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BBepeHme

B HacTosIee BpeMsA cpefy leMUeNMHN3NPYIOMINX 3a60/IeBaHNIT Hanbo-
Jlee XopouIo u3ydeH paccesiHHbll cknepos (PC). Ognako nomumo PC cyiie-
CTBYIOT U JpyTUe leMUeTMHNU3NpYIoliye 3a00/IeBaHNmsA, O KOTOPBIX HE00XO0-
[MMO 3HaTh MPAaKTUKYIOMKM BpadaM [6]. K HMM oTHOCATCA paccTpoiicTBa
U3 CIIeKTpa ONTUKOHeBpoMMenura (aHIl. neuromyelitis optica spectrum
disorders, NMOSD), 6oree n3BecTHbBIe B POCCUIICKOIL TUTEpaType KaK OII-
TuKoMMenuT JleBuka, a Takxe antu-MOI-acconunpoBaHHbIe pacCTPOIICTBA
(aHTMTeNIa K I/IMKOIIPOTENHY MUe/IHA OTUTOfIeHPOLMTOB, aHITL. antibodies
against myelin oligodendrocyte glycoprotein, MOG). Tlomymo pasmumanit
B 9TMOJIOTUY 3TH 3a007IeBaHMs OTINYAI0TCA OT PC 1 TaKTUKOI JIeYeH s, YTO
fielaeT HeOOXONMMBIM VX OoIee OfpoOHOE OCBelleHNe.

OcCHOBHbIle cBegeHunA

PaccrpolictBa M3 cHekTpa ONTUKOHEBPOMMENNTA — J€MUETNHU3U-
pytomiye 3abojeBaHNsA, HIpM KOTOPBIX AHTUTENA IIOBPEXKHAIOT aKBaIlO-
puH-4 (aHDI. aquaporin-4 receptor antibodies, anti-AQP4) ¢ momombio cu-
CTeMBI KOMIIIEMEHTA B IjeHTpanbHoi HepBHOM cucteMe (LITHC), Takke mpo-
UCXONUT TOBPEX eHNe TUaabHOro GrbpuansapHoro Kuciaoro 6enka (aHr.
glial fibrillary acidic protein, GFAP), 4Tto B uTOre MpUBOANUT K paspylIeHNIO
aCTpPOLUTOB U JeMuennHu3anuy. JJaHHBI ITaTOTeHe3 AB/IAeTCA Kaaccude-
CKUM, OIHAKO Ha IIPaKTUKe HEKOTOpPbIEe €r0 3BEHbs MOTYT OTCYTCTBOBATb
[15].

AHTN-MOTI-acconunpoBaHHble pacCTpoiiCTBa — AeMUENMHUMPYIOIINe
3aboseBaHMs, NPU KOTOPbIX OOpa3oBaHHBIE AHTUTENA K INMKOIPOTEUHY
MJe/IVHA OJUTOfIeHAPOLMTOB 3allyCKAIOT PeaKIUIo paspylLIeHNs MMUeIHa
B ITHC. 9TOT IIMKONPOTENH pacIoaraeTcs Ha IIOBEPXHOCTU MMUEINHOBO
000JI09KY, YTO fle/IaeT ero 6ojiee YsI3BUMBIM /11 UMMYHHOJ CHCTEMBI.

Insa PC B otinune oT pefKnx AeMUETMHU3UPYIOMNX 3a00/IeBaHNIT Xa-
pakTepHO oOHapy>keHMe B IiepebpocnmHanbHol xupkoctu (IJCX) onuro-
K/IOHAJIbHBIX UMMYHOI100yHOB (Ig) G 2-ro Tuma cuHTe3a, a TaKXKe I0JI0-
KurenbHas peakiysa MRZ (kopp, auri. measles, M; kpacHyxa, auri. rubella,
R; BeTpsiHas ocma, aHrI. varicella zoster, Z), To ecTb 0OHapy>keHMe aHTUTEI
IPOTUB BUPYyCca KOPU, KPACHYXU 1 BeTpsiHoIt octibl B LICIK.

[Tpu o6Hapy>keHNN B CBIBOPOTKe KpoBy aHTHUTeN K AQP4 cnepyer 3amopo-
3PUTH PacCTPOIICTBA U3 CIIEKTPA ONTVKOHEBPOMMENNTA, PV OOHAPYKEHUN
antuten Kk MOI' - anTu-MOI-accounnposaHHble paccTpoiictBa. IIpu PC
aHTuTena kK AQP4 n antu-MOI, kak npaBuo, orpunartensus [19] (tabmn. 1).



Ta6nuua 1. CpasHumenvHas XapaKmepucmuka OUazHOCMUHECKUX MApKepos
paccesnHo020 cKknepo3a, paccmporicme U3 CneKmpa OnmuKoHespOMUeIUmMa, aHmu-
MOTI-accoyuuposantvix paccmpoticme

Huarsocruyecknit | AnTu-MOI- Pacceannplit Paccrpoiictsa

Mapkep accOMMPOBaHHbIE | CK/IEpO3 M3 CIeKTpa
paccrpoiicTBa ONTUKOHEBPOMUETNTA

AnTn-MOI + - -

Antu-AQP-4 - - +

OnuroknoHanbHbre | 6-13% 80% 28%

1gG 2-ro Tuma

MRZ 1-2% 78% 1-2%

IIpu PC anTuTena o6pasytorca B B-muMdonnrax HemocpencTBeHHO
B ITHC, Torza kak mpy pefikix AeMMeTMHU3UPYIOUIX 3a00/IeBaHUAX aHTH-
tena K cTpykrypam ITHC obpasyioTcs Ha nepudepun 1 IUIIb 3aTeM MOIa-
patorT B [JHC, mosaToMy 1X MOXHO OOHapy>kKIUTb B CHIBOPOTKE KPOBU, B TO
BpeMs Kak mpu PC aHTHUTeNa BBISABIAIOTCA B OCHOBHOM B CIITHHOMO3TOBOJI
xupkocty. IlocmenHme mccnemoBaHMA IOKa3amy, YTO COCYIIECTBOBAaHUE
MOT-antuten u AQP4-aHTHUTeN B GONBIIMHCTBE C/Ty4YaeB He OOHApYXVBa-
erca [8].

PaccTtponcrtBa U3 cnektpa onTUKOHeBpoOMUuenuTa
OnpepeneHne

PaccTpoiicTBa 13 crieKTpa ONTUKOHEBPOMUENNUTA — CIEKTP AeMMeTNHN-
supytomux 3abonesannit [JHC ¢ ofHOBpeMeHHBIM MV NTOC/IEA0BATETbHBIM
pasBUTMEM HEBPUTA 3PUTETBHBIX HEPBOB 11 OOIIVPHOTO IIONEPEYHOTo Mue-
TIUTA.

I'IpomcxomneHme Ha3BaHWA

Knaccuueckoe ommcanme 6onmesum pman ¢panmysckuii Bpau Eugéne
Devic B 1894 1., B 4eCTb KOTOPOr0O OHa IIO/Iy4u/a HasBaHME ONTUKOMIE-
nuta JleBuka. B aHI/IOA3BIYHON NUTEpaType MPUMEHANIOCh HaMEHOBaHMe
neuromyelitis optica, Ho B oc/eiHYe TOfBI OBLI peKOMEHJ0BaH JPYTOIl Tep-
MuH - neuromyelitis optica spectrum disorders, vim paccTpoiicTBa U3 cIiek-
Tpa ONTUKOHeBpoMuenuTa. [logobHas pekoMeHanNs CBA3aHa C TeM, 4TO He
BCe CTy4ay 3a00jIeBaHUs YKIAIbIBAIOTCSA B KIIMHUYECKYI0 KAPTUHY OITUKO-
HEBPOMUETINTA.



[uarHocTtumka

KntoueBble KNMHUYECKME XapakTepucTuKm
CornacHO KIMHUYECKUM pekoMeHAarysM ot 2015 r. [21], K K/Iro4eBbIM
KJIMHUYECKUM XapaKTepUCTUKAM PACCTPONICTB U3 CIEKTPa ONTHKOHEBPO-
MMeNTA OTHOCATCS:
onTuyecknit HeBpuT (¢ Hero AeboTrpyer NMOSD B 80% crydaes [4]; Ha
OIITMYeCKOI KOTepeHTHOII ToMorpadun gereHepanys akCOHOB rpyoee,
gyem nipu PC [5]);
OCTPBIIl MUEJINUT;
CUHJIPOM area postrema: SNU30AbI HEOOBACHUMON JPYTUMM PUYNHA-
MU MKOTBI VJTU TOUTHOTHI M PBOTHI;
0CTpOe TIOpakeHe CTBOJIA MO3Ta;
CUMIITOMATUYeCKasl HAPKOIETICH S MU OCTPBIN KTUHUYECKUT CUHIPOM
MOpPa’KeHM A MPOMEXYTOUHOTO Mo3ra ¢ TMunu4HeIMu Jind NMOSD ns-
MeHEeHMSIMI Ha MarHUTHO-pe3oHaHCHoI Tomorpaduu (MPT) mpoporn-
rOBaTOTO MO3Ta;
KJIMHIYECKU MaHU(eCTHOE TOpakeHe OO/BIIOr0 MO3ra ¢ TUIIMYHBIMU
st NMOSD usmeneHMsiMU GOBIIOTO MO3Ta, MOATBEPK/AEHHBIMI Ha
MPT.
MaruuTHO-pe30HaHCHBIE IIPU3HAKYM IOPaXEHUs IIPOMEXYTOIHOTO
u 60spuoro Mosra npy NMOSD, cooTBeTCTBYOI e ITOCTEHUM ABYM KJIM-
HMYECKUM XapaKTePUCTUKAM PacCTPOIICTB CIIEKTPa ONTYKOHEBPOMMETNTA:
e OYATH B Ta/JIAMYCe, TUIIOTAIAMYCe VI/IM BOKPYT TPEThero >Kemyaouka;
e KPYIIHBIE CIVBAIOLIVIECS OfHO- VIIM JIBYCTOPOHHME CyOKOPTVUKATbHbIE
VIV PacIIONIOXKEeHHBIE B ITTyO1He 6€/I0To BelljecTBa 04ary;
o mnuHHble (Y2 pnauHb Uy 6onbuie) nudQysHble, TeTepOreHHble WIN
OTEeYHbIe OYAr'u B MO3OIUCTOM TEJIE;
e IUIMHHBIE OYaTy B KOPTMKOCHMHAILHOM TPAKTe, OTHO- VN IBYCTOPOH-
HIle, BOBJICKAIOIIVe BHYTPEHHIO KAIICY/Ty VI HOXKKY MO3Ta;
o OOIINPHBIE TIEPUATIEHAVMATbHbIE TTOPAXKEH ST, YACTO HAKAIITMBAIOIIe
KOHTPACT.

Ycnosua ans noctaHoBkKW gnarHoza NMOSD
YcnoBus g moctaHoBKy guarHo3a NMOSD 3aBucAT OH HaIM4us IOJIO-
SKUTEIBHOTO VIV OTPUILATETbHOTO aHaIM3a CBIBOPOTKM KPOBU Ha aHTUTE/NA
K aKBaIlOpUHY-4 1100 OTCYTCTBUS JaHHOTO aHA/IN3A.
JuarHocTudyeckue KpuTepuy CUHAPOMA NPy IOTOXUTENbHOM TecTe Ha

AQP4-IgG:



g — Contcncs S8
& ) e e LB

a

Puc. 1. Maznummo-pe3oHancHas momoepagus nayueHmxu 12 1em ¢ nosmopHoil
K/IUHUYECKOU amaKoil Ha 7le6blil 3pUmenvHolll Heps: Ha AKCUANIbHOM cpe3e

6 pescume FLAIR 2unepunmencusHblil CUZHATL HA 6CeM NPOMANEHUU TIe6020
3puUmenvHo20 Hepea, a Mmakice nosvluleHUe MAZHUMHO-Pe30HAHCH020 CUZHAA

6 €20 UeHMPAnbHOL Hacmu Ha KopoHapHom cpese 6 T2-pexcume ¢ nodaeneHuem
swupa (A, B). Y amoti se nayuenmxu Ha koponapHom cpese 6 T1-pesxcume

C eadonuHuem ommeUaemcs HaKoneHue KOHMpacma nopaxeHHvim Hepsom (B).
IIpusHaxu 06ycmopoHHeil ampogdui 3pUmenvHoLX HePEO6 N0 CHUMKAM 2l1A3H020
ona (I) u no danHvim onmuueckoii kozepermnoti momoepapuu (I). Ananus

Ha aHmumena K aKeanopury-4 oxasancs nonoxumenvHoim. B ounamuxe
KIUHUYECK020 HAOTIO0eHUS K ONMU4ecKoli Heliponamuu npucoeouHUNCs KauHuKo-
momoezpagdutecKuii CUMNIMOMOKOMNTIEKC NPOOOTIHEHHO20 MUETTUMA UieliH020
omoena cnuHHo20 mosea. Ilayuenmeye 6vi70 nposedeHo eueHUe MUMOKCAHIMPOHOM
€ NOCE0YIOULUM NePexo00M HA A3amuUonpuH ¢ NONONUMENbHLIM dPPexmom —
NOMHAS KIUHUYECKAS PEMUCCUS CO CPOKOM KAMAMHeCmu4ecKoeo HabnodeHus bonee
3 nem



e KaK MMHUMYM OfHa 13 6 K/TI0YEBbIX KIMHUUECKNX XapaKTEePUCTUK;

e IOJIOKUTE/IbHBIN aHA/MN3 Ha aHTUTeNa K akBamopuHy-4 (AQP4-IgG)
(puc. 1);

* VUCK/IIOYEHNE APYTUX 3a00/IeBaHMIL.

JMarHocTUYeCcKne KpUTEPUM CUHPOMA IPY OTPULIATEIBHOM VJIN OTCYT-

cTBymomeM tecte Ha AQP4-IgG:

I.  Kaxk MMHUMYM 2 KIIOYeBBIX KIMHUYECKUX XapaKTepUCTUKU, BO3-
HUKIIVE B pe3y/IbTaTe OfHOI 1y 6o/lee KIMHINYECKUX aTaK Y COOTBETCTBY-
IOLI[Vie BCEM CTIEAYIOUIM TPeOOBaHUSM:

1) Kak MMHMMYM OfIHAa K/II0YeBas KIMHIYeCKas XapaKTepyucTuka (om-
TUYECKUIL HEBPUT, OCTPBII MUEIUT C BIPA>KEHHBIM IOPa>KeHeM CIIMHHOTO
mosra (LETM) unu cuagpom area postremay);

2) [ucceMHUHAIMS B IPOCTPaHCTBe ([1Be Mn 60ee KIH0UeBbIX KINHU-
YeCKMX XapaKTePUCTYUK JOKHBI ObITh Pa3HBIMM);

3) coorBeTcTBUE JONONMHUTENbHBIM MPT-kpurepusm:

e OCTpBIII onTHMYeckuit HeBpUT: Tpebyercs MPT ronoBHOro mMosra, BbI-
ABNAIOMAS HOPMY WM Hecrenuduyeckrue M3MeHeHUs Oeloro Be-
mectBa, 160 MPT 3putenbHOro HepBa C OFHO- VIIM ABYCTOPOHHUM
T2-runeprHTEHCUBHBIM O4YaroM IopakeHus, n16o B T1-B3BenreHHOM
pexxuMe C raflonHueM ycuieHe CUTHaIa OT o4yara opakeHus, 3aHU-
Malolilee He MeHee ITOJIOBMHBI [/IMHbBI HepBa OT OPOUTHI 1O XMAa3MBbl MU
3axXBaTbIBalolllee XMa3MY;

e OCTPBIII MUEJIUT:

v/ MHTpaMeny/IspHOe Topaxkenne Ha MPT, saHuMawliee B IIMHY
3 u 6omee CMeXHBIX cerMeHTOB cnuHHoro mosra (LETM), unu ouar
aTpodum, 3aHNMAINIT TPU U 60/Iee CME>KHBIX CETMEHTOB CIIITHHOTO
MO3Ta, COOTBETCTBYIOIMIT aHAMHE3Y OCTPOTrO MUEINTA;

v/ TOBbIIIEHNe cCUTHAIA B T2-B3BELIEHHBIX N300paXKEeHNAX OT yYacTKa
CIMHHOTO MO3Ta, 3aHMMAIOIIETO TPU MU Oo/lee COCeHNUX CIMHHO-
MO3TOBBIX CETMEHTA;

v/ Hopa)keHue JIOKANU3YeTCsl IPEUMYILECTBEHHO B [IEHTPAIBHBIX OT-
Ienmax cumMHHOro mMosra (6omee 70% o4ara pacIooXXeHO B LIEHTPAIb-
HOM CEepPOM Bell[eCTBe);

v' HakomeHne rafonunaus Ha T1-B3BelleHHbIX U300pasKeHUAX C KOH-
TpacTUpOBaHUEM;

v/ pacuimpeHue CTBOTIOBOTO 0Yara B pOCTPabHOM HaIlPaB/IEHN;

v’ yToniieHne/oTek CHMHHOTO MO3Ia;



v’ cHmKeHre curHama B T1-B3BelIeHHBIX M300pa)KEHMSIX, COOTBET-
CTBYIOIIee IOBBIIIEHNIO CUTHAA B T2-B3BellIeHHBIX N300paXKeHUAX;

v' usmenennst Ha MPT mpu XpOHUYIECKOM TEYEHMU POLECCa;

v/ 9eTKO OYepUEeHHbIIT JUIMHHBII Y9aCTOK aTpoGuu CIMHHOIO MO3Ia,
3aHUMAIOLINIT TpU 1 60/ee COCeHUX CIMHHOMO3IOBBIX CETMEHTOB,
C MU3MeHeHUAMM CUTHaia B T2-pexuMe oT yyacTka arpodum niu 6e3
TaKOBBIX;

o CUHJIpOM drea postrema: O4ary Ha JOp3albHON IIOBEPXHOCTHU ITPOJO/ITO-
BaTOro Mosra (0co6eHHO B 06macTu area postrema), Kak HeOO/bIIINE TI0
IJIOMIAJ Y, TaK ¥ BOB/IEKAIOIIJe BEPXHIOIO YacTh IIeIHOTrO OT/e/Ia CIIMH-
HOTO MO3Ta;

o OCTPBIII CTBOJIOBOII CHMHAPOM: IepUAIeH/[MMajIbHasA 30HA HOpaKeHM
B CTBOJIE MO3Ia.

II.  OrpuuarenbHblil MM HEFOCTYIHBIN TecT Ha AQP4-1gG.

III. VicknrodeHue albTepHATUBHBIX IMArHO30B.

«KpacHble Gnaxkku»
Knnuanueckue u mabopatopHble IpU3HAKINL:
obljee KIMHMYECKOE IIPOTrpeccupoBaHye (HEBPOIOTMYECKOe YXYZALle-
HIe, He CBsI3aHHOe ¢ aTakamy, — npusHak PC);
aTVINYHAs JIUTENbHOCTD aTaky (MeHee 4 4acoB — IIPM3HAK CIIMHAJIb-
HOII nieMuy unn nHApKTa, yXy/lleHne B TedeHne 4 1 60/iee Heienb —
IpU3HAK CApPKOMJ032a VI OITYXOJIN);
K/IMHIKA HEMOJTHOTO TOMepevHoro Muenuta (0cobeHHO 6e3 MarHuT-
HO-pe3oHaHCHBIX npusHakoB LETM) - cnenyer sanoposputs PC;
OJINTOK/IOHA/IbHBIe aHTUTeNa B nMuKBope (mpu NMOSD BcTpevarorcs
B 20% ciyyaes, mpu PC - B 80%).

3aboeBaHNsA C HEBPOIOTMYECKVMI HPOSIBICHUSMN, MUMUKPUPYIOLIVe

mog NMOSD:

o JOKAQ3aHHBII MV MORO3peBaeMblil capkono3 (muMdaeHomaTns cpe-
INOCTeHUs, TUXOpajika, HOYHas MOTIMBOCTD, IOBBILIEHNE CLIBOPOTOY-
HOTO YPOBH: aHI'MOTEH3VHIIPeBpalljaiolero GpepMeHTa MiIN peLenTo-
POB K MHTEpPIENKNHY-2);

o JOKAa3aHHbIE WIN IOJO3peBaeMble paK, MMMQOMa, MapaHeOIIaCTI-
Jyeckue 3abomeBaHMA (ONTHMYECKass HEBPOIATMS, aCCOLMMPOBAHHAS
C MeAMaTOpOM NPOTeNHa-5, YyBCTBUTE/NIbHBIM K KOMIANICUHY, UIN aH-
Ti-Ma2-accouMnpoBaHHbIN AMOHIeanbHbIl CUHAPOM (AHTHHEPO-
HanbHble aHTHUTena K PNMA?2));



o TOKa3aHHbIE UK TIOfO3PeBaeMble XpOHMYeCKIe MHPEKI[NI, HATIPUMep,
BUPYC UMMYHOAepUIINTA YeTIoBeKa MM CUDUIIIC.
MPT ronosHOro Mo3ra:
o TuninyHble 151 PC Haxonky B T2-B3BelIeHHBIX M300pasKeHMSIX:
v/ ouaru mopakeHus, OPUEHTUPOBAHHBIE NEPIEHUKYIAPHO CTEHKE
JIaTepaIbHBIX JKe/TyJ0YKOB (ITasblibl JJoycoHa);
v/ 0Yaru nopakeHus B HUOKHUX OT/IE/IaX BUCOYHOI JO/N, TPUMBIKAL0-
mye K O0KOBBIM >KeNyJouKaM;
v/ IOKCTaKOPTUKAJ/IbHbIE IIOPAXKEHMs, BOB/IEKAIOIIVE CYOKOPTUKAIb-
Hble U-BOJIOKHA;
v/ KOpTUKa/bHbIE O9aT IOPAXKEHMS;
¢ MATHUTHO-Pe30HAHCHbIe MpPU3HaKM 3abonmeBaHus, oTaAndHoro or PC
u NMOSD:
e OUaryu MoparkeHusl, KOIAIIVe KOHTPACT 6ojiee Tpex MecsIieB.
MPT cnimHHOTO MO3ra:
 XapaKTepUCTUKY, CBUAeTeNbCTBYomMe 0 Hanuunu PC, a He NMOSD:
v/ ouvarm, 3aXBaThIBAIOLINE MeHee 3 COCETHNX CETMEHTOB Ha CarnTTa/lb-
HbIX T2-B3BellIeHHBIX N300paXKEHIAX;
v' ouaru, B 6onbnHCTBe ciyvaeB (> 70%) paclonoXKeHHbIE 110 Mepu-
¢depun Ha akcuanbHBIX T2-B3BelIEHHBIX N300pa’kKeHNUAX;
V' nuddysHble HedeTKe U3MEHEHVSI CUTHAIA Ha T2-B3BEIIEHHBIX U30-
Opa>keHNAX, HAIIOMMHAOIIVE J/INTe/TbHO TeKYIINIT MM IIPOrpeccu-
pytomuit PC.

JleueHne

brii0 mokasaHo, YTO eYeHume IMAaMEHTOB IIpenapaTaMy I'pyIibl MHTEP-

(epoHOB, OTHOCALINXCA K IIpenaparam, usMeHAoIM tedeHne PC, BbI3bIBa-
€T yBe/MYeHe TUTPa aHTUTEN K aKBallOPMHY-4 I YaCTOTY PeLUANBOB IIpU
NMOSD [16].

B ormune ot PC npu NMOSD nipeo6magaer rymopanbHOe 3BEHO UMMY-

HIUTETA, IO3TOMY JJIs1 JIeYeHM I JO/DKHBI C/IeyeT UCIIONb30BaTh IPYIIIIbI II1-
TOCTATMKOB U IPOTMBOOIYX0JIeBbIe CpecTBa [1].

ITpencraBeHbl peKkoOMeHganuy 1o aedeHnto ot 2015 r. [17].

JleyeHve oboCTpeHWNI
[TpuMeHsIOTCA ClIeyIOMINe TPeNapaThl M METOMBL:
o MeTyIIpegHn3010H 1000 mMr/cyT Ne 3-5;
o masmadepes Ne 5-7.



Ta6nuua 2. ITo0depxcusarou,as mepanus nepeoil TUHUL NPU TeHeHUY NAUUEHINO08

¢ NMOSD
IIpenapar CrapToBas mo3a IoppepxuBaromasa | JauTenbHOCTD
mo3a NpUMeHEeHU A
Puryxcumab 1000 mr B Hefeno 375 Mr/m? unn Konnyecrso CD19
B TeueHMe 4 Helenb 1000 mr B Hepem0 Ha IIPOTOYHOI
nnu 375 mr/m? B TeueHIe 2 Hefle/Ib nuTOMeTpum > 1%
B TeueHue 2 Hefienb (IpMMepHO KaXk[ble
20 Hefienb)
Muxodenonara 1000-2000 mr/cyT 1000-2000 mr/cyT Jo pocTmxenns
Modernn (B coueTaHUN YPOBHs
C IPETHN30TTOHOM nMeouToB < 1500
B fose 5-60 Mr/cyT) (xoHTpOMB 1 pas
B Mecs11)
AsaTtnonpux 2-3 Mr/Kr/cyT 2-3 Mr/Kr/CcyT 6-12 mecaues
(B coueTanuUn
C IPeJJHI30/T0HOM
B fo3e 5-60 Mr/cyT)

MNoaaepxvBaroLlas Tepanva NepBom NMHWK

s nopgpep>xuBaromeli Tepanun nanuenTos ¢ NMOSD noxasaHbl co-
BepILIEHHO ApyTue npemaparsl, 4eM mnpu PC (tab. 2).

K mpenaparam nepBoit IMHUYM OTHOCATCS KaK XOPOILIO M3BECTHBII LIUTO-
CTaTMK a3aTUONPUH, TAK ¥ OTHOCUTE/IbHO HOBBIE IIPEIapaThl — pUTYKCUMAO
u Mykogenonara Mmogpetnn. Crenyer oOpaTUTh BHUMaHME HA PEXUM JJO3M-
pOBaHM MperapaToB 1 1abopaTopHble KpuTepuu nx 3¢ HeKTUBHOCTH.

logaepxmBatoLLas Tepanva BTOPON NINHUM
IToxpep>xMBalolas Tepamys BTOPO IMHUY PacCMOTpeHa B Ta6L. 3.
K npemnapatam BTOpOIi o4epeny BbIOOpA OTHOCATCSI MUTOKCAaHTPOH, Me-
tToTpekcat u nquknodpocpamus. Crenyer 06paTUTh BHUMAHVE HA PEXKIUM JI0-
3MpOBAaHUA IIpenapaTosB.

Hosble npenapathl
I/ pacCTpONCTB U3 CIIEKTPa ONTMKOMUENNTA aKTVBHO M3Y4alOTCS HO-
Bble I 9KCIIepMMEHTaIbHbIe IIpelapaThl:
o TOIMIN3YMab — 8 MI/KT KaK/jble 4 Hefiel;
o 9Kynu3ymab — 600 Mr BHYTpUBeHHO 4 Hefieny, fjanee 900 MTr BHY TpUBeH-
HO KaXK[iple 2 Heflesu;
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Tab6nuya 3. [To0depiusarow,as mepanuss 6Mopoti AUHUY NPU TedeHUU NAUUEH08

¢ NMOSD
IIpenapat CraproBas o3a IoppepxuBaromas JauTenbHOCTD
nmo3a NpUMeHeHN
MuToKkcaHTpOH 12 mr/M* B TedeHMe 6-12 mr/m? Kaxppie 3 me-
3-6 mMecsIeB cama
MeroTpekcar 7,5 mr B Hefienio (B co- | 7,5-15 Mr B Hefienio He menee 6 me-
YeTaHUU C IPeIHN30- (B coyeTaHmu c mpef- | csnes
JIOHOM B Jj03e 5- HI30JIOHOM B JI03€
60 Mr/cyT) 5-60 mr/cyT)
Huknopochamuzn | 1000 Mr Kax/bie 1000 Mr KaXkble 6-12 Mecs1ieB
2 mecsna (B couetanun | 2 mecana (B coyera-
C ITIIOKOKOPTUKOMIa- HIM C TTIOKOKOPTUKO-
M) UgaMu)

* aKBanopymao;

CD19-rapreTupoBaHHas TepaIus;

o uHrMOUTOP auTUTEN K CD59;

e TPaHY/IOLUTHI-TAPTeTYPOBAHHAS TEPATINSL.

MNporHo3

ITporHo3 j/ist pacCTpOICTB U3 CIIEKTPa ONTUKOMUENTNTA BapyabenbHbIiL,
IpU pa3BUTUM 3a00/IeBaHNUA B IETCKOM BO3pacTe OTMEYAeTCs IperMylie-
CTBEeHHO MOHO(da3Hoe TeueHue 6e3 MOBTOPHBIX PELUAUBOB [3].

AHTN-MOI-accounnpoBaHHble pacCcTPONCTBA
MuenvH-onnrogeHapPoOLMTaAPHbIN FNKONPOTENH

MOT npepcTasieT OO0 IIMKOIPOTENH MIEKOIIMTAIOIIUX, IKCIIPECCUPY-
rouuiica uckmounTenbHo B ITHC. 9ToT mIMKonpoTenH orpaHMYMBaeTcs Ha-
PY>KHOII TIOBEPXHOCTBIO MME/IMHA 1 IJTA3MATIYeCKOil MeMOPaHOIl O/UTOfieH-
ApoLNTa, IPY 3TOM €T0 HaMBBICIIAsA ITIOTHOCTh KaK aHTUTeHa IpecTaB/IeHa
B HapY)XHBIX IUIACTMHKAX MMIEIMHOBBIX 000/04ek, 4to genaet MOI' moctyn-
HBIM 1 ayroanTuten [10]. MOI' nmpuHaaie)xuT K cynepceMeiicTBY MIMMYHO-
I100Y/IMHOB C OJTHUM BHEK/IETOYHBIM BapuabeIbHbIM foMeHOM IgV, TpancMeM-
OpaHHBIM JJOMEHOM, LIUTOIIA3MATUIeCKOI! MeT/Iell, MeMOpaHOaCCOLMIPOBaH-
HOJI 06/1aCTBIO U IIMTOIIIA3MATHYeCKMM XBOCTOM. Y JTIofieit ObII0 06HAPY KeHO
15 pazmunbix nsodopm MOI B pesybTaTe a/IbTepHATMBHOTO CIVIAJICHHTA.

9ty 130¢OpMBI OBIIN TOKATN30BAHBl HA IIOBEPXHOCTU KJIETKM, B 9H-
MOIIJIa3MaTUYECKOI CeTH, B 3HJOLMTO3HBIX Iy3bIpbKaX WM Hail[|eHbI
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B cekpetopHoM Buje. CekpeTopHasi GopMa MOXKET MMeTh Ba)KHOE 3Ha-
YeHMe NpM 3allyCKe ayTOMMMYHMUTETa B C/lydae IIONajaHMs B CHMHHO-
MO3TOBYI0 XMUJKOCTD, TMM}ATUYeCKYI0 CUCTeMY U KpoBOTOK [11]. BaxxHo
OTMETUTb, YTO HAJAM4YME KJIETOUYHBIX aHANM30B IIO3BOJIMIIO BBIJENIUTH
U KONMYECTBEHHO OoNpefennuTh anTuTena npotus MOI' K HATMBHOMY KOH-
¢opmarmonnomy snurony MOG, pacnonoXeHHOMY Ha BHEK/IETOYHOM
noMene 6enka [9].

3aboneBaHus, OTHOCALMECA
K aHTM-MOIl-accoummpoBaHHbIM PaCcCTPONCTBAM

Kak cnepyer n3 HasBaHus, anTu-MOI-acconunpoBaHHbIe PacCTPONCTBA
ABJIAIOTCS COBOKYITHOCTBIO 3a00/IeBaHMIT, BKTIOYAIOMNX [7]:

o MHOTME CIIyYau OCTPOrO paccesiHHOro sHuedanomuennta (OPOM),
0COOEHHO Y HeTeit;

e OIITUYECKUI HEBPUT;

o MIUEJINT;

* OITUKOHeBpoMyenuT (¢ HammareM aHTuTen K MOI' 11 oTCyTCTBUEM aH-
tuten K AQP4);

o B HEKOTOPBIX CIy4asiX — ayTOMMMYHHBII 9HIlepalnT KakK y JieTell, TakK
U Y B3pOCTIBIX.

AnddepeHuymnanbHO-ANarHoCTUYECKE OTINYMA
aHTN-MOTl-accoummnpoBaHHbIx pacctponcts oT NMOSD

OcHoBHble  auddepeHIaTbHO-AUAaTHOCTUYECKNe  OTINYMSA  aH-
tu-MOI-accounnpopanubix pacctpoiicTs or NMOSD pasobpansl B [13, 14,
20]:
e 3pUTE/IbHBIN HEPB BOBJIEKAETCA Yallje, YeM CIIMHHO MO3T;
* Yalle BCTpPeYaeTCsd OJHOBPEMEHHDIN JBYCTOPOHHMUI ONTUYECKMUIT He-
BpUT;

« 3a00/1eBaHNe Yallle IPOTeKaeT MOHO(DA3HO MM VMMeeT MEHBIIe pel-
IOUBOB;

o peXKe acCOLMUPOBAHO C IPYTUMY ayTOMMMYHHBIMH 3a00/IeBaHUAMY;

o 60JIbIlIE CTBOJIOBBIX M MO3)KEYKOBBIX, MEHbIIIE CyNpPaTeHTOPUATbHBIX
TIOpa>KeHNII;

* B OO/IBIINMHCTBE C/Ty4YaeB MOpaXkeHN s HAOMIOAAIOTCS B HYDKHUX OT/enax
CIITHHOT'O MO3Ta;

« 60o/mee MMPOKMIT CHEKTP KIMHMYECKUX PACCTPOVICTB — HAIpuMep,
OP3M (uaiue y mereir);

12



e COOTHOIIEHNE MY>KUMH 1 >KeHIIMH NpUMepHO 1:1, B oTIM4Me OT JOMMU-
HUPOBaHNUA >KEHIMH IIPU ONTUKOHEBPOMUENINTE, aCCOLMIPOBAHHOM
c anturenamu Kk AQP4-IgG.
JaHHbIe pa3nnyys He I03BOJIAIOT IIOCTABUTD AMATHO3, OfIHAKO JAI0T BO3-
MO>XHOCTb 3amofo3putTh aHTU-MOI-acconnmupoBaHHble pacCTPOICTBA NPK
Ha/IM4nu penKoit GOpMBbI leMUeTMHU3AIUIL.

[unarHocTtumka

s mocTaHOBKM inarHo3a aHTU-MOI-accouunupoBaHHBIX PaccTPONCTB
HeoOXOA VMBI CIefly ol yie TIPU3HAKIL:

» o6Hapy>keHMe cbiBOpoTOYHOT0 MOG-IgG ¢ MOMOIIIBIO K/IeTOYHOTO aHa-
nu3a. B orcyrcrBiie MOG-IgG B ChIBOPOTKE KPOBY OHM MOTYT OBITH 06-
Hapy>keHbl B LICJK, 4To 0o3BO/NsA€T NOCTAaBUTD BEPHBII [MATHO3;

o KJIMHMYEeCKasg KapTUHa, COOTBeTCTBYmasA aemuenuuusanyy LTHC (To
ectb OPOM, HeBpUT 3pUTENIbHOIO HEPBA, IIOIIePEYHbIl MUETNUT, OITH-
KOHEBPOMME/IUT, Ay TOMMMYHHBIII 9HIIe(annT);

e JICK/IIOUEHNIE aJIbTePHATMBHOTO IMaTHO3a.

[narHoctnueckne Kputepumn

IuarHoctudeckme kputepuyu aHTU-MOI-accouumpoBaHHBIX  pac-
crpoiicTB oT 2018 1. [12]:

1) MOHOGA3HBII WU PEUVUAVBUPYIOLINI OCTPBII HEBPUT 3PUTETBHOTO
HepBa, MUEINT, 9HIeDaINT, a TAKKe TI00as KOMOMHAIMA TaHHbBIX 3a060e-
BaHMNIL;

2) peHTreHonorn4eckye v (TOMbKO y MaljMeHTOB C aHAMHe30M HeBPUTa
3PUTEIbHOTO HepBa) 91eKTPOPU3MOIOTNYECKIe Pe3y/IbTaTbl, COBMECTVIMbIE
¢ pemuenuuusanueit [THC (MeTox BbI3BaHHBIX IOTEHI[MAJIOB);

3) o Kpa’iiHeil Mepe OfjH U3 C/IeAYIOINX Pe3yIbTaTOB:

o MPT:

v/ IIpOfONbHO OOIIPHOE TIOpaXkKeHMe CIIMHHOTO MO3Ta (= 3 CMeXXHbBIX
cermenToB) (LETM);

v’ IpomoNbHO 06IMpHAs aTPOdUsI CIMHHOTO MO3Ta (> 3 CMEXHbIX Cer-
MEHTOB) Y ITALIMI€HTOB C AHAMHE30M, COBMECTVIMBIM C OCTPBIM MMe/N-
TOM;

v/ mopa’keHye MO3TOBOTO KOHYCa, 0COGEHHO B HAYa/IbHOM OTHeTIE;

v/ pofo/IbHOE OOUIMPHOE IOpakKeHUe 3PUTENbHOrO HepBa (Hampu-
Mep, > % NJIMHBI IO XMa3Mbl 3pUTENbHOTO HepBa Ha T2-pexxume umu
T1-pe>xxuMe ¢ KOHTPaCTUPOBAHNEM);
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v/ HepUONTUYECKOE YCUIEHNEe IOC/e KOHTPACTUPOBAHUS BO BpeMs
OCTPOTO ONTHYECKOTO HEBPUTA;

v’ HOpMasbHas cynpareHTopuanbHast MPT y manueHToB ¢ OCTPBIM OII-
TUYIECKUM HEBPUTOM, MUETUTOM ¥/MK 9H1eaTNTOM CTBO/IA MO3Ia;

v MPT roioBHOTO MO3Ta OT/INYAETCS OT HOPMBI, HO 0e3 Iopa>keHuI,
HNpUIETaloIUX K OOKOBOMY JKETy/IOYKY, KOTOpble MMEIOT AMIIeBU-
HYIO/KPYIIYI0o GOPMY M/ CBSI3aHBI C IIOpa>KeHMeM HVDKHEN BICOYHOI
momnu, v 6e3 mopa>keHus 0 TUITY HasblieB [JoycoHa MIN IKCTaKOPTH-
KanbHbIX U-06pasHbIX BOIOKOH (kpuTepnit Matthews-Jurynczyk);

v’ 6orbliune CIUThIE OPAYKEHNUsI TOTIOBHOTO MO3Ta Ha T2-pexxnme, Ha-
BOJAIINE Ha MBbIC/Ib 00 OPOM;

« bynmockonms:

v’ BbIpaKeHHas TMANNIIOdIeMa/TIANNIIUT/OTEK IUCKA 3PUTENBHOTO

HepBa BO BpeM:A OCTPOrO ONTHYECKOTO HEBPUTA;
o CIIMTHHOMO3TOBA KMUIKOCTb:

v’ HeTPOGUIbHBII IEOLNTO3 UM KOIMIECTBO JIEKOLUTOB > 50/MKIT;

v/ OTCYTCTBUE ONUTOK/IOHATIbHBIX aHTUTE], BHISIBIEHHOE U309/IEKTPH-
4ecKMM (OKYCHPOBaHMEM IpY HEPBOM WIU JTI0OOM IOCIEAYIOLEeM
o0cnenoBaHuy (OTHOCUTCA TOABKO K HMAlleHTaM U3 KOHTUHEHTA/Ib-
Hoit EBporbr);

e TUCTOIIATOJIOT S

v’ nepBUYHAs JleMMETMHU3ALMSA C OTIOXKeHneM KomiuieMeHTa u IgG
BHYTPM O4ara IOpakeHIs;

v npenbiymuit fuarnos «martepH II PCy, To ects obHapyxenne IgG
B LICJK, HO He B CBIBOPOTKe KPOBM;

o KJIMHMYECKVIE TaHHbIE:

v’ OJJHOBpEMEHHBII1 BYCTOPOHHMIT OCTPbIil ONITIIECKIIT HEBPUT;

v’ HeoObIYHO BBICOKAs 4aCTOTA ONTUIECKOTO HEBPUTA MK 3a60/eBa-
Hle, B OCHOBHOM XapaKTepu3ylleecss pelyUBUPYIOLUIM OITHIYe-
CKVIM HEBPUTOM;

v’ 0COGEHHO TSKENBIN 3PUTENbHBIN JeUINT/CIENOTa B OLHOM WIN
000UX I71a3aX BO BpeMsI MJII IIOC/IE OCTPOTO ONTUYECKOTO HEBPUTA;

v' 0COGEHHO TsKeJIble NN 9ACThIe SIU30/bI OCTPOTO MUETUTA TN H-
yedanuTa CTBOMIA MO3ra;

v’ nocrosiHHble COUHKTEPHbIE 1/MIN SPEKTUIbHBIE HAPYLIEHM S [IOCTIE
MUETATA;

v' maumenTsl ¢ guariozom OPIM, peunpusupyouiero OP3M, mHOTO-
¢dasHoro OPOM unu OPOM-0nTNYecKOro HeBPUTa;



r il
X
3 TECThI PE3Y. e =
] E3YJABTAT | EJL H3M :mumma
Antu-MOG (anTirena Kk MHeaHHOBOMY
e *
IIHKONPOTEHHY OHIOACHAPOLUTOR) 9 Enie g-Aap

Puc. 2. [Tayuenm I, 1994 2.p., uepe3 2 Hedenu nocne ocmpoil pecnupamopHoii
BUPYCHOU UHPEKUUU NOUYBCINBOBATI OHEMEHUE 6 TIEBIX KOHEUHOCTNAX, 3aneMm
cnabocmov 6 HUX, 3amem oHeMeHUe U C1A60CMb 8 NPABbIX KOHEUHOCINAX, NOCTIe
4e20 HAPYWUNUC, ma3o6vle PpyHKyuu. Ha masnummno-pesonancroti momoepagpuu
(MPT) eono6H020 M032a — 04azu, He NOXO0HCUE HA PACCESHHDBLI CKAEPO3 UL OCHPbLLL
paccesunviii snyepanomuenum (A-B). MPT uepe3 mecsy, — ysenuuusaemcs
pasmep ouazos, onu npuobpematom cnuenoi xapaxmep (I, ). MPT cnunnozo
Mo32a - epybvle 04a2U 8 CMBOJIE, 8 UWAETIHOM U HUNCHEZPYOHOM 0MOeNAX CHUHHO20
mo3sea (E, )K). Busisnen evicoxuti mump anmumen x MOI 6 coisopomxe kposu (3),
41Mo, 04eBUOHO, OMpaNcaem Msiecmy U AKMUBHOCMs 3abonesanus. Ilocne 08yx
Kypcos newenus pumyxcumabom (2000 me nepsuiti kypc u 1000 me 6mopoti Kypc)
ommeuaemcs KIUHUHecKas PeMuccus 8 meuerue 20a, yposeqv anmumern x MOT
cHusuzcst ¢ 91 00 5 ne/mn

v/ ocTpasi [ipIXare/bHas HeLOCTATOYHOCTD, HapyIleHe CO3HAHMS, 110~
BeJleHYeCKIe M3MeHeHM I MM SMNUJIeNTIYeCKUe IPUCTYTIbI (TpebyoT-
Cs1 peHTT€HO/IOTYeCK e TIPU3HAKIY IeMIe/TMHU3AINN);

v’ 3aboreBaHVe HAYMHAETCA B MEPUOJ OT 4 IHeil 10 IPUMEPHO 4 He-
Jefb IOCIIe BaKIMHALIY;

15



v/ HesiCHas HepaspelMMas TOIIHOTA M PBOTA WM UKOTA, COBMECTU-
Mble C Ha/lM4yeM IMOPa>kKeHMs 3ajiHeJl 4acTy IIPOJONTOBAaTOTO MO3-
ra/obmactu 3ajjHero nojs (area postrema);

v cocymecTBywomas Tepatoma wim NMDAR-suiedanur (HusKuit
YPOBEHb [JOKa3aTe/TbHOCTI);

e OTBET Ha JIEUEHIE:

v/ YacThle BCIBIIIKY I0C/IE BHYTPUBEHHOTO METVIINIPEHU30/I0OHA VIV
CTepON/JI3aBUCHMbIE CUMIITOMBI, BK/IIOYas XPOHUYECKYIO PeLUVBHU-
PYIOLIYIO BOCIIATUTENIbHYI0 HEBPOIIATUIO 3pUTENBHOTO HEPBA;

v/ 4YeTKoe yBeM4eHNe YaCTOThl PELUUBOB [IOCTIE TeYeHNsl HTepde-
pOHOM-6eTa 1TV HaTaIM3yMaboM y IalueHToB ¢ fuaruozoM PC (Hus-
KIJ1 YPOBEHb OKa3aTEeTbHOCTN).

ITN peKOMEHJAINN B IepBYI0 odepefb IpefHasHaueHb! /IS NCIONb30-

BaHUA Y B3pOC/IbIX U NOfpocTKOB. Ilokazanus k uccnegosanno MOG-IgG
Yy MaJIeHbKMX JleTeil He JO/DKHBI ObITb TAKMMY CTPOTUMMY, KaK y B3POCIIbIX,
IIOCKOJIBKY cunTaeTcs, uro MOI-aHIjepamoMmeInT y MaleHbKIX JeTell nMe-

€T

6onee 6HaI‘OHpI/IHTHO€ T€4E€HME, YEM Y B3POC/IbIX, YTO CHIMIKAET PUCKN,

CBA3aHHbIE CO CKPMHVMHIOM aHTUTE.

HPI/IMCP IIOJTOKUTE/IbHOI'O a1MarHo3a aHTI/I-MOF—aCCOHI/II/IpOBaHHOI‘O

paccTpoicTBa IpUBENEH Ha PUC. 2.

«KpacHble Grnaxkki»
«Kpacupre ¢naxxkknm» s antu-MOI-acconumpoBaHHBIX pacCTpPONCTB

[12]:

16

o TeueHe 3a00/IeBaH:

v’ XpOHMYeCKOe mporpeccupyioiiee tedeHre (oueHb penko y MOG-
IgG-nOMOXUTENbHBIX IMAIVIEHTOB), BK/IIOYasA BTOPUYHO IIPOTPeCcCH-
pytomuit PC (ocobeHHO 6€3 pennauBOB) 1 IEPBUYHO IIPOTPeCcCUpY-
romuit PC;

v BHE€3aIIHOE ITOABJIEHNE CUMIITOMOB, HaHpI/IMep,<4 Y OT Hayajia 3a-
6oneBaHMs JO MaKCUMyMa (BeposTHa MIleMMdyecKasi IpUYMHA) WU
IIOCTOAHHOE YXYIH_HCHI/IC CUMIITOMOB B T€Y€HIE HECKOJIbKUX HEOEC/Ib
(BepOATHBI OITYXO/Ib, CAPKOUIO3 1 JP.);

« MPT:

v’ nopakeHue, Ipujeramiiee K 60OKOBOMY JKeTyOUKY, silljeBuiHOe/
KPYIJIOe, WIN CBSI3aHHOE C ITOpa’keHMeM HVDKHel! BUCOYHO O/, VTN
Iopa>keHue 10 TUIy nanbles JloycoHa;



v MPT ronoBHOTO MO3ra ¢ aKTUBHBIMM OYaraMu MOpa>keHMs,, KOTO-
pble ¢ TedeHMeM BpeMeHY IIOCTENIeHHO YBeTMYMBaIOTCH, C YTAXKe/IeH -
eM 3a00JIeBaHMsI MEXAY peluanBamMy (OrpaHNYeHHbIe TaHHbIE);

e CITHHOMO3TOBa s XXUIKOCTb:
v’ 6u- wu tpucnenupuyeckas peakuyuss MRZ (sosmoxen PC);
* CEpOJIOTHUA:

v" MOG-IgG Ha onpe/e/IeHHOM YPOBHE MU YyTb BbIILE [/Is aHAIN3a
1opora, 0co6eHHO (HO He MCK/TIOUUTEIbHO) eC/IM KIIMHIYeCKast KapTi-
Ha aTUNNYHA;

v' monoxurensusit MOG-IgM n/umn MOG-IgA n orpunare/bHsIil
MOG-IgG (xnmnHMYeCcKoe 3HaUeHe HEM3BECTHO);

v' nmonoxurensusiit anamm3 Ha MOG-IgG B clmHHOMO3TOBOI SKU/KO-
CTM, HO He B CBIBOPOTKe (TaKOJ BapMaHT BO3MOXKEH, HO BCTpeYaeTCs
penko: MOG-IgG 06b19HO BbIpabaThIBAETCs 9KCTPATEKAIBHO);

v\ monoxurenbHble pesynbrarhl Tecta Ha AQP4-IgG m MOG-IgG
(xpajiHe peIKo; JOIKHO OBITH IIPOU3BEeHO IOBTOPHOE ICCTIeJOBaHNE
000X aHTUTEN);

e Ipyroe:

v/ KIMHMYeCKMe WM IapakIVHNYeCKNe [aHHble, IpeJIoarao-
e Hajau4yye AMArHO30B, OTIMYHBIX OoT aHTU-MOI-acconunpoBaH-
HBIX paccTpoiicTB: sHledanommennt, NMOSD, PC, neitporybepky-
7ne3, Heilpoboppennos, Herpocuduanc, HellpoCcapKOUg03, CUHPOM
bexvera, mopmocTpass KOMOVMHUPOBaHHAas J[eTeHepauys CIUHHOTO
MO3ra, HaC/le[iCTBeHHas 3puTenbHasA HeBpomatus Jlebepa, BacKynuT,
mimepoma ITHC, rmmomaTo3 rooBHOrO MO3ra, IapaHeoIIacTYecKue
HEBPOJIOTMYeCKIe PacCTPOIICTBA, CUHIPOM 3aHel 0OpaTUMOit IHIle-
¢anonaruy, mporpeccupyouias MyIbTU(OKaIbHAA JIeIIKOIHIIedano-
maTys U fokasarenbcta uHGekuuy B LTHC;

v KOMOMHMpPOBaHHas eHTpaibHAsA U TepudeprdecKas JeMuenuHm-
sanua (MOI He skcnipeccupyeTcs B Hepudepudeckoir HepBHOI CUCTe-
Me).

JleyeHune

B HacTosIee BpeMsA OTCYTCTBYIOT OOLIeNpU3HAHHbIE PEKOMEHMIAINY 10
JIEYEHNIO BBIIIEYKa3aHHOIO THUIIA pacCTPONCTB. [IpuBoOgATCA JaHHBIE CAMBIX
aBTOPUTETHBIX ITYO/IMKALUIL.
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JleyeHne pebioTa 1 0bOCTPEHUI

Jleyenne pebroTa M oboctpenmit aHTU-MOI-acconumpoBaHHBIX pac-
cTpoiicTB [18]:

o METU/IIIPEHI30/I0H BHYTPUBEHHO;

o 1azmadepes;

* 4eJIOBEYEeCKIIT IMMYHOITIOOY/INH BHYTPUBEHHO.

OOBIYHO jTeYeHVe HAYMHAETCS C MY/IbC-TePaNuyl MEeTUIIIPEHU30/I0OHOM,
OJIHaKO CO BpeMeHeM 3(pPeKTMBHOCTb TAKMX KYPCOB MOXKET CHMKAThCA [2].
Pexxe ncnonbsyrorcs miasmadepes M1 UMMYHOIIOOY/IVH.

NogaepxmBatoLLas Tepanua

IloppepxxuBatomass  tepanuss  aHTU-MOI-acconuupoBaHHBIX — pac-
CTPOJICTB BK/IIOYAET:

* A3aTHOIPUH;

o MyKogeHomara MopeTn;

* PUTYKCMaO;

e IIEPOPA/IbHBII IPEHU30/IOH;

o BHYTPUBEHHBIII YeJIOBEYECKIIT UMMYHOITIOOY/INH.

3akK/ouyeHve

Penkue ¢opMbl leMuenMHU3MPYIOIINX 3a00/IeBaHMIL, TaKyMe KakK pac-
CTPOJICTBA M3 CIIeKTpa ONTMKOHeBpoMumenuta u aHtu-MOT-accounumpo-
BaHHbIe PACCTPOIICTBA, U3Y4YeHbI B MeHblIleil cTeneHn, yeM PC. OnHako 310
OT/ie/IbHbIe HO30JIOTMYeCKIe eAVHIUIIBI CO CBOEI 9TUOJIOTHEN, TaTOTeHe30M,
AMAaTHOCTYKOIL, @ TAK>Ke CXeMaMI JIeYeH s, YTO Ba)KHO 3HATDb U YYUTBIBATD
IIpY BeleHNN [ALMEHTOB C JAHHBIMY 3a00/IeBaHVSIMIL.
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TecToBble BONpOCHI

1. Kakue u3 HibKenepeYncaeHHbIX 3a001eBaHMIT OTHOCATCS K PEIKUM
AeMUeTVHUSUPYIOIM?
a) PC
6) PC, ontukomuenut JleBuka
B) OIITUKOMIUENUT JleBuKa
) PacCTpoiicTBa M3 CIIEKTpa omTuKomuennta, antu-MOI-accounmpo-
BaHHBIE PacCTPOIICTBA

2. KakoBbl pasmnyusa KMAarHOCTHYEeCKUX MapKepoB Mexay PC u pep-
KVIMM IeMUeTMHU3UPYIOIMMI 3a00/TeBaHIAMM?

a) Bicokue TUTpHI auTuTenn kK MOI mpu PC

6) BbICOKME TUTPBI aHTUTEN K aKBanopuHy-4 npu PC

B) orcyrcTBue anTuTeNn K MOI' 1t akBanopuny-4 npu PC

r) BBICOKMe TUTPBI auTHTen K MOI 1 akBanopuny-4 npu PC

3. Kakne cymecTBYIOT YCIOBUA A5 IOCTAHOBKM Auardioda NMOSD?

a) TOJIBKO ITOJIO>KMTE/IbHBII aHA/IN3 Ha aHTUTeNIa K akBarnopuny-4 (AQP4-
IgG)

6) KaK MMHMMYM OfIHa U3 6 KJII0YeBbIX K/IMHINYECKIX XapaKTePUCTUK, I10-
JIOKUTENIbHBIN aHANMM3 Ha onurokaoHanbHble IgG 2-ro Tuma B LCK,
VICKJTIOYEHe IPYTUX 3a00/IeBaHMI

B) KaK MMHMMYM OfHA U3 6 KIIOYEBBIX KIMHUYECKMX XapaKTePUCTUK,
HOJIOKMTE/IbHBII aHa/IN3 Ha aHTUTeNa K akBamopuuy-4 (AQP4-IgG),
VICK/TIOUEeHMe IPYTUX 3a00/1eBaHm

I) KAK MMHYMYM OJHAa M3 6 K/IIOYEBbIX KIMHUYECKUX XapaKTePUCTUK,
HO/IOKMTENIbHBIN aHA/IN3 HA aHTUTeNa K akBarmopuuy-4 (AQP4-IgG),
VICKJTIOUEHMe APYTUX 3ab0meBaHMil; 1160 KaK MUHMMYM 2 KIIIOYEBBIX
KJIMHMYECKUX XapaKTepUCTHUKM, BO3HUKIINE B pe3y/IbTaTe OFHON WK
6osee KIMHMYECKNX aTaK, OTPULIATE/IbHBII VI HEOCTYITHBIN aHAIN3
Ha aHTUTeNa K akBanopuuy-4 (AQP4-IgG), uckmouenne gpyrux 3abo-
JIeBAaHUI
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4. YTo U3 nmepeynciIeHHOro He OTHOCUTCS K «KPaCHbIM (pa>kKaM» st
NMOSD?

a) IUINTEeIbHOCTD aTaKy MeHee 4 4acoB

6) IIUTEeNbHOCTD aTaKy B TedeHue 4 u 6ojee Heflenb

B) OTCYTCTBUE ONMUTOK/IOHANbHBIX IgG 2-ro Tnma B IICXK

r) Ha MPT ronosHoro mosra B T2-pexxume oyaru mopakeHus, OpreHTH-
pOBaHHbIE IIEPIIEHANKY/IAPHO CTEHKE JIaTePa/IbHbIX >KeNTyJOUYKOB

5. Kakue mpenapartsl HeIb3s UCHOIb30BaTh npu nedeHnun NMOSD?
a) nuTepdepoHsI

6) UUTOCTATUKY

B) IPOTMBOOIYXOJIeBbIE

T) TTIOKOKOP TUKOUTBI

6. Kakue mpenaparbl MCIONB3YIOTCA B KauyeCTBe MO/ eP>KMBAIOLIE
Tepannu nepsoii mmHun npu NMOSD?

a) a3aTHUONPMH, PUTYKCUMA0O, MUKopeHomata ModeTut

6) MUTOKCAHTPOH, METOTpeKcaT, nukaodochamms

B) a3aTMOINPYH, METOTpeKcaT, HuKaopochammy

I) pUTyKCuMab, MUTOKCAHTPOH, METOTPEKCaT

7. Kakoe TeuyeHme 3a60/meBaHMA OTMedaeTcd Y OONBIIMHCTBA AeTeil
¢ puarHosom NMOSD?

a) IperMYyIeCTBEHHO MOHO(a3HOe, 6e3 IIOBTOPHBIX PeLMAVBOB

6) epBUYHO Iporpeccupyloliee

B) BTOPMYHO IIpOrpeccupylolee

I) penyuBUpYIOliee



8.Kakme cCymiecTBylOT yCIOBHMA [ NOCTAHOBKM JMAar{osa aH-
T-MOI-acconnnpoBaHHBIX PacCTPOICTB?

a) oonapyxenre MOG-IgG B ceiBopoTke KpoBu mnu LIC)K; kinHnyeckas
KapTMHA, COOTBeTCTBylomas pmemuenuumsanyy ITHC; nckmodenue
AIbTePHATUBHOTO IMarHO3a

6) obHapyxenre MOG-IgG B cCBIBOpOTKe KpOBM; KJIMHIYeCKasd KapTIHA,
cooTBercTBYlomasn gemuenvuusanyy LIHC; mnckmodenne anprepHa-
TUBHOTO MarHosa

B) o6Hapy>xerre MOG-IgG B cpiBopoTke kposu mwiu LICK nubo orpu-
LATeTbHbII/HETOCTYIIHbIN /711 BBIIOJHEHMS aHa/INM3; KIMHNYECKas
KapTiHa, cooTBeTcTByomasa aemuenumuusanum ITHC; mckmodeHne
ATbTEPHATUBHOTO IMArHO3a

r) foctaroyHo obHapyxeHrst MOG-IgG B cbIBOpOTKe KPOBU

9. Yro 13 nepeyncIeHHOT0 He OTHOCUTCA K «KPAaCHBIM (IakKaM» LA
aHTU-MOI-acconnupoBaHHBIX PACCTPONCTB?

a) XpOHMYECKOe ITPOTrpeccupylollee TeueHne 3a00MeBaHM A

6) MOHOQA3HBII WM PELUAVBUPYIOMINIT OCTPbII HEBPUT 3PUTEILHOTO
HepBa

B) nonoxurenbHplit MOG-IgM n/mnmun MOG-IgA u oTpuLaTeTbHbIN
MOG-IgG

) KOMOMHMpPOBaHHAs LieHTpalbHas U Nepudepudeckas JeMueTMHU3a-
s

10. Kakme nmpenaparbl MCIIOTb3YIOTCA B Ka4eCTBe MO e P>KIBAOII el
tepanuu npu aHT-MOI- acconuMpoBaHHBIX PACCTPOIICTBAX?

a) a3aTMONPMH, PUTYKCUMAO, MUKO(peHOTaTa MOpeT I

6) MUTOKCAaHTPOH, METOTpeKcaT, HMKIopochamny

B) a3aTUOIIPUH, MeTOTpeKcaT, unkaodochammp

T) pUTyKCcuMab, MUTOKCAHTPOH, METOTPEKCaT

OTtBeTbl
1-1;2-B;3-134-B;5-a;6-a;7-2a;8-2a;9-6;10 - a.
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