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Cuupgpom Cycaka

(peTMHO-KOXNeo-LepebpanbHan BacKynonatus)

beketosa T.B.,, KoHoBanoB P.H.2

Cunnpom Cycaka (CC), wim peTUHO-KOXJIe0-1iepedpaibHast BACKYJIOTATHS, SIBISIETCS KpalfHE PEITKUM TSDKETBIM
VHBATUIU3UPYIONINM 3200JIeBAaHUEM, B OCHOBE KOTOPOTO TIPEMITOJIaraloT ayTouMMyHHBIe HapymieHus. CC xapakre-
puU3yeTcss MUKPOAHTHOTATUEN ¢ TPUAAOW MOPAKEHUS TOJJOBHOTO MO3Ta, BHYTPEHHETO yXa, CETYATKU U OTHOCUTCS

K MEXIUCIUTUIMHAPHBIM TipobiieMam. KimoueBoe 3HaueHue st muarHoctuku CC MMEIOT pe3yIbTaThl MarHUTHO-
PE30HAaHCHOI ToMorpaduu roJIOBHOTO MO3ra, (DJII0OPECLIEHTHOI aHTMorpaduu ceTyaTku, ayIuoOMETPUN U B3aUMO-
NEeMCTBYE Bpayeil pa3InyHbIX CMELMATBHOCTE — PEBMATOJIOTOB, HEBPOJIOTOB, O()TAaTbMOJIOTOB, OTOJAPUHIOJIOTOB.
[pencrasiensr onvicanue ciaydass CC 1 0630p JIUTepaTyphl ¢ aKIIEHTOM Ha onyoInKoBaHHbIE B 2018 . toTHEIE
pexomeHamu 1o JedeHuto CC, mpearmonaraonye coueTaHHOe TPUMEHEHNE BHICOKHX 103 TIIIOKOKOPTUKOWIOB,
BHYTPUBEHHOTO UMMYHOTJIOOYJIMHA, LIMTOCTATUKOB U PUTYKCUMAaba.

KioueBsie ciioBa: cuHapoM Cycaka; peTUHO-KOXJIeO-1iepedpaibHasi BACKYJIOTATHST; BACKYJIUT IIEHTPATbHON HEPB-
HOIi CUCTEMBI; pUTYKCUMAa0; BHYTPUBEHHBI IMMYHOTJIOOYJIVH.

Jna cevuikn: bekeroBa TB, Konosanos PH. Cunnpom Cycaka (peTHO-KOXJIeo-1epeOpaibHast BacKysonatus ). Ha-

yuHO-TIpakTh4eckast pesmarosnorusi. 2018;56(2):249-252.

SUSAC'S SYNDROME (RETINOCOCHLEOCEREBRAL VASCULOPATHY)
Beketova T.V.!, Konovalov R.N.?

Susac's syndrome (SS), or retinocochleocerebral vasculopathy, is an extremely rare severe incapacitating disease, the
basis for which is assumed to be autoimmune disorders. SS is characterized by microangiopathy with a triad of lesions
of the brain, inner ear, and retina and refers to interdisciplinary problems. The results of brain magnetic resonance
imaging, retinal fluorescein angiography, and audiometry and the interaction of physicians of various specialties, such as
rheumatologists, neurologists, ophthalmologists, and otolaryngologists, are of key importance for the diagnosis of SS.
The paper describes a case of SS and reviews the literature with emphasis on pilot recommendations for the treatment
of this condition, which have been published in 2018, suggesting the combined use of high-dose glucocorticoids,
intravenous immunoglobulin, cytostatic agents, and rituximab.

Keywords: Susac's syndrome; retinocochleocerebral vasculopathy; central nervous system vasculitis; rituximab; intra-

venous immunoglobulin.
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CunnpoMm Cycaka (CC), uid peTUMHO-KOX-
Jleo-1iepedpaibHasl BAaCKyJIONaTusl, BIIEPBbIC OMK-
ca”Has B 1979 r. J. Susak u coaBT. [1], sBAsIeTCS
KpaliHe pelKHUM TSKeJbIM MHBAIMAU3UPYIOIIUM
3a00J1eBaHUEM U XapaKTepU3yeTcsl MUKPOAHTHO-
naTueil ¢ mopaxkeHUeM COCYIOB MO3Ta, BHYTPEH-
HETO yXa U CETYaTKH, B OCHOBE KOTOPOil TIpeaIo-
JIarajoT ayTOMMMYHHbBIC HapyUICHUS, TTPUBOJIS-
IIMe K OKKITIO3UPYIOLIEH 3HIOTEIMOIAaTU! Ka-
NWUISIPOB U TpeKanuuisipoB [2—4]. B ¢Bs3u ¢ oT-
cyrcTBUeM odaroB Hekpo3a CC paccMaTpuBaioT
KaK MUKPOAHTHOIATHIO, a He BACKYJIUT.

IMopaxenue rojoHoro mo3ra npu CC or-
HOCSIT K THUITIOKCUYECKU-UILIEMUYECKOMY THUITY
NpUOOPEeTeHHbIX MUeNIUHoONaTuii [4, 5]. DHaore-
JIMONaTHs TPUBOJUT K CY>KEHUIO M OKKITIO3UM ap-
TEPUOJ, TIOCIACAYIOIIUM MUKPOUH(bApKTaM C To-
BpEXICHUEM aKCOHOB, HEMPOHOB U MMEJIMHA B Oe-
JIOM BellleCTBe TOJIOBHOTO Mo3ra [3]. Mopdosoru-
YEeCKMe M3MEHEHMS B TOJIOBHOM MO3T€ XapaKTepH-
3YIOTCSI OYaroBOil MMKPOAHTHOIIATUEH, TIIMO30M
¥ BOCTIAJITEIBHOM peaKiieil ¢ mperMyIeCTBeH-
HBIM MpUCYTCTBUEM JUMbouUTOB. JlabopaTopHas
BocHauTenbHast akTuBHOCTh CC He CBOMCTBEHHA.

Cunonumamu CC dBISIOTCS BCTpevalo-
muecs B JauTepatype TepMuHbl RED-M
(Microangiopathy with Retinopathy,
Encephalopathy, Deafness — MukpoaHruonartust
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C peTuHonaTtuel, sHuedasonaTueit, rIyxoroi)
u SICRET (Small Infarcts of Cochlear, Retina
and Encephalitic Tissue — MuUKpoUH(paPKThI
B CIIyXOBOM HEpBe, ceTyaTKe U TKAHU MO3ra).
Cnyyan CC MOTYT CKpBIBaThCS 3a AMarHO30M TaK
HAa3bIBAEMOW CEPOHETATUBHOW CUCTEMHOW Kpac-
Hoit BomyaHku (CKB).

[ns CC xapakTepHa KIMHUYeCKast Tpruana
C TIOpaXeHWEM TOJIOBHOTO MO3ra, CeTYaTKu
¥ CIyXOBOTO HepBa, 4TO OTMevaloT B 85% ciryua-
eB. BMecte ¢ TeM B ne6roTe 060J€3HU TUITMYHAS
Tpuajga TMPU3HAKOB HaOIIOmaeTcsl MeHee 4eM
y 20% mnaiueHTOB; KaK MpaBUIo, MaHU(beCTHasT
daza xapakTepusyeTcsi MOHOOPTaHHBIM MOpaxe-
HUeM [6—8], UTO CYIIECTBEHHO 3aTPYAHSIET CBOE-
BpeMeHHy1o auarHoctuky CC. 3aboneBaHue ae-
6rotupyet 00br9HO B 20—40 net, B 1,5—3 pasa ua-
11Ie BCTpeYaeTcs y XKeHIINH, YeM Y MYXX4UH |2, 4,
8]. B TO e Bpemst UMEIOTCS JaHHBIE, YTO Y MYXK-
YuH 3a00JIeBaHUE TMPOTEKAeT TsoKelee W dalle
HabMogaeTcss TOJMHAs TpUama KIMHUYIECKUX
MPU3HAKOB, YeM Yy KeHIIUH [§].

[MopaxkeHre ceTyaTKu TIPUBOIUT K CHYDKE-
HMIO 3pEHUsI, HO TIPY BOBJICYEHUN MCKITIOUUTEITh-
HO TiepreprIecKrX OTIEI0B B HEKOTOPBIX CITyda-
SIX OHO TIPOTEKAeT aCUMITOMHO. DHLedanonarust
npu CC MOXeT ne00TUPOBaTh CUIbHBIMU (ITOPOI
MUTPEHO3HBIMU) TOJOBHBIMM OOJISIMU MW HauyM-
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HaThCSI C HAPYIIEHWIT KOHLIEHTPAllMY BHUMAHUS U TAMSTH, TIO-
SIBJIEHUST JETIPeCCUU, arpeccMBHOTO moBeneHus. [lopaxeHue
CIIyXOBOTO HEpBa COIPOBOXKIAETCS TYTOYXOCTHIO, 3BOHOM
B yIlIaX, HUCTarMOM, TOJIOBOKPYXEHHEM, UTO B CBOIO Ouepelb
MOXXET BJIMSITh Ha TIPOTPECCUPOBAHNE TICUXMIECKUX HAPYIIIEHU .

P. Smith u coaBr. [9] BbickazaHO MHTEPECHOE MPEIITOI0XKe-
Hue, 9to CC 6611 60steH XynoxkHUK D. Tolis, ¢ yem cBsizaH Mpay-
HbIif BTOpOI meprof ero TBopyectBa. OMHOI U3 MEPBbIX padoT,
Ha KOTOpOI oTpa3uiioch BIusiHUe 3aboneBanust [oiin, crana ce-
pust opoproB «Kanpuuocs (puc. 1). [IpeacraBaeHbl CBUACTEIBCT-
Ba, 4TO 0OJIE3HBL HAYaIaCh OCTPO B BO3pacTe 46 JIeT ¢ CUIbHBIX I'0-
JIOBHBIX 0OJIell, KOTOPbIE COMPOBOXKIATUCH CIA00CTHIO, HApYIIIle-
HUSIMUA KOOPAMHAIIMY, TPOXOUYIIUM LIIYMOM B YIIIaX U TIPOTpec-
CUDYIOIIMM CHIDKeHHeM ciyxa. [1prcoenmHmmmchy mapanud mpa-
BOI PYKM M pacCTPOMCTBA peur, OTMEJAJICsT SITM30[ TIOTEPU 3pe-
HUs, ObUTH TayumorHaimu. [locTerieHHO 3peHre BOCCTAHOBHU-
JIOCh, MICUE3JTM TOJIOBOKPYXXEHUSI M HapyIIeHUsT KOOPIUHAIINH,
HO JIOJITO COXPaHSUICS TIape3 MpaBoil pyKu. [1o KOHIIA KU3HU XY-
TOSKHUK OCTAaBAJICS TITyXUM, OOIIAsICh C OKPYKAIOIIUMU C TIOMO-
LIbIO 3aMTUCOK M PUCYHKOB, KOTOPBIE BO BPEMsI JTTUTETLHOTO BbI-
3M0POBJIEHNSI CTAHOBUJIMCH BCE O0JIee MpaYHBbIMHU.

W3BecTHO, uTo niposiBiieHust CC MOTyT ucye3aTh CaMOCTO-
STEJIbHO Yepe3 HecKosbKo JieT. Hanbonee yacro CC nporekaet
MOHO(Da3HO, HO BO3MOXKHO M MOJIM(pA3ZHOE TCUCHUE C Yepeaoi
00ocTpeHuMit 1 pemuccuii B tederue 1—2 jer [3, 6—8]. B 3aBucu-
MOCTHU OT BBIPAXXEHHOCTU KJIMHUYECKUX TIPOSIBIICHUH dHIleda-
JIOTIATUY Y U3MEHEHUI, BBISIBISIEMBIX TTPU MATHUTHO-PE30HAHC-
Hoit Tomorpaduu (MPT) ronoBHOTO MO3ra, BBIIETSIOT 4 cTere-
Hu TskecTn TedeHust CC, ot jierkoit 1o KpaiiHe tskenoii [10].

B kauectBe wumoctpauuu kiamHuyeckoro teyeHust CC
MPUBOIMM ClIeAyIollee HabIIoNeHNe.

ITlayuenm 55 aem, umerowuii 6 anamuese yKa3anus Ha nepe-
HeceHHblil MUokapoum, é KoHue aseycma 2017 e. 6 meueHue cymok
UCNBIMBIBAN BbIPAJICEHHOE 201080KDYIICCHUE, UYM 8 YULAX, 20108HYI0
00116 U OMMeuan HeuemKOCHb 3peHUsi, npouleduiue camonpou3eonb-
Ho. Boinoanennas 6 smom denv MPT He ebis6una namonoeu4eckux
UBMEHeHUL] 8 20108HOM MO32e, OKOAOHOCOBbIX NA3YXAX U HEUKaX Co-
CUEBUOHBIX OMPOCMK08 8UCOUHbIX Kocmell. B cenmsbpe 2017 e. pas-
8UACS KOpOomKULl, 8 meverue 10 muH, 3nu300 dunionuu, uepes 2 Heod —
2nU300 duzapmpuu, maxice npouweduuii camocmosmenso. C KoH-
ya okmsbps 2017 e. npucoedunusace ocmpas 08yCmopoHHsis Hetpo-
CEHCOPHAs MY20YX0CMb, NPOBOOUNOCH AeHeHUe 2AI0KOKOPMUKOUOA-
mu (TK), wynmuposanue 6apabannoii norocmu 6e3 CyujecmeeHHo20
aghghekma. B meuenue nocaedyrougux 2 mec myeoyxocmos nocmenem-
HO YMEeHbUIAAAch, HO NOAHOCMBIO CAYX He BOCCIMAHOBUACH.

B konuye dexaodps 2017 e. npucoedununoce ocmpoe 8binaderue
BEPXHEBUCOUH020 K6adpanma noas 3peHus cnpaea. Ommeuanucs

Puc. 1. ®. Toiis. CoH pasyma poxaaet 4y-
n0BuLLY
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Puc. 2. MPT ronoBHoro mo3ara naumeHta
(carutTansHbin cpes, T2-B): MHOXeCTBEH-
HbIe TUNEPUHTEHCMBHbIE 04arn (2—4 Mm)

B HIDKHWX OTAEeNax MO30NUCTOro Tena

cepoyeduerue u carabocms, npu IXoKApOUopaduUecKom uccredo-
8aHUU, 30 UCKAIOHEHUeM OMKPBINO020 08AAbHOCO OKHA OUAMemPOM
2 MM, He 8bls61eHO CYUleCMBEeHHOU NAMOA0UU, KAK U NPU peHmee-
HOM02UMECKOM UCCAe008aHULU OPeaH08 epyOHOl KaemKu. Omcymcm-
606aNU USMEHEHUs 8 AHAAU3AX MOYU U 1a00pamopHas 60cnaiu-
menvHas akmuenocms (C-peakmugnblii 6enok — 5,1 me/n, COD —
5 MM/n), noayuens ompuyamenvHbie pe3yabmamyl UCCAe008aHUsL HA
cugpuauc, supycol eenamuma B u C, ummyHnodegpuyuma uenoseka.

B OI'BHY «Hayunbiii yenmp nesponoeuu» npu MPT 2cono6-
H020 M03ea U weliHoeo omoena no360HOYHUKA BblsI8AEHbI MHOJICE-
cmeeHHble, eunepunmercugHvle 6 T2-e36euennom uzodpaiceHuu
(T2-BH) okpyenvie u oéanvhble ouaeu 00 4 Mm 6 enybokux omoe-
Aaax 6enoeo eujecmea 60AbUUX NOAYILAPUTL U 8 MO30AUCTIOM me-
se. Ilpu noemopuoit MPT 201061020 Mo32a uepe3 2 Hed ommeueHa
ompuyamenvHas OUHAMUKA C YBeaudeHuemM Koauvecmeda o4azos,
npesicde 6ce2o 6 MO30AUCMOM mene, pasmepom 2—3 Mm, é Koauve-
cmee do 12 (puc. 2). Daexmposnyehanroepapus ne éviaéuia snu-
akxmuerocmu. Ilpu uccaedosanuu auxeopa ommeuer ymepeHHblil
yumos (57 knemok 6 1 mxa) ¢ npeobaadanuem aumgoyumos, be-
a0k — 0,67 e/a, eniokoza — 2,9 Mmoav/n, omcymemeue aHmumenn
K eupycam eepneca, Dnumeiina— bapp, yumomeeanosupycy. B au-
K@ope He 00HapyiceHo oaueokaoHanvHoeo IgG, umo 6 couemanuu
¢ omcymcmeuem namono2u4eckKux UsmeHeHuli npu uccae0o8aHuu
3PUMENbHBIX U AKYCMUYECKUX 8bI36AHHbIX NOMEHUUAN08 NO360AU-
10 omeéepeHyms 0uaeHo3 paccessHhozo ckaeposa (PC).

OpmansmockonuvecKux npu3HaKo8 U3MeHeHuil npo3pay-
HbIX cped enaza, OucKa 3pumenbHo2o Hepsa He ommeyeno. Ilpu uc-
cnedosanuy noaeli 3peHus CNpasa CoXPansN0Ch binadeHue 8 6epx-
Hesucounom keaopaume. Ilpu garoopecuenmroil aneuoepaghuu
21a3H020 OHA — KAPMUHA NPAagoCMOPOHHEl PemUHONamuu ¢ eu-
nogioopecueHMHbIMU 30HaMU GbIPAICCHHOU UMWEeMUU CemM4amKu
¢ MUKPOAHe8pusmamu no xo0y memnopanbHoil apkaosl U 8 HUic-
Hem Keadpanme, a makdice NpU3HaKu 08YCMOPOHHe20 aHeuuma
¢ ghopmuposanuem Ha nepugepuu 2unopalopecueHMHbIX 04axNC-
K086 6 8ude Mygm no xody apmepuon.

Ilpu o6caedosanuu 6 PIbHY HUHUP um. B.A. Haconosoli
8 CblBOPOMKe KPOBU He OOHApYlCceHO anmumen K YUMoOnaasme
Helimpo@ua08, aHmMus0epHbIX aHmumen, aHmumen K 0e30KCUpu-
OOHYKAeUHO080I Kuciome, KapOuoaunuvam u [32-eauxkonpomeu-
dam, unmepaeiikur 6 6 npedeaax Hopmvl. OmmeuerHoe panee He-
601610 NOBbIULEHUE YPOBHSL PEEMamoudn02o gpaxkmopa do 1,4 Hop-
Mbl BPU NOBMOPHOM UCCA008AHUU OMCYICIBO8AN0.

Ha ocnosanuu nasuvua munuynoii KauHu4eckoi mpuaosi,
8KAIOMAIOWell UEeMUYEeCKYI0 PemuHONamuio, HeipoCeHCOPHYIO
myeoyxocme U nopasjceHue UeHmpanbHol HepeHOl CUucmembl
(LIHC) 6 6ude munuuHbix 0Kpy2abiX 04A208bIX USMEHEHULl 8 MO30~-
aucmom mene u enybokom 6eaom eeujecmee 20108H020 M032d, Ou-
aenocmupoearn CC. Hauamo aeuenue svicoxumu dozamu I'K enym-
DUBEHHO U GHYMPb, BHYMPUBCHHbIM UMMY -
Hoenobyaunom (BBHI) ¢ nocaedyrowum
npucoedurenuem  aHmu-B-kaemounoii
mepanuu pumykcumaoom (PTM).

JnddepeHIManibHy0 AUarHOCTUKY
CC npoBozsr ¢ PC, ocTpbIM paccestHHbIM
SHIIeDaTOMUETUTOM, WHGEKIIMOHHBIMU
sHUehaUTaMu, 60J1e3HbI0 MeHbepa, N30-
JimpoBaHHbIM BacKyiutom LIHC, nopaske-
nuem LIHC nipu CKB, 6one3nn bexuera.
TlonuopraHHbIil XapakTep MOpaXKeHUsI
C BOBJICYCHMEM OPIraHOB 3pPEHUS W CIIyXa
TpedyeT npoBeneHUs arudepeHIIaTbHOM
JIMATHOCTUKM C TaKUMM 3a00JICBaHUSIMIA
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Cxembl neveHns CC B 3aBucmumocTm oT TshxecTu nopaxenus LHC, npeanoxenHsie R. Rennebohm u coasT. [10]

Kpaiine Taxenoe nopaxenue L|HC Taxenoe nopaxenue LHHC

Mopaxenue LHC cpeaHeit TaxecT

Jlerkoe nopaxenne LLHC OtcytcTBue nopaxenns LIHC

XapaktepucTuka

« Tsxenas sHuedanonatus

« TAKenas [IeMEeHLVS W HapyLLEHNS peyn

« MynbTuchokanbHas HeBponoruyeckas CUMNToMaTika
* BbipakeHHas 3aBUCMMOCTb B NOBCEAHEBHOI [esi-
TeNbHOCTH

+ Hepepxanue, noTpe6HOCTb B NOCTOAHHOM yX0ze

« HeBO3MOXHOCTb B3aMMOJENCTBYSA, BbINOMHEHNS ay-
A1orpamMmbl

« [lpu MPT mo3ra — 06LUMpHOE MLLEMUYECKOE
nopaxeHue NpeuMyLLEECTBEHHO 6en0ro BeLecTsa

1 MO30/IUCTOrO Tena, Npy NoBTOpHON MPT — MHOXe-
CTBEHHbIE HOBbIE 04ari

« YMepeHHas 3HuedanonaTus, HapyLweHus
MbILLNEHNS

« YMEpEHHO TSKeNble KOTHUTUBHbIE 11 pe-
YeBble paccTpoiicTea

« MynbTuchokanbHas HeBponornyeckas
cumnToMaTMKa

« CyLecTBEHHas 3aBUCUMOCTb B MOBCE-
[HEBHOI [iesTeNbHOCTY

« AM6YNaTopHbIA PEXUM, HO BO3MOXHA
NoTpeGHOCTb B YX0fie

« BO3MOXHO B3auMOJeNCTBME, BbINOMHE-
Hue ayanorpamMmbl

« [pn MPT Mo3ra — ymepeHHO Tsxxenoe
NLIEMINYECKOE NOPAXEHNE NPENMyLLECT-
BEHHO 61010 BeLLeCTBa, 0CO6EHHO MO30-
nncToro Tena, npu nosTopHoit MPT — Ho-

« Markas aHuedanonatus 1 CnyTaHHOCTb
CO3HaHNA

« KOrHUTHBHbIE 1 peyeBble paccTponcTa
OT NIErkuX 0 YMepeHHbIX

« BapnabenbHas HeBponornyeckas cum-
nTomarnka

« HekoTopas 3aBUCMMOCTb B MOBCESHEB-
HOIt [iesiTeNbHOCTI

« [T0NIHOCTbIO aMOYNATOPHBbIN PEXIM,

HO MOXET UMETb HEAOCTATOYHYIO CUNY

1 yCTON4MBOCTb

« Bo3MOXHO B3auMogeicTBIE, BbINOMHE-
HIe ayAnorpammbl

« [lpu MPT mo3ra — o4aru yMepeHHOii UH-
TEHCMBHOCTH, NPEUMYLLECTBEHHO B G-
IOM BELLECTBE, 0COGEHHO 3afiHeit YacTu

Bble 04arn MO30/11CTOr0 Tena, Npu NOBTOPHOM
MPT — oTCyTCTBIE HOBBIX 04aroB
Jleyenue
A TK A.TK A.TK

B/ M 1 r/cyT 3-7 pHei, 3atem MPES 1 mr/kr/cyT
(max 80 mr) 4 Hep, 3aTem CHIpKkeHue Ao3bl MPEN

B/ MIN 1 r/cyT 3—7 pHeit, 3atem NPE[ 1
mr/kr/cyT (max 80 mr) 4 Hef, 3aTeMm CHU-
XeHne fo3bl MPE]

+
b. BBUI

BBUT 2 r/kr B TeueHue 2 AHeil, 3atem
1r/kr 1 pa3 B 2 Hepy 0 cTabunusaumu, 3a-
Tem 1,5 r/kr 1 pa3 B 3 HeA Npu CTabubHO-
cTn, 3aTem 2 r/ kr 1 pa3 B 4 Hefj B Te4eHue
6 mec, 3atem 1 r/kr 1 pa3 B 4 Hef He me-

+
b. BBUT

BB 2 r/kr B TeyeHue 2 aHeid, 3atem 1 r/kr 1 pas

B 2 Hef fio cTrabunuaauuu, 3atem 1,5 r/kr 1 pas

B 3 Hef npu cTabUnbHOCTH, 3atem 2 r/kr 1 pa3

B 4 Hefj B TeyeHne 6 mec, 3atem 1 r/kr 1 pa3 B 4 Hepg
He MeHee 6 Mec

Hee 6 mec
+ +
B. U® B. U®

B/e LU® 1015 mr/kr asaxabl 1 pas 8 2 Heg. Mpu ynyy-
LUEHUW UK NPOTMBONOKa3aHNAX K LiP: nepexopst

K nyHkTy I. Ecnn 6e3 ynyywenns: 8/s LUd 10-15 mr/kr
1 pas B 2 Hep, 3atem 1015 mr/kr Tpwxabl 1 pas

B 3 Heg, 3arem 10-15 mr/kr 1-3 BBeaeHus 1 pa3 B 4 Hep,
3atem HasHavyenne MM® unun MM®+TAK (nywkT )

B/B LI® Heob6:a3aTeNbHO (BO3MOXHO MC-
n0Nb30BAHNE MO CXeMe KpaiiHe TAKENOoro)
nnu nepexod K nyHkty I

+
. MM® unu MM®+TAK

MM® 2 r/cyT (ecnu NPUMEHSAIOT OTAENBHO)
WNN: MM® 1 r/cyT + TAK 4 mr/cyT o cTa-
6unusauuu, 3atem Tonbko MM® He meHee
2 net

+
I. MM® unu MM®+TAK

MM® 2 r/cyT (ecnun NPUMEHSIOT OTAENBHO)

NIN: MM® 1 /eyt + TAK 4 mr/cyT fo ctabunusaunm,
3atem Tonbko MM® He meHee 2 net

+
0. PTM

PTM 1 r gaxzbl yepes 2 Hef, 3aTem ye-
pe3 4-6 mec, 3aTem 4epe3 6 Mec npn He-
06x0a1MOCTH

+
. PTM

PTM 1 r gBaxgpl yepes 2 Hep, 3aTeM vepe3 4-6 mec,
3aTem 4Yepe3 6 Mec npu Heo6XoANMOCTU

B/ MIM 1 r/cyt 3—7 pHeit, 3atem MNPE 1
mr/kr/cyT (max 80 mr) 4 Hep, 3aTem CH-
XeHue [03bl MPE]

+
b. BBUI

BBUT 2 r/kr B TeyeHue 2 fHeN, 3aTem

1 r/kr 1 pa3 B 2 Heg* [0 cTrabunuaawmum,
3arem 1,5 r/kr 1 pa3 B 3 Hed npw cTa-
6unsHoCTH, 3aTem 2 1/ Kr 1 pa3 B 4 Hep
B TeyeHue 6 mec, 3atem 1 1/ kr 1 pa3

B 4 Hel He MeHee 6 mec. *Bo3moxkeH ne-
pexoA k cxeme 1 pa3 B 4 Hep

+

B. U®

B/B LI® He TpebyeTca, NepexoanT K NyHK-
Tyl

+
r. MM®
MM® 2 r/cyT He MeHee 2 neT

+
A. PTM

PTM Heo6s3aTenbHO, HO NPEANOYTUTENb-
HO PTM 1 1 gBax«abl 4epes 2 Hef, 3aTeM
yepe3 4-6 mec, 3aTem yepe3 6 mec npu
Heo6XxoAnMocTy

« Msrkue KOrHUTMBHbIE
W/WNN NNYHOCTHBIE N3MEHe-
HWSA, MOTYT BbITb HEOYEBMA-
Hbl i1 NOCTOPOHHNX

« Msrkne pacctpoincTea pe-
441 N UX OTCYTCTBUE

« [NonHas He3aBMCMMOCTb

B NMOBCEAHEBHON AeATENb-
HOCTH

« [onHas camocToATeNb-
HOCTb

« [lpu MPT moa3ra — nerkue
VLIEMINYECKME N3MEHEHS,
npu nosTopHoit MPT - oT-
CYTCTBME HOBbIX 04aroB
nwemmn

A.TK

B/ M1 Heo6a3atensHo,
NPEN 1 mr/kr/cyT (max

80 Mr) 4 Hep, 3aTeM CHUXKe-
Hue fo3bl MPES

+
b. BBUT

BB 2 r/kr B TeyeHune

2 nHent, 3aTem 1 r/Kr kax-
able 4 Hep B TeYeHne
6-12 mec

+
r. MM®

MM® 2 r/cyT He meHee
2 net

+
A.PTM

PTM Heo6s3aTenbHO; Kak
NpaBnno, He NCMONbL3YIOT.
PTM 1 r gBaxapl Yepe3

2 Hep, 3aTem 4epe3 4-6 mec

« 130nmpoBaHHOE nopaxe-
HWe CeT4aTKu W/uam opraxa
cnyxa

« [lpu MPT moara — oTcyT-
CTBME WU MUHUMANbHbIE
04aru NopaxeHus.

A.TK

B/ MIM 1 r/cyT 3 aHs, 3a-
Tem [MPE[ B fo3e

40-60 mr/cyT 1-2 Hep, 3a-
Tem CHuxeHne aosbl MPEL

+
b. BBUT

BBUT 2 r/kr B TeueHue

2 nHeit, 3atem 1 pa3

B 2 Hep 1 r/kr, 3atem BBUT
NOBTOPHO A0 CTabunuaauum

+
r. MM®

MM® 2 r/cyT He MeHee
2 net

+
A.PTM

PTM Heo6s13aTenbHO; Kak
npaBwno, He NCMONb3YOT

TMpumeyanne. MN — metunpen, NPEL — npeaHn3onon, TAK — Takponnmyc.

U3 TPYIITIbl CUCTEMHBIX BACKYJIUTOB, KaK TpaHyJIeMaTo3 C MoIuaH-
runtoM (I'TIA) Berenepa, cunapom Korana [11, 12]. B ommume ot
CC, mns I'TIA TUIIMYHO coYeTaHWe OTUTA C TIOPaKeHNEM BEPXHMX
NIBIXaTebHBIX TTyTeil (HEKPOTUIECKUI PUHUT, CHYCUT), a Takxke
BOBJICUCHIE B TIATOJIOTUUECKII TIPOIIeCC TIoUeK 1 JieTkux. [latorHo-
MOHWYHBIM MPU3HAKOM cuHIpoMa KoraHa siBisieTcst MIHTepCTUII--
JIbHBII KepaTut, He BeTpevatoliuiicst mpu CC.

KitoueBoe 3HaueHue st moaTBepxkaeHust auarHosa CC
umetor pesynsratel MPT ronoBHoro mosra, biaroopeclieHTHOM
aHrrorpacduu ceTyaTku 1 aynuoMmeTpun. KaptuHa, BbIsBIsieMast
npu MPT ronoBHoro mo3ra 'y 601bHbIX CC, BO MHOIOM HaIltloMu-
Haet uaMeHeHust npu PC, Habmogar0Tcsl MHOXKECTBEHHbIE OYaru,
pacroioXeHHbIe MEPUBEHTPUKYIISIPHO, B ITyOOKOM OeJioM Bellle-
CTBE FOJIOBHOTO MO3ra M MO30JIMCTOM Teste. OHaKo, B OTJINYKE OT
PC, npu CC nopaxkaetcst 1ieHTpaJibHasl YaCTh MO30JIMCTOTO Tejla
1 (hOPMUPYIOTCST THTIMYHBIE OYaroBbIe U3MEHEHUsI, KOTOPhIE TIPU
T2-BU MPT HanmoMHHAIOT «KEeMUYKHOE OXKEPEThe» MITH «CHEX-
Ku» (snow-ball), KaK B mpeacTaBIeHHOM KIIMHIIECKOM Ha0JToie-
HUM, YTO cuuTaloT nmarorHoMoHuuHbIM aast CC [3, 8, 13, 14].
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B nosnneit ctanun CC MOXET IIPUCOEIUHSITLCS aTpodust MO30-
smctoro tena. Kpome toro, mist CC xapakTepHbI o4aru B 6a3aib-
HBIX TaHIMsAX, B 30% ciydae nipu T1-BU MPT BbisiBIIsIFOT MH-
TEHCUBHOE HAKOILICHUE KOHTpacTa B 0bos1oukax |3, 13]. Omuca-
HO BOBJICYCHHE CITMHHOTO MO3Ta Ha YPOBHE IICITHOTO OTIIENa 110~
3BOHOYHMKA [15]. Takum o6paszom, mist octpoii ¢asel CC xapak-
tepHa MPT-Tpuana, Bkimouatomas crieliiduieckrie U3MeHeHUsT
B MO3O0JIMCTOM TeJIe, OYaru B IITyOOKOM OeJIOM BEIIeCTBe M KOHT-
pacTUpOBaHME MO3TOBHIX 000JI0UeK. B IiepebpocnmHaibHON
JKUJKOCTU OOHApYXMBAIOT HE3HAYMTEIbHbBIN JTUMGbOLUTAPHBI
TJICOLIMTO3 ¥ YMEPEHHOE TMOBBILIEHUE coaepKaHust Oesika [2], uTo
MPUCYTCTBOBAJIO B MPEACTaBICHHOM KIMHUYECKOM HAOMIOACHUH.

I1pu dmoopecLieHTHOI aHrMorpaduu BhISIBISIOT MHOXKE-
CTBEHHYIO OKKJTIO3MIO BETBEU apTepUU CETYaTKH, UTO TAKXKE SIB-
JisieTcsl MaTOrHOMOHUYHBIM Tipu3HakoM CC. TlockonbKy Tipu
CC makyJsipHas 00J1IaCcTh CETYATKU OCTACTCSI MTHTAKTHOM, MOXKET
COXPaHSATBhCS HOpMaJibHasl ocTpoTa 3peHust. OnTrueckast Kore-
peHTHasi ToMorpadusi ceT4aTKy TOJIe3HA TIPU TUHAMUIECKOM
MoHuTopuHre 60ibHbIX CC ¢ petuHonatuei u st nudgepeH-
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LMaabHOI quarHoctuku ¢ PC, mpu koropoM TunuaHo nuddys-
HOE UCTOHYEHUE CJI0SI HEPBHBIX BOJIOKOH, B TO BpeMsl KaK Mpu
CC 0oHO HOCUT IATHUCTHIN XapakTep [16]. [TloBpexxaeHue CIyXo-
BOTO HepBa IMIPUBOIUT K TYTOYXOCTH, UTO TIOPOI MOXKET OBITh Ma-
JIO BBIPAKEHO U BBISBIISITHCS JIUIID MTPU ayTUOMETPUM C TUTTHY -
HBIM CHIKEHUEM BOCTIPUSITHSI HU3KUX YaCTOT.

CrienyeT MOMYepKHYTh, YTO KITIOYEeBOE 3HAUCHUE IS M-
arHoctuku CC Hapsiay ¢ MOApOOHBIM TIIAHOMEPHBIM UHCTPY-
MEHTAJIbHBIM 00CJIeJOBAaHMEM MMEET B3aMMOJEICTBIE Bpaueil
pPa3HbIX CMELUaTbHOCTENl — PEBMATOJIOTOB, HEBPOJIOIOB, O(d-
TaJIbMOJIOTOB, OTOJIAPUHTOIOrOB. Pojib peBMaTOJIOrOB B Beae-
Hun 60JbHBIX CC 0COOEHHO BO3pocia B IOCJIEIHUE TOMIbI
B CBsI3U C 9(PdEKTUBHBIM MPUMEHEHUEM arpecCUBHON IU-
TEBHOU Teparuy UMMYHOCYTIPECCAHTAMM Y TeHHO-UHXEHEep-
HBIMU Onojornyeckumu nperapatamu (FUBIT).

PannomusrpoBanHble KimHugeckue uccienosanus mpu CC
OTCYTCTBYIOT, UTO B TIEPBYIO OUYepeNb CBSI3aHO C KpaifHell pemKo-
cThlo 3a0oseBaHus. B ocHoBe Tepanuu CC JIeXUAT MpUMEHEHUE
cBepxBbIcoKMX 103 'K (BHyTprBeHHO 1 T/CyT, BHYTPh | MI/KT B CY-
K1), BBUT B couerannu ¢ mmkinodocdanom (LID) v mukode-
Honata Modetrnom (MM®) u T'MBI1, npexne Bcero PTM. B or-
syue ot PC, npu xotopoM addekTrBHBI B-UHTephEpOHbI U Ha-
Tanu3ymao, y naieHToB ¢ CC 3T nperaparbl MOTYT BbI3bIBaTh OT-
pULATETbHYIO TMHAMUKY KIMHUYECKMX CUMITOMOB [17, 18], uto
TMOIYEPKUBAET BaXKHOCTD aupdepeHmanbHoi nuarnoctuku CC
u PC. B nekortopbix ciydasx CC TSDKEIOro Te4eHUs TPUMEHSIIOT
iazmadepes [19]. [TockonbKy moBpeXIeHNs OpraHa Ciryxa 1 CeT-
YaTKU OBICTPO CTAHOBSITCST HEOOPATUMBIMU, JIEUSHIE TOJDKHO OBITH
Ha3HAYEeHO KaK MOXHO paHbIIle, YTO TaKXKe MO3BOJISIET N30eXKaTh
pa3BUTHsI KOTHUTMBHBIX HapyileHWid. [1pomomKuTebHOCTh aK-
TUBHOI Tepary BapbUpyeT B 3aBUCUMOCTH OT TSDKECTU TeUCHUSI
CC u cocrapiisieT oT 4—6 Mec 110 HeCKOJIbKUX JieT. [1ocyie mocTike-
HUST CTOMKOW PEMMCCHM TPOBOIAT MOIIEPKUBAIOLLYIO TEPAITUIO
1uroctaTukamu u/win 'K miMTeIbHOCTBIO He MeHee 2 JIeT.

B 2018 r. rpynroii aMmepuKaHCKUX MCCleaoBaTesiei mom
pykoBonctBoM R. Rennebohm [10], B KOTOpyIO BOIILIN HEBPO-
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JI0T, 0(DTATBMOJIOT U PEBMATOJIOL, OMYOJIMKOBAHbI MUJIOTHBIE
pexkoMeHnaruu 1o sedeHnio CC, ocHOBaHHbBIE HAa HAKOTLJICH-
HOM KJIIMHWUYECKOM OTIBITE JIEYeHUS OTHOCUTENTHLHO KPYITHOM
KOTOPTHI TTalleHTOB. [1pemoxkeHHbIe peKOMEHIAIIUN CIIeayeT
paccMaTpuBaTh KaK Haua IbHBIM TAIT TUTAHUPOBAHUS TaTbHE -
X HATIPaBJICHWI MCCIIEIOBAHMS MTOTEHIINATBHO 3(DhEKTUB-
HbIX MeTon10B JeyeHust CC.

R. Rennebohm u coaBT. npeaioxxeHo MoaAUDULIMPOBATh
CXeMY JIeYeHUsI TIPEX/e BCErO B 3aBUCUMOCTHU OT TSKECTH TO-
paxenust LIHC, uro nonpo6Ho npeacrasiaeHo B Tadbaule [10].
Ilpu Ts1XEI0M TeUEeHUU PEKOMEHIOBAHO OIHOBPEMEHHOE KC-
Mosb30BaHue cBepxBbicOkuX 103 ['K BHYTpUBEeHHO U BHYTpBD,
BBUI, U® nau MM® (B TOM 4ynciie B COUETAHUM C TAKPOJIM-
mycoM), a Takke PTM. ITpu nerkom nopaxenun LIHC mpen-
JIOXEHO COKpallaTh cxemy JedeHus, orpaHmumBasich ['K,
MM® u penynrpoBaHHbIM Kypcom BBUT. [1nst neuenus ciy-
YaeB ¢ MPEUMYIIECTBEHHBIM MTOPaKeHUEM CEeTUYATKU U OpraHa
cJIyXa TakKe peKOMEHJ0BaHO MPUMEHSITh COKpaIlleHHBIE Kyp-
cbl 'K 1 BBUT B coueranun ¢ MM®.

[IprMeHeHMe arpecCUBHBIX UMMYHOCYTIPECCUBHBIX CXEM
JIe4eHMsI, HECCOMHEHHO, TPEOYeT B3BEIIEHHOU OLIEHKN COOTHO-
IIEHUST UX MOTEHIMATbHON 3((HEKTUBHOCTU U PUCKA OCJIOXK-
HEHUI Tepanuu, KOTOPbIE MO TKECTU MOTYT KOHKYPUPOBATh
¢ nposineHussMu CC; HeOOXOAUM TIIATebHBIM MOHUTOPUHT
MAlMEeHTOB C KOHTPOJIEM MTOKa3aTeseii 60e30MacHOCTH JICUeHMSI.

Ilpospaunocms uccaedosanus

Hccenedosanue ne umeno cnoncopekoil noddepicku. Heeae-
dosamenu Hecym NOAHYIO OMEEMCMBEEHHOCb 3a NPeOOCMABACHUE
OKOHUAMENbHOIU 8€PCUU PYKONUCU 6 NeYamb.

Jlexaapayus o punancoewvix u dpyaux 63aumoomHouleHuUsX

Bce agmopul npunumanu yuacmue 6 paspabomie KoHyen-
yuu u ousaiina uccaedosanus u 6 Hanucanuu pykonucu. OKonua-
meavHas eepcusi pykonucu 6viaa 0006pera ecemu asmopamu. Ae-
MOopbl He NOAYHANU 20HOPAD 34 UCCAeO08AHUE.
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