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Neuromyelitis optica spectrum disorders (NMOSD) are a group of inflammatory diseases of the central nervous system characterized by episodes
of immune-mediated astrocytopathy, inflammatory demyelination and axonal damage, predominantly affecting the optic nerves and spinal
cord. Currently, there are several unresolved issues that make it difficult to provide medical care to patients with NMOSD. The objective of this
publication is to present the results of the work of the Russian experts panel, held in September 2022. The consensus council of experts adopted
the main definitions and terms for NMOSD, proposed a therapeutic algorithm fo prevent exacerbations in patients with NMOSD with serum IgG
antibodies to aquaporin-4 (AQP4-1gG).

The experts formulated profiles of patients with NMOSD to whom eculizumab may be recommended, and proposed a risk management plan dur-
ing the treatment with this drug. The experts worked out the next steps, which are necessary for the improvement of medical care for these patients:
development of unified electronic register of patients with NMOSD in the Russian Federation, development and approval of clinical guidelines.
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OntukoHeBpomueaut (OHM), M3BeCTHBIN Takxe Kak
0oJie3Hb JleBuka, — TsaXenoe UAMoNaTuYeckoe 1eMUEeTMHU3N-
pylolee 3a00jieBaHNe LEHTPaIbHOI HEPBHOI CUCTEMBI C TIpe-
MMYIIECTBEHHBIM MOPaXXeHUEM 3PUTETbHbIX HEPBOB U CIUH-
Horo Mo3sra [1]. TepmuH «3abo0yieBaHUSI CIIEKTPa ONTUKOHEBPO-
muenuta» (3COHM) ObL1 BBeieH, YTOOBI pacIIMPUTh OTpee-
nenre OHM, u Bkitouaet B ce0s1 60j1ee MMPOKUI CIIEKTpP KM~
HUYECKUX TMposBiacHui, B ToM yucie 1 OHM [1, 2]. JIlnarHos
YCTaHABIUBAETCS B COOTBETCTBUU C KPUTEPUSIMU TUATHOCTUKHI
3COHM 2015 . [1]. HeBposnoruueckass ”HBaIUAU3AIUS TIPU
3COHM dopmupyetcs B pe3ybrate MNOBTOPHBIX O0OCTPEHUIA,
KOTOpPbIE MOTYT ObITh U XuU3Heyrpoxatomumu [3]. [Ipornosu-
pyeMoe YUCIIO MAlMeHTOB B POCCHM MOXET COCTaBIsATh OT 660
no 6179 [4]. CneuuduuHBIM J1abOPaTOPHBIM MapKepoM
3COHM sapnsitoTest aHTUTena kiacca IgG Kk akBaropuHy-4
(AQP4-1gG) B chiBopoTKe KpoBu. [Ipu 3TOM B COOTBETCTBUU
C UX HaJlU4MeM WJIHU OTCYTCTBUEM BBIACNSIOT IBa BapuaHTa:
1) 3COHM c antutenamu kK akBamopuHy-4 (AQP4-1gG);
2) 3COHM 6e3 AQP4-1gG v 3COHM ¢ Heus3BeCTHBIM CTa-
tycoM 1o AQP4-IgG [1]. [Tatorenez 3COHM ¢ AQP4-1gG no-
CTaTOYHO M3Yy4eH, B TO BpeMs Kak rpyrnmna 3COHM 6e3 AQP4-
IgG aBnsieTcst TeTepOreHHO 1O TTaTOTeHe3y, U Y YacTH Talu-
€HTOB B CBIBOPOTKE KPOBU BBISIBISIIOTCST aHTUTeNa Kiiacca IgG
K MUEJWH-OJUroAeHIpoLuTapHoMy rauronporeuHy (MOG-
1gG) [5, 6]. B 2018 . yxxe mpenoxensl TepMuH «MOG-IgG
acCcoMUpPOBaHHOE 3a00JieBaHUE» U KPUTEPUU €T0 TUAarHOCTH-
Ku [7]. B HacTosiiiee BpeMsi TpymIly MauueHTOB, COOTBETCTBY-
omux kputepusm auarHoctuku 3COHM 6e3 AQP4-IgG
u uMmeronnx MOG-IgG, paccMaTpuBaloT Kak 00JbHBIX, KOTO-
PBIX CJIe0Bal0 Obl OTHOCUTH B OTIEIbHYIO HO30JOTUYECKYIO
dopmy [8], HO TTepecMOTpa KOHCEHCYCHBIX KpuTepuen 2015 .
He Obuto0. EcTh yKa3aHwust, 4To JaHHAs TPYIINA MAlMEHTOB Tpe-
OyeT 0coboro TeparneBTHUYECKOTO rmoaxona [8]. B HayuHoit 1-
Tepatype MPUCYTCTBYIOT pa3HOUTEHUSI B TOM, KaK OTPENesTh
3COHM: kak oaHO 3a0oseBaHue [6] Wiau Kak rpyriy 3a6oie-
BaHuii [9]. B oTeuecTBeHHBIX mybaukauusx nocie 2015 r s
0003HaYeHUs1 OJHOU U Toii ke rpynnbl naureHToB ¢ 3SCOHM
HCTIOJIb30BAIUCH Pa3HbIe TEPMUHBI: «CTIEKTP ONTUKOMUEIHUT-
aCCOLMUPOBAHHBIX paccTpoiicTB» [10], «ONTUKOHEBPOMUETUT
(cungpowm JleBuka)» [11], «paccTpoiicTBa U3 CIEKTpa ONTUKO-
HeBpoMuenuTa» [12], «3abojieBaHUs CIEKTpa ONTUKOHENPO-
muenuta» [13—15], «3aboaeBaHus CrIeKTpa ONTUKOHEBPOMUE-
nurta» [16]. B peanbHOI KIMHUYECKON MMPAKTUKE aKTyalbHbIM
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saBisieTcsl Borpoc TouHoro onpeaeneHus 3COHM u konupo-
BaHUs 3a00sieBaHus 110 MexXayHapoaHoi Kiaccudukaimu 60-
ne3Heit 10-ro nepecmorpa (MKB-10). O6¢cyXaaoTcs TUITbI Te-
yeHuss 3COHM [1], HeT KpuTepueB OIpeae/ieHUs] ero akTHUB-
HOCTU. AKTyaJIbHbIMU BOMPOCAMU OCTAlOTCS OIpeesieHre ma-
LIMEHTOB C BBICOKOI aKTUBHOCTHIO 3a00JIeBaHUS («BBICOKOAK-
tuBHbelii 3COHM>») [17, 18], ompenmereHue 0OOCTpeHUS
3COHM u ero Ts3KecTH, a TaKKe CO3JaHHME aJifOpUTMa Tepa-
muu 3COHM, HampaBieHHO# Ha TIpeAyIpekaeHue pa3BUTHS
000CTpeHMIi, 0COOEHHO C YI4ETOM TOTO, YTO B HACTOSIIIEE Bpe-
Msi B Poccumn st neuvenusi 3COHM MoryT MCIojib30BaThCs
Kak TperapaThl, MpUMeHsIeMble «BHE WHCTPYKIIMU» TIO MEIH-
LIMHCKOMY NPUMEHEHUIO, TaK W 3aperuCTPUPOBAHHBIC TIO IMO-
kazaHuio «3COHM c¢ aHTUTEe1aMU K aKBaropuHy-4» JieKapcT-
BeHHBbIe cpeactBa: MHH skynusymad (Dnuzapus®) u MHH
carpaiusymad (DHcnpuHr®). TpeOyloT YTOUHEHUSs omnpeee-
HUE PE3UCTEHTHOCTU (OTCYTCTBUSI OTBETa) K MPOBOIMMON Te-
panuy U MOKa3aHUM IJIs1 TIEPEKIIOUEHUSI Ha APYrOM mperapar.
AKTyaJieH BOIPOC HaNMCaHUs KIMHUYECKUX PEeKOMEHIAlMit
[16]. TakuMm 0Gpa3oM, CYIIECTBYET PsII HEPELICHHBIX IIPOOIEM,
KOTOpBIC 3aTPYAHSIOT OKa3aHUEe MEIUITMHCKOM ITOMOIIIY Mallk-
entaM ¢ 3COHM. Hacrosmas my6ivkaiust siBJsieTcsT pe3yJib-
TaTOM PabOTHI aBTOPOB, SIBJISIONINUXCS CTIEIIUATUCTaMU B 00Ia-
ctu 3COHM, nMeronnx OOJIBIION OITBIT BEACHUS 3TOM KaTe-
TOpUHY TALMEHTOB M IMyOJIMKAIlMK B XypHajaxX Mo BOIMpocam
nuarHocTuku u jedenuss 3COHM [13—16, 19—22], npuHu-
MaBIIMX YYacTUe B KIMHUYECKUX MCCIIENOBaHUSIX TIPErapaToB
y naneHToB ¢ 3COHM [23-25], a Tak:ke UMEIOLIMX OIbIT Jie-
YEHMSI STUX MALMEHTOB B paMKax MIporpaMM paHHEro J0CTyIa
[26]. CraTbs mpencTaBisieT OO0 KOHCEHCYC Cpelu IKCIep-
TOB: 1) MO TEPMMHOJOTUM, PEKOMEHIYeMOM 1JIsi (HOpMUPOBa-
HUS €IMHOTO TOJX0/Ja B BOIPOCAX JUATrHOCTUKM W BEACHMS
nmanueHToB ¢ 3COHM; 2) o nmpoduiasam mauueHToB, KOTOPHIM
MOXET OBITh PEKOMEHIOBAaH DOKYyJIM3yMad y TalllMecHTOB
¢ 3COHM c AQP4-1gG; 3) 110 BO3MOXHOMY aJTOPUTMY Tepa-
MUY, HAINpaBJIeHHOW Ha TIpeaylpexaeHue o00CTpeHUt
3COHM c AQP4-1gG.

'MHCTpYKIMS MO0 MEIVLMHCKOMY IPMMEHEHMIO JIEKAPCTBEHHOTO Mpera-
para Dnusapusa® JITT-Ne (000140)-(PT-RU) or 16.05.2022, mocTynHa Ha caiiTe:
https://grls.rosminzdrav.ru

*MHCTPYKILMSI 110 MEAMLIMHCKOMY MPUMEHEHUIO JIEKapPCTBEHHOTO TIpe-
napara Ducnpunr® JII1-007335-300821, noctynHa Ha caiite: Atips://grls.ros-
minzdrav.ru
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MeTonbl

Yyactaukamu KoHceHcycHoro coBeTa akcneptoB (KCD):

1) mpoBeneHbI aHAN3 W 00CYXIEHNe HAyIHBIX My0JInKa-
Wi 10 BOMPOCAaM TEPMUHOJIOTUM, TUATHOCTUKUA W JICUCHUS
3COHM, chopMupoBaHO corjiiacue Mo peKOMEHIYyeMbIM Tep-
MUWHaM, a Takxe 1o ajroputmy tepanuu 3COHM c AQP4-1gG;

2) TI0 BOMPOCY OTpPENeSIeHUsI «BBICOKOM aKTUBHOCTHU
3COHM» u npoduisiM NalyueHTOB, KOTOPBIM MOXKET OBbITh pe-
KOMEHJIOBaH 3KY/IM3yMab, ¢ MOMOIIbIO 3JIEKTPOHHON CUCTEMbI
rojocoBaHusl SurveyMonkey ObLT OlLlEHEH YpOBEHb COTJIacus
B MPOLIEHTax (KaXIblil 9KCIIEPT BHIOMPAJ OTBET Ha Ipejjarae-
MBI TE3UC: «COTJIAaCeH» WIM «He cortaceH»). KoHceHcye cum-
TaJICsl OCTUTHYTHIM, €CJTU >75% pPEeCcTOHICHTOB Jajli OMUHAKO-
BBIC OTBETHI.

OnpepenexHue 3COHM, ero BapuaHThl

W TUNDbl TEYEHUA

3COHM, kotopsie BKiIoyalor B cedsst OHM, npexe us-
BECTHBIN KakK 00Jie3Hb [leBrKa, — 9TO TPYIIa BOCTIAIUTEIBHBIX
3aboseBanuii LIHC, xapakTepusylomuxcs 3mu3o0aaMu UMMYHO-
OMNOCPEIOBAHHOI aCTPOLIMTONATUM, BOCIAJIUTEIbHOU AeMue-
JIMHU3ALMU U aKCOHAJIbHOTO MOBPEXXAEHMUS, C TPEUMYILECTBEH-
HBIM MOPaXXEHUEM 3pUTEIbHBIX HEPBOB 1 CIIMHHOTO Mo3ra [9].
JuarHo3 ycTaHaBIMBAETCS B COOTBETCTBUM C KPUTEPUSIMU
3COHM 2015 . [1]. BcTpeuarornuecs B OTe4eCTBEHHOI TUTEpa-
Type HOPMYIUPOBKU, TaKKMe KAK «ONTUKOHEBPOMUEIUT-ACCO-
LUUPOBAHHOE PACCTPOMCTBO», «CIIEKTP ONTUKOMUEIUT-aCCO-
LMUPOBAHHBIX paccTpoiicTB» [10], «paccTpoiicTBa U3 crieKTpa
ONTUKOHEBpoMUeaUTa» [12], «3aboneBaHUs CIEKTpa ONTUKO-
HelipomuenuTa» [13—15], cienyer paccmaTpuBaTh Kak CHHOHU -
MBI TIPY YKa3aHUM Ha COOTBETCTBUE KPUTEPUSIM TUArHOCTUKU
3COHM 2015 r. TepmuH «3a00j1eBaHUE CIIEKTpa ONTUKOHEBPO-
muenura» B popmyarposke 3COHM npumeHuMoO, KOrjaa pedb
uaet o GopMyIMpoBaHMUU AMATHO3A Y KOHKPETHOTO MaLMeHTa.

OowenpunsaToi kiaccupuxkanu 3COHM B HacTosIImMiA
MOMEHT HET, KpOMe TOTO, YTO B 3aBUCUMOCTU OT HAJWYUSI WU
otcytcTBust anTutesn kK AQP4-1gG B chiBopoTKe cieayeTr pa3nu-
yaTh: 1) 3COHM ¢ AQP4-1gG 1 2) 3COHM 6¢e3 AQP4-1gG nim
3COHM c HeusBecTHBIM cTaTycoM 1o AQP4-1gG.

KoHCeHCyCHBIM pellieHrueM B 3aBUCUMOCTU OT muna me-
YeHus TIPEJTIOXKEHO BbIICIISITh:

1) nedror 3COHM ¢ eqMHCTBEHHBIM KIMHUYECKUM BIU-
3010M (repBbiii KuHudeckuit anuzon 3COHM) (¢ ykazaHuem
natel B ¢popmate I/ MM/TTIT);

2) 3COHM peuuausupytoiiee (C TOBTOPHBIMU 000CTpe-
HUSMHU, ABa U 060jee 000CTPEHMUIN);

3) 3COHM wmoHoda3zHoe (OTCyTCTBHME OOOCTpEeHMIA
3COHM B TeyeHre KaK MUHUMYM 5 JIET TTOCJIe TIEPBOTO KIMHM-
YeCcKoro 3mu3o/a y namueHToB 6e3 AQP4-IgG wnu ¢ HensBecT-
HBIM cTatycoM 1o AQP4-IgG). B cBsa3m ¢ TeM 4To y mallMeHTOB
¢ 3COHM ¢ AQP4-1gG HeormnpeneeHHO IUTUTETHHOE BPEMs CO-
XpaHSETCsl MOBBILIEHHbIH PUCK MOBTOPHOro oboctpeHus [1],
tepMuH «3COHM MoHoda3HOe» HEe MPUMEHUM K TaHHOW TPyII-
ne 6oabHbIX. 15 maumenToB ¢ 3COHM ¢ AQP4-1gG pekomeH-
nyetcs puMeHsITh Koa 1o MKB-10 G36.0 «OnTtrkoHeBpoMue-
it [0ose3Hb JdeBukal», a uist nauueHToB ¢ 3COHM 6e3 AQP4-
IgG u ¢ HensBecTHBIM cTaTycoM o AQP4-I1gG KCD pekomeH-
nyeTcs ucnonb3oBaTh Koa G36.8 «JIpyrasg yrouHeHHas dpopma
OCTPOU IUCCEMUHUPOBAHHON 1€MUETIMHU3ALIAN».

Kputepun mnarnoctuku 3COHM 2015 . B Hacrosiiee
Bpems eltie He mepecMoTpenbl. KCD cunrtaet, 4To, HECMOTpPS Ha
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onyonukoBaHHble kputepun MOG-IgG-accouunpoBaHHOTO
3a0oneBanus [7], mauuenroB ¢ 3COHM 6e3 AQP4-IgG win
¢ HeusBecTHbIM ctatycoM 1o AQP4-IgG ¢ nocToBepHbIM nuar-
HO30M 10 KpuTepusiM Bunrepuyka 2015 ., y KOTOPbIX BbISIBJIE-
HbI B cbIBOpoTKe KpoBu MOG-IgG, no-mnpexHeMy cieayer pac-
cMmaTpuBath Kak 6oibHbIX ¢ 3COHM. Ipu 3TOM crienyeT yKas3bl-
BaTh MNOJOXUTENbHBIN cTaTtyc nmo MOG-IgG, Hanpumep:
3COHM 6e3 AQP4-IgG (cratyc mo MOG-IgG «+»).

AkTuBHOCTb 3COHM

B HayuHoOli nuTepaType OOIIETIPUHSTOTO OIIPENeIeHIIS
aktuBHOocTH 3COHM HeT, omHAKO TIpU 0OCYKIEHUN HEOOXOIM -
MOCTH paHHell uMMmyHocymnpeccuBHoil Tepanuu (UCT) mist no-
NaBJICHUST aKTUBHOCTH 3a00JIeBaHUST aBTOPHI UMEIOT B BUILY TTpe-
noTtBpaileHue oodoctpeHuit [27]. KCD onpenenw, 4To Moj ak-
tuBHOCTBI0O 3COHM crneayer moHMMaTh KIMHUYECKYIO Xapak-
TEPUCTUKY 3a00JIeBaHNS y TALIMEHTOB B BUAE HAIMYUS 32 TIEPU-
o[l HaOMIOJIEHUST WM aHAMHECTUYEeCKU OJHOTO WU Oojiee 000-
ctpeHuii. [1pu oTcyTCTBUM MPU3HAKOB aKTHBHOCTH (3a ompese-
JICHHBI Tiepron HabmwoaeHus) y mnanueHtoB ¢ 3COHM
u AQP4-1IgG He cieayeT OTMEHSITh TEpaNuio, Tak KakK y 9TOM Ka-
TErOpUY MAlMEeHTOB HEOTIPeIeIeHHO TTUTEeIbHOE BPeMsT coXpa-
HSIIOTCSI PUCKU TTOBTOPHBIX 00ocTpeHuil. CTeTeHb 3TUX PUCKOB
1 (paKTOPHI, Ha HUX BIUSIONINE, eIle HeMOCTATOYHO U3y4YeHHI | 1,
3, 28]. Ormena UCT nocne 5 jieT peMUCCUM Yy 3TOI KaTeropuu
OGOJLHBIX, TIO0 MAaHHBIM OMHOW W3 TYOJMKAIWN, TPUBOIWIIA
K pa3BUTHIO 00ocTpeHmil y 82% MalMeHToB IpU MeluaHe Ha-
omonenust 6 mec [29]. Takum obpaszom, marmentoB ¢ 3SCOHM
¢ AQP4-IgG cnenyer paccMaTpuBaTh KakK MMEIOIIUX TTOBBIILICH -
HBbII PUCK OOOCTPEHUSI 1axe CITyCTsI JUIMTEIbHBIN MEPUOA Tepa-
MUY, U OHU JOJKHBI TPOAOJIKATh JIeYeHUE, HECMOTPSI Ha OTCYT-
CTBUE OOOCTPEHUIA.

KCB3 npu HaznaueHuu Tepanuu, Ipeaymnpexaaronieii pa3-
putre oboctperuit 3COHM (mpeBeHTUBHOI Teparuu), 0co-
OEHHO /17151 HAMBHBIX MAIMEHTOB (HE IOTyYalOIINX TePaTnIo ISt
TPeTOTBPAIIeHNsT 000CTPeHUIT), PEKOMEHIYeT OIpeNneIsiTh Ha-
JIMYUE WU OTCYTCTBUE BHICOKOI aKTUBHOCTH 3a00JIeBaHMS, T. €.
paznmuuate 3COHM c BbicoKkoii akTuBHOCTBIO U 3COHM 06e3
BBICOKOWI aKTMBHOCTH. [laHHasi pEKOMEHIALIMSI COTJIacyeTcst
¢ KOHCeHcycoM Hemelkoro HeBpOJIOTHYECKOIro 0OInecTBa
2021 r. (Pexomenpanus E17) [17]. O01ienpuHSITOrO onpeaesie-
Hust BbicoKoi aktuBHOCTM 3COHM Het. U3BecTHO, YTO KOIU-
YeCTBO U TSKECTh OOOCTPEHU N B MepBbIe ABa roaa 3a00JeBaHuUs
MpeNCcKa3bIBAIOT MTOTOBYI0 MHBAIMAM3ALIMIO Ha Oiukaiiime
5—10 net [27]. Bonee BbIpaxkeHHasT YaCTOTa OOOCTPEHUI B TIEp-
BbIE JIBa ToJa 3a00JIEBaHUS aCCOLIMMPYETCS KaK C OOJIBIINM pU-
ckoM ux B mocienytotieM [30], Tak u ¢ 6oee BBICOKON CMepT-
HocThio y TaneHToB ¢ 3COHM [31].

B myGnukanusx MpUBONATCS Pa3IUYHbIE OIPENeTeHUS
3COHM ¢ BbBICOKOIl aKTUBHOCTBIO (BBICOKOAKTMBHOTO
3COHM): 1) nBa u 60siee MHBATUAUUPYIOIIMX 3a00eBaHUS 3a
nocyaeauuii rox [18]; 2) nBa u 6oee 00OCTpEeHUIt 3a MOCIeIHNe
12 mec [32]; 3) mo MeHbIlIeil Mepe 1Ba OOOCTPEHUS 32 TOCIe-
Hue 12 Mec wiu Tpu OOOCTpeHMs 3a MocjeaHue 24 Mec ¢ 1o
MeHbllIeil Mepe OIHUM 00oCTpeHreM 3a nocueanue 12 mec [33].
I pyrue aBropsl 1o BeicokoakTuBHBIM 3COHM moHumanu co-
XpaHeHue 00OCTpeHUi 3a00JIeBaHUsI, HECMOTPSI Ha MPOBOAM-
MyI0 Tepanuio |34].

IMocne obcyxmeHUsT M TOJOCOBAHUS C TIOMONIBIO 2JIEK-
TPOHHOI cucTeMbl ronocoBaHus SurveyMonkey B xome KCBD
OBLIO MPUHSATO oMnpeaesieHue «BblIcOKOU akTuBHOCTU 3COHM»:
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«Bbicokas aktuBHOCcTh 3COHM — kiMHUYecKasi XapaKTepu-
cTUKa 3a00JieBaHUs Y MAlMEHTOB, HE MOJIyYalOlIUX Tepanuio,
MPEeNyTNPEeXAA0NIYI0 pa3BUTHE OOOCTPEHMII, B BUIE HATUIMS
NIByX 00OCTpEeHMI 3a MOCAEAHUI TOJ WIM TpeX 00OCTpeHUit 3a
nocieaHue 2 roga (U3 HUX OAHO — 3a MOCTEIHUI ToJ) He3aBU-
CHMO OT WX TSIKECTU U/UJIM OJHOTO TSIXKEJI0ro 000CTpeHUs» (co-
enacue — 100%, 9 coaocos).

[Mponmomxkaromuecss odoctpenusi 3SCOHM, HecMoTpst Ha
MPOBONUMYIO TEpanuio IpernapaTamu, MPeaynpekaaioinMu
oboctpenus (I1I10), ciaemyeT paccMaTpyBaTh Kak COXpaHEHME
aKTUBHOCTHU 3a0oJieBaHUsI, TpeOyIollee YCTAaHOBJICHUSI Pe3u-
CTEHTHOCTH K Tepanuu. B cBsi3u ¢ oTCyTCTBUEM OOIIETIPUHSITO-
ro onpeneneHuss KCH ompenensier ee cieaymlUM o0pa3oMm:
«PesucrentHOCTb K Tepanuu [1T10 — kinHUYecKas xapakTepu-
CTHKa, ornpenessieMas Kak pa3BUTHEe 000CTpeHUs 3a00JeBaHuUs
3a Mepuoj HabJoIeHUsT Ha (poHEe MPOBOAMMOI Tepanuu, Ha oc-
HOBaHWU KOTOPO HEOOXOMMO MPUHSATH PELIEHUE O 3aMEHE Ha
JIPYroil mperapar, npeaynpexaalonimii 000CTpeHus, ¢ y4eTOM
TOrO, YTO MALMEHT TMOJy4yaeT JIeYeHUE B MOJHONW PeKOMEHaye-
MOI1 103¢, MPOLLJIO JOCTATOYHO BpEMEHU A0 pa3BUTHUs aPdeKkTa
rpemnaparar.

LlerecooOpa3HbIM SIBJISIETCST BBEACHUE TIOHSTHS CyOOTITH -
MaJbHOTO OTBETa Ha Tepamnuio, HO MaHHBI BOIMPOC TpedyeT
JAIBHEUIIEro N3yIeHUsT U OOCYKIeHUSI.

O6ocTpenue 3COHM

[Ton o6octpenuem 3COHM crenyet moHMMAaTh MOsIBIIE-
HUE HOBBIX CHMITOMOB WM YCUJICHHE WMMEBIIUXCS paHee,
nponosxaoleecs 24 4 u 6osee U pazBuBalolieecs: boyiee yeM
yepe3 30 aHel mociie mpenllecTByloliero odocrpeHus. Cum-
TITOMBI HE MOTYT OBbITh OOBSICHEHBI IPYTUMU MPUUUHAMU (HaA-
npuMep, JUXOPaAKO I aKTUBHON MHGbEKIIMEe) U TOJKHBI
OBITH MOATBEPKAEHBI OOBEKTUBHO IO Pe3yIbTaTaM HEBPOJIOTH -
yeckoro ocmorpa [3, 35, 36]. ITosiBIeHMIO HOBBIX CUMIITOMOB
WA YCUJICHUIO WUMEBIINXCS paHee MOJKHO TMPenliecTBOBaTh
kak MmuHumyM 30 gHelt ctabunusanuu coctossuus [23, 37, 38],
OJIHAKO OTpe/ieJieHe CTa0UIN3aluy U KPUTEPUH, TT03BOJISTIO-
mue oueHuBath ee npu 3COHM, B HayuyHOIl JUTepaType OT-
cyTcTBYIoT. CUMNTOMBI TTIOpaKeHMsI 30HBI area postrema olie-
HUBAIOTCS KaK 00OCTpeHHue B ciayyae MX IJIUTEIbHOCTU 48 u
u 6osee, HO MOTYT OBITh paCLEHEHBbl KaK 00OCTpeHUe U NpU
MEHBLIEH IUTENTbHOCTU, €CJIU COMPOBOXIAIOTCSI HOBBIMU U3-
MEHEHUSIMU B COOTBETCTBYIOLIEH 0OJACTU MO JaHHBIM Mar-
HUTHO-pe3oHaHCcHOoU ToMorpaduu (MPT) [3, 39]. Jlng oObek-
TUBHOTO TIOATBEPXKACHUS W3MEHEHWN B HEBPOJIOTUYECKOM
craTyce UCTIONb3YIOTCsl PacimperHas mkana nHBaTuAN3anu
(Expanded Disability Status Scale, EDSS) [40] u lllkamna ontu-
KocTIMHANBHBIX HapymeHuit (Opticospinal Impairment Scale,
OSIS) [3, 41]. I1penyioxeHbl KPUTEPUU TUATHOCTUKUA CUHIPO-
Ma area postrema y nanueHToB ¢ 3COHM u AQP4-IgG [39].
KCD pekomenayer npu nomo3peHuun Ha obocrpeHue 3SCOHM
OCMOTpPETh NalKeHTa He mo3aHee 48—72 4 OT MOMEHTA €ro pas-
Butus. Tepmunbl «o6octpeHrne 3COHM» u «atraka 3COHM»
SIBJISIIOTCSI CHHOHUMAaMU.

AKTyalbHBIM BOIMPOCOM SIBJISIETCSI OLIEHKA TSIXKECTU 000-
crpenuii mpu 3COHM. C nmpakTUYecKOM TOUKM 3peHUsT BaxKHa
cTpatuduKaims 000CTPEeHUH ¢ BbIASIEHUEM TSXKETbIX U HeTsI-
KenmbIX aTak [22]. OGIIENPUHSTOTO OTPeAeTeHUST TS TSKETbIX
oboctpeHmii HeT |3, 41—43]. TsokecTh 000CTPEHUS MOKHO Olle-
HUBaTh ¢ ucronb3oBaHueM mkainsl OSIS [3, 41], koropast ipu-
MEHSUTACh C 3TOM IeJIbIO B UCCIIEIOBAHUSIX IKYJIM3ymMaba y rmarm-
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enroB ¢ 3COHM [23]. B cootBeTcTBUM co 1ikanoit OSIS npo-
BOAUTCS OIIEHKAa HapacTaHWs 3PUTEJbHBIX, JBUTATEIbHBIX
Y CEHCOPHBIX HAapYIIIEHMIA IT0 CPAaBHEHUIO C UCXOMHBIM YPOBHEM
C MPUCBOEHNEM OOOCTPEHMIO KATETOPUH «MaJIOr0o» WM «0O0JIb-
woro» [41]. YBennueHue nokasaresiss EDSS no meHbleit Mepe
Ha 2,0 6a1a oT UCXOIHOTO ypoBHs y nanyeHToB ¢ 3COHM npu
MOSIBJIEHWM HOBBIX OCTPO Pa3BUBIIMXCS XKajloO (CMMMITOMOB)
TaK>Ke MPeIJIaracTcs UCIO0Ab30BaTh KaK KPUTEPUM TSKEIOM aTa-
k1 3COHM [42]. [IpemnoxeHa 1IKaua OLEHKU TSKECTH CHH-
npoma area postrema [39]. C yueToM BcexX UMEIOIIMXCS B Hayd-
HOIM JINTepaType JaHHBIX, B HACTOSIIECE BpeMs ST MPaKTUIC-
CKOTO TIPUMEHEHUSI MOXET OBITh MCITOJIb30BaH KPUTEPUIA yBE-
ymueHus nmokaszarenst EDSS wa 2,0 6anna u 6osiee, omHaKO BO-
TIPOC OIIEHKU TSKECTU 000CTPeHUsI TPpeOyeT TaTbHENIIeTo U3y-
yeHus [22]. KCD cuuraet, 4To Misi OKOHYATEIbHOW OLIEHKU TSI -
KeCTH 000CTPEHUsI CIeAYeT TPOBOIUTh TUHAMMUYECKYIO OLIEHKY
HEBPOJOTMYECKOTO cTaTyca MU MCIOJIb30BaTh MOKa3aTeJIM, KOTO-
pble ObLIM MOJyYEHbl B IEPUOJ MAKCUMAJIbHOM BbIPasKEHHOCTHU
HEBPOJOTUYECKOTO AeUIINTA.

Obwue ceepenusa o nevyeuun 3COHM

Teparruss 3COHM Bxuttouaet: 1) Tepanuio 00OCTpEeHMIL;
2) tepanuto [1T10; 3) cummroMmaTU4YeCcCKOE JICUYCHME.

Jleuenne o6octperuss 3COHM cnenyer HaUMHATH HETIO-
CPEICTBEHHO TIOCTE €r0 NUarHOCTUKU/ToATBepxXaeHus [27].
B xavecTBe mepBoil TMHUM Tepanu 000CTPEHU peKOMEHIYeT-
cs MyJibC-Tepanusi MeTuinpeaHu30g0HoM 1000 Mr BHyTpUBEH-
HO KanejbHO 1 pa3 B CyTKU B TedeHue 3—5 JHel ¢ mocienyo-
LIIUM MPHUEMOM MPEIHU30JI0HA MEPOPATbHO U MOCTENEHHBIM
CHYDXEHUEM 1036l [3, 5, 27, 44, 11UTeIbHOCTD ITpreMa KOTOpO-
rO HOCUT WHAMBUIYAJbHBIN XapaKTep M 3aBUCUT OT TSKECTU
000CTpeHUsT, KOMOPOMIHOCTU MALIMEHTA, IEPEHOCUMOCTH TJII0-
kokopTtukounos (I'K) u Bpemenu Hayana UCT [27]. BoamoxxHo
MPOBENCHNE M0 CeMU BHYTPUBEHHBIX MHMY3UN METUITIPETHN-
30j10Ha [42] B TedeHUE OMHOTO Kypca Tepanuu. [1masmooomeH
OTHOCUTCSI K TepaIrtuy BTOPO TMHUY U UCTIONIb3YeTCSI PU Pe3u-
cteHTHBIX K ['K 000CTpeHUsIX Wi, pexe, B KaUeCTBE Teparmuu
TIePBOIA TMHUU TIPU HATMIWY yKa3aHuit Ha ['K-pe3ucTeHTHOCTh
npu atakax 3COHM B aHamHe3e. ONTUMaIbHBIM CPOKOM TSI
Hayajla I1a3MooOMeHa SIBJSIIOTCSI MepBble 5 NHEeH OT Hayajia
obocTpeHus, HO He nmo3aHee 20 aHeit [27]. Cpoku mo3aHee
20 mHeit OT Hayasla 00OCTPEHMS aCCOLIMUPYIOTCSI CO 3HAYMMbIM
nageHueM 3¢ @eKTUBHOCTU T1a3MoodMeHa. MMMyHOcOpOLMs
paccMaTpuBaeTcs KakK He MeHee 3(h¢heKTUBHasl ajbTepHaTHBa
m1a3MoooMeny |[35].

Jleuenue myis mpemynpexkneHus pa3BUTUS O0OOCTpEHU
TakXe TOJKHO HAYMHATHCS MaKCUMaJIbHO paHo. B mpocmex-
TUBHOM UCCJIENIOBAaHUH TTPOJEMOHCTPUPOBAHO, UTO Y TTAIlMEH-
ToB ¢ 3COHM c AQP4-1gG, He nonyuaBmux MCT, puck 060-
cTpeHus B Oumkaiiiue 5 et cocraisieT 94% [45]. OcHOBHOM
LIEJTbIO TePaITMU SIBJISIETCST OTCYTCTBUE 000CTpeHwmii |5, 46], Tak
Kak Kaxmaoe nocienyouiee odoctpenue 3COHM moxer nipu-
BOJAUTb K YBEJIMYEHUIO UHBAJIUIU3ALMNA U HOCUTh XXU3HEYTPO-
XKarouii xapakrep [47]. Lo nmocieaHero BpeMeHU MPeBeHTUB-
Has Tepamnus BKJIIoyaia JIeKapCTBEHHbIE CpelcTBa, Ha3Hayae-
Mble «BHE WMHCTPYKIMU MO MEIULIMHCKOMY MPUMEHEHUIO»
(anrn. «off-label»), Takue kak putykcumad (PTM) [48, 49],
azatuonpuH (A3A) [50, 51], Mmukodenomnara Mmodetun (MM D)
[52], Touunusymad (TL3) [34]. [Ipy1 Ha3HaUYeHUN PYKOBOICT-
BOBaJIMCh PEKOMEHIAIMSIMU pabouux TPYMIT U IKCTIEPTOB |5,
44,53, 54]|. KpynHbIX MHOTOLIEHTPOBBIX PAHJOMU3UPOBAHHBIX
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HUCCJIeIOBaHUI, KOTOpbIe oOecreuynyii Obl BBICOKUI YPOBEHb
JOKa3aTeJIbHOM 0a3bl IJIsT 3TUX IMperapaToB, He TPOBOAMIOCH.
B HacTos1ee BpeMst onyOIMKOBaHbI TaHHBIE KPYITHBIX MHOTO-
LIEHTPOBBIX PAHIOMU3UPOBAHHBIX UCCICIOBAHMI, TT0 Pe3yiib-
TataM KoTopbiX B 2019—2020 rr. B Mupe s JedeHus naireH-
T0B ¢ 3COHM ¢ AQP4-1gG 3apeructpupoBaHbl U 0J100pPEHbI
npenaparbl, Tpenynpexnarllue pa3BUTUE OO0OCTpEeHUIA
3COHM: skynusymab [23], carpanusymad [37, 38], nuHeOUIM-
3ymab [25]. B Poccum 1o BhIIeyKa3aHHOMY MTOKa3aHUIO UMe-
JOT perucTpauuio 3Kyau3ymad (Damszapus®) u caTpaanzymad
(DHCpUHT®).

dkynusymab u pekomeHpaunu no npothunam

NaUMEeHTOB ANA €ro NPUMEHEeHnq

DKyau3ymad sBIsIeTCsl TYMaHU3UPOBAHHBIM MOHOKJIIO-
HaJIbHBIM aHTUTEJIOM, KOTOPOE TOAABIISIeT aKTUBHOCTb TEPMHU-
HaJIbHOTO KOMILJIEKCa KOMILIEMEHTa YyesioBeka, 00J1anasi BbICO-
Kol adpuHHOCTBIO K ero CS5-kommnoHeHTy. Kak ciencrBue,
MOJHOCTbIO OJOKMpYeTCs paciueryieHue KommnoHeHTa C5 Ha
C5a u C5b u ob6pa3oBaHue TEPMUHAILHOTO KOMITLJIEKCA KOMII-
nemenTta C5b-9. B utore mpepbiBaeTcsi maToreHeTUIecKuii Kac-
Kan noBpexaeHus actpountoB nmpu 3COHM [23]. DdpdekTns-
HOCTh M 0€30MacHOCTb 3KyJIM3ymada IPOJeMOHCTPUPOBAHBI
B paMKaxX paHIOMM3MPOBAHHOTO MHOTOIICHTPOBOTO ILIale00-
KOHTPOJIMPYEMOTO JIBOiHOTO ciiertoro ucciaenosanus PREVENT
(NCT 01892345), npoBOAMMOTO C LIEJIbIO OLIEHKU 3 (HEKTUB-
HOCTH 1 0€30MMacHOCTU TPUMEHEHMS IKyJIn3ymMada y maiyeH-
TOB ¢ peuuauBupyouuM OHM [23], a Takke B paMKax OTKPbI-
TOTO WCCIEAOBaHUS, SBISIONIErocsl MPOIOKEHUEM HCCIeno-
BaHuss PREVENT (NCT 02003144) [55]. B ucciaemnoBaHuu
PREVENT askynusyma6 y nauneHtoB ¢ 3COHM c AQP4-1gG
(BkmoyeHo 143 maiMeHTa) MPOAEMOHCTPUPOBAI CHUKEHUE
pucKa pa3BUTHUSI 000CTpeHUst Ha 94% 1O CpaBHEHUIO C TUIalle-
60. KonnuecTBo MalmeHTOB, KOTOPbIe HE UMEIU 000CTpEeHUI
Ha 48-i1 Henene, cocraBuio 97,9%, Ha 96-it nenene — 96,4%,
Ha 144-it Hemene — Te xe 96,4%. COOTBETCTBYIOIINE ITOKA3aTe-
M B rpymie 1rane6o cocraswim 63,2; 51,9 u 45,4%. Cpenu
96 TallMeHTOB B IPyIIIe 3KyIn3yMaba 000CTpeHUS OTMEUaINCh
TOJILKO Yy TpexX MNalMueHTOB, nojaydyaBiiux OazucHyio MCT
(nBoe — Tepamnuio A3A, oguH — MM®). B rpymniie nauueHToB,
MOJyYaBIIMX KYJIU3ymMad B KayecTBE MOHOTepanuu, 06e3 co-
nyrcrBytoiieit UCT, k 144-ii Henee HaOI0AeHUSI HE BO3HUKIIO
HU onHoro odoctperust B 100% caydaeB. CielyeT OTMETUTD,
YTO B MCClieNOoBaHMe BKIouyanuch mnamumeHTsl ¢ 3COHM
1 AQP4-IgG ¢ mpusHakaMu BBICOKOI aKTMBHOCTM 3a00JjieBa-
Hud [33], T. e. UMeBIIME ABA 00OCTPEHMS 3a TTOCICIHUI TOJI LT
TpU 00OCTpEeHUS 3a TocieaHre 2 roaa (M3 HUX OJHO — 3a IoC-
JIEAHUM rom).

B mae 2022 r. MuHnsapas Poccuu ogoOpuil mpuMeHeHue
npernapara Dnu3apusi® (3Kyau3ymad) st JIeYEHUST B3POCIbIX
maneHToB ¢ OHM-acconmmpoBaHHBIMU pPacCTpPOCTBAMU
¢ HatMuureM aHTutesa K AQP4 u peurIuBUpYIOIIUM TeYeHUEM
3a00seBaHusl. COrTaCHO MHCTPYKUUM 11O MEIUIIMHCKOMY TpH-
MEHEHMUIO JIEKApCTBEHHOT'O Mperapara, pexKuM 103UpOBaHUs s
B3pOCJIbIX MalMeHTOB (18 JIeT 1 cTapiiie) BKIoYaeT 4-Heaesb-
HBII HavyaJbHBIN LMKJ C TOCeaytoleil (a3oi moaaepKxuBao-
wei repanuu. Havanpneiii nukon: 900 mMr npenapaTta Dauzapus®
BHYTPUBEHHO KareJbHO B TeueHue 25—45 MmuH (35110 mMuH)
1 pa3 B HeleJIo B TeUCHUE MEePBBIX 4 Hell (TIepBbIe YEThIpe MHPY-
3un). Paza nommepxuBaiomein Tepanmuu: 1200 Mr mpemnapata
Dnu3apus® BHYTPMBEHHO KalleJbHO B TeueHUe 25—45 MuH
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(3510 muH) Ha 5-ii Hexene (C MATOM MHPY3UU) C MOCIeny-
omuM BBeaeHueM 1200 Mr mpenapara Dauzapus® Kaxibie
14 nHeit * 2 nHs.

KCD npoaHanu3upoBaHbl U OOCYXIEHbI MyOJMKALIMU,
MOCBSIIIIEHHBIE dKynMu3yMaoy [23, 24, 55, 56], cpaBHEHMIO ero
C IPYTMMU 3aperucTPUPOBAHHBIMU JIEKAPCTBEHHBIMU CPEACTBA-
mu s Tepanuu 3COHM ¢ AQP4-1gG [47, 57], npenyiaraeMble
pekoMeHaauuu 1o ero npuMeHernuto npu 3COHM [17, 18, 47],
MHCTPYKLMSI TI0O MEMULIMHCKOMY TPUMEHEHUIO JIEKAPCTBEHHOTO
npenaparta Dau3apus®, KOTOPbIii MOKa3aH IS JIeYeHUsT B3pOC-
JeIx mareHToB ¢ OHM-accoumnmnpoBaHHBIMU pacCTPONCTBAMU
¢ HamnuueM aHTuTen K AQP4 u pennauBupyommM TedeHruemM
3a0osieBaHus. B pe3ynbraTte TOMIOCOBaHUST C TTOMOIIBIO 2JIEK-
TPOHHOI cuctembl SurveyMonkey cornacoBaHbl Mpoduin mna-
nueHToB ¢ 3COHM, KOTOpBIM MOXET ObITh PEKOMEHI0BaH IKY-
JM3ymao:

1. ¥ mauuenroB ¢ 3COHM ¢ AQP4-1gG 18 net u crapiie
C BBICOKOI aKTUBHOCTbIO 3a00J1€BaHUSI IKYJIU3yMad MOXET pac-
CMaTpUBAThCS KaK MpernapaT BbIOopa B BUAE MOHOTepanuu (He-
3aBUCHMO OT IIPEIIECTBYIOIIETO JIeueHus1) («coenacen» — 89%,
8 eonocos; «ne coenacen» — 11%, 1 2on0c).

2. [Marmmentam ¢ 3COHM ¢ AQP4-1gG 18 net u crapiie,
KOTOpbIe HE OTBEYAIOT Ha TePAITUIO OJHUM W3 IpenaparoB: A3A,
MM® unu PTM, — MoXeT ObITh peKOMEHIOBaHAa Teparst dKy-
Jm3yMaboM («coanacen» — 89%, 8 eonocoes; «ne coenacen» — 11%,
1 eonoc).

3. [Manmmentam ¢ 3COHM ¢ AQP4-1gG 18 net u crapuie,
KOTOpble He oTBeualoT Ha Tepanuio TL3 wiu carpanusyma-
OOM, MOXeT ObITb PEKOMEHJOBaHa Tepamnus 3KyJIu3yMadom
(C yyeToM ApYyroro MexaHu3Ma AeicTBust) («coeracen» — 100%,
9 e0n0c08).

4. Manuentam ¢ 3COHM ¢ AQP4-IgG 18 ner u crapiie,
¢ TUIOXOI mepeHocuMocThio Tepanuu PTM, A3A, MM® unu
TIPY Pa3BUTUU HEXXeNaTeTbHbIX SBICHUI, CBI3aHHBIX C JIEUSHU -
€M ITUMU TIperapaTaMu, MOXKeT ObITh PeKOMEHIOBaHA Teparvst
3KYJIU3yMaboM («coenacern» — 89%, 8 2010c08; «He coenacen» —
11%, 1 2o0n0c).

5. [Manmmentam ¢ 3COHM ¢ AQP4-1gG 18 net u crapiue,
¢ ruioxoit mepeHocuMocTblo Tepanuu TL3 unm carpanuszyma-
OGOM WJIM MPU PAa3BUTUU HEXeNaTeIbHBIX SIBJICHUM, CBSI3aHHBIX
C Teparnueil 3TUMHU MpernapataMu, MOXeT ObITh PEKOMEHI0BaHa
Tepanusi 3KyaIu3ymMadoM (C y4eToM IPyroro MexaHusMa JeicT-
BUst) («coanracen» —100%, 9 2on0cos).

6. [Mauuentam ¢ 3COHM ¢ AQP4-IgG 18 et u crapiie,
C COMYTCTBYIOLIEH MUACTEHUEN TPaBUC, MOXET ObITh PEKOMEH-
[OBaHA Teparus dKyIu3yMaboM («coenacen» — 89%, 8 eonocos;
«He coanacen» — 11%, 1 eonoc).

Tnan ynpasneHusa pUCKaMHu

NPpH Tepanuu 3agynu3ymabom

KCD obcyxxeH u coriacoBaH IJIaH yIpaBjieHUs pucKaMu
IS TIperapaTa 9KyJIu3yMao:

A. Obcaedosanus neped Hazna1enuem mepanuu:

1. Knunuueckoe obciieqoBaHye nalyeHTa, BKIoJalolee
HUCKJIIOYEHNE TIPU3HAKOB aKTUBHOUW MHQEKIMU, BbI3BAHHOM
Neisseria meningitidis, ycTaHOBJICHME HaJIMYMSI BaKLMHAIIAK
npoTtuB Neisseria meningitidis, TIONCK Y CaHALIMIO 0YaroB XPOHM-
yecKoit mHdpekuuu (Tyoepkyne3, BUY, rematut u ip.).

2. [pu KIMHUYECKOU 11e1eCO00Pa3HOCTH: OCMOTP OKY-
JINCTOM, TEpaIreBTOM, TMHEKOJOTOM WJIM JIPYTUM Cleluuaiu-
CTOM.
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3. HeBposiornueckoe obciieioBaHuE MalMueHTa: HeBPOJIO-
rMYecKkuit craTyc, oueHka 1o mkaie EDSS, ouenka mno 1mkane
OSIS.

4. JlabopaTopHble U MHCTPYMEHTAJIbHbIE UCCAEAOBaHUSI:
KJIMHUYECKUI aHaIU3 KPOBU, OMOXMMUYECKUI aHAIU3 KPOBU
(anaHuHamMuHOTpaHchepasa, acrapratTaMMHoTpaHcdepasa, ou-
JIMpYyOMH, MOYEBHUHA, KpEaTUHUH), TeCT Ha OEpeMEHHOCTb, 00-
muii aHaiau3 Mmouu, KpoBb Ha BUY, renatur B, C, RW, peHtre-
HOrpamMma TPyAHOW KJeTKUM U auackuH-tecT, MPT wieitHoro
W/WJIWA TPYIHOTO OT/IE/a CITIMHHOTO MO3ra ¢ KOHTPAacTOM (B CBSI-
3U C TIOCJIeTHEM 000CTpeHrEM — 10 Havasa Tepanuu), MPT ro-
JIOBHOTO MO3Ta ¢ KOHTPAcTOM (B CBSI3M C MOCJEIHUM 000CTpe-
HUeM — J10 Havyasia tepanuu), MPT 3puTebHbIX HEPBOB C KOH-
TpacToM (B CBSI3U C TTOCJIEIHUM 000CTPeHUEM — IO Havasa Tepa-
nuu). O6bem MPT-o06cienoBaHuii 10KeH OBITh AOCTATOYEH
IUTSI TIOCTAHOBKY AMarH03a ¥ UCKJIIOYeHUST aJIbTePHATUBHOTO 3a-
0oJieBaHUsI.

5. BakuuyHauusi mpoTMB MEHMHTOKOKKOBOM MH(EKLIVU:
He To31Hee yeM 3a 14 qHel 10 Havasia Teparnuu 3KyJIu3yMaooMm.
IlepBuyHas cepus BaKLIMHALIMU TTPU MPUMEHEHUN KOHBIOTUPO-
BAHHOW YETBIPEXBAJICHTHOW MEHWHIOKOKOKKOBOW BaKIIMHBI
npeaycMaTpUBaeT BBEIECHHWE NBYX 103 C WHTEpBaloM 3 Mec,
MpH 3TOM BTOpasi 103a BaKIMHBI HE BIMSICT HAa HAYajI0 Tepariu
aKyau3ymMaboM. Eciu mocTyriHa BakiimHa MMPOTUB MEHUHTOKOK-
Ka B, oHa MoxeT BBOIUTHCS OJHOBPEMEHHO C BaKLMHOI Mpo-
B ceporpyni A, C, W135,Y [58]. [lo Hayana Teparnuu HeoOXo-
VMO BBITTOJIHUTh BaKIIMHALIMM B COOTBETCTBUM C HAIIMOHAJIb-
HBIM KaJIeHIapeM Mpo@uIaKTUIeCKUX MPUBUBOK. BakimHamm
MPOBOASTCS aMOYJIaTOPHO B KAOMHETE BaKIIMHALIMIA TTO HAIIpaB-
JIGHUIO Jieyalllero Bpaya ¢ 000CHOBaHUEM MX HEOOXOAMMOCTH.
Bce matmeHTbl 10KHBI ObITh PeBAaKIIMHUPOBAHBI COTJIACHO CYy-
mecTByomnM B Poccuiickuit ®enepauuu crangapram. Eciu
Tepanuio 3KyJInu3ymadoM HEOoOXOAMMO HayaTb ObICTpEE W HET
BO3MOXHOCTH COOJIOCTM WHTepBal B 14 mHel, BaKIIMHAIUS
MPOBOAUTCS Ha (GoHe MPOPUIAKTUUECKOTO TpHUeMa aHTUOUO-
TUKOB B TeueHUe 14 IHEl co AHSA cTapTa Teparuy SKyIu3yMa-
06oM. B3pociibiM maieHTaM peKOMEHIYIOTCS: aMOKCULIMIITAH
2 1/cyT niepopaibHo, unpodiokcauH mo 500 Mr 2 pasa B IeHb
repopajibHo, pudaMnuimH 450 Mr/cyT TmepopajibHo [58].

6. [1o Havajia JeueHus IKyJIM3yMadoM IPoBOAUTCs Oecena
C MAalMEHTOM C Pa3bSICHEHUEM CUMIITOMOB MEHUHTOKOKKOBOM
WHMEKIMY U BbIIaeTcs maMsTka ¢ MHGopMalmeit aist naluueH-
Ta, MOJyYalolIero JeYeHUe dKyIM3yMadoM.

b. Monumopuposanue na gpone mepanuu sxyauzymadom:

1. UHdy3un ciaemyeT MpoOBOIUTH B YCJIOBUSIX THEBHOTO
cranmoHapa. [lepen mpoBeneHMeM WHQPY3UU PEKOMEHAYETCS
OCYIIECTBIATh (PUBUKAIBHBIIL OCMOTp, U3MEPEHUE apTepUab-
HOTO JaBJICHUsI, YaCTOTHI IBIXaHMSI, YACTOThI CEPACUYHBIX COKpa-
IIIEHUI ¥ TeMIlepaTypbl TeJa.

2. PacTtBOp npemnapata Dau3apus® BBOILT B BUIE BHYTPU-
BeHHOI MH(pY3uu B TeueHne 20—45 MUH (HenpepbIBHOE BBEIE-
Hue). Ob1ee BpeMst UH(GY3UM HEe TOJIKHO MpeBbIiath 2 4. [Toc-
Jie OKOHYaHUSI BBeJICHU S Mpernaparta HabIoieHUeE 3a MallMeHTOM
TIOJIKHO MPOJIOJIKAThCS B TeueHue 1 4.

3. Bo BpeMs BBeieHUs mpenapaTa, KaKk M IpU BBEICHUU
JIPYTUX OEJIKOBBIX MPENapaToB, €CTh BEPOSITHOCTb Pa3BUTHS MH-
(Y3MOHHBIX peakiuii TUMEePUyBCTBUTEIbHOCTU. [Ipu BhIsIBIIE-
HUU HEXEIaTeIbHOTO SIBICHUS Ha DOHE MH(Y3MHU CKOPOCTh BBE-
JIEHMST MOXET OBITh YMEHbIIIEHA, BILUIOTH IO MIOJTHOI OCTAHOBKU.

4. HecMoTps Ha IpoBeieHNEe BaKIIMHAIIAM, CJICIyeT KOHT-
pONMPOBATh HATMYNE CUMIITOMOB MEHWHTOKOKKOBOI MHQEK-

144

UM [TOJIOBHAsT 0OJTb, TUXOPAIKa, PUTUIHOCTH MBIIII 3aThUIKa
(MEeHUHTeaIbHbIe CUMIITOMBI), CBETO- U 3BYKOOOSI3Hb, FeMOppa-
TMYeCKasi ChIIb).

5. Ha done tepanuu sKyJ1n3ymMadboM peKOMEHIyeTcsl Ha-
GoneHre HeBpostora 1 pa3 B 6 Mec WM NPU KJIMHUYECKOM He-
00XOIMMOCTH.

6. PexomeHmyeTcst MPOBOAMTD KJIMHUYECKMIL aHAIU3 KPO-
BU, OMOXMMUYECKUI aHaIM3 KPOBU 1 OOLLIMIA aHaIu3 MouH 1 pa3
B 6 Mec, HAaUMHAas C 5-i1 Hemeu.

7. Yactora peHTTEHOJOTMYECKOTO OOCIeIOBAaHMS JIET-
KUX — 2 pa3a B TOJI.

8. Heobxomumo coOimoeHre KOHTPAIETIIUA Ha TPOTSI-
JKEHUM BCETO Tepuojia Tepary U 5 Mec TI0Cye ee 3aBepIIeHUsI.
[Mpenapar Dauszapus® He cienyeT MPUMEHSTh BO BpeMsl Oepe-
MEHHOCTH, 32 UCKJITIOUEHHEM TeX CTydaeB, KOT/Ia IojIb3a JIJIsl Ma-
Tepy TIPEeBBIIIAET BO3MOXHBIA PUCK IJIs IUIoma. IpymaHoe
BCKapMJIMBaHUE Ha (pOoHE Teparuu MPOTUBOMOKA3aHO.

KOHCEHCYCHDbIH aNropuTMm TEepanuu

ANA NpepynpeAeHna pa3BuTua ob6ocTpeHUil

y nauuentoB ¢ 3COHM ¢ AQP4-1gG

KCD mocne anammza omyOJMKOBaHHBIX KOHCEHCYCHBIX
pekomeHmanuii [17, 18, 27|, pekoMeHOalNi OTAEIBHBIX pado-
qux Tpynt [5, 44, 53, 54|, uzydeHus: pe3yabTaToB, KPUTEPUEB
BKJTIOUEHWSI/HEBKITIOUEHUSI KPYMHBIX PAaHIOMU3UPOBAHHBIX
TJIaIe00KOHTPOTUPYEMBIX WCCIIENOBAaHUI 3aperucTpUpOBaH-
HBIX B Poccrm JieKapCcTBEHHBIX CPEICTB IS JISUeHUsI TTAllMeHTOB
¢ 3COHM c AQP4-1gG [23, 37, 38, 47], naHHBIX MeTaaHaIM30B
[49, 52, 57], psina cpaBHUTENbHBIX U HE CPABHUTEJIbHBIX UCCIE-
JIOBaHMI ¢ 00Jiee HU3KUM YpOBHEM JoKazaTeabHocTH |34, 50,
51], 0030pOB M peKOMEHAALUI MO MPUMEHEHUIO OTAEJbHBIX
npernapaTtoB y 6onbHBIX ¢ 3COHM [48], a Takke MHCTPYKIUI
10 MEAUIIMHCKOMY ITPUMEHEHUIO JIEKAPCTBEHHBIX CPEACTB IKY-
nm3ymaba (Dnu3apus®) u carpanuzymada (DHCIIPUHT®) TIpeIIo-
KEH aJTOpUTM Tepaluu IS MPeayINpekaeHus 000CTpeHMI
y maimeHToB ¢ 3COHM ¢ AQP4-1gG (cM. pucCyHOK).

B ocHOBY hopMUpoBaHUS aITOPUTMA TEPATTMU OBUTH TI0-
JIOKEHBI CIIEMYIONTUe Te3UCHI:

1. Haunnatb teuenrne 3COHM HeoOXxoaumMo MakCUMalb-
HO paHo.

2. [lpu mepBoHayaabHOM Ha3HAYEHUM Teparuy CJIeayeT
OIpeneauTh, SIBIsIeTCS Ju 3abojieBaHUE BbICOKOAKTMBHBIM
y JAaHHOTO MallMeHTa.

3. [Ipu nepBUYHOM Ha3HAYEHUM, a TAKXKE IPU CMEHE Te-
parnuu cieayeT yYUThIBaTh BO3PACT MallMeHTa, HAJIMYKE MPOTH -
BOITOKA3aHW{, KOMOPOMIHOCTh, IMEPEHOCUMOCTD MPEIIIeCTBY-
IOLEH Tepanuu.

4. CMmeHa Tepaliuy PeKOMEHIYeTCS TIPU Pa3BUTHH 000CT-
peHus Ha oHe JeUYeHUs U TIPU TTOATBEPKISHUN PE3UCTEHTHO-
CTH K Helf; B KaUeCTBe «MOCTHKa» ITepexojia K APYyroMy rpernapa-
TY BO3MOXXHO MCITOJTb30BaHUE MOMICPKUBAIOIINX 103 MPETHM-
30JI0HA.

5. He cienyeT MeHSTb Tepanuio, ecjiu Ha ee (pOHE OTCYT-
CTBYIOT MPU3HAKW aKTUBHOCTM U HET €€ HEeMepeHOCUMOCTH,
Jlaxke eCJIM UCIOJIb3YIOTCS Mpernapatbl «<BHE MHCTPYKLUKU» [17,
27, 47].

6. DKynu3yMalb sIBIsIETCs MpernapaToM BbIOOpa M3 3ape-
TUCTPUPOBAHHBIX B Poccum jieKapCTBEHHBIX CPENCTB y MallM-
€HTOB ¢ BbIcOKOIT akTuBHOCTHI0O 3COHM 1 AQP4-IgG, Ha3Ha-
YeHHUe IKYInM3yMaba BO3MOXKHO C MOMEHTA Pa3BUTUSI BTOPOTO
000CTpeHUsI, pe3y/IbTaThl MeTaaHaIu3a IMPEAroiaraloT 60Jb-
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ITonTBepxnennsiit nnario3 3COHM ¢ AQP4-1gG

‘ Brbicokast akTUBHOCTb ‘

HauuHath jieueHne MakKCUMaJIbHO PaHo, YYMUTbIBasA BO3PACT, MPOTUBOIIOKA3aHUA, KOMOp6V[ﬂHOCTb, JOCTYITHOCTD IIPpENapaToB

‘ HeTt BbICOKOI aKTUBHOCTH

Tepanus 1o noka3aHUsAM Tepanus off-label

Tepanust off-label

Teparust 1o mokazaHusIM (110 UHCTPYKIIAN)

(110 MHCTPYKLIUU)
PTM A3A

DKyauzymao'

MM® PTM Dxynuzymad' Catpanuzymad’

T 1 I

1 I { 1

Dnu3on 06ocTpeHUs*

7 I I I I I !
DKyIH3yMab, Jo6aButh A3A
PTM, DKyn13ymao, _— PK]}“’M IS:IIJ\IAH T3 SKynusymao, PTM win MM®
TL3? > > wnu T3, v TL3?
nm TL3?, wiu TL3, WTH CaTPATH3YMAG 160 CMEHUTh
WK caTpanu3ymMad WIN caTpan3ymMad ( i Ha 9Ky/Iu3yMad
BOSMOXHO, catpaauzymad wii PTM
| | Kak add-Teparusi) J
BOnu3oa 060cTpeHus*
| . ' ' '

KomGuHupoBaHHOE JIeueHrEe W/ MHTEPMUTTUPYIONIU 1a3M00OMeH / UMMYHOCOPOLIUST

Aneopumm nazHaueHuss mepanuu oas npedynpescoenus obocmpenuii y nayuenmos ¢ 3COHM ¢ AQP4-1gG.

*CmeHa mepanuu 00ANCHA YHUMbIEANb NPOMUBONOKA3AHUS, KOMOPOUOHOCMb, 00CMYRHOCHb npenapamos. Maavie 0036l npeOHU3010HA
Mo2ym OblMb UCNOAB308AHbL KAK «<MOCMUK» npu cmene mepanuu. 'Hauunas co emopoeo snuzoda obocmperus. B uccaedosanuu
Sakura Star (monomepanus campaiuzymabom) nayueHmol UMeau no MeHbuleil Mepe 00H0 000cmpeHue 3a NOCAeOHUlL 200,

8 uccaedosanuu SAkuraSky (na gpone UCT) — no menvuieli mepe déa o6ocmpenus 3a 2 200a (00HO U3 HUX — 3a NOCACOHULL 200).
‘https.//dgn.org/wp-content/uploads/2021/04/030050 _LL_Multiple Sklerose_2021.pdf

Algorithm for prescribing therapy to prevent exacerbations in patients with NMOSD with AQP4-1gG.

*When the therapy is changed, contraindications, comorbidity, availability of drugs should be considered. Small doses of prednisolone
can be used as a "bridge” when changing therapy. 'Starting from the second episode of exacerbation. *In the Sakura Star study
(satralizumab monotherapy), patients had at least one exacerbation during the last year, in the SAkuraSky study (on the background
of immunosuppressants), at least two exacerbations during 2 years (one of them during the last year).
Shttps://dgn.org/wp-content/uploads/2021/04/030050 LL_Multiple Sklerose 2021.pdf

ryto 3(pheKTUBHOCTD IKYIM3yMaba Mo CPaBHEHUIO C caTpasii-
3ymaboM [57]. Dkyauzymad MOXKeT Ha3HayaTbCsl MallMeHTaM
¢ 3COHM u AQP4-IgG kak B KauecTBe MOHOTEparuu, Tak
u Ha pone UCT [23].

7. Carpanuszymabd MOXET Ha3HayaTbCsl IOCJE IEPBOro
kiauHuueckoro anuzona 3COHM ¢ AQP4-IgG u npuMeHsThCs
B BUJIe MOHOTEpanuu uin B gonojHeHue K repanuu MCT ¢ yue-
TOM DPEe3yJbTaTOB IMPOBENCHHBIX KIMHUYECKUX HCCIeIOBAHUN
[37, 38]

8. PTM ocraetcst a(pcheKTUBHOI 1 Ge30MMacHOIt albTepHa-
tuBoit TLL3, skynu3ymaby u carpanuzymady [59] u 6oee adbde-
KTUBeH, yeM Tepanust ASA u MMO® [27].

9. CMeHa Teparuu Mpyu pe3uCTeHTHOCTH K Hell MOXKeT OC-
HOBBIBaThCS B Psiie CIydaeB Ha MPUHIUITAATIBHO MHOM MeXa-
HU3Me JIeliCTBUS Ha3Havyaemoro npenapata [17, 27].

[IpenyioxXeHHbI aNropUTM HOCUT PEKOMEHAATETbHBIN
XapakTep, He sIBJsieTcsl oonuratHbIM. MToroBoe peleHue mnpu
Ha3HAYeHUU Tepanuu NPUHUMAET Jieyalluil Bpay Mpyu aHaIM3e
COOTHOIIEHUSI MOJIb3a/PUCK, C yYETOM OCOOCHHOCTEN KITMHUYE-
CKOl CUTyallul U BO3MOXHOCTU COOIONEHUST BasKHOTO MPUH-
UMa <«HEMPepbIBHOCTU JiedeHUsT» mamueHToB ¢ 3COHM
¢ AQP4-1gG.

Hesponoeus, neiiponcuxuampus, ncuxocomamura. 2022;14(6):139— 148

daknwvyenune

YuuTeiBas pacCMOTpPEHHbIE BbIlIe BOIpockl, KCHO cunraet:

1. TepMuHOMIOTHS M aJITOPUTM HA3HAYEHUST Teparuy JJIsT
npeaynpexaeHuss obdoctpeHuit y namueHToB ¢ 3COHM
¢ AQP4-1gG, npencraBlieHHBII 2KcHepTaMu, HWMEIOLIUMU
Oousiblliol onbIT BeneHus mnauueHtoB ¢ 3COHM, mnosBosut
CTaHIAPTU3UPOBATh MOAXOAbI K AMATHOCTUKE U TePaIruu Maru-
€HTOB C 3TUM CIIEKTPOM 3a00JIeBaHUIA.

2. OKkynu3ymad — BBICOKOA((EKTUBHBIN TIpernapar s
npenynpexacHus oobocTpeHuit y mauueHtoB ¢ 3COHM
¢ AQP4-1gG. Onpenenenue npoduieit 60JIbHBIX, KOTOPHIM MO-
KeT OBITh PeKOMEHIOBaHA Teparus 3KyJIU3yMaOoM, SIBIISICTCS
BaXXHBIM TSI peau3alliid WHANBUAYAIM3UPOBAHHOTO TTOIX0Aa
TIPU BBIOOPE ONITUMAIBHOTO JIEYeHUST TIAllUeHTa.

3. J17151 COBepIIIEHCTBOBAHMS MEIUITMHCKON TTOMOIIY TTaITH-
eHraM ¢ 3COHM HeoObXoanMMo co3naHKe eTUHOTO 3JIEKTPOHHOTO
peructpa nammeHToB ¢ 3COHM B Poccuiickoii Deneparun.

4. HeoOxonumbl pa3paboTKa U yTBEpPXKIEHUE KIMHUYE-
CKUX PEKOMEHIALMii, PErjaMEeHTUPYIOIIMX €IMHbIC TOAXOMbI
K IMarHOCTMKE, MapUIpyTU3allMK 1 Teparuy naiuyMeHToB B Poc-
cniickoit @enepalivii, HapaBJIeHHOM KaK Ha MpeaypexIcHIe
o6octpennit 3COHM, Tak 1 Ha JJeyeHKe BO BpeMsl UX Pa3BUTHSI.

145



HOHCEHCYC 3KCNEPTOB

1. Wingerchuk DM, Banwell B, Bennett JL,
et al. International consensus diagnostic criteria
for neuromyelitis optica spectrum disorders.
Neurology. 2015 Jul 14;85(2):177-89.

doi: 10.1212/WNL.0000000000001729

2. Wingerchuk DM, Lennon VA,
Lucchinetti CF, et al. The spectrum

of neuromyelitis optica. Lancet Neurol. 2007
Sep;6(9):805-15. doi: 10.1016/S1474-
4422(07)70216-8

3. Ma X, Kermode AG, Hu X, Qiu W.
NMOSD acute attack: Understanding, treat-
ment and innovative treatment prospect.

J Neuroimmunol. 2020 Nov 15;348:577387.
doi: 10.1016/j.jneuroim.2020.577387

4. Crapony6os BU, 3eneHosa OB,

AbpamoB CU u ap. IlepBoe obcepBalimoHHOE
SIMUAEMUOIOTUYECKOE UCCIeOBaHKE

T10 OTIPE/IEJIEHUIO 3a00JIeBAEMOCTH U PACIIpO-
CTPaHEHHOCTH 3a00JIeBaHUI CIIEKTPpa ONTUKO-
HEeBPOMHUEINTA (ONITUKOHEBPOMUEIIUT, 0OJIE3HD
IleBuka) Ha Tepputopun Poccuiickoit Penepa-
. CospemerHble npobaembl 30PAB0OXPAHEHUS
u meduyunckoi cmamucmuxu. 2021;(1):130-41.
doi: 10.24411/2312-2935-2021-00007
[Starodubov VI, Zelenova OV, Abramov SI, et al.
The first observational epidemiological study

to determine the incidence and prevalence

of disease range of neuromyelitis optica
(Devik’s disease) on the territory of the Russian
Federation. Sovremennye problem zdravookhra-
neniya i meditsinskoi statistiki = Current
Problems of Health Care and Medical Statistics.
2021;(1):130-41. doi: 10.24411/2312-2935-
2021-00007 (In Russ.)].

5. Weinshenker BG, Wingerchuk DM.
Neuromyelitis spectrum disorders. Mayo Clin
Proc. 2017 Apr;92(4):663-79.

doi: 10.1016/j.mayocp.2016.12.014

6. Whittam D, Wilson M, Hamid S, et al.
‘What’s new in neuromyelitis optica? A short
review for clinical neurologist. J Neurol. 2017
Nov;264(11):2330-4. doi: 10.1007/s00415-017-
8445-8

7. Lopez-Chiriboga AS, Majed M, FryerJ,

et al. Association of MOG-IgG serostatus

with relapse after acute disseminated
encephalomyelitis and proposed diagnostic cri-
teria for MOG-IgG-associated disorders. JAMA
Neurol. 2018 Nov 1;75(11):1355-63.

doi: 10.1001/jamaneurol.2018.1814

8. Marignier R, Hacohen Y, Cobo-Calvo A,
et al. Myelin-oligodendrocyte glycoprotein
antibody-associated disease. Lancet Neurol.
2021 Sep;20(9):762-72. doi: 10.1016/S1474-
4422(21)00218-0

9. Bruscolini A, Sacchetti M, La Cava M,
et al. Diagnosis and management of neu-
romyelitis optica spectrum disorders —

An update. Autoimmun Rev. 2018
Mar;17(3):195-200.

doi: 10.1016/j.autrev.2018.01.001

10. benosa AH, boiiko AH, beoBa EM.
JlnarHocTUYeCKrEe KPUTEPUH ONITUKOMUETUT-

146

aCCOLIMMPOBAHHBIX PACCTPOICTB. Kypran
nesponoeuu u ncuxuampuu um. C.C. Kopcakosa.
Cneuygvinycku. 2016;116(2-2):32-40.

doi: 10.17116/jnevro20161162232-40
|Belova AN, Boyko AN, Belova EM.
Diagnostic criteria for neuromyelitisoptica
spectrum disorders. Zhurnal nevrologii

i psikhiatrii imeni S.S. Korsakova =

S.S. Korsakov Journal of Neurology

and Psychiatry. 2016;116(2-2):32-40.

doi: 10.17116/jnevro20161162232-40

(In Russ.)].

11. Bunorpanosa EC, Hosukos I1H1,
MouceeB CB. ONTHKOHEBPOMUETUT (CUHIPOM
JleBUKa) — peIKUii BApDUAHT IMTOPaKEHUsI
HEPBHOW CUCTEMBI TTPU CUCTEMHOIM KPaCHOM
BOJYAHKE. Pycckuil MeQuuuHcKuil JcypHan.
2018;12(2):103-6.

[Vinogradova ES, Novikov PI, Moiseev SV.
Neuromyelitics optica (Devic’s syndrome)

is a rare variant of the nervous system impair-
ment in systemic lupus erythematosus. Russkii
meditsinskii zhurnal = Russian Medical Journal.
2018;12(2):103-6 (In Russ.)].

12. Tokapesa OB, Koros AC,

IManTeneeBa MB, bynak MC. PaccrpoiicTBa
U3 CIIEKTPa ONITUKOHEBPOMUEUTA Y TTallUeH-
TOB JIETCKOTO Bo3pacrta. Heeposoeus, Heliponcu-
xuampus, ncuxocomamuxka. 2018;10(1):60-4.
doi: 10.14412/2074-2711-2018-1-60-64

| Tokareva YuV, Kotov AS, Panteleeva MV,
Bunak MS. Neuromyelitis optica spectrum
disorders in pediatric patients. Nevrologiya,
neiropsikhiatriya, psikhosomatika = Neurology,
Neuropsychiatry, Psychosomatics. 2018;10(1):60-
4. doi: 10.14412/2074-2711-2018-1-60-64
Russ.)].

13. Cumanus TO, BacunbeB AB,

Ackaposa JILLI, 3axapoBa MH. Ontukoneiipo-
MUETUT 1 3a00JIeBaHUS CIIEKTpa OTITUKOHEH -
pomuenuTa. XKypHan neeponoeuu u ncuxuampuu
um. C.C. Kopcaxoea. 2019;119(10-2):35-48.
doi: 10.17116/jnevro20191191035

[Simaniv TO, Vasil’ev AV, Askarova LSh,
Zakharova MN. Neuromyelitis optica and
neuromyelitis optica spectrum disorders.
Zhurnal nevrologii i psikhiatrii imeni

S.S. Korsakova = S.S. Korsakov Journal of
Neurology and Psychiatry. 2019;119(10-2):35-
48. doi: 10.17116/jnevro20191191035

(In Russ.)].

14. Kpacnos BC, ToronssH HA, Hazapos Bl
U 1p. AKTyaJIbHbIe BOIPOCHI AMArHOCTUKHU
3a00JIeBaHUI CIIEKTpa ONTUKOHEpOMHUETUTA
MPU ONpPEeLeICHUN aHTUTEJ K aKBaIlopuHy-4

B CBIBOPOTKE KPOBU. JKypHan Hesposoeuu

u ncuxuampuu um. C.C. Kopcakosa. 2020;120(7-
2):24-31. doi: 10.17116/jnevro202012007224
[Krasnov VS, Totolyan NA, Nazarov VD, et al.
Actual issues of serum aquaporin-4 autoanti-
bodies evaluation in the diagnostics of neu-
romyelitis optica spectrum disorders. Zhurnal
nevrologii i psikhiatrii imeni S.S. Korsakova =
S.S. Korsakov Journal of Neurology

and Psychiatry. 2020;120(7-2):24-31.

doi: 10.17116/jnevro202012007224 (In Russ.)].

15. KpacHos BC, Makiakos I'C,

Kanuuun UB u np. KomopbuaHocTs 3a00i1e-
BaHUsI CMIEKTPa ONTUKOHEHPOMUETUTA

U CUCTEMHOM KpacHOU BOJMYaHKU. KypHan
Heeponoeuu u ncuxuampuu um. C.C. Kopcakosa.
2020;120(7):102-8.

doi: 10.17116/jnevro2020120071102

[Krasnov VS, Makshakov GS, Kalinin IV, et al.
Comorbidity of neuromyelitis optica spectrum
disorder and systemic lupus erythematosus.
Zhurnal nevrologii i psikhiatrii

imeni S.S. Korsakova = S.S. Korsakov Journal
of Neurology and Psychiatry. 2020;120(7):102-8.
doi: 10.17116/jnevro2020120071102

(In Russ.)].

16. boiiko AH, baxtusiposa K3, bpbuies JIB

u np. KoHceHcyc 9KCIepTHBIX COBETOB

10 BOITPOCaM MapLIpyTU3aLUK, TMaTHOCTUKHI
U BeIeHUSI TIAIIMEHTOB ¢ 3a00JIeBAaHUSIMU
CIIeKTpa ONTUKOHEBpomuenuTa. Hespoaoeus,
Helponcuxuampus, NCUXOCOMamuKa.
2021;13(5):140-7. doi: 10.14412/2074-2711-
2021-5-140-147

|Boyko AN, Bakhtiyarova KZ, Brylev LV, et al.
Consensus of expert advices on routing, diagno-
sis, and management of patients

with neuromyelitis optica spectrum disorders.
Nevrologiya, neiropsikhiatriya, psikhosomatika =
Neurology, Neuropsychiatry, Psychosomatics.
2021;13(5):140-7. doi: 10.14412/2074-2711-
2021-5-140-147 (In Russ.)].

17. Hemmer B. Diagnose und Therapie

der Multiplen Sklerose, Neuromyelitis-optica-
Spektrum-Erkrankungen und MOG-IgG-
assoziierten Erkrankungen, S2k-Leitlinie, 2021,
in: Deutsche Gesellschaft fiir Neurologie
(Hrsg.), Leitlinien fiir Diagnostik und Therapie
in der Neurologie. Available from:
www.dgn.org/leitlinien

18. Shosha E, Aljarallah SA, Fugham NA, et al.
Saudi consensus recommendations on the
management of neuromyelitis optica spectrum
disorders (NMOSD). Mult Scler Relat Disord.
2022 Oct;66:104062.

doi: 10.1016/j.msard.2022.104062

19. IaBbinoBckast MB, Xauanosa HB,
Kunabykosa IJI. [TpakTuyeckue acrieKThbl
nubdepeHIIMaTIbHOTO TMarHo3a MepBUYHO-
MIPOTPECCUPYIOIIETO PACCESTHHOTO CKIIepO3a.
Kaunuueckas ghapmakonoeus u mepanus.
2018;27(5):69-75. doi: 10.32756,/0869-5490-
2018-5-69-75

|Davydovskaya MV, Khachanova NV,
Klabukova DL. Practical aspects of the differ-
ential diagnosis of primary progressive multiple
sclerosis. Klinicheskaya farmakologiya i terapiya
= Clinical Pharmacology and Therapy.
2018;27(5):69-75. doi: 10.32756,/0869-5490-
2018-5-69-75 (In Russ.)].

20. IaBbiioBckass MB. 3abosneBaHus criekTpa
ONTUKOHEBPOMUENUTA: BaXHOCTh InddepeH-
LIMATBHOM TUATHOCTUKH C PACCESTHHBIM CKITe-
pO30oM U ee TpyaHoCTU. Jeuawuii pad.
2021;(5):62-3.

doi: 10.51793/0S.2021.95.91.013

Hegponoeus, neiiponcuxuampus, ncuxocomamura. 2022, 14(6):139— 148



| Davydovskaya MV. Neuromyelitis optica
spectrum disorder: importance and difficulties
of differential diagnosis with multiple sclerosis.
Lechaschiy vrach. 2021;(5):62-3.

doi: 10.51793/08.2021.95.91.013 (In Russ.)].

21. Cumanus TO, Koueprun UA,

3axapoBa MH u np. KiIMHUKO-31THIEMUOJIOTH -
YecKue acTeKThl 3a00JIeBaHUI CTIEKTPa ONTH-
KOHEBPOMMUEIMTA B POCCUICKOM TTOMYJISIIIAMN.
KypHan neeponoeuu u ncuxuampuu

um. C.C. Kopcarosa. 2021;121(7):96-103.

doi: 10.17116/jnevro202112107196

[Simaniv TO, Kochergin IA, Zakharova MN, et al.
Clinical and epidemiological aspects of neu-
romyelitis optic spectrum diseases in the Russian
population. Zhurnal nevrologii i psikhiatrii imeni
S.S. Korsakova = S.S. Korsakov Journal of
Neurology and Psychiatry. 2021;121(7):96-103.
doi: 10.17116/jnevro202112107196 (In Russ.)].

22. KpacnoB BC, Ilpaxosa JIH, Toronsin HA.
CoBpeMeHHbIE MPEICTABICHUS O AUATHOCTUKE
U Tepanuu 000CTPEeHUIl 3a00JIeBaHUN CIIeKTpa
OITUKOHEeBpoMuUenuTa. Heeponoeus, Heliponcu-
xuampus, ncuxocomamuia. 2022;14(5):69-76.
doi: 10.14412/2074-2711-2022-5-69-76
|Krasnov VS, Prakhova LN, Totolyan NA.
Current view on the diagnosis and treatment
of neuromyelitis optica spectrum disorders
exacerbations. Nevrologiya, neiropsikhiatriya,
psikhosomatika = Neurology, Neuropsychiatry,
Psychosomatics. 2022;14(5):69-76.

doi: 10.14412/2074-2711-2022-5-69-76

(In Russ.)].

23. Pittock SJ, Berthele A, Fujihara K, et al.
Eculizumab in Aquaporin-4—Positive
Neuromyelitis Optica Spectrum Disorder.

N Engl J Med. 2019 Aug 15;381(7):614-25.
doi: 10.1056/NEJMo0a1900866

24. Palace J, Wingerchuk DM, Fujihara K,

et al. Benefits of eculizumab in AQP4+ neu-
romyelitis optica spectrum disorder: Subgroup
analyses of the randomized controlled phase 3
PREVENT trial. Mult Scler Relat Disord. 2021
Jan;47:102641. doi: 10.1016/j.msard.2020.102641

25. Cree BA, Bennett JL, Kim HJ, et al.
Inebilizumab for the treatment of neuromyelitis
optica spectrum disorder (N-MOmentum):

a double-blind, randomised placebo-controlled
phase 2/3 trial. Lancet. 2019 Oct
12;394(10206):1352-63. doi: 10.1016/S0140-
6736(19)31817-3

26. Ilpaxosa JIH, Kpacnos BC, Kacatkuu JIC,
Kopo6ko [C. JIoKalbHblii ONBIT TPUMEHEHUS
mpernapara caTpaiu3ymad, MoAaBIsIOIIEero
myTh 1L-6, mst Tepanuu 3a00/IeBaHU CIIEKTPa
ONTUKOHepoMuennTa. XKypran Heeposoeuu

u ncuxuampuu um. C.C. Kopcaxosa. 2022;122(7-
2):68-72. doi: 10.17116/jnevro202212207268
[Prakhova LN, Krasnov VS, Kasatkin DS,
Korobko DS. Local experience of IL-6 pathway
inhibition with satralizumab for patients

with neuromyelitis optica spectrum disorder.
Differential diagnosis of multiple sclerosis

in children. Zhurnal nevrologii i psikhiatrii imeni
S.S. Korsakova = S.S. Korsakov Journal

of Neurology and Psychiatry. 2022;122(7-2):68-
72. doi: 10.17116/jnevro202212207268

(In Russ.)].

HOHCEHCYC 3KCNEPTOB

27. Contentti EC, Rojas JI, Cristiano E, et al.
Latin American consensus recommendations
for management and treatment

of neuromyelitis optica spectrum disorders

in clinical practice. Mult Scler Relat Disord.
2020 Oct; 45:102428.

doi: 10.1016/j.msard.2020.102428

28. Zhang W, Cui L, Zhang Y, et al.
Questioning the existence of monophasic
neuromyelitis optica spectrum disorder by
defining a novel long-term relapse-free form
from a large Chinese population. J Neurol. 2020
Apr;267(4):1197-205. doi: 10.1007/s00415-019-
09685-3

29. Kim SH, Jang H, Park NY, et al.
Discontinuation of immunosuppressive therapy
in patients with neuromyelitis optica spectrum
disorder with aquaporin-4 antibodies. Neurol
Neuroimmunol Neuroinflamm. 2021 Feb
23;8(2):e947.

doi: 10.1212/NXI1.0000000000000947

30. Palace J, Lin DY, Zeng D, et al. Outcome
prediction models in AQP4-IgG positive neu-
romyelitis optica spectrum disorders. Brain.
2019 May 1;142(5):1310-23.

doi: 10.1093/brain/awz054

31. Hu H, You X, Ye J. Short transverse myelitis
in Chinese patients with neuromyelitis optica
spectrum disorders. Mult Scler Relat Disord.
2018 Apr;21:78-83.

doi: 10.1016/j.msard.2018.02.022

32. LiY, ZhangJ, Zhou Y, et al. Analysis

of Predictive Risk Factors in Aquaporin-4-1gG
Positive Highly Active Neuromyelitis Optica
Spectrum Disorders. Front Neurol. 2021 Aug
26;12:731835. doi: 10.3389/fneur.2021.731835.
eCollection 2021.

33. Zhang C, Zhang M, Qiu W, et al.

Safety and efficacy of tocilizumab versus
azathioprine in highly relapsing neuromyelitis
optica spectrum disorder (TANGO):

an open-label, multicentre, randomised,

phase 2 trial. Lancet Neurol. 2020
May;19(5):391-401.

doi: 10.1016/S1474-4422(20)30070-3

34. Ringelstein M, Ayzenberg I, Harmel J, et al.
Long-term Therapy With Interleukin 6
Receptor Blockade in Highly Active
Neuromyelitis Optica Spectrum Disorder. JAMA
Neurol. 2015 Jul;72(7):756-63.

doi: 10.1001/jamaneurol.2015.0533

35. Kleiter I, Gahlen A, Borisow N, et al.
Apheresis therapies for NMOSD attacks:

A retrospective study of 207 therapeutic inter-
ventions. Neurol Neuroimmunol Neuroinflamm.
2018 Sep 26;5(6):¢504.

doi: 10.1212/NXI1.0000000000000504

36. Bizzoco E, Lolli F, Repice AM, et al.
Prevalence of neuromyelitis optica spectrum
disorder and phenotype distribution. J Neurol.
2009 Nov;256(11):1891-8. doi: 10.1007/s00415-
009-5171-x

37. Yamamura T, Kleiter I, Fujihara K, et al.
Trial of satralizumab in neuromyelitis optica
spectrum disorder. N Engl J Med. 2019 Nov

28;381(22):2114-24.

doi: 10.1056/NEJMoal901747

Hesponoeus, neiiponcuxuampus, ncuxocomamura. 2022;14(6):139— 148

38. Tramboulsee A, Greenberg BM,

Bennett JL, et al. Safety and efficacy of satral-
izumab monotherapy in neuromyelitis optica
spectrum disoder: a randomised, double-blind,
multicentre, placebo-conroled phase 3 trial.
Lancet Neurol. 2020 May;19(5):402-12.

doi: 10.1016/S1474-4422(20)30078-8

39. Shosha E, Dubey D, Palace J, et al. Area
postrema syndrome: Frequency, criteria,

and severity in AQP4-IgG—positive NMOSD.
Neurology. 2018 Oct 23;91(17):e1642-e1651.
doi: 10.1212/WNL.0000000000006392

40. Kurtzke JE. Rating neurologic impairment
in multiple sclerosis: An Expanded Disability
Status Scale (EDSS). Neurology.
1983;33(11):1444-52.
doi:10.1212/wnl.33.11.1444

41. Schwartz CE, Stark RB, Stucky BD.
Response-shift effects in neuromyelitis optica
spectrum disorder: a secondary analysis of clinical
trial data. Qual Life Res. 2021 May;30(5):1267-
82. doi: 10.1007/s11136-020-02707-y.56

42. Songthammawat T, Srisupa-Olan T,

Siritho S, et al. A pilot study comparing treat-
ments for severe attacks of neuromyelitis optica
spectrum disorders: intravenous methylpred-
nisolone (IVMP) with add-on plasma exchange
(PLEX) versus simultaneous ivmp and PLEX.
Mult Scler Relat Disord. 2020 Feb; 38:101506.
doi: 10.1016/j.msard.2019.101506

43, Li X, Tian D-C, Fan M, et al. Intravenous
immunoglobulin for acute attacks in neu-
romyelitis optica spectrum disorders
(NMOSD). Mult Scler Relat Disord. 2020
Sep;44: 102325.

doi: 10.1016/j.msard.2020.102325.55

44. Sellner J, Boggild M, Clanet M, et al.
EFNS guidelines on diagnosis and management
of neuromyelitis optica. Eur J Neurol. 2010
Aug;17(8):1019-32. doi: 10.1111/j.1468-
1331.2010.03066.x

45. Shi Z, Du Q, Chen H, et al. Effects

of immunotherapies and prognostic predictors
in neuromyelitis optica spectrum disorder:

a prospective cohort study. J Neurol. 2020 Apr;
267(4):913-24. doi: 10.1007/s00415-019-09649-7

46. Regulatory workshop on clinical trials
designs in neuromyelitis optica spectrum disor-
ders (NMOSD). Report of EMA workshop

10 October 2014. Available from:
https://www.ema.europa.eu/en/events/regula-
tory-workshop-clinical-trials-designs-neu-
romyelitis-optica-spectrum-disorders

47. Levy M, Fujihara K, Palace J. New thera-
pies for neuromyelitis optica spectrum disorder.
Lancet Neurol. 2021 Jan;20(1):60-7.

doi: 10.1016/S1474-4422(20)30392-6

48. Ciron J, Audoin B, Bourre B, et al.
Recommendations for the use of Rituximab

in neuromyelitis optica spectrum disorders. Rev
Neurol (Paris). 2018 Apr;174(4):255-64.

doi: 10.1016/j.neurol.2017.11.005

49. Gao F, Chai B, Gu C, et al. Effectiveness of
rituximab in neuromyelitis optica: a meta-
analysis. BMC Neurol. 2019 Mar 6;19(1):36.
doi: 10.1186/s12883-019-1261-2

147



HOHCEHCYC 3KCNEPTOB

50. Mealy MA, Wingerchuk DM, Palace J,

et al. Comparison of relapse and treatment
failure rates among patients with neuromyelitis
optica: multicenter study of treatment efficacy.
JAMA Neurol. 2014 Mar;71(3):324-30.

doi: 10.1001/jamaneurol.2013.5699

51. Nikoo Z, Badihian S, Shaygannejad V, et al.

Comparison of the efficacy of azathioprine

and rituximab in neuromyelitis optica spectrum
disorder: a randomized clinical trial. J Neurol.
2017 Sep;264(9):2003-9. doi: 10.1007/s00415-
017-8590-0. Epub 2017 Aug 22.

52. Songwisit S, Kosiyakul P, Jitprapaikulsan J,
et al. Efficacy and safety of mycophenolate
mofetil therapy in neuromyelitis optica spec-
trum disorders: a systematic review and meta-
analysis. Sci Rep. 2020 Oct 7;10(1):16727.

doi: 10.1038/s41598-020-73882-8

53. Kimbrough DJ, Fujihara K, Jacob A, et al.
Treatment of neuromyelitis optica: Review
and recommendations. Mult Scler Relat Disord.
2012 Oct;1(4):180-7.

doi: 10.1016/j.msard.2012.06.00245

54. Trebst C, Jarius S, Berthele A, et al.
Update on the diagnosis and treatment

of neuromyelitis optica: Recommendations
of the Neuromyelitis Optica Study Group
(NEMOS). J Neurol. 2014;261:1-16.

doi: 10.1007/s00415-013-7169-7

55. Wingerchuk DM, Fujihara K, Palace J,

et al. Long-Term Safety and Efficacy

of Eculizumab in Aquaporin-4 IgG-Positive
NMOSD. Ann Neurol. 2021 Jun;89(6):1088-98.
doi: 10.1002/ana.26049

56. Pittock SJ, Fujihara K, Palace J, et al.
Eculizumab monotherapy for NMOSD: Data
from PREVENT and its open-label extension.
Mult Scler J. 2022;28(3):480-6.

doi: 10.1177/13524585211038291

57. Wingerchuk DM, Zhang I, Kielhorn A,

et al. Network meta-analysis of Food and Drug

Administration-approved treatment options

for adults with aquaporin-4 immunoglobulin G-
positive neuromyelitis optica spectrum disorder.
Neurol Ther. 2022 Mar;11(1):123-35.

doi: 10.1007/s40120-021-00295-8

[Moctynuna/oTpelieH3upoBaHa,/MPUHATA K TTe4aTh

Received/Reviewed/Accepted
23.09.2022/25.11.2022/29.11.2022

3assiaenne o Kongumkre narepecos/Conflict of Interest Statement

58. Cratbst P. Pezomonnst MexxauciurinHap-
HOTIO COBETa 9KCIEPTOB MO NpoduIaKTUKe
TSDKEJIBIX MHGEKIINIi y MallMeHTOB

C TEHETUYECKUMU HAPYIIEHUSIMU PETYIISIITNT
CUCTEMBI KOMIUIEMEHTA, TTOTYYaIOIINX
Teparuio 3KyJIu3yMaboM. Dnudemuonoaus

U 8AKYUHONPOPUAAKMUKA.

2017;16(1):51-4.

[Article E. Resolution of the interdisciplinary
council experts for prevention of severe
infections in patients with genetic disorders
of regulation of the complement system,
receiving therapy with eculizumab.
Epidemiologiya i vaktsinoprofilaktika =
Epidemiology and Vaccinal Prevention.
2017;16(1):51-4 (In Russ.)].

59. Welasco M, Zarco LA, Agudelo-Arrieta M.
Effectiveness of treatments in Neuromyelitis
optica to modify the course of disease

in adult patients. Systematic review

of literature. Mult Scler Relat Disord. 2021
May;50:102869.

doi: 10.1016/j.msard.2021.102869

Cratbst crioHcupyeTcst komnaHueit «[enepuym». KoH(IMKT nHTEpecoB He OB Ha pe3yIbTaThl UCCIeNOBaHUsI. ABTOPHI He-
CYyT TIOJIHYIO OTBETCTBEHHOCTH 3a IPEIOCTaBIeHNE OKOHYATEJIbHON BEpCUU PYKOIMCU B TieuaTh. Bce aBTOPHI MIPUHUMATM yJacThe
B pa3paboTKe KOHLEIIINK CTaThU U HAaIMCaHWM pyKorrcr. OKoHYaTeIbHasT BEPCUsT PyKOTIMCH ObLTa 0100peHa BCeMU aBTOpaMH.

This article has been supported by Generium. The conflict of interest has not affected the results of the investigation. The authors
are solely responsible for submitting the final version of the manuscript for publication. All the authors have participated in developing
the concept of the article and in writing the manuscript. The final version of the manuscript has been approved by all the authors.

KpacHos B.C. https://orcid.org/0000-0002-9769-447X
Cumanus T.O. https://orcid.org/0000-0001-7256-2668
Baxtusposa K.3. https://orcid.org/0000-0003-0982-4324
JassimoBckast M.B. https://orcid.org/0000-0002-8294-0893
Epnomienko E.IT. https://orcid.org/0000-0002-8006-237X
Kopo6ko JI.C. https://orcid.org/0000-0002-7938-3782
Toronsin H.A. https://orcid.org/0000-0002-6715-8203
Xauanosa H.B. https://orcid.org/0000-0002-4943-4630
[ymunHa M.B. https://orcid.org/0000-0001-7439-2690

Hegponoeus, neiiponcuxuampus, ncuxocomamura. 2022, 14(6):139— 148

148



