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3ABOJIEBAHHE CIEKTPA OINTHKOHEHPOMMEJIMUTA: 5
AUATHOCTHKA H JIEMEHHE, OI1bIT RKJIIMHHYECKHX HABJIFOAEHHH

Pesiome

3aboaeBaHUe crieKTpa onTukoHeripoMueauTta (COHM) — cOBOKYITHOCTB PACCTPOUCTB IIleHTPAAbBHOM HEPBHOM CUCTEMBI
BOCIIAAUTEABHOU U, HanOoAee BePOSITHO, @y TOMMMYHHOM IIPUPOABL, C PeIIUAUBUPYIOIINM, MHBAAUAU3UPYIOIIUM TeUeHUEM
¥ IPEeUMYIIeCTBeHHBIM ITIopa’keHrneM 3PUTEABHBIX HEPBOB, CIIUMHHOI'O MO3Ta ¥ CTBOAA TOAOBHOTO MO3ra. BeIAeAeHEBI ABa Ba-
puaHTa 3ab6oreBaHug COHM: cepOIO3UTUBHEIN 110 @aHTUTEAAM K aKBanopuHy-4 (AQP4-IgG) u cepoHeraTuBHBIN, KOTOPBINU
oTMedaeTcs B 25 % cayudaeB. [IpuBepeHBI COBpeMeHHbBIe IIPEACTaBACHUST O AQHHOM aTOAOTUM, IPEACTaBACH COOCTBEHHBIN
OIIBIT KAMHUYECKUX HAaOAIOA€HHM MallueHTOB.
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NEUROMYELITIS OPTICA SPECTRUM DISORDERS: DIAGNOSIS
AND TREATMENT, THE EXPERIENCE OF CLINICAL OBSERVATIONS

Summary

Neuromyelitis optica spectrum disorder (NMOSD) is an aggregate of inflammatory and autoimmune disorders of the
central nervous system characterized by recurrent, disabling clinical course and damages predominantly targeting optic
nerves, brain stem and spinal cord. NMOSD is stratified into two types: seropositive for aquaporin-4 antibodies (AQP4-1gG)
and seronegative, which isreported in 25 % of cases. This article presents modern conceptualizations of NMOSD and describes
authors' own experience of clinical observation of patients.
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BBEAEHHE 2004 r. B cBIBOPOTKE KpoBU 00ABHBIX OHM He ObiAn
Ontukoneripomuernut (OHM) — Tsaxenroe Xxpo-  obuapyskensl AQP4-IgG — aHTHTeAa K aKBAIOPUHY-4
HUYeCKOe 3a00AeBaHre, KOTOpoe U3BeCTHO ¢ 1894 1.  (AQP4) — 6eAKy, KOTOPBIH 06pa3yeT BOAHBIE KAHAABI
[1, 2]. Aoaroe Bpemsi OHM paccMaTpuBancsi KaK B HOKKAX OTPOCTKOB aCTPOIIUTOB. AAHHOE OTKPBITHE
ocobasa dopmMa paccessHHOro ckaeposa (PC), moka B cmoco6CTBOBAAO ONTPEACASHUIO TTaToTeHesa 3a6oae-
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BaHUS U TTO3BOAUAO BhIAeAuTh OHM Kak camocTos-
TeABHYIO0 HO30A0TUUECKYI0 epuHUIy |3, 4]. OCHOBHEBIE
KAMHHYecKHue cMHAPOMEI Ipu OHM — penyuausupy-
Iollle OAHO- UAU ABYCTOPOHHME HEBPUTHI 3PUTEAD-
Horo Hepsa (H3H) u penuauBupyromue MUEAUTHI.
OpAHAKO KAMHUYECKHEe IIPOSIBA€HNS, AaCCOIUMPOBAH-
uble ¢ AQP4-1gG, ne orpannyensl OHM. B MmupoBoi
AWTEpaType OIMHUCAaHBI CTBOAOBBIE CUMIITOMBI, TUTIOTA-
AAMUYECKUN CUHAPOM, IIPU3HAKU TOPa’keHUs ITOAY-
LIaPUM TOAOBHOTO MO3ra [, 6]. AAst 0003HaUeHNs BCel
COBOKYITHOCTH PAaCcCTPOMCTB IIeHTPAaABHOM HEPBHOM
cucteMel (LIHC), acconunpoBannubix ¢ AQP4-1gG u
UMEIOIINX XapaKTepHbIe KAMHUKO-PAAMOAOTHIECKIE
NIPOSIBAEHMSI, OBIA IIPEANOSKEH TEPMUH «3a00AeBaHNe
crnekTpa onTukoHerpomueanTta» (COHM). I'Tpu aTom
OHM cTaau paccMaTpuBaTh KakK OAUH M3 KAUHUYe-
CKUX CUHAPOMOB B coctabe COHM. B2015T., coraacHO
OOHOBAEHHBIM MeKAYHAPOAHBIM AMArHOCTUYECKUM
KPUTEPUSIM, BEIAGAEHBI CEPOIIO3UTUBHEIE U CEPOHEe-
ratusHble 0 AQP4-1gG popMer 3a6oreBarnss COHM
[#]. OTAMUUTEABHBIMY €TO0 KAUHUYEeCKUMU YepTaMu
SIBASIIOTCSI BLICOKAST BEPOSITHOCTD PEIIMANBOB, BHIPa-
KeHHOCTh HEBPOAOTHMYECKOTO Ae(PUIINTA B IEPUOA
000CTpeHus], IAOX0e BOCCTAHOBAEHUE HapyIIeHHBIX
(bYHKIINH TIOCAE PELIUANBA 1, KAK CAEACTBUE, TSKeAas
uHBarmAu3anus [8]. CpepHNM Bo3pacT Ae6ioTa 3a00-
AeBanmuga — oT 20 po 40 AeT [9]. OpHAKO BCTpEUaroTCs
CAy4Yau Hauana 3a00AeBaHUs B Bo3pacTe OT 3 A0 80 AeT
[10]. Kenmuusl coctaBAgioT 70 — 90 % 3ab0AeBIINX
[11]. Hauboaslasg yactoTa BcTpeuaemoctu COHM
HabAtopaeTcss B Maprtunuke (10,0/100 000), Aanuun
(4,4/100 000) m CLLIA (3,9/100 000) [12]. OTHOAOTHS
3aboneBaHMs HescHa. CeMelHbIe CAyYau COCTaBASIOT
OKOAO 3 % OT o0111ero uncaa 00AbHEIX [13]. OT™meue-
HO coyeTaHue dKcmpeccuu reHoB HLADRB1*0301 n
HLADRB1703 ¢ yBeAWYeHMEeM pUCKa Pa3BUTHS 3a-
o6oaeBarusgs COHM [14]. ITo AaHHBEIM AUTEPATYPEL, ¥
20 — 30 % marnueHToB ¢ 3aboareBanreM COHM 0Onian
OOHApy’>KeHBI TaKue ayTOMMMYHHBIE 3a00A€BaHU,
KaK MMACTeHUs, CUCTEMHasI KpaCHast BOAUQHKA, CUHA-
poMm lllerpena, ayTOUMMYHHBIU TUPEOUAUT U IIEAMA-
kud [15]. Coobianrock, uTo y 4 — 5 % 6oabHEIX COHM
HaOAIOAQAWCH 3A0KQYeCTBEHHbBIE OITYXOAU MOAOYHBIX
Kenes, AeTKUX, MaTKH, IIUTOBUAHOM KEeAe3bl, CEMU-
HOMaQ, TepaToMa SUYHMKa, apeHoMa runodusa [16].

I[NTATOI'EHE3

[TaTorene3 3aboAeBaHUsA IIOAHOCTBIO He SICEH.
B 1994 r. B LIHC ObIA OOHapysKeH BOAHBIM KaHaA
AQP4 [17]. AQP4, k KoTopoMy O0OpPa3yrOTCS aHTHU-
Teaa 1ipu 3ab6oreBaHu COHM, moppaeps>RKuBaeT BOA-
HBIM TOMEOCTa3 U Y4acCTBYyeT B IIpoleccax O0Oy4yeHns
U IaMATH, MUT'paIiuy acTpoliuToB [18]. HauboarIas
skcnpeccuss AQP4 oTMeueHa B CHUHHOM MO3Te, 3pH-
TeAbHBIX HepBax, area postrema, CTBOA€ TOAOBHOI'O
MO3Ta, TUIIoTaraMyce, IEPUBEHTPUKYASIPHOH, Ilepu-
U cyOs3neHAUMaABHBIX 30HaxX. Bae ITHC AQP4 Gbin
OOHapy’>XKeH B COOUPATEABHBIX KaHAABIIAX [TOYEK, Ha
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TIapreTaAbHBIX KAETKaX JKeAYAKQ, Ha SNTUTeANAaAbHBIX
KAETKaX CAU3UCTBIX 000AOUEK OPOHXOB, B CKEAETHBIX
meinax [17]. HemssectHo, moueMy pyHkIug AQP4
B IIepu(eprUUeCcKUX OpraHax He CTpapaeT Ipu 3a0o0-
aeBannu COHM. OpHOM M3 IPUYUH MOJKET OBITH
oTcyTrcTBue 6eakoB CD46, CD55, CD59 Ha HOXKKax
OTPOCTKOB acTporuToB B LIHC, KOTOpEIE TOAQBASIIOT
AKTUBHOCTH KOMIIAEMEHTQ, 1 HAAMYIME AQHHBIX OEAKOB
Ha MeMOpaHax IPakKTUYeCKU BCeX OCTAABHBIX KAETOK
opranmusma [19]. AQP4-IgG cuHTe3upyOTCS IAa3MO-
oaactamu BHe LIHC 1 mpoHUKAIOT Uepe3 reMaTOIHIle-
danrnueckuii 6apbep (I'OB) B pe3yabTaTe BepoOATHOTO
€ro IMOBPEeRKAEHUS UAU AOKAABHOT'O U3MeHeHUd IIPOo-
"uttaemoctu [20, 21]. CeaswiBasick c AQP4, AQP4-1gG
BBI3BIBAIOT KOMIIAEMEHT3aBUCUMYIO ITUTOTOKCHY-
HOCTB [22]. ITpoucxopgaT aKTUBALUS KOMIIAEMeHTa
U IIOBPEXXAEHUE acTpouuToB. [IpeobrapaeT nepusa-
ckyadapHoe HakonaeHrne AQP4-IgG u KOMIIOHEHTOB
KOMIIAeMEeHTa. B ouar nopa>keHus MUTPUPYIOT Hel-
POMUAEL 303MHOMPUABI U MAKPODATH C ITIOCAEAYIOIIEN
AeTPaHyASIIeld U BEIAeA€HHEM CBOOOAHBIX pajprKa-
AOB. ACTPOIIUTEL B o4are nopakeHus repsaoT AQPA4.
OTO IPUBOAUT K HEKPO3Y aCTPOIIUTOB, Pa3BUBAETCSA
BTOPUYHAS AeMHUEAMHU3AIIUs, aKCOHAaAbHAs AereHe-
panus U HeKpo3 HEMPOHOB, YTO OOBICHIET IIA0X0e
BOCCTAHOBAEHUE YTPaUeHHBIX (DyHKIIMH y IallIeHTOB
ocAae o0oCTpeHUM 3a0oAeBaHud [23, 24].

KJIHHU4YECKHE OCOBEHHOCTH

Cpeau nariueHToB ¢ 3a6oaeBanneM COHM y 90 %
OTMeuaeTCs pelupAuBuUpYyIolee TeueHue, ay 10 % —
MoHoda3Hoe. CUMITOMEI 3a00AeBaHNS Pa3BUBAIOTCSI
OCTPO, YaCTO HOCSIT BEIPa’KEHHBIN XapaKTep U IIPUBO-
AAT K MHBAAUAM3AIINHY [IAITUEHTa, HEPEAKO yKe IIOCAe
TIepBOTO KAMHUYECKOTO NposgBAeHNI. KAnHmueckue
nposiBaeauss COHM npeacTaBAeHBI 6 OCHOBHBIMU
CUHApPOMaMH: HeBPHUT 3puTeAabHOro Hepna (H3H),
OCTpPBIN nTonepeuHbl MueAuT (ITM), cuApOM HTOpa-
>KeHUs area postrema, OCTPBIN CTBOAOBOM CHHAPOM,
OCTPBIY I'MIIOTAAAMUYECKUU U [[epeOpParbHBINA CUHA-
poMElI ¢ xapakTepHoi MPT-kaptunoii. H3H mMoskeT
OBITb OAHOCTOPOHHUM AU ABYCTOPOHHUM, TSKEAOMN
CTeIleHM BBIPa’KEeHHOCTH, C HEIIOAHBIM BOCCTAHOBAE-
HueM (PYHKIINHN TocAe obocTpenud [25]. [IM xapak-
TepU3yeTcs TSI’KEeABIMH, Yallle AByCTOPOHHUMHU, ABU-
raTeAbHBIMU, YYBCTBUTEABHBIMM U BereTaTUBHBIMU
HapyureHusMu. CHHAPOM IOpa’keHUs area postrema,
KOTOPBIN BCTpeuyaeTca y 16 — 43 % OOABHBIX, pa3BU-
BaeTCcd IpU MOopakeHUH PBOTHOTO IIeHTPa B 00AACTU
AHA 4eTBEPTOTO JKEeAYAOUYKA M XapaKTePU3yeTCs I10-
CTOSTHHOM HEeYKPOTUMOU UKOTOM, TOITHOTON U PBOTOM
[7]. TTatmmeHTHI ¢ AQHHBIM KAMHUYECKUM ITPOSIBACHUEM
HEPEAKO AO TOCTAaHOBKYU AMATHO3a IIEePBUYHO T'OCIIN-
TAAM3UPYIOTCS B CTAIIOHAP XUPYPTUUECKOI'0 UAU Te-
paneBTudeckoro npoduAsi. OCTpbI CTBOAOBOU CHUH-
APOM, KOTOPBIM BCTpedaeTcay 31 % arueHToB, MOJKeT
MIPOABAATHCS AUIIAONMEHN, TIOTEPEU CAYXa, Iape30M
AUIIEBOTO HEpPBa, CHUCTEMHBIM TOAOBOKPY KeHUEM,
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HeBpaATHel TPOMHUYHOTO HepBa U NOTepel BKyca
[27]. Tak>ke MO>KeT BCTpeuaThCSI OCTPBIN IMIIOTaAA-
MHUYECKUM CUHAPOM, IIPOSIBASIOIINNCSA HAPKOAEIICHEH,
TUIIOTEPMUEHN, TUTIEPCOMHMEN, TUIOTEH3UEMN, CUMIITO-
MaMM HeCcaxapHOI'o AUa0eTa, TMIIEPIIPOAAKTUHEMUEN CO
BTOPUYHOM aMeHOopeelr U rarakTopeei, a TakyKe pas-
AUYHBIMU U3MEeHeHUsIMU IToBeAeHud [28, 29]. AaHHbIe
KAVHHYECKHe MPOSIBACHUSA AOAKHBI ITIOATBEPIKAATHCSI
crnenuduueckor MPT-KapTUHON ITIOpa’KeHUs T'UII0Ta-
AAMyCa, TarAaMyCa UAU IIePU3TIIEHAUMAABHOM OOAACTH
TPETBLEro JKeAyAOUKa. LlepeOparbHBIN CHHAPOM MOJKET
TIPOSIBASITHCS YTHETEHNEM CO3HaHUS Pa3ANYHOM BhIpa-
>KeHHOCTY, TeMU- UAU TeTpariape3oM, AeeKTaMU IToAeH
3peHuUs U APYTUMH O4aroBBIMU CUMIITOMaMU B 3aBUCH-
MOCTH OT AOKaQAM3alUY O4ara NopakeHus [27]. AaHHbIe
KAMHUYECKHe IPOSIBAEHUS AOAKHBI COIIPOBOKAATECS
XapaKTepHbBIMU n3MeHeHUaIMU Ha MPT B Bupe Kpyti-
HBIX, CAMBAIOIINXCSI OAHO- MAU ABYCTOPOHHUX O4aros,
PaCIIONOKEHHBIX CYOKOPTUKAABHO UAM B OEAOM Be-
1IIeCTBe TOAOBHOTO MO3Ta, paClIpOCTPaHEeHHOro (0oAee
TIOAOBUHBI AAMHBI) TeTepOreHHOT'O ITOPayKeHU MO30AU-
CTOTO TeAQ, HOPAKEeHUI KOPTUKOCIIMHAABHBIX TPAKTOB
C BOBAeYeHNeM BHyTpPeHHeU KallCyAbl M HOJKEK MO3Ta.
Taxkke AAST AQHHOTO CMHAPOMAa XapaKTepPHBI pacipo-
CTpaHeHHbIe IepUdIIeHANMAaAbBHBIE OYary, HaKallAuBa-
IolFe KOHTPaCTHOe BelllecTBo [7].

AUATHOCTHKA

CoraacHO MeXXAYHapoAHBIM KpuTepuam 2015 r.,
HauBa’kKHellllee 3HaueHNe B AMAaTHOCTUKe 3a00AeBa-
Husg COHM oTBoAUTCSI AaOOPATOPHON AMAarHOCTHUKE.
CrnenuduYHOCTh U YYBCTBUTEABHOCTh METOAUK OIl-
peaerenus AQP4-IgG B CBIBOPOTKe KPOBH, Oa3upy-
IOIIMXCS Ha BBIIBAECHUU QHTUTEA Ha KyAbType KAe-
TOK (aHTA. «cell-based assay»), coctaBaaroT 99 u 75 %
COOTBETCTBEHHO [4]. OTMeueHa IpsaMas KOPPeAdnus
MesRAY TuTpoM AQP4-1gG B KpoBU U pa3MepaMu oua-
TOB IIOPa’XeHU, TA)KECTBIO 3a00AeBaHUS U YaCTOTOU
obocTpenuii. Takyke, HE3aA0ATO AO OOOCTPEHUs, TUTP
AQP4-IgG B KpoBU MOJKeT HOBHIIIATLECS [29]. Onu-
caHbl caydau ooHapyskeHusa AQP4-IgG B KpoBu na-
IIMEHTOB 3a AECATKU AeT A0 Pa3BUTHS KAMHUYECKUX
npogsaernrt COHM [30]. Takke onmcaHbl CAydYau
KOHBePCUM cepoHeraTuBHBIX cAydaes COHM B cepo-
TIO3UTUBHBIE, YTO CBUAETEABCTBYET O HEOOXOANMOCTH
MHOTOKPATHOI'O OIIPeAeAeHUsT UAU AMHAMHYeCKOTO
KOoHTpoAsl ypoBHSI AQP4-IgG npu mopo3peHUuM Ha
COHM [31]. CorracHO KpUTEepUSM AMATHOCTHUKU
COHM 2015 r., BEIAGAEHBI CepOHeTaTUBHEIE U Cepo-
no3uTuBHBIEe 10 Haanuuio AQP4-IgG dpopMel 3a00ne-
BaHU4 [7]. AAS AMATHOCTHUKU CEPOTIO3UTUBHOU (DOPMBI
HeOOXOAMMO HaAWYHE Y ITAIJUeHTa IIPOSIBACHUU AF00O-
TO U3 OCHOBHBIX CHHAPOMOB M TPUCYTCTBUE B KPOBU
AQP4-1gG. I'pu orcyrctBum AQP4-1gG B CEIBOPOT-
Ke KpOBU HEOOXOAUMO Haanuue 2 u 0oAee OCHOBHBIX
CHUHAPOMOB, OAHUM U3 KOTOPBIX 00513aTEABHO AOAKEH
oviTh H3H, TIM 1AM CMHAPOM HOpa>keHus area pos-
trema. O0A3aTeABHO HaAMYME Y BCEX CUHAPOMOB CO-

otBeTcTBYIOIer MPT-kapTtunbsl. MPT-kaptuaa H3H
IIpeACTaBA€HA F’MIIePUHTEHCUBHBIMHY Ha T2-B3BellleH-
HOM n3odpaxenuu (T2BM) ouaramu, nopaskaroyuMu
OOAee TOAOBUHBI AAMHBI 3pUTEABHOTO HepBa UAY 3PU-
TEeABHBIU IIEPEKPEeCT, UAU OTCYTCTBUEM U3MEHEHUU
Ha MPT. ITpOoTS>KEeHHOCTH ITIONIEPEeYHOr0 MUEANTA Ha
MPT p0ASKHA COCTAaBAATDL 3 1 O0OA€e cerMeHTa CIIMHHO-
ro MO3Ta (IPOAOABHO PacIpOCTPaHeHHBIN IToNeped-
gbeii MueAutT ([TPTIM)), a ouar nopa>keHus: AOAKeH
pacnoAaraTbCs OOABIIEN YaCTHIO [IEHTPOMEAYAAIPHO
1 HaKalIAMBaTh KOHTPACTHOE BellleCcTBO. [ Ipy nopake-
HUM area posirema Ha MPT onpepenstoTcst ouaroBble
U3MeHEeHUsI B AOP3aAbHBIX OTAEAAX IIPOAOATOBATO-
ro MO3Ta MAW OdYary, rpaHuYalliyie C BePXHUM IIel-
HBIM OTAEAOM CIIMHHOTO MO3ra, FTUIIePUHTEHCUBHBIE
B T2-BU. CuHApOM MOpaskeHus CTBOAA MO3Ta AOAKEH
CONPOBOXAATECI MPT-KapTUHOU TOpa>keHUs Iepu-
3IEeHAUMAABHOM 00AACTH YeTBEPTOT0 JKEAYAOUKA [7].

AUPPEPEHLHMAJIbHBIH AUATHO3

CoraacHO pA@HHBIM AUTepartypsl [32], 29 % nanuen-
TOB ¢ 3ab6oaeBanreM COHM ommbOoYHO yCTaHaBAU-
BaeTCs AMarHo3 paccestHHOTo ckaepo3a (PC). Audde-
PEHIIMAaABHBIM AMATHO3 MEJKAY 9TUMU 3a00AEBaHUS-
MU Hamboaee TPYAEH M Ba’KeH, TaK KaK HEKOTOPhIe
IIpenaparTsl, IpuMeHsieMble pAad AeueHnsd PC, a umeH-
Ho — Uatepdepon-f, Hatarnsymab, AremMTy3ymas
u OunroruMop, — yxyauatT Teduenne COHM [33].
3HAUUTEeAbHBIE CAO’KHOCTU BO3HMKAIOT, KOTAQ B Ae-
OroTe 3a00AeBaHUS IPUCYTCTBYeT CMHAPOM MUEAO-
natum, a AQP4-IgG B CBIBOPOTKE He OIIPEAEASTIOTCS.
K mpusnakaM, KOTOpble XxapakTepHbI Aas PC, MOKHO
OTHeCTH OOAee IIOAHOe BOCCTAaHOBAeHHE (DYHKIIUMI
IIocAe 00OCTpeHUl, Iporpeccupylolliee TeueHue 6e3
oboctpennii. Pazanyaerca u MPT-kaptuna 3aboae-
BaHuk. Tak, npu PC B CIMHHOM MO3T€e OTIPEAECASTIOTCS
€AVMHNYHbIE AU MHO>KeCTBEHHbIe 04ary, MPOTsKeH-
HOCTBIO 1 — 2 II0O3BOHOYHBIX CETMEHTa, PaCIOAOKEH-
HbIe B O€AOM BellleCTBe 3aAHUX 1 OOKOBBIX KaHaTHUKOB,
KOTOpPBIe OOBIYHO He PACIIPOCTPAHSIIOTCS Ha IIeHTPaAb-
HBIE OTAEABI ITollepeyHuKa (puc. 1). I'Ipu 3a6oareBaHmU
COHM na MPT ouar monepeyHOro MUEAUTa UMeeT,
KaK IIPaBUAO, TIPOTSPKEHHOCTb 3 U OOAee CerMeHTa,
MO>KeT PacIpOCTPAHATLCS Ha CTBOA TOAOBHOTO MO3T4Q,
XapaKTepU3yeTCs IPU3HAKaMU BEIPA’)KEHHOTO OTEKa,
PaCIOAOKEH IEHTPOMEAYAASIPHO, 3aIllOAHIeT Ooaee
IIOAOBUHEI ITOTIEpeYHMKA CIIMHHOTO Mo3ra [ 7] (puc. 2).
HaMPT roarosroro mosra ripu PC BEIIBAIIOTCS MHOYKE-
CTBEHHBIE 0Yary, paClOAOKEeHHbIe JOKCTaKOPTHUKaAb-
HO, IEPUBEHTPUKYASIPHO, NHPPATEHTOPHUAABHO, TIEP-
MIEHAUKYASIPHO IO OTHOUIEHUIO K MO3OAUCTOMY TEAY
(puc. 3). I'Tpu 3a6oreBannu COHM na MPT roroBHOTO
MO3Tra U3MeHeHUN MOKeT He OBITh UAM OOHAPY>KUBAIOT
BBICOKOCTIEITU(UYHBIE IPHU3HAKH IIepeOparbHOTO TI0-
paskenus. Harrpumep, mpy cCHHAPOME ITOpaskeHus ared
postrema BEIIBASIIOT KapTUHY IOPayKeHUs AOP3aAbHBIX
OTAEAOB IIPOAOATOBATOIO MO3ra B OOAACTH AHA YeTBep-
TOTO JKeAyAOuKa (puc. 4). OAMTOKAOHAABHEIE aHTHUTEAA

9



Iusens B. A. u gp. / Yuennie 3anucku CII6I'MY um. akag. 1. I1. I[TaBroa T. XXV Ne 3 (2018) C. 7—13

ILW= 1360 L

Puc. 1. MPT e iHoro oTaeAa
MMO3BOHOYHUKA U CIIUHHOT'O
MO3ra, CaruTTaAbHasI IPOEKITNS,
T2-BU: MHO>KeCTBEeHHBIE OUaru
TUIIePUHTEHCUBHOTO CUT'HA-
AQ, PacIOAOKEeHHbIE B 6@A0M
BelecTBe CIIMHHOTO MO3T4q,
NPOTS)KEHHOCTHIO 1 — 2 03BO-
HOYHBIX CerMeHTa
Fig. 1. Sagittal T2WI MRI
of the cervical spine: multiple
hyperdense spinal cord lesions,
extending over 1 — 2 vertebral
segments

Puc. 2. MPT mieriHoro otae-
Ad MMO3BOHOYHUKA 1 CITUH-
HOT'O MO3Ta, CaruTTaAbHAasT

npoektys, T2-BU: nienTpo-
MEAYANSTHBIN ovar, poTsi-
JKEHHOCTBIO 9 CeTMEeHTOB,

COIIPOBOYKAQIOTITUHCS
BBIP@’KEHHBIM OTEKOM
CIIMHHOT'O MO3Ta

Fig. 2. Sagittal T2ZWI MRI of
the cervical spine: central/
gray matter lesion extending
over 9 vertebral segments
accompanied by marked
edema of the spinal cord

B AMKBOPE, KOTOPBIe 0OOHAPY>KUBAKOTCS TPUOAU3UTEND-
HOy 80 % nanuenToB ¢ PC, BctpevatoTcany 15—20 %
o6oapHBIX cO COHM.

[MTomuMmo PC, HeoOX0AUMO TPOBEAeHUE TIIaTeAb-
HOro AudepeHnarbHOrO AMArHO3a C OCTPBIM AUC-
CEMUHUPOBAHHEIM 3HIledaroMuerutom (OADM),
CapKOUA030M HEPBHOM CUCTEMBI, BACKYAUTAMH C I10-
pakenueM [JTHC, ayTonMMyHHBIMH SHIIe(PAAUTAMY,
anMmpomort LTHC u HeKoTOpBIMU MHAEKITUOHHBIMU
3aboaeBanuamu (BUY, cuduanc, kaelieBo sHIileda-
AUT, HEUPOOOPEAAUO3).

OnpepereHbl CIelMaAbHbIe «CUMITOMBI HaCTO-
PO>KEHHOCTH», HaAWYMe KOTOPBIX He XapaKTepHO
a1 COHM. HampuMep, K HUM OTHOCST CKOPOCTH
PasBUTHUSA CUMITOMOB OOOCTPEHUS MeHee 4eM 3a 4 4
(HE0OX0AMMO NCKAIOUeHHE 3a00AeBaHNI COCYANCTO-
ro reHes3a) U HelIpephIBHOE YXYAIIIeHUe COCTOSTHUS B
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TedeHHe Mecsla u 6oAee C MOMeHTa IIepPBOM aTaKku
(He0OXOAMMO TIIIAaTEABHOE NCKAIOUEHHE CAapPKOKA03a
HEePBHOM CUCTEMBI UAY 3A0KaYeCTBEHHOT'0 00pa3oBa-
ausa LIHC) [7].

AOTNOJIHHUTEJIbHBIE JIABOPATOPHBIE
MAPKEPDI

Y 21 % G0ABHBIX, cepOoHeraTuBHEIX 110 AQP4-1gG,
B KPOBM BBIIBASIOTCS @HTHUTEAA K TAMKOIPOTEHHY
oauropeHaponurapaoro mmeanHa (MOG-AT), ko-
TOPBIM paclioraraeTcsl Ha Hapy>KHOU OBEPXHOCTH
MUEAMHOBOM OOOAOUKU. XapaKTepHBIMU OCOOEeH-
"HocTamu COHM npu Haanuum MOG-AT gaBagrorca
Ae0I0T B OOAee MOAOAOM BO3pacTe, MeHbIIas yacToTa
o0ocTpeHUU M OOAee IMOAHOE BOCCTAHOBAEHUE He-
BPOAOTUYECKOTO0 AepUITUTa TTOCAe 00ocTpeHus [34].
HekoTopble aBTOpBL OTMeUYaroT IIpeoOAapaHue Cpe-
AU OOABHBEIX MY>KUMH [35]. KanMHUYecKu y ceponosu-
TUBHBIX 10 MOG-AT nanueHToB yallle HaOAIOAAeTCs
aBycroporHuii H3H, a takke I'TPTIM B rpypHOM 1M
TOSICHUYHOM OTAEeAaX CIIMHHOTO Mo3ra. [lopaskeHue
MOAYIIAPUM TOAOBHOT'O MO3ra, CTBOAA MO3ra U ILIeu-
HOT'O OTAeAa CHMHHOI'O MO3Ta MeHee XapaKTePHO AN
AaHHOM rpynns! nanueHToB. MOG-AT Tak>ke 0OHa-
PY’KeHBI y HeKOTOPBIX 00ABHEIX ¢ PC 1 OASOM [36].

JIEYEHHE

B Hacroguiee BpeMs HeT OOLIENPUHATHIX CTaH-
AApTOB Io Tepanuu 3aboreBaHny COHM wus-3a oT-
CYTCTBUS 3aKOHUEHHBIX ABOMHBIX IAAILEOOKOHTPO-
AVPYEMBIX PAaHAOMU3UPOBAHHBIX KAWHUYECKUX WC-
caepoBaHui. [IpenapaToM BeIOOpa AN KyIIUPOBAHUS
oboctpenus 3aboreBanugs COHM sasagercsa MeTua-
IpepAHN30A0H B A03e 1000 M BHYTPHUBEHHO KalleAb-
HO | pa3 B CYTKH B TedeHUe 5 AHel. B cayuae oTcyT-
CTBUSA OTBETa Ha TEPAIMIO IIPOBOAAT 5 — 7 IIPOLEAYP
naasMadepesa [37]. DKCIepThl YCAOBHO IIPEAAATAIOT
BBIAGAITH ABE AMHHUU Tepaluu AAS ITPOPUAAKTUKU
oboctpenuii [33]. K npenapaTtaM IepBol AUHUU OT-
HOCAT A3aTHONPHUH (2,5 MI/KI' B AeHb), PuTykcumad
(Ha3HavaeTca AMOO B BUAe 2 nH(py3uti o 1000 Mr kask-
AQsl C UHTepBaAOM B 14 pneir, am6o 375 mr/m? 1 pa3 B
HEAEAIO B TeueHUe 4 HeAeAb C TOBTOPHBLIM BBEACHUEM
yepe3 6 — 9 MecdlleB UAM 110 BOCCTAHOBAEHHIO YPOB-
HA CD19 + -aumdonuros) u MukodeHoraTa MO EeTHA
(750 — 1500 Mr 2 pa3a B AeHb). TaK Kak MOAHBIN 3 eKT
A3zatnonpuHa 1 MukodeHoaaTa MOeTHAa pa3BUBa-
eTcsi B TeueHue 6 MecsIeB, pPEKOMEeHAYeTCs IPUMEHSITh
IMpeannzoroH B Ao3e 30 — 60 MT B A€Hb B 9TOT ITIEPUOA,
BpeMeHH. Bropasi AMHMS IpenapaToB IIpeACTaBAeHa
MetoTpekcaToM (15—25Mr B HepeAto) U TOIUAM3-
yMaboM (8 Mr/Kr Kakpble 4 HepeAr). MUTOKCAaHTPOH
(12 Mr/m? RaXrpbIe 3 MecsiTia AO MAaKCUMAABHOM KyMyAs-
TUBHOM A03BI 140 Mr/M?%) peKOMEeHAOBAH KaK Teparus
pe3epBa, UCIIOAB3YeTC IPU He3(P(HEKTUBHOCTU ABYX
1 60Aee IIpenapaToB, U3-3a BEIPA’KEHHBIX TOOOYHBIX
peaknuil B BUAe KapAMOMUOIIATUM U AelKo3a. B Ha-
CTOSIITUA MOMEHT ITPOBOASITCS KAMHWYECKHUE UCCAe-
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Puc. 3. MPT ronoBHOro Mo3ra, carutrajibHast IPOCKIHs, PEXKUM
FLAIR: MHOXECTBEHHBIEC OUard JIeMUCIUHU3AINN B JIOOHOM,
TEMEHHOH ¥ 3aThUTOYHON JIOJISIX, PACTIONOKEHHBIE FOKCTAKOPTHKAIBHO,
MIEPUBEHTPUKYIISIPHO U MEPHEHIUKYISPHO O OTHOLICHUIO

K MO30JIMCTOMY Ty

Fig. 3. Sagittal fluid attenuated inversion recovery (FLAIR) MRI
of the brain: multiple demyelinating lesions in frontal, parietal
and occipital lobes, located juxtacortical, periventricular and

perpendicular to the corpus callosum

AOBAHUS MOHOKAOHAABHBIX @HTUTEA: OKyAu3dymada
(xk C5-KOMIIOHEHTY KOMIIAeMeHTa), AKBallopuHyMaba
(x AQP4-1IgG), SA237 (K peLjenITOPy UHTEPAECHKHUHA-0)
1 MEDI-557 (k CD-19-auTureny aumdgoriuros) [33,38].

RJIMHHYECKHUH OMNbIT KAPEAPHI
HEBPOJIOI'HH H HEBPOJIOI'HYECKOI'O
OTAEJIEHHA N° 1 HHH HEBPOJIOI'MH
TCI16I'MY um. H. I1. [IABJIOBA

B AHAITHOCTHKE 3ABOJIEBAHHA COHM

B nepuop c 2013 mo 2017 r. corpyaHuKamu Kadea-
PBI HEBPOAOTMU ¥ HEBPOAOTHUECKOTO OTAeAeHna Ne 1
HWU nespororuu ITCTI6GIMY um. U. T1. [TaBrOBa AU-
arHo3 COHM ObIn yCTQHOBAEH M HOATBepP KAeH 20
nanuenTaMm. >KeHiuHbl cocTaBUAU 90 % OOABLHEBIX.
Meaunana Bo3pacTa pe0ioTa cocTtaBuaa 38 [26,5; 51,5]
AeT. B pebroTe 3a00AeBaHUSA CUMIITOMBI IIOIIEPEYHO-
ro MHUeAUTa HAOAIOAAAUCH Y 13 (65 %) manueHToB,
H3H — y 7 (35 %) nanueHTOB, CHHAPOM ITIOpa>keHus
area postrema — y 5 (25 %) nanueHToB. Y 6 (40 %) na-
IIMEHTOB ONIPEAEASIANCH CUMIITOMBI ITOPAa’KeHMS CTBO-
Aa Mmo3sra. Hu y opHOro narjueHTa He OBIAU BBIIBAEHEL
OCTPBIN TUIIOTAAAMUYECKUN U llepeOparbHBIU CHUH-
APOMBL. MearaHa AAMTEABHOCTH IIEPBOTO OOOCTPEHMS
cocTaBuAa 6 [2,5; 8] HepeAw. [Ipu olleHKe TSIXKeCTH
obocTpenuay 13 (65 %) 60ABHBIX B Ae0I0Te HAaOAIOAQ-
AOCH TsIKeAoe 00ocTpeHue, ay 6 (30 %) — obocTpeHue
CpeAHEeN CTelleHU BBIPa’KEeHHOCTHU. Y 79 % OOABHBIX
00OCTpeHUe pPerpecCUpOBaAO HEMOAHOCTBIO. Me-
AMaHa BpeMeHM A0 BTOPOTO OOOCTPEHUSI COCTaBHUAA
1[0,5; 1] rop. MepnaHa BpeMeHHU AO YCTaHOBAEHUS
AOCTOBEPHOTI'O AMarHo3a cocTtaBuia 3 [1; 4] ropa. Y 16
(80 %) obcaepyembix Obiau BhIIBAeHBI AQP4-IgG B

Puc. 4. MPT rojoBHOro Mo3ra, carutTrajibHas
npoexuus, T1-BU nocie BHyTpUBEHHOTO
KOHTPACTUPOBAHUS: OYar ATOJOTHYECKOro Ha-
KOIUIEHHsI KOHTPACTHOTO BELIECTBa B J0P3allb-
HOM OT/IeJI€ TIPOJOITOBaTOro MO3ra
C pacIpocTpaHEHHEM Ha ared postrema
Fig. 4. Sagittal TIWI MRI of the brainstem with
gandolinium: gandolinium enhancment lesion in
dorsal medulla with spread to area postrema

kpoBu. Takxke y 3 (15 %) OOABHBIX OTMEUYEHO HAAU-
Yyre COMYTCTBYIOIINUX ayTOUMMYHHBIX 3a00A€BaHUH,
TaKMX KaK MUACTEeHUs, CUCTeMHasi KpacHasl BOAYaHKa
U @yTOMMMYHHBIN TUPEOUAUT. BOABIIMHCTBO HaIu-
€HTOB IIPOAOAKAIOT AMHAMHUYecKoe HaOAIOAeHUe B
[ICII6I'MY um. M. I'l. TTaBAOBa, TOAYYAIOT IPOTUBO-
PELUAUBHYIO TEPAIIUIO.

[MTosiBAeHMe BBICOKOCHEIM(PUYHOTO AabOpPaATOP-
Horo mapkepa AQP4-IgG 1O3BOAMAO 3HAUUTEABHO
OOAETYUTh AMATHOCTUKY CEPOIIO3UTUBHBIX (POpM
3abonreBaHug COHM, onpepeAUTh 'PaHUIILL CIIEKT-
pa KAUHUYECKUX IIPOSIBACHUN U CO3AATh KPUTEPUU
AMATHOCTUKHU. AKTYaAbHBIM BOIIPOCOM OCTaeTCsd
CAO’KHOCTB yCTAHOBAEHUSI AMATHO3a CEPOHETaTUBHOMN
dopmsl 3a0oaeBanna COHM. Huskasg AOCTYIIHOCTE,
HeAOCTaTOYHAas TOUHOCTD 1 BBICOKAs CAOKHOCTD Me-
ToAOB oOHapyskeHHs MOG-AT TakKe 3aTPYAHSIOT
AMArHOCTUKY. He MeHee Ba’KHBIM OCTaeTCs BOIIPOC
HU3KON WHPOPMUPOBAHHOCTH Bpayvelr-HeBPOAOTOB
00 0COOEHHOCTAX KAMHUYECKOU KapTUHBL 3a00A€eBa-
"uga COHM.
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