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Babonesanus cnekmpa onmuxonespomuesuma (3COHM) npedcmasasiiom coboii pedkue, 8bi3viearouiie maxceayo UH8AAUOU3AYUI0 3A001e6aHUS UeH-
mpanvholi HepeHotl cucmemsl. OHU XapaKmepusylomes nepuooUHeckumMu, HenpeocKasyemblmu 000CmpeHUusIMU, KOMOopble RPUBOOSM K HAKONACHUIO He-
00pamumbix HeeposocuvecKux Hapywenuii. Hecmomps na cywecmeyrowue 6o3moxcrocmu ouaenocmuxu 3CHOM, 6 kaunuueckoii npaxmuke nocma-
HOBKA NPABUALHORO OUACHO3A MOXcem 8bl3bleamb croxcHocmu. Cospementvle onyuu mepanuu 3CHOM exarouaiom npenapamol, 6030eticmayoujue Ha
namoeeres 3a601e6anus, ¢ mom uucie uneubumopsi C5-KoMnoHeHma KoMnAeMeHma, Onvlm nPUMeHeHUs KOmopbiX NOKa 02panutet, 00HaKo onyonu-
K0BaHHble OAHHbIE KAUHUMECKUX UCCAe008AHUI OeMOHCMPUPYIOM 8bICOKYIO APeKmuUsHOCb SMUX nPenapamos npu npuemiemom npoguie bezonac-
Hocmu. B cmamve ompasicensl ocHogHble akmyanbHvle H00xo0sl k duaenocmuke u mepanuu 3CHOM.
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Neuromyelitis optic spectrum disorders (NMOSD) are rare, severely disabling diseases of the central nervous system. They are characterized by peri-
odic, unpredictable exacerbations that lead to an accumulation of irreversible neurologic damage. Despite existing possibilities for diagnosing NMOSD,
it can be difficult to make the correct diagnosis in clinical practice. Current treatment options for NMOSD include drugs that affect the pathogenesis of
the disease, including complement C5 inhibitors, with which experience is still limited, but published data from clinical trials demonstrate high efficacy
of these drugs with an acceptable safety profile. The article reviews the main current approaches to the diagnosis and treatment of NMOSD.
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3aboneBaHuUs crekTpa ONTUKOHEBPOMUEIUTA
(3COHM) — 3TO OTHOCUTEBHO PEIKUE XPOHUUYECKUE BOCIa-
JINTEJIbHBIE ayTOMMMYHHBIE 3a00JIeBaHUST IIEHTPAIbHOM HEPB-
Hoii cucteMbl (LITHC), xapaktepusytoniyuecs B TAITMYHBIX CJTyda-
SIX TIOBPEXIEHUEM 3pUTENIbHBIX HEPBOB M CIIMHHOIO MO3ra,
C HapacTaHMEM MHBaJIMAM3ALKU TTocie odocTtpenuii [1, 2]. Pac-
npoctpaHeHHocTh 3COHM B mupe BapbupyeT ot 0,1 10 5 ciy-
yaeB Ha 100 Teic. HaceneHus [3—35]. [IporHo3upyeMoe 4ynco mna-
mreHToB ¢ 3COHM B Poccun moxeT coctaBisith ot 660 mpu
HM3KOM CTeNeH! MPoruo3a 10 6179 npu BbICOKO# CTENeHU Mpo-
THO3a, YTO COOTBETCTBYET pacipocTpaHeHHocTH oT 0,45 no 4,21
Ha 100 Thic. HaceneHus [6]. CpeaHuit BO3pacT ae6G0Ta COCTaB-
qsgetr 30—40 ner [7], omHaKo Takke ObUIM 3aperMCTPUPOBAHBI
ciyyau pa3putust 3COHM B neTcKoM M IOXUIoM Bo3pacTte [8].

B 2004 r. B chiBopoTke KpoBu 0ojibHbIX 3COHM ObLn
naeHTUOUIMPOBaHb! crienuduYeckue Uil 3TOro 3a0o0eBaHUs
aHTUTEN1a — UMMYHor100yuHbI Kiacca G (IgG), koTophle celle-
KTUBHO CBSI3bIBaIOTCS ¢ akBanopuHoM-4 (AQP4) [9]. JlaHHbIe aH-
TUTEJIA MOTYT 0Opa30BBLIBATHCS TOJILKO Ha mepudepun. Tem He
MeHee MX KOHLIEHTpalus B LEepeOpOCIMHAIbHON XUIKOCTU
B 500 pa3 mpeBbIlIaeT KOHIIEHTPALIUIO B TUIa3Me, YTO CBUIETEIb-
cTByeT 0 crtocooHocTr AQP4-1gG mpoHMKaTh Yepe3 reMaTosHIIe-
panmueckuii 6aprep. K ToMy Xe naHHble aHTUTeNa He ObLIA 00-
Hapy>XeHbI B KPOBU MAIIEHTOB, CTPAJAIOIINX PACCESTHHBIM CKJIIe-
po3om (PC) u apyrumu ayTOMMMYHHbIMU 3a0ojieBaHusiMU. Oni-
Hako rpumepHo 40% mnanuentoB ¢ 3COHM cHavana HeBepHO
craButcst nuarHo3 PC [10]. Beissnenue AQP4-IgG npumepHo
y 70% naumentoB ¢ 3COHM mo3BoiniIo MpoaeMOHCTPUPOBATh
pa3HooOpa3ue crieKTpa 3ad0ieBaHUil, BbIACIUTh UX B CAMOCTOS -
TEeJIbHYIO HO30JIOTMYECKYIO €IUHULLY U Pa3leNuTh MallMeHTOB Ha
CEepOITO3UTUBHBIX U cepoHeraTuBHbBIX 1o AQP4 [11]. UMMyHona-
TOTEHETUYECKIE MEXaHU3Mbl CEPOHETaTUBHBIX CIydaeB reTepo-
TeHHBI ¥ HEOCTATOYHO M3y4deHbl. OMucaHbl Clydal KOHBEPCUU
cepoHeratuBHBIX ciaydaeB 3COHM B cepornosutuBHbie [12]. Ce-
poHeraTUBHOCTh 110 AQP4-1gG MoxeT ObITh 00YCITOBJIEHA Orpa-
HUYEHUSIMUA YYBCTBUTEILHOCTH JTAOOPATOPHBIX TECTOB, BBHITION-
HEeHMeM aHain3a B TIeproJ BHE 000CTPEHUS WK TTOCIe UMMYHO-
CcymnpeccuBHOM Tepanuu U razmadepesa [12]. O6cyxknaercs He-
00XOIMMOCTh TTOBTOPHOTO MCCJICIOBAHUS TIPU TTONO3PEHUN Ha
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3COHM B cityyae nepBoro oTpuiiaTeIbHOrO pedysbrara [12—14]
yepe3 3—6 Mec WK B Mepro1 060cTpeHUs (MIPY OTCYTCTBUM M-
MYHOCYIIPECCUBHOI WK INTIOKOKOPTUKOUIHOM Teparuu).
ITomumo AQP4-1gG npu gaHHOM 3a00J1€BaHUN TAKXKe MO-
JKeT MPOUCXOIUTh BbIpabOTKAa aHTUTEN, KOTOpPbIE MOBPEXIAIOT
MMEIMH-OJMTOACHAPOLIMTAPHbIN TraukonpoteuH (MOT), xots
B TOCJIeHEee BPeMsl MOSIBISIETCS] BCe OOJbLIE AOBOJOB B TMOJb3Y
BblIeJIeHUs] 3a00JieBaHUIi, CBA3aHHBIX ¢ aHTUTedaMu K MOI,
B OTIIEJIBHYIO HO30JI0THYeCcKYto enuHully [15]. Coobimanoch, 4yTo
MOT-IgG npucytcTByeT B oTpuiiateabHbIX 110 AQP4-IgG chiBo-
pPOTKax, OMHAKO Y 3TUX IMAlUEHTOB ObUI KIIMHUYECKU TTOATBEP-
ke auarHo3 3COHM [16]. TTpumMeuatesibHO, YTO ABOIHAsT MO-
JloxuTtesnbHas peakuus Kak Ha AQP4-1gG, tak u Ha MOTI'-1gG
BcTpevaercst KpaitHe penko (0,06%) [17] u y Bcex MaLMEeHTOB
C IBOMHOM MO3UTUBHOM peaklMeill OTMEYAIOTCSI BBICOKUE TUTPbI
AQP4-1gG u Huzkue Tutpsl MOTI'-1gG; Takum 00pa3om, KIIMHU-
YyecKue CUMNTOMBI ObUTU accouupoBaHbl ¢ AQP4-IgG-ceporio-
3utuBHBIM 3COHM. PanHue nccienoBaHus mokasaiu, 4to 00-
Jiee BBICOKAs YaCTOTa JBOMHOM MOJI0XUTEIbHOM peakiuu AQP4-
IgG nu MOTI'-IgG MoXeT UMeTb MECTO M3-3a HU3KO criermduy-
HOCTH MeTona BeisiBieHus [18]. B Hacrosiee Bpemst o0s3aTesb-
HBIM SIBJISIETCST UCTIONTb30BaHMe MeTozia BbisiBinenust AQP4-1gG Ha
TpaHCTeHHOU KyJIBType KieTok (cell-based assay) [5, 19, 20].
HemocratouHoe 3HaHMe BpadyaMy AUATHOCTUIECKUX KPU-
tepueB 3CHOM Hepenko NpUBOAUT K OIIMOOUYHBIM JAMATHO3aM
[10]. Bax#nyto posb npu yctaHoBiaeHuu nuarHoza 3COHM wurpa-
10T MHTepIIpeTaus 1 nuddepeHImaabHas TMarHocTrKa KIMHY -
YecKuX MposiBieHuit u nanHbix M PT, pe3ynbratos ceposnoruye-
ckux uccienoBanuii [21—23]. Tlpu PC Bo3MOXHO HapacTtaHue
WHBAIMIM3ALMKU BHEe 000oCcTpeHMit, Toraa Kak mpu 3COHM Ha-
KOTJIEHUE HEBPOJIOTUYeCcKOro AedrlinTa CBS3aHO B TIEPBYIO OUe-
penb ¢ obocTperusiMu [24]. MPT-kapTuHa opaxkeHus CIIMHHO-
ro mo3ra u 3puresbHoro Hepsa mpu PC u 3COHM pasnuuaetcs,
B yactHocTH, TIpu 3COHM ouaru Gosee MpoTsKeHHBIE (TpU
u Oojiee CETMEHTOB B CIIMHHOM MO3Te, OoJiee JIMHHBIE, Jalle
NIBYCTOPOHHUE OYaru B 3pUTETbHBIX HepBaX) U 00jee «SIpKue» 1o
MHTEHCUBHOCTHU Ha T2-B3BellIeHHbIX U300paKeHUsSIX U T. A. Kiu-
Huuecky teuyeHrne 3COHM 0GoJtee Tskenoe, Tak KaK Kaxkaoe ITo-
BTOPHOE TTOpakeHWe CITMHHOTO MO3Ta WM 3pUTETbHBIX HEPBOB
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TIPUBOIUT K Pe3KOMY HapacTaHWI0O WHBaIMAM3anuu (6e3 Tepa-
nmuu 62% TNaueHToB ObUTM (DYHKIIMOHATIBHO CIICTbI B TCUCHHE
5 net, a 50% mnanuMeHTOB 3aBUCEM OT MWHBAJIUIHOM KOJSICKU
[25]), moaTOMY MaToreHeTUYeCcKOe JeUeHUe HalpaBIeHO Ha pe-
NYTIpeXIeHEe MTOBTOPHbBIX O0OCTPEHUI yKe mocie aedrra 3a00-
JIeBaHUsI, T. €. IepBoro obocrpeHus [26]. HeBponornueckuii ne-
dunut yxe nocie neppoii ataku 3COHM cocrabiisieT B cpeiHeM
10 25% ot 0011Lero YpoBHsI MHBAIMAN3ALIMK B pe3yJbraTe 3a00-
neBaHus [27]. [lis 0OBEKTUBHOTO MOATBEPXKICHUSI M3MEHEHMI
B HEBPOJIOTMYECKOM CTaTyCe MCITOIb3ytoTcs PacimpeHHas mka-
na cratyca uHBanuausamuu (Expanded Disability Status Scale,
EDSS) [28] wm llkana ONTUKOCTMHAIBHBIX HapylIeHUN
(Opticospinal Impairment Scale, OSIS) [29, 30]. Ucnonb3oBa-
Hue mkaabl OSIS mo3BosisieT olleHUBaTh HapacTaHWe 3pUTENb-
HBIX, IBUTATEIbHBIX U CEHCOPHBIX HApYLIEHUI 1O CPaBHEHUIO
C MCXOIHBIM YPOBHEM; OHA IIPUMEHSIJIACh C ATOM 1IeJIbIO B KCCIIe-
JoBaHUM 9Kynau3zymaba y nauveHtoB ¢ 3COHM [31]. B cpennem
kaxnoe odoctpeHrne 3COHM npuBoauT K yBeIMUYeHUIO Oajuia
EDSS munumym Ha 1,0 [32, 33].

Takum obGpaszoM, matoreHeTuueckyw tepanuio 3COHM
clieyeT HauMHaTh HETTOCPEICTBEHHO ITOCIe TTOCTAHOBKHY JIMar-
HO3a, I € OCHOBHOI1 LIEJIbIO SABJISIETCS TIPEIYIIPEKAeHUE TIOCIe-
IYIOIIKNX OOOCTPEHMI, KOTOPhIE MOTYT NMPUBOIUTH K CYIIECT-
BEHHOMY HapacTaHWI0 MHBAIMINU3ALNKN 1 JaXe HOCUTD JKU3HE-
yrpoxatoiuit xapaxkrep [34, 35].

[lo HemaBHero BpeMEeHHU 3Ta Teparusl BKITIoUaia JIeKapcT-
BEHHBIC CpEJICTBA, Ha3HaYaeMble «BHE WHCTPYKLIUM IO MEIH-
LIMHCKOMY TpUMeHeHu0» (aHr. off-label), Takue Kak puTyKCcu-
Mab [36, 37], azatnonpuH [38], MmukodeHomata Mmobet [39],
ToumnausyMmad [40]. BolbIIMHCTBO J0KA3aTeNbCTB MPUMEHUMO-
¢t naHHbIX nipenapatoB rpu 3COHM npousonuio u3 HeOOoIb-
11X, HEKOHTPOJIMUPYEMbIX OMUCAHWIA TPYIIBI CydaeB, KIUHU-
YyecKMX HaOJMomeHuit M oO0CepBallMOHHBIX MCCIETOBaHUIA;
HE TIPUMEHSIJICS KaKOW-11M00 eNVHBbIM Au3aiiH MCcClie0OBaHUMA.
HenaBHo oIy6IMKoBaHbBI MO3UTHUBHBIC PE3YJIBTaThl MCITOJIB30-
Banust ipu 3COHM uHruburopa perienropa WHTepIeHKHA 6
carpanusymada [41, 42].

AKTUBAlASI CUCTEMBI KOMITJIEMEHTa SIBIISIETCSI BasKHBIM
NpUYMHHBIM (hakTopoM mnatoreHesa AQP4-IgG-cepono3uTus-
Horo 3COHM [43]. AQP4-1gG cBsi3bIBalOTCS ¢ BHEKJIETOUHBIMU
noMeHaMu AQP4 1 akTUBUPYIOT KJIaCCUUECKUI KacKa CUCTEMBbI
KOMIIJIEMEHTA, 3TO MPUBOAUT K OTJIOKEHUIO MEMOpaHOATaKYIO-
mero komruiekca (C5b-9) m BeicBoOOXneHHI0 CSa [44], uTo
BJIEYET 32 CO0OI MOBPEKICHUE aCTPOIIMTOB (aCTPOIIUTONATHIO).
Hapyiienne npoHuiiaeMocTu reMaTosHIedaTndecKoro dapbe-
pa, BocHaJleHWe, TOBPEXICHWE OJUTOACHIPOIIMTOB, MMEIMHA
W HEIPOHOB BO3HUKAIOT BTOPUYHO TTOC/IEC KIACCHMUECKOM aKTH-
BallMM CHUCTeMBbI KOMIUleMeHTa [44, 45]. KnuHudeckue maHHbIe
yKa3bIBaloT Ha ripucytcTBue C5a u C5b-9 B 1iepeOpocnHaaIbHOMN
>KUAKOCTU U CBIBOPOTKE KpoBU naiueHToB ¢ 3COHM, ux conep-
>KaHUe KOPPeMpPYyeT CO CTENeHbI0 MHBATMaU3auu [46, 47].

[TepBoii B MUpe MOJIEKYJION — MHTMOMTOPOM KOMILIEMEHTA
craj npenapat aKyausymado [31, 48]. B mae 2023 . B EBponeii-
CKOM COI03€ 3aperMcTpupoBaHa HOBas MOJEKyJda MHTUOUTOpa
KOMIUIEMEHTa — paByJIu3ymMad — Ui Teparu y B3pOCIbIX Mall-
entoB ¢ 3CHOM [49]. PaBynu3ymab — JIUTENbHO NEHCTBYIO-
W MHTUMOUTOP CUCTEMBl KOMIUIEMEHTA, KOTOPBIN ¢ BBICOKOIA
apOUHHOCTBIO CITeM(UIECKU CBA3BIBACTCS C OCJIKOM KOMILIE-
meHTa C5, TeM caMbIM MHTHOMpPYsd ero pacuieruieHne mo CSa
(mpoBocnanuTenbHBIN aHadmIaToKcuH) 1 CS5b (MHULIMUPYTOTAsT
cyObemMHUIIA TEPMUHAIBHOTO KOMIUIEKCAa KOMITJIEMEHTa
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[C5b-9]) u npenorBpaiiiasi o6pazoBaHue TEPMUHATBHOTO KOMII-
Jiekca KoMiiemeHTa C5b9 [O6nias xapakTepucTrka JeKapcTBeH-
Horo mpemrapata Ynaromupuc JITT-Ne(001862)-(PT'-RU)]. Oco-
GEHHOCTH (hapMaKOKMHETUKU U (DapMaKOIMHAMUKK pPaBYJIN3Y-
Maba oOyCJIOBJIEHbI MOAUMDUKALUSIMU MOJIEKYJIbl KYIu3ymaoa.
Ot MomubUKalMKU BKIIOYAIM JBE aMUHOKUCIOTHBIE 3aMEHbI,
MPOBEICHHBIE /LTSI COXPaHEHUST BBICOKOM ap(MHHOCTH CBSI3bIBa-
Hus ¢ C5 ipu pH 7,4 B KpoBU, HO AOITYCKAMOIIME TUCCOLIMAIINIO
C5 or pasynusymaba npu pH 6,0. Takxe ObLIM IIPOBEIEHBI
JIBE JTOTIOJIHUTEIbHBIC 3aMEHBI Ul yBeIWdeHUs] ah(@UHHOCTH
K HeoHaTaJlbHOMY Fc-pernienitopy, mpu 3ToM Bce YeThIpe MOTUMU-
Kalli{ TPUBEN K YCWJICHUIO PELIUPKYISLIUNA aHTUTE. DTO T03-
BOJIMJIO YBEJIMYUTDH TIPOJOJIKUTEIEHOCTh WHTMOUPOBAHUS Tep-
MUHATBHOTO KOMIUIEKCa KOMITJIEMEHTa, TAKUM 00pa3oM, Cpeli-
HMUIA TIEpUOI TTOJTYBBIBEIEHSI CTaJI 60jiee YeM B 4 pa3a BBIIIIE, YeM
y aKyJu3ymaba (rpumepHo 51,8 aHs), U3-3a JOMOJTHUTEILHOM
PELMPKYJISILIMU aHTUTE, CBSA3BIBAIOIIMX U HeTpauzytoux CS,
YTO IO3BOJISIET BBOAUTD paByInM3ymad Kaxabie 8 Hen [50].

DddexkTuBHOCT, U 0E30MaCHOCTh paByJiM3dymaba y ma-
uueHToB ¢ 3COHM u HanmnuueM antuten K AQP4 uzyvanuch
B OTKPBITOM MHOTOILIEHTpOBOM wucciaenoBaHuu I ¢aszsl
CHAMPION-NOMSD c¢ rpymmoii BHelrHero KoHTpous [51].
ITo pe3yabrataM TaHHOTO UCCICAOBAHKS, HU Y OMHOTO ITallueH-
Ta He BO3HUKIIO OOOCTPEHMSI B X0Ji¢ McCIeqoBaHus (84 malmeH-
TO-JIeT) B cpaBHeHUU ¢ 20 manueHTaMu B TPYIIIIe CPaBHEHWS
(49,6 mamuyeHTO-JIeT), 4To O3Hadajno 98,9% cHIXeHWEe pucKa
nmoBTopHoro oboctperus (p<0,0001). ¥ 89,7% nmanueHTOB, TO-
JIYYaBIIMX PaBYIM3yMad, He OTMEYaJoCh KIMHUYECKOTO YXYI-
weHus no mkajae EDSS. HaubGoiee yacTbiMU Cepbe3HBIMU HE-
JKeJIaTeJIbHBIMU SIBJICHUSIMM, KOTOPbIE BCTpeYaIUCh Oojiee 4yeM
y 10% mnanuenTtos, obtu: COVID-19 — y 24% narnyeHToB, ro-
JoBHast 60716 — y 24,1%, 6onb B criube — y 12,1%, aptpanrust —
y 10,3%, unbexims ModyeBbiBoasimx myteit — y 10,3% [51].
MeHUHTOKOKKOBas MH(MEKIMS ObliIa BBISBJICHA TOJIBKO y ABYX
MMaIlMEHTOB, MOJYYaBIINX PaByIM3ymMad (ITallMeHTHI OBUTM BaK-
LIMHAPOBAHbBI COTJIACHO TPOTOKOJY MCCEIOBAHUS; BaKHO OT-
METHUTb, YTO OIMH U3 TTALIMEHTOB TIOJIyJasl paByIu3yMad B KOM-
ouHauuu ¢ MukodeHomata MOoGEeTWIOM U TPEeIHU30JOHOM,
a Takke Teparnuio puTyKcumadbom B aHamHese). Ob0a mauueHTa
BbI3IOPOBEIM 0€3 MOCAeACTBUI; ONUH U3 HUX MTPOIOJIKIJ Tepa-
MU0 paByiu3ymaodom [51].

Takum oOpa3om, mpenapar paByau3ymMad IOATBEPAUI
¢BO10 3(GHEKTUBHOCTD U MPUEMJIEMbIi TTPO( UL 0€30MaCHOCTH
1 MOXeET B OyIyIlleM pacCMaTpUBAThCS KaK OILIMS Teparuu, mo-
3BOJISIIONIAs U30eKaTh 00ocTpeHui y maueHToB ¢ 3CHOM.

B HacTosIIee BpeMsi ocTaeTcsl MHOTO HEpEIIeHHBIX BO-
nmpocoB B guarHoctuke u tepanun 3CHOM B Poccuiickoii
Ddenepanun. OTCyTCTBUE HAaIlMOHAJIBHOUM 0a3bl JTaHHBIX II0
3CHOM He 1o3BoJisIeT B IMOJIHOM Mepe OLEHUTD AMUAEMUOJIO-
ruyeckyto curyauuto no 3CHOM. BeisiBaeHME MalMEeHTOB
¢ 3COHM 3arpyaHeHO BBUAY OOBEKTUBHBIX CJIOXHOCTEH MO-
CTaHOBKM JMarHo3a, Tak Kak OTCYTCTBYeT AOCTYI K MHdOpMa-
TUBHBIM TexHoJ0rusM BbisiBlieHUs1 AQP4-IgG, a ucrnosb3oBa-
HUE He CTAaHIAPTHU3MPOBAHHBIX METOAOB TMArHOCTUKHU U Hapy-
LIeHUE MPaBUJI MPOBEAECHUS TeCTa MPUBOISIT K JIOKHOOTPHIIA-
TeJbHBIM pe3yabTaTaM. [losiBleHMe M perucrpaumsi HOBBIX
TapreTHBIX MOJIEKYJ TTO3BOJISIT MAKCMMAaJIbHO OTIAUTh HACTY-
wieHue oboctpenuit mpu 3CHOM u, Kak pe3yabTaT, CHU3UTh
WHBAJIMIN3AIMI0 OOJIBHBIX C JaHHBIM 3a00JIcBaHUEM, COXpa-
HUB HOPMaJIbHOE KAa4eCTBO KU3HH, CBSI3aHHOE CO 3JI0POBBEM,
y 9TUX MaIUeHTOB.
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