLIEHUS, N3MEHEHUS IMYHOCTH,
3aMETHbIe TONTbKO 6n3-

KM POACTBEHHUKAM;

—He3Ha4NTeNbHbIE PeyeBble
HapyLLUEHNs UK UX OTCYTCTBUE;

—e)XeaHeBHas aKTUBHOCTb
He OrpaHuyeHa;

—nayneHT ocTaeTcs ambyna-

TOPHbIM

Knunnyeckne
CHMITOMBbI

—B/B METUNNPEAHU3ONOH (Npo-
13BOJIbHO)

—NpeaHU3oH 1 Mr/Kr/cyT (MaKc.
80 mr/cyT) B Te4eHue 4 Hep.
C MOCTEMEHHbIM CHIDKEHNEM

1
Kopruxo-
cTeponsbl

Ta6nuua 1. JledyeHne Backynonatmum ceTHaTKM U HEMPOCEHCOPHOW TYroyxocTu npu cuHapome Cycaka (COOTBETCTBYET NPUHATON
CXeMe NeYeHns B 3aBUCMMOCTM OT cTeneHun nopaxenus LIHC)

CreneHb nopaxenus LHC

Ymepennaa Taxenasa

—nerkas je3opueHTaums;

—He3Ha4NTeNbHbIE NPOSBIEHNS
KOrHUTMBHOTO fedouumTa,
peyeBble HapYLLEHUS;

—paccesHHas opraHuyeckas
CUMNTOMATUKA;

—HE3HaYNTENbHOE OrpaHNyeHNe
€XXe/[JHEBHOMN aKTUBHOCTY;

—0CTaeTcs ambynaTopHbIM nayu-
€HTOM, HO C ONpe/eNieHHbIMU
hu3n4eCcKNMI OrpaHNYeHNSMN;

—BO3MOXXHbI 3PUTENIbHbIE 1 CAY-
XOBble HapyLLeHNs, TpebytoLume
[1006CNea0BaHNS; COCTOSHME
naumeHTa no3BonseT ux
npoBECTH

—CpeaHeTs»Kenble NposB-
NeHus aHuedanonarum,
HapyLUEHNE MbICANTENbHBIX
NpoLEcCOoB;

—CPEAHETSXEsble KOTHUTUBHbIE
11 PeYeBble HapYLLEHNS;

—OTZeNbHbIE OpPraHnyeckme
CUMNTOMBbI;

—3Ha4NTeNbHOE OrpaHuyeHne
€XKe[HEBHON aKTBHOCTY;

—NaLneHT MOXET 0CTaBaTbCs
am6ynatopHbIM, HO TpebyeT
nomoLy;

—Kak npasuo, BO3HNKAKOT
3pUTENbHbIE 1 CIYXO0BbIE HAPY-
LeHus, TpebytoLme foobene-
[0BaHMA; COCTOSHNE NauneHTa
N03BONIAET UX NPOBECTY

Jckanauus Tepanuu

—B/B METUINPEHN30NOH
1000 mr/cyT 3-7 cyT, 3aTem
npeaHu3oH 1 mr/kr/cyT
(makc. 80 mr/cyT) B Teye-
Hue 4 Hefl. ¢ MOCTENEHHbIM
CHIDKEHNEM

—B/B METUANPEHN30SOH
1000 mr/cyT 3-7 cyT, 3aTem
npeaHu3oH 1 mr/kr/cyT
(makc. 80 mr/cyT) B Teye-
Hue 4 Hefl. ¢ NOCTENEHHbIM
CHIKEHNEM

Kpaiine Taxenas

—3Huedanonartus B cTagun
neKomneHcauuu,;

—BbIPAXEHHbIE KOTHNTWBHbIE
11 PeYEBbIE HapyLLEHUS;

—SIPKO BbIP@XKEHHbIE 0praHuye-
CKMe CUMNTOMBI;

—BbIPOXKEHHOE OrpaHuyeHne
€XXeHEBHON aKTUBHOCTY;

—NPWKOBaH K nocTenu, TpebyeT
yX043;

— INarHoCTMKa 3pUTENbHbIX U CRy-
XOBbIX HAPYLUEHUI 3HAYNTENBHO
3aTpyAHEeHa Un HeBO3MOXHA
113-32 arHo3um

—B/B MeTunANpeaHu3onon 1000 mr/
CyT 3—7 CyT, 3aTeM NpeaHN30H
1 mr/kr/cyT (makc. 80 mr/cyT)
B Te4eHne 4 Hefl. C NOCTENEHHbIM
CHIKEHNEM

—B/B 2000 Mr/Kr B Te4eHue 2 cyT
Kaxpble 3-4 Hefl. B Te4eHue
6 mec.; 3atem 1000 mr/kr
2 Yepes Kaxple 4 Hefl. B TeYe-
UmmyHo- Hue 6-12 mec.
rno6ynux (W)

—B/8 2000 Mr/Kr B Te4eHNE
2 cyt, 3arem 1000 mr/kr
4yepes Kaxable 2 Hef. [0 CTa-
6unusauuu, 3atem 1500 mr/kr
Kaxable 3 Hefl. A0 ynyyLIeHns
(BO3MOXEH Nepexos Ha npuem
yepes Kaxable 4 Hep.), 3aTem
2000 mr/kr Kaxable 4 Hef.
B Te4eHue 6 mec.

—B/8 2000 Mr/Kr B Te4eHNe
2 cyT, 3atem 1000 mr/kr
yepes Kaxable 2 Hef. A0 CcTa-
6unuaauum, 3atem 1500 mr/kr
Kaxnple 3 Hefl. 10 YNy4LUeHus,
3atem 2000 mr/kr kaxaple 4
Hell. B Te4eHue 6 Mec., 3aTem
1000 mr/kr Kaxable 4 Heq.
B Te4eHue 6 mec.

—B/B 2000 Mr/Kr B Te4eHNe 2 CyT,

3arem 1000 Mr/Kr 4epes Kaxnble
2 Hejd. 10 cTabunusaumm, 3atem
1500 Mr/Kr Kaxable 3 HeA.
10 yny4wenus, 3atem 2000 mr/kr
Kaxable 4 Hef. B TeYeHue 6 mec.,
3atem 1000 mr/kr Kaxable 4 Heq.
B Te4eHue 6 mec.

3

Lnkno- He TpebyeTcs Ha JaHHOW cTagum

thocchamng (D)

He TpebyeTcs Ha faHHOV cTagmm

[Tpon3BosbHO, YaLe Ncrnosb3y-
ercs nepexoy ¢ 8/B VI Ha MM®

—B/B 10-15 mr/Kr 2 go3bl
Kaxnble 2 Hep. (npu ynys-
LIEHUN N HEBO3MOXXHOCTU
ncnonb3osatb L@ — nepeitu
Ha MM®). Ecnn ynyywenus
HeT — B/B U® 10-15 mr/kr
B TeYeHue 2 Hed., 3aTeM B/B
10-15 mMr/kr 3 go3bl KaXable
3 Hep., 3atem 10-15 mr/kr
1-3 [03bl Kaxable 4 Heq,.,
3atem nepent Ha MM®
unn MM® + Takponumyc

4
Mnukoghenonara
moghetun
(MMa®)

—1000 mr 2 p./cyT, Kypc npue-
ma - [io 2 net

—1000 mr 2 p./cyT, Kypc npue-
ma — [0 2 net

—1000 mr 2 p./cyT (B cny4ae mo-

HOTepanuu)
unn

—MM® 500 mr 2 p./cyT +
Takponumyc 2 mr 2 p./cyT (8o
cTabunusaumm, 3atem nepenTu
Ha MmoHoTepanuto MM® kyp-
COM 10 2 neT)

—1000 mr 2 p./cyT (B cny4ae mMo-

HOTepanuu)
unn

—MM® 500 mr 2 p./cyT +
Takponumyc 2 mr 2 p./cyT (8o
cTabunuaauumn, 3aTtem nepentu
Ha MoHoTepanuio MM® kypcom
[0 2 ner)

(npon3BosbHO, Yalye

BCEro npuem He Tpedyercs)

5 1000 Mr 2 pa3a ¢ NpOMeXyTKOM
Putykcumab B 2 Hefl.; MOBTOPHbIil KypC —
yepe3 4-6 mec.; 3aTeM npu He-
06X0AMMOCTYN Kaxzble 6 mec.

(Mpon3BOTILHO, HO XENaTesbHo)
1000 mr 2 pa3a ¢ NpoOMeXyTKOM
B 2 Hef.; MOBTOPHbIN KypC —
yepes 4-6 mec; 3atem npum Heob-
XOAUMOCTY Kax/ple 6 Mec.

—1000 mr 2 pasa ¢ npoMexyT-
KOM B 2 Hef.; MOBTOPHbIiA
Kypc — Yepes 4-6 mec.; 3aTem
npy HEOBXOANMOCTN KX ble
6 mec.

—1000 Mr 2 pasa ¢ npoOMexyTKoM
B 2 Hef.; MOBTOPHbIA KypC —
yepes 4-6 mec.; 3aTemM npu Heoob-
XOAMMOCTH Kaxaple 6 Mec.
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[Mpu 3TOM 06Cen0BaHNe Ha MH(EKLNK ObLIO OTPULIATETBHBIM,
MMMYHOJIOTMYECKME TECTbl He OTIMYAIUCh OT HOPMAjbHbIX
nokasareseit. [Ipu cunnpome Cycaka nabopaTopHble NaHHble
CBUJIETEJIbCTBYIOT O HAMMYMM MMKPOAHrMOMaTHM MpeKarnus-
JISIPHBIX apTEPHOJT MO3Ta, CETYaTKU, BHyTPeHHero yxa. [1pu au-
riorpaduu ¢ $pyryopecLieMHOM NaTOrHOMOHWYHBIM CUMTAIOTCSI
OKpallMBaHWe apTepuoJl CeTYaTKH, MPOKCUMAIbHbIX 110 OTHO-
LIEHNIO K OKKJIIO3MPOBAHHbIM, M OKpaLIMBaH1e HEOKKJIIO3UPO-
BaHHbIX apTePHOJL.

BonesHb 4yacTo nporekaeT ¢ MOBTOPHBIMM aTakaMu, BO3-
MO>XHO Pa3BUTHE CTIOHTaHHbIX PEMMUCCHIA, UTO CXOJIHO C Teue-
HUeM peLUAMBUpYIOLLe-PEMUTTUPYIOLLErO THUMA TeYeHHs pac-
ceqHHOro ckieposa. OnHako npu cunapome Cycaka 4acto
OCTAIOTCS! MOCIIEACTBUSI B BUAE YTPAThbl CIyXa M HEBPOJIOTH-
YeCKMX pacCTpOWMCTB. ITO HE XapaKTepHO /s JeTeil U MoA-
POCTKOB C PacCesiHHbIM CKJIEPO30M, Y KOTOPBIX OBICTPO Ha-
CTynaeT peMHeJIMHM3aLMsl 0uaroB MOpaskeHusl, a OMHAMMKa
KJIMHUYECKUX W HEelpOBM3yaJIM3ALMOHHbIX TPHU3HAKOB 4acTO
SIBJISIETCS MTOJIOKUTEJIbHOM [14].

Hapywenue ciyxa MoxkeT ObITb pPaHHUM CHMITOMOM
npu cuuapome Cycaka. [pn o6cnenoBanny 23 Takux naumeH-
TOB y 43,5% OOJbHBIX OTMEYaINCh SMM30Mbl CHUKEHHS CITyXa,
y 61% — wyM B ywax, y 56,5% — ronoBOKpys>KeHHe, 03TO-
My rocrnurajusauus nposoamnach B oraenenus JIOP-narosno-
ruu [25]. Y 52% naunueHToB KIMHUYECKHE MTPOSIBJIEHNS] HOCHITU
OJJHOCTOPOHHMIT XapakTep, y 48% — nBycTropoHHMit. TosnbKO
y 26,5% 06crnenoBaHHbIX 60bHBIX BbisiBIsIoch 100% pacros-
HaBaHue cnoB. OHOMY M3 MaUMeHToB ¢ cuHApoMoM Cycaka
aBTOPaMM MCCle[JOBaHMs! IPOBeleHa IBYCTOPOHHSISI KoxJlieap-
Hast UIMIUIQHTALMs C XOPOLUMM PEe3yJIbTaTOM.

JIEYEHME Y MPOTHO3 NPU CUHAPOME CYCAKA

OtHocuTenbHO nporHo3a cungpoMa Cycaka MHeHMsl uC-
crnenoBareneii pacxondrcs. CyliecTByeT BO3SMOXKHOCTb CMOH-
TAHHOTO pa3pelleHns CUMITOMAaThKM 0e3 aKTUBHbIX jeue-
HbIX MeponpusiTuil. B surtepatype onmcaHo MoHodasHoe
Y TOJIMLMKIIMYECKOe TeueHHe C pPeuuaMBOM CrycTs 23 roaa
[26]. Tpu Habmonennu 3a 9 GonbHbIMU ¢ cuHApoMom Cyca-
Ka MOoJ BJIMSHAEM KOPMUKOCMEPOUOHOU Tepanuu B TeueHue
6,4 rona Obl7I0 OTMEUEHO YIlyullleHre HEBPOJIOTMYECKOro CTa-
Tyca, OOHAKO KOPPEeNsiMU MeXIy KJIMHAYeCKUMH MposiBiie-
HUSIMM ¥ YMeHbLIIEHWeM YKCT1a MaTONOrMYecKUX 04aroB, 00-
Hapy>xuBaembIx 1o JaHHbIM MPT ronoBHoro mosra, BbISIBJIEHO
He 6b10 [24]. [py 3TOM ropMoHasbHas Tepanust He CHUKasna
BbIPa’KEHHOCTb PACCTPONCTB Cilyxa M 3peHust. Y OOJBHOrO,
B cBO€ BpeMsi onucaHHoro M.JI. YyxoBuHoii [27], Obina Bbl-
siBJIeHa BbliesieHHast CycakoM Tpuaja CMMITOMOB: NONOCTpas
3HLledasionaTusi, OKKJIIO3Msl apTepuii CeT4aTKU M HelpOoCeH-
COpHas TYTOyXOCTb B COYETaHWM C HalW4YMeM JIMHEHHbIX Je-
(HeKTOB B MO30JIMCTOM TeJle U JJaKyHaPHbIX KUCT B CTBOJIE MO3ra
v Tanamyca no aauHeiM MPT. [lysnbc-Tepanus npeaHn3oa0HoM
npMBena K yy4lleHNnI0 COCTOSIHUS: HECKOJIbKO CHU3MJIICS! Mbl-
LIeYHbIfi TOHYC, YBEMUMIACh CHJIA B HWXKHUX KOHEUHOCTSIX,
YMEHbLIMIIMCh MPOSIBJIEHUS aTaKCUM B pyKax. OT sieueHns yu-
mocmamuKamu NauxeHT OTKa3asncs.

M3onupoBanHoe mNpuMeHeHWe TNyJibC-Tepanuu MemuJ-
npeoOHU30JI0HOM, KaK TpaBUJO, OKasblBaeTcss Heapgek-
tiBHbIM. B 2008 r. rpynnoii crnenuanucToB BO IJaBe
¢ R.M. Rennebohm [18] BbickaszaHo npearnosnox)eHre 0 HE0OX0-
IMMOCTH Ha3HauyeHusl TaKMM MalUeHTaM arpecCUBHON UMMY-
HOCYNPEeCCHBHO Tepanuu, BKIIOUatoLLei, Hapsialy C BBeleHneM
KOPTMKOCTEPOUIOB, NPYMMEHeHHe LUTOCTATUKOB W GHYMpU-
BEHHbIX UMMYHO2N00YNUHO8, KaK 3TO MPOBOAMTCS MpH Zep-

maromuosuTe. C yueToM aTHONaToreHe3a CyLECTBYET MHEHNE
0 HeoOXOIMMOCTH TIOKJIIOUEHHUsI K OCHOBHO# CXeMe JieueHUsl
HenpaMbix QHMUKOAZYASHMOB U OI0KAMOPA KAMbUUEBbIX KA-
HA/108 (HUMOJMITHUH ).

B Hacrosiiiee Bpemst Ha 6ase KIMHUYECKOTO OMbITA 3apy-
OEeKHBIX CMELMaNMCTOB MOKET MCMOJb30BAThCsS CXEMa Tepa-
NKUU B 3aBUCUMOCTU OT cTerneHu BosyieueHHoctu LIHC B marto-
sioruyeckuii npotecc (tabsn. 1) [anantuposaHo 13 28].

3AKJTIOYEHME

HecmoTps Ha To, 4TO ¢ MOMeHTa onucanus cuigpoma Cy-
caka npouino 6onee 30 ner, maroreHe3 3abosieBaHus OCTa-
€TCsl HeOCTaTOYHO M3Y4YEHHbIM, HEOOXOOMMBI HasbHeilIne
YCCNeoBaHKsl B 3TOM HampaejieHHU. B To ke Bpemsi ueTko
OyepueHHas KJIMHMYeCKasl KapTUHA B COYETAaHUM C JaHHbIMU
odTanbMosioruyeckoro uccnepoanus 1 MPT ronoeHoro mos-
ra Mno3BoJIsSieT NPOBOAUTb PAHHIOI AMArHOCTHKY U CBOEBpe-
MEHHO Ha3HauaTb PaLMOHAJNIbHYIO Tepanuio. YCrexu B COBep-
LIEHCTBOBAHUM AU depeHLanbHOi AUarHOCTUKU U JIeYEeHUs]
ayTOMMMYHHBIX 3a00J1€BaHMi1, TApaHeOIIaCTUYECKMX CUHAPO-
MOB, OCJIOKHEHWI1 COBPEMEHHOM Tepanuy BO3MOKHbI TOJIbKO
NpY COBMECTHBIX YCUJIMSIX HEBPOJIOrOB, 0(pTaIbMOJIOTOB, OTO-
PMHOJIaPHUHTOJIOTOB, FEéMaTOoJIOr0B, OHKOJIOTOB, PEBMATOJIONOB
1 HEeIipOpaziMoIOroB.
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