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PaccTpoOMCTBA M3 CNEKTPa ONTUKOHEBPOMUENUTA
V nayueHToB eTCKOro Bo3pacta

Paccmpoiicmea uz cnekmpa onmuxonespomueauma (OHM — neuromyelitis optica spectrum disorders, NMOSD) — eocnasumenvroe demue-
auHusupyrouee 3aoonesanue LIHC ¢ uzbupamensHvim NOpajdceHuem 3pumenbHvix HEp8o8 U CRUHHO20 Mo32a. B ocHoee namoeenesa 3a601e6a-
Hus aexcum obpazosanue aymoarnmumen NMO-IgG k 6eaxy 6000npoodsujux Kanaio8 Kaemouuvix memopar axeanoputy 4 (AQP4).

B cmamve onucana kaunuveckas KapmuHa 3a601€6anUs Y NAUUEHMO8 0emCK020 803pacma, HAX00UBUUXCA MO0 HAOAOeHUeM a8mopos.
IIpedcmaesaenvt kpumepuu duaznocmuku paccmpoiicme uz cnekmpa OHM u cxembt ux mepanuu.
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Neuromyelitis optica spectrum disorders (NMOSDs) is an inflammatory demyelinating disease of the central nervous system with a selective
injury of the optic nerves and spinal cord. The formation of neuromyelitis optica ((NMO)-1gG autoantibodies against the cell membrane water
channel protein aquaporin 4 (AQP4) underlies the pathogenesis of the disease.

The article describes the clinical presentation of the disease in pediatric patients followed up by the authors. It presents the criteria for diag-

nosing NMOSDs and their therapy regimens.
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PaccrpoiictBa u3 criektpa ontukoHeBpomuenura (OHM —
neuromyelitis optica spectrum disorders, NMOSD) — Bocnaiu-
TeJbHOEe JeMHUeTuHu3upylomiee 3adonesanue [IHC ¢ uzdbmupa-
TEJBHBIM MTOPAKEHUEM 3PUTETHHBIX HEPBOB U CIIMHHOTO MO3Ta.
Panee paccTpoiicTBO HOCUIIO HAa3BaHUE «ONMTUKOHEBPOMUETUT»
(neuromyelitis optica, NMO), unu «0oje3Hb JleBuka» [1].

PacnpocTpaneHnocTh M 3mmaemMuosorusa. PaccrpoiictBa u3
crniektpa OHM 3aHuUMalOT 2-€ MECTO 1O YacTOTe CPeau BOCMaIu-
TEJIbHBIX IEMUETMHU3UPYIONINX 3a00JIeBAaHUH TTOCIIE PACCESTHHO-
ro ckieposa (PC). 3aboneBaHue pacrpocTpaHEeHO MTPEUMYIIECT-
BEHHO CPEIU JIMLL a3UaTCKOT0 1 appUKaHCKOTO MPOUCXOXKACHMUSI,
y KoTopbIx BctpeuaeMocTb PC HeBbicoka. CpenHuit BO3pacT Ha-
yasia 3a6osieBaHusl — 39 JieT, OIHAKO OMMCAHbI CIyyau B Pa3HbIX
BO3PACTHBIX TPYIIax, BKIOYAs AETeil W MOXUIIBIX Jiioneit [2].
B MockoBckoM 001aCTHOM HaydHO-UCCIIENOBATETHCKOM KITMHU -
yeckoM nHcTtutyTe M. M.®@. Brnagumupckoro (MOHUKI) Ha-
oofaroTes 3 malMeHTa IeTCKOro Bo3pacTa ¢ MOATBEPKIACHHBIM
JIMAarHO30M «PaCCTPOMCTBO U3 CIIEKTPa ONTUKOHEBPOMUEIUTA»: Y
OJIHOW MallMeHTKK 3a60JIeBaHKe Ie0I0TUPOBAIIO B BO3pacTe 6 JieT,
y Apyroii — B 12 siet u eute y ogHoro pedenka — B 16 et [3]. ITo
JMaHHBIM STHUAEMUOIOTUIECKUX MCCIIENOBAHWI, cpeau 3a00eB-

LIMX MPeo0IaaloT JeBOYKU (COOTHOILIeHHEe — 9:1) U, Kak rmokasza-
HO B HEIaBHEM UCCJIENOBaHUU, OOJIbHBIE 10 18 JIeT cocTaBIsItoT
Bcero 5% cepono3utuBHbIX 10 NMO-IgG nauunenroB. CpenHuit
BO3pacCT Hauaia 3abojieBaHus y aereit — 12—14 ner [4], omHako
oIMcaH ciyyait ero ae6iota B Bo3pacte 1o 2 et [5]. B eBponeii-
ckux crpaHax u CIIA nons OHM cpeau neMueImHU3NPYIOIINX
3aboneBannii [IHC cocrasnster 1-5% [2, 6]. PacnipocTpaHeH-
Hocth OHM y mipenicTaBuTesnieit eBpOTIeONIHON PACHI, TIO JaHHBIM
PA3IUYHBIX SMUACMHUOJOTUIECKUX UccienoBannii, — ot 0,3 mo
4,5 Ha 100 TbIc. Hacenenus [7]. OmHako mHorue ciryyan OHM
HepeaKO OIIMOO0YHO TPakTyIoTcsl Kak PC, pelianBUpyoIIii 1o-
MePEeYHbIi MUEJUT, PELUAUBUPYIOIIMI PeTPOOYIbOApHbINA HEB-
put [8]. JaHHas npobieMa 0COOEHHO akTyaabHa JIsl a3UaTCKOTo
(Tak Ha3bIBAEMOTO ONTUKOCIUHAJIbLHOTO) BapuaHTa PC, s ko-
TOPOTO TaKXKe XapaKTePHO COUYETaHWE TMOPaXKECHUSI 3PUTETbHBIX
HEPBOB M CIIMHHOTO Mo3ra [9)].

ITaTorene3. B ocHoBe maToreHe3a 3a001eBaHMS JIEXKUT 00-
pazoBaHue ayroaHTuTes NMO-IgG K 6eKy BOIONPOBOISIIIUX
KaHaJI0B KJIETOUHbIX MeMOpaH akBaropuny 4 (AQP4). OH nipen-
cTaByisieT co0Oil roMOTeTpaMEPHBI OeI0K, IKCIPecCUpOBaH-
HBIA BEHTPUKYJISIPHOW 3MEHIANMON W MEXHEWPOHHBIM CHUHAII-
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Puc. 1. Konmpoavnas MPT eon06H020 mo3ea, wieiinoeo,
2pyOH020 U NOSACHUMHO-KPECM08020 0MOeA08 NO360HOYHUKA
C GHYMPUBCHHBIM KOHMPACMHbIM YCUACHUEM, 8bINOAHEHHAs

vy nayuenmku K., 6 rem

COM B TIOJIIPU30BaHHOM TIJIa3MaTUYECKO MeMOpaHe acTpOIu-
TapHOTO HEPBHOTO OKOHYAHMSI, CBSI3aHHOTO ¢ MUKPOCOCYIaMK
IIHC [10]. AQP4 akTHBHO BbIAEJSIETCS aCTPOLIMTAPHBIM HEPB-
HBbIM OKOHYaHUEM, 00pas3yIollM BMecTe ¢ 6a3abHON 000104~
KOl aHA0Te s remaTosHIedannueckuit oapvep (I'BDB). NMO-
IgG, KOTOpBIC TPOAYLIUPYIOTCS TTepUPEPUICCKIUMUI TLIa3MOIIN~
TaMM, TPOHUKAIOT Yepe3 DB, BhI3BIBAIOT SHIOIMTO3 U HaIIpa-
BJIEHME aHTUTEHA T10 BHI0JIM30COMAIbHOMY MYTH (aHTUTEHHAas
Monynasiuus). B pesynbrate Moay sy pa3pyluaeTcsl TpaHCIOop-
Tep IJIyTaMara, 4To BeeT K HeiipoTokcuuHocTU. NMO-IgG ak-
TUBUPYIOT KacKaJ peaKiMil KOMIUIEMEHTa, B pe3yJibTaTe 4ero
HapyllalTcsa ocmoperyasuus, GyHkuus Db, 3axsar rpaHysio-
1uToB. [IpOHMKHOBEHME BOCITAIUTEIbHBIX KJIETOK 4epe3 I10-
BpexXaeHHbI Db mpuBoaAUT K MOBPEXAEHUIO HEWPOHOB, Jie-
muenuHu3auun u Hekposy [11]. NMO-IgG BouigBasIOTCS Y
73—91% mauuentoB ¢ OHM [12].

Bonee yem B 50% ciydaes pazsutuio OHM mnpeniiecTByioT
WHOEKIMY, BBI3BAaHHBIC BUPYCOM SIUACMHUYECKOTO IapOTUTa
(ocobenHo yacto), dmmreitHa—bapp, Herpes zoster, ocTpbie pec-
nupatopHbeie BupycHble nHMexuuu (OPBU). [lepeHeceHHbIe
OPBU orMeuanuch TakKe 1y HaLIUX MALIMEHTOB Mepe 1e010ToM
3a0o0jieBaHus (B 2 ciydasix 3a0osieBaHMe IeOIOTUPOBAIO yepes3
7 nHeit mocne nepeHeceHHoro OPBU) wim ouepenHbiM ero 000-
crperueM. [1o nanasiM M. Koga 1 coaBr. [13], ocTpble BUpyCHEIE
WHOEKINY BCTPEYaINCh Y TTAIIMEHTOB CO CPaBHUTEILHO HEOOJTb-
IIMMH CPOKaMU 3a00JIeBaHUS WU HETIOJHOM KITMHUYECKON Kap-
THUHOM (TOJBKO ONTUYECKUI HEBPUT WM TOJbKO MUEIUT). Y Ta-
IIMEHTOB C BBIPAXXEHHBIM M JUTMTENbHO cyliecTByommM OHM
TIPEIIIECTBYONINE BUPYCHBIE MH(MEKIIMK He BBISIBIICHBI. DTH Ha-
OITIONIEHYST TTIO3BOJISTIOT TIPEITIONIOKHUTh, UYTO, KaK TTPaBUJIO, BUPYC-
HbIe MTHMEKIIMY acCOIMUPOBAHBI C PAHHUMM CTaausIMU 3a00J1e-
BaHUS Y MOTYT CJIY>KUTb Tpurrepom passutuss OHM.

Kmnnyeckasa kapruna. KivHuueckast kaptuHa OHM Hau-
GoJiee 9acTo TpencTaBieHa ONTHYECKUM HEBPUTOM, OOIITMPHBIM
TOTIEPEYHBIM MUETUTOM (>3 CEerMEHTOB CITMHHOTO MO3Ta) WU
3IM300M MKOTHI, TOLITHOTHI X PBOTHI (CUHAPOMOM area postrema).
OnHako y 60% malnMeHTOB TakKe HaOJ0IaeTCsl TIOPaXeHHe TO-
JIOBHOTO MO3Ta, KOTOPOE JIOKAJIM3YeTCsl Yallle MepUBEHTPUKYISIP-
HO, B TaJlaMyce, TUTIOTalaMyce MM B MO30JMCTOM TeJe.

[MopaxxeHre CMIMHHOTO MO3ra BO3HUKAET OCTPO, BO MHO-
TUX CJTyJasiX C pa3BUTUEM ITOJIHOTO TTOTIEPETHOTO MUETNTA, CO-
MPOBOXKIAETCS TPYOBIMU ABUTATEIBHBIMU, YYBCTBUTEIbHBIMU 1
c(UHKTepHBIMM HapylieHusMu. Hepenko ormeuaeTcst Kopel-
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KoBas 00Jib, CUMIITOM JlepMHWTTa, TOHMUYECKHE MBIIICYHBIC
CITa3Mbl, KOTOPbIE B OOJIBIIEH CTEIIEHN XapaKTePHbI ISl PeL-
IUBUPYIOIIETO TeueHMs1. [IpOTSoKeHHOCTD TTOpaXKeHMs BEIeCT-
Ba criuHHOTO Mo3ra pu OHM o0bIYHO orpeesieTcst Ha ypoB-
He Tpex U 0ojiee CerMEHTOB IIEHHOIOo WJIM TPYIHOTO OTAEIOB
crMHHOTO Mo3ra [12].

KnuHuyecKkue Habnwopeuna

Mot nabaodaru nauyuenmxy K., 6 1em, nocmynusuiyro 6 pe-
anumauuonnoe omoenenue MOHUKH 30.01 2016 e. ¢ duaenozom:
«[lonepeunviiit mueaum na yposne Tu—Li. Huxcnuii napanapes.
Hapywenue ¢hynkyuu mazosuix opeanog no muny 3a0epicku movu
u kana». [locne nepenecennoco OPBH y pebenka nossuauce pe3kas
carabocms 6 Ho2ax, 3ampyoHeHue MOHeUcnycKkanus u degexayuu.
Ha caedyrowuii denv memnepamypa meaa noonsiaacs do 37,8 °C.
Ilo mecmy ycumenvcmea npogedena mMacHUMHO-pe30HAHCHAS MO-
moepachua (MPT) epyonoeo u nosacHu4H020 0moeno8 no360HO4HU-
Ka, 8blA61eHa KAPMUHA MUeAUma Ha yposHe 2pyoHo2o omadeaa. U3
AHAMHe3a U36eCMHO, YMO NAUUEHMKA OAUMeAbHO HA0A0aiacy y
ogpmanvmonoea no noeody cxodsauieeocs Kocoeaasus, 6 oexaope
2015 e. pazsunrace ampoghus Oucka 3pumenbHO20 Hepea cesd.

Heesponoeuueckuii cmamyc npu nocmynaeHuu 6 peaHumayu-
OHHOe omdenenue: cxodaujeecs Kocoeaasue, aKkmugHvle 08UNCCHUS
02paHu1eHbl 8 Ho2ax, 001bUle 8 NPOKCUMANbHBIX 0Mdenax, 8 omeem
Ha bonesble pazopaxcumeny NOOMAUBANA HORU K MYA0BULLY, NOAO-
JIcenue meaa — Ha cnuxe 6 nose <aseyukuy. Ommeuanucs cHuice-
Hue cunvl Mbluy Hoe 0o 1 6aana, vicokue cummempu4Hbie KOAeH-
Hble U axuan08bl peghrexcol, 08yCmopoHHULl cmonHtblil pegaekc ba-
OuHCcK020, 0e3 uyscmeumenvHvlx Hapyuienuil. [lpu ocmompe og-
ManbmMoa020M 8bisIGAEHbI HACMUMHASL AMPODUA 3pUMeNbH020 Hepea
U HenOCMOsIHHOe CX005eecs: KOcoeaa3ue 1e6020 21asa.

IIpu svinucke 04.02 nposedena konmponvras MPT 2onoeHo-
20 M032a, weiiHoeo, epyOH020 U NOSACHUYHO-KPECMU08020 0MAeno8
NO0360HOYHUKA C HYMPUBEHHbIM KOHMPACMHbIM YCUACHUEM: 8 pe-
acume T2 ¢ acuponodasaenuem u3yaruzupyemcs npomsalNceHHas
namoaoeuveckas 30Ha noeviueHHo2o MP-cuenanra é eewjecmae
chuHH020 Mo3ea (5 ceemenmog; puc 1, a). Ha T-636euennuvix u3o-
bpaxcenusx ¢ KoumpacmHolm ycuneruem (puc. 1, 6) npuznakos Ha-
pyuterusi I'DF He evis61eHO.

2.10 Ha ¢hone 6aaeononayuus 6 060ux e1a3ax 603HUKAO pe3Koe
CHUJICEHUe 3peHUs 00 C8eMOOWYUeHUs, PA3AU1anNd AUl KOHMYPbl
npedmemos. Koncyrvmuposana ogpmanbMonoeom: vacmu4Has am-
DPous 3pumenvHo20 Hepea cnpasa, NoAHAs ampoghus 3pUmenbHo20
Hepea caesa, VIS OD=0,02 skcyenmpuuro, OS — 0.

6.10npu MPT 6 cpasueruu ¢ uccaedosanuem om 11.08 2015 e.
OmMeueHo noseaeHue o4aza @ npagoM 3pumenbHOM Hepee, HaKan-
AUBAIOUE20 KOHMPACMHDBLIL npenapam.

Onmuueckasn roeepenmnas momoepagus (OKT) evissunra
YMeHbuleHue MOAWUHbI NEPUNANUANSPHBIX BOA0KOH 80 8CeX KBAO-
PaHmax neeoeo enasa.

bovir nposeden ananuz kposu na anmumena k AQP4: ux
mump cocmaeun 1:160 (npu nopme <1:10).

boavhas 6viaa evinucana uz HeepoaocUHECK020 CMAUUOHAPA
11.10 ¢ duaenoszom: «Onmukomueaum Jlesuxa. Yacmuunas ampo-
us 3pumenvro2o Hepea cnpasa, NOAHAS AMPOPUS 3PUMENbHOO
Hepea crega».

DTOT ciyyaii IeMOHCTPUPYET JOCTATOUHO TUTIUYHYIO Kap-
THy OHM: ocTpblii monepeyHblii MUEIUT Ha OOJIBIIOM MPOTSI -
JKEHUM, HE MEHEe OCTPasi CUMITOMATHKA ABYCTOPOHHETO OMTH-
YeCKOT0 HeBpUTA, IMMPOMEXYTOK B HECKOJIbKO MECSIICB MEXIY
OIMUCaHHBIMU 3MU301amMu [3].
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Bo3HukHOBeHVE HEBpUTA 3pUTEIHLHOTO HEpBa OXHOBpE-
MEHHO C ABYX CTOPOH WJIM TIOCJICAOBATEILHOTO C OXHOI U ApYy-
TOV CTOPOHBI B KOPOTKUI CPOK CBUMIETEIBCTBYET O BBICOKOW BE-
posiTHocTH Hajanuust OHM.

B 80% cnydaeB 3abosieBaHMe HAYMHACTCS C MTOPAKCHUS
3PUTETBHBIX HEPBOB, UTO TIPOSIBIISIETCST OHO- WUJIW ABYCTOPOH-
HUM CHIKEHUEM OCTPOTHI 3peHUST U 60JIE3HEHHOCTHIO TTPY TBU -
JKEHUU TJIa3HBIX 010K, ONTUYECKUI HEBPUT XapaKTepeH Kak
st OHM, tak u st PC, o mpu OHM cuMnToMbI ONTHYECKO-
ro HEBPYTA HAMHOTI'O BhIpaXKeHHEE: MOTEPs 3peHUsI, MOJTHasI WU
YaCTUYHAasl, OMHOCTOPOHHSISI UM IBYCTOPOHHSIS; OOJIEBOI CUH-
IPOM B 00J1aCTU OPOWT; MTO3UTHUBHBIE 3pUTEbHBIE (heHOMEHBI
(Mepuarolye BCIBIIIKA, MATHA, TUHUN) [14].

Ilayuenmra I1., 12 nem, 3a601e6anue debromuposano c on-
muueckoeo Heepuma. B oxkmsope 2016 e. desouxa ommemuna 60-
Ne3HeHHOCMb NPU NPUKOCHOBEHUU K 1€80MY 21d3y, Hceamo-oenvie
BCNbIUKU, OMKAOHEHUE 2AA3H020 A040KAa KHAPYiCU, Yepe3 0eHb 8
N1€60M 2na3y pe3Ko CHU3UAACL OCIMPOMA 3peHus 00 ceemoousyuje-
HUsl, O3HUKAA OOAE3HEHHOCMb NPU O8UNCCHUU 21a30M. Dnu300 Ha-
PYUleHUs 3peHUsl 8 UOe CNblULeK neped 1e6biM 21a30M OMMEUancs
20dom pawuee, Koeda nocae Kypca cocyoucmoi mepanuu uepe3
1,5 mec 3penue 6occmarnosunoCh.

Ocmompena oghmanvmonoeom: ocmpoma 3peHus npasoeo eAa-
3a — 1,0, Ha neeom ena3y onpedensnoch moabko C8emoouyujeHue,
cnpasa éviseneHa oexoaopauus Oucka 3pumenvioeo vepea ([A3H),
cresa /I3H dexonopuposar, epanuupbl HECKOAbKO CIYULeBAHbL, ap-
mepuu CyJlceHbl, 8eHbl NOAHOKPOBHbL, MAKYAAPHDBLIL peghaexc coxpa-
HeH 6 000ux enasax. B Heeponoeuueckom cmamyce ommeuanucs om-
K/AOHEeHUe 1e6020 2Aa3H020 A0A0KA KHAPYICU, d makKice pasHuya
gomopeaxyusx — OD npamas u coopyyscecmeennas cugvie, OS
NPAMAs u co0pyIcecmEeHHAs. NPAKMU1ecKy OMCcymcmeyion.

20.10 nposedena MPT 201061020 M032a u opoum ¢ eHympu-
BCHHbIM 86€0eHUeM KOHMPACMHO20 GeUeCmBa: Gbis8A510Ch 04a20-
60€ NOpPAdICeHlUe 1e6020 3PUMENbHO20 HEPBA C HaAPYULEHUEM Uea0C -
nocmu 96 (puc. 2).

s 6onee OemanvHOll OUEHKU OpMANbMOA02UHECKO20 CMa-
myca 21.10 @vinoanens: cmamu4eckas KOMAbIOMEPHAs nepumen -
pus u OKT, a makoice npogepervt 0Cmpoma 3peHusi U COCMosHUe
21a3H020 OHa 6 dunamuke. Ocmpoma 3peHust 8 NPAGOM 2Aa3y He U3-
menunace — 1,0, 6 aesom enazy ocmasanacy HU3KOU — Henpasunb-
Hasa ceemonpoexkyus. Ha eraznom One 6 dumamuke coxpausnace
speekas cmywesannocms epanuy, JI3H caesa. Ilo dannvim komnoio-
MepHOIl nepuMempuu 1e6biM 21a30M NAYUEHMKA He OMMemUAa Hu
00Ho20 u3 113 068exmos.

Ilpu OKT 6vis61eH0 yMmeHbUIeHUE MOAUWUHBL NePUNANUANAD-
HbIX HEepBHbIX 80J0KOH 80 8CeX K8AOpAaH-

Puc. 2. MPT 201061020 M032a u opbum ¢ 6HympueHHbiM
66edeHUueM KOHMPACHMHO20 8eUlecmed, 6biN0NHeHHAs
vy nayueumku I1., 12 nem

Ha caedyrouuil 0eHb 3HaAUUMeNbHO CHU3UAACL OCMPOMA 3PeHUs npa-
8020 2na3a.

Tloemopno nposedena MPT eonoenoeo mozea, wuieiinoeo u
2pyO0H020 0mMOen08 NO360HOYHUKA C GHYMPUBEHHbLIM 66edeHUeM
KOHMPAcmHo20 eujecmea: KapmuHa 04az08020 NOPAdicenus npa-
8020 3pUMenvHo20 Hepea ¢ HapyuieHuem yesocmuocmu 196 u npo-
MANCEHHO20 04a2a 8 CMPYKmMype CHUHHO20 M032a uielinoeo omdena
nozeonouHuxa 6e3 Hapyuenus yeaocmuocmu 19b.

Ilpu opmanvmonoeuneckom ocmompe 8vis61€HO BbIPANCCHHOE
CHUDICeHUe ocmpombl 3peHus npasoeo eaasa 0o 0,01 sxcuenmpuuno
u neeoeo enasa do 0,02 skcuenmpuuro. [lpu ocmompe enasznoeo oHa
omeka JI3H ne ommeuerno, /I3H Obiau 0ekoropuposarsi ¢ yemxumu
epanuyamu 8 oboux erasax. B cpasuenuu ¢ dannoimu OKT om 21.10
00was MoAwUHa NEPUNANUAAAPHBIX HEPBHBIX B0N0KOH YEEAUHUNACD
Ha 7 MK Ha npasom eaa3y u Ha 20 MK Ha aeeom enazy (puc. 3).

Junarnoctnka. Ha ocHOBaHWU TONBKO KIIMHUYECKUX JTaH-
HBIX TOCTOBEPHO CYIUTh O Hamuuuu win orcytctBu OHM He-
BO3MOXHO. B 2006 1., rmociie oTKphHITHS OroMapkepa 3aboseBa-
Huss NMO-IgG, Obutn BrepBble TPeAIOKEHbl COBPEMEHHbIC
nuarHoctuyeckue kputepun OHM, nepecmoTtpenHbie Harmo-
HaJIbHBbIM 0011eCTBOM paccessHHoro ckjiepo3a CLLA u Mexny-
HapomHO# paboueii rpymmoit B 2008 1., a 3atem B 2010 m 2015 .

[Mocnennue BKTIOYAIOT B ce0s1 OCHOBHBIE U OTIOJTHUTETb-
HbIE XapaKTEePUCTUKU.

OcHogHble KauHuMecKUe XapaKmepucmuKu:

1. HeBpuT 3puTebHOrO HEpBa.

2. OCTpblit MUEIIUT.

max npaeoeo 2naza u UCOYHOM, HUICHEM
U HOCOBOM K8AOpAHMAX /1e6020 21a3d.
Ilpu oyenxe makyasapHoii obnacmu onpe-
0ensinocy ymeHvuleHue MOAUUHbI BHYM -
DEHHUX Cc10e8 CemYamku ¢ 0beux crmopoH,
8 4acmHOCMU KOMNAEKCA 2AHeAUO3HbIX
KAemoK.

AmbynramopHo npogeder anaiu3 Ha
anmumena ¥k NMO: mump 1:80 (nopma
<1:10).

B konye nosbpsa 2016 e. pebenok
20CHUMANU3UPOBAH NOBMOPHO: BHOBb NOSI-
8UNUCH APKUe cepo-0enble GCblUKU nepeo

enazamu u 0Ooae3HeHHOCMb 6 obaacmu
npaeoeo 2nazHoeo s010Ka npu OBUNCEHUU,
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3. CuHnpoM area postrema (3301 UHaU€ He OOBSICHUMOM
WKOTBI, TOIUTHOTHI ¥ PBOTHI).

4. OCTphbIil CTBOJIOBOI CUHIPOM.

5. CumnromaTuyeckass HapKOJICTICUSI UJIM OCTPBINA TUDH-
nedanbHbI KIMHUYECKUI CHHIPOM C TUITMYHBIM TU2HIedaTb-
HBIM MOpaxkeHWeM, BbIsiBiiseMbIM Tpu MPT.

6. CuMnTOMaTUYeCKUii 1epeOpaabHbIi CUHAPOM C TH-
TMMMYHBIMY TTOPAXKEHUSIMU TOJIOBHOTO MO3Ta.

Jlonoanumeavnovte mpeoosanuss k MPT oaa NMOSD o6e3
AQP4-1gG u NMOSD c neuzéecmuvim cmamycom AQP4-1gG:

1. OcTpbliit HEBPUT 3pUTEILHOIO HepBa: Heodoxoauma MPT
TOJIOBHOTO MO3Ta, TTOKa3bIBAIOIIAST: a) HOPMaJIbHbBIE Pe3yJIbTaThl
WM TOJBKO Hecrenuduieckoe (pe3nmayaTbHO-OpraHNIecKoe)
TopaxkeHue 0eI0ro BellecTBa 1 0) TUTIEPUHTEHCUBHBII ovar Ha
T2-B3BelIEHHBIX N300paXKEHUSIX WM TTOPaXeHUe 3PUTEIBHOTO
HepBa Ha MPOTSKEHUU Oosiee 1/2 MIMHBI 3pUTEIBHOTO HEepBa
WU ¢ ydyacTueM obsactu xua3Mbl Ha T1-B3BEeIIEHHBIX Tal0IH-
HUI-KOHTPACTUPYSMBIX N300paXkKeHUSIX.

2. JnWHHBIE OYard B CIWHHOM MO3Te, 3aHWUMAaloIIne
>3 cerMeHTOB 1 0OHapyXuBaeMble Ha T2-B3BeIIEHHBIX 1300pa-
JKEHUSIX, OTPAXKAIOIIME OTHOCUTEILHO OOJTbIIIOE BOBIECUEHUE Be-
LIECTBA CIIMHHOTO MO3Ta;

3. CuHApOM MOpaxXeHUsI area postrema: 04aroBoe rmopaxe-
HUE MPOJ0JITOBATOrO MO3ra B area postrema.

4. OcTphbIil CTBOJIOBOI CUHAPOM: TIPU3HAKY TTEPUITTICHIN -
MaJIbHOTO TTOPaXKeHUsT CTBOJIA MO3Ta.

[Tpu nonoxurensHoM Tecte Ha AQP4-1gG nnst ycraHOB-
JIEHUsI 1MarHo3a HeoOXOoNIMMO Haluuue Kak MUHUMYM | 13 a6-
COJIIOTHBIX KPUTEPUEB, a TAKXKE OTCYTCTBUE JAHHBIX, YKa3bIBalO-
IIUX Ha apyrue 3a00JeBaHMsI.

B cnyuae, ecnmu tect Ha AQP4-1gG okazascs orpuna-
TeJbHBIM, U ycTaHOBIeHUS nruarHo3a NMOSD Heob6xoaumo
HaJIMuMe KaK MUHUMYM 2 KJTIOYEBbIX KIMHUYECKUX KPUTEPU-
€B, BO3HUKILMX B pe3yabTaTe >1 000CTpeHuld, TpUYeM OTHUM
U3 IBYX KPUTEPUEB 00513aTEIbHO AOJKEH OBITh TMOO HEBPMT,
60 MUETUT C BBIPAXXEHHBIM MOPaKeHUEM CITMHHOTO MO3Ta
WIA CUHIPOM area postrema. O0si3aTeIbHOE YCIOBME — pac-
MPOCTpPaHEHHOE TTOpaXeHne; AMAarHOCTUKE MTOMOTAIoT TakKe
HaJIu4yue AOTONHUTENbHBIX MP-KputepueB um oTCyTCTBUE
JaHHBIX, YKa3bIBAIOUIMX Ha Apyrue 3aboneBanus [15]. B Ha-
crosiiiee BpeMsi auarHoctuueckue kpurepun OHM mponosn-
KalOT YTOUHSITHCS.

Juddepennmanbaas nuarioctuka. KinmHuueckass KoMOu-
HAIUsT HEBPUTA 3PUTETHHBIX HEPBOB U MUEIUTA MOXET HaOJII0-
natbest pu TuMYHOM PC, Ipy CHCTEMHBIX QyTOUMMYHHBIX 3a-
OosieBaHUsX (HampuMep, CUCTEMHOM KpacHOI BOJYaAHKE, CUH-
npome LllérpeHa), B kauecTBe napanH(peKIMOHHOIO (peHOMeHa,
B accoluanuu ¢ MHGEKIIMOHHBIMU TIpolieccaMu (TyOepKyJses3
JIETKUX, pa3jinuyHble BUpYCHBbIe 3abosneBaHus). HduddepeHuu-
aJTbHBIN TUArHO3 CJIEAYeT MPOBOIUTD TaAKXKe C UIIEMUYECKUM U
TOKCUYECKHMM TTopakeHHeM, 00J1e3HbI0 Jlebepa, TOKCUIECKOM 1
TpaBMaTUYECKOM ONTUYECKOU HEBpOMaTUEd.

JuddepeHunaibHasi TMarHOCTUKA PacCTPOMCTB CrieKTpa
OHM c apyrumu dopmamu IeMUEIUHU3UPYIOLIUX 3a00seBa-
auit IHC — akryanpHast nmpobiema. duddepeHmanbHyo -
arHoctuky PC u paccrpoiicts ciektrpa OHM 3HauuTebHO 006-
JleryaeT uaeHTugukaus ayroaHtutesa K AQP4-Ab B cbiBOpoTKe
oosbiMHcTBa nanueHToB ¢ NMOSD. OpHako ayToaHTUTeNIa
oOHapyxuBaoTcsd y 73—91% mnanueHToB, 4TO HE MCKIIOYAET
3TOTO WArHO3a B OCTAJBHBIX CIIydasX, TaK KakK CYIIECTBYIOT
KpPUTEPUU MUarHocTuku ceporerarusHoro NMOSD [3].
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KAUHUYECKUE HABNWAEHUA

Kak moTeHIIMa bHBIN OMoMapKep y MallMeHTOB ¢ BOCITa-
JINTEJIbHBIMM  IEMUETMHU3UpYOIMMU  3a6oneBanussmu [LTHC
HeIaBHO CTaJIM pacCMaTpUBaTh aHTUTEA K TJIMKOIIPOTENHY MU~
enuHa oauroaeHapounToB (MOG-AD). [lMKONpoTenH MUeIn-
Ha onuroaeHapouuta (MOG) saBisieTcsi KOMITOHEHTOM MUEIU -
Ha U BcTpevaeTcs uckinountenbHo B LIHC. On nokanusyeTcst Ha
BHEIITHEH IMOBEPXHOCTU MMEJIMHA U TIJIa3MaTUYeCKOi MeMOpa-
HBI OJINTOJICHIPOILIUTOB U, CJEI0BATEIbHO, SIBIISICTCS TTOIXO/SI-
LIeW aHTUTEHHOW MUILIEHBIO JUIST ayTOAHTUTEI.

AHTHTEIa OOHAPYKUBAJIKCh B CHIBOPOTKE JETE U B3pOC-
JIBIX C pa3IMYHBIMU (hopMaMU IeMUSTMHU3UPYIONIUX 3a00J1eBa-
HUI, BKIoYas cepoHeratuBHblii NMOSD, octpelilt nucceMu-
HUpOBaHHBIN 3HIIehanromuenut (ADEM), umuonmatudeckuit
3PUTEIbHBI HEBPUT, UIMOMATUYECKUI MUETUT U aTUITAYHBIN
PC [16].

Bo3MoxHOCTL pyTMHHOro ucrnosnb3oBanuss MOG-Ab B
nrddepeHIIMaIbHOM TUAarHOCTUKE JEeMUCTMHU3UPYIONINX 3a-
oonesanuii LIHC B Hacrosiiee BpeMsi MPOJOJIKAET aKTUBHO
n3ydatbes. K coxxaneHuto, B Hallleil cTpaHe aHAJIM3 Ha 9TU aH-
THTEJIA HE TIPOBOIUTCS 110 TEXHUYECKUM TIPUINHAM.

Jleuenne. IlpaBwibHas guarHoctuka OHM mpuHLMIIM-
aJbHO BaxkHa /IS OMNpeAeJeHMs] TAKTUKM BeNEeHUs MallMeHTa.
V TakMX MalMeHTOB Teparus IpenapaTaMu, U3MeHSTIOIIMMU Te-
yeHue PC, He Toiabko HeaddeKTUBHA, HO U MOXET BbI3BaTh
YXYIILIEHWE COCTOSHUS. B KadyecTBe MOMIEpKUBAIOIICTO Jieue-
HUST MCTIOJIB3YIOT PUTYKCMMa0, MUKodeHoIaTa MOheTHI, a3a-
TUOIIPUH U IPYTHe UMMYHOCYMPECCUBHBIE TIpenaparthl [3].

OcHOBOI JleyeHUst ocTphiX 3nu3010B NMOSD sasistioTcs
BbIcOKMe 103bI TokokopTrkouaoB (I'K). Kak npaBuiio, Ha3Ha-
YalOT METUJIIPENHU30J0H BHyTpuBeHHO 1000 Mr B TeueHUe
3—5 &mHeil Ha OCHOBE CTaHAAPTHOW Teparmuu IPYTMX OCTPBIX
KJIMHUYECKUX TIposiBieHn aemuenmHusanuu. 'K okaspiBaoT
MMMYHOCYTIPECCUBHBIN U MPOTUBOBOCIIATUTENbHBIN 3(PheKT 3a
CYEeT YMEHbIIEHUs] YPOBHS MepudepuyecKux JUMGOOLMUTOB U
MPOBOCHATUTEIbHBIX LUUTOKMHOB [17]. [Tynbc-Tepanus MeTu-
TPETHU30JIOHOM OOBIYHO TIEPEHOCUTCS XOPOIIO, HO BaxKHO
obecreunTh NPOPUIAKTUKY I3BEHHOM 00JIE3HM XKeJyaKa U MO-
HUTOPUHT OOIIMX TCUXUIECKUX TMOOOYHBIX 3(PDEKTOB, TaKUX
KakK 0€CCOHHUIIA U BO30YXACHUE.

151 KynupoBaHUsl 0OJIEBOrO CUMIITOMA TPU JABUXKEHUU
IJIa3HOTO SI0JIOKA HAIlMM IMallMeHTaM MPOBOIMIIACH TTapalyIib-
GapHast UHbeKIUsT GeTamera3oHa. Kpome Toro, Teparust onTu-
YeCKOTO HEBpUTA BKIIIOUAJA IMyJIbC-TEPANTI0 METUIPEIHU30-
JIOHOM, PETpOOYIbOAapHbIE MHBEKIIMY TPUAMIIMHOJIOHA — Y BCEX
MaleHTOB OTMevajaach MOJIOKUTEIbHAs NMHAMUKA B BHIE
YAYYIIEHUSI OCTPOTHI 3pEHMSI, BOCCTAHOBAEHMS (DOTOpEaKIIUIA.

IMauenTtka K., y KoTopoii 3abosieBaHue 1e0I0TUPOBATIO B
BUJIE TIOTIEPEYHOTO MUEJINTA, MoJTydaia KOMIUIEKCHOE JieueHHe:
ITyJIbC-TEPAITI0 METUITIPEIHU30JI0HOM, CTYIIEHUATYIO TOIIeP-
KUBAOIIYIO TEPANUIO TIPEIHU30JI0HOM, 1e(haIOCITIOPUHBI U aH-
TUMUKOTUYECKUI MpEenapar, a Takke IperapaTbl THOKTOBOM K-
CJIOThI, BUTAMUHBI TPYIIbl B, Kypchl (puzmoTepanuu, runepoa-
pUUYECKOI OKCUTeHALIMU U JieueOHOoM (pu3KyabTyphbl. Ha (hoHe 00-
ITUPHON Tepary OTMedaslach TIOJOXUTeIbHAs JMHAMMKA: CHJia
MBIIIII B HOTaX BBIPOCIA 10 4 6a/ljioB, BOCCTAHOBUJIMCH TA30BbIC
(yHKIIMM; 6OJEHAS CMOIJIA CTOSITh M XOMUThH € TIOIEPKKOIA.

ITpu HeahHEKTUBHOCTU IMyJIbC-TEPAIIUU PEKOMEHIO0BAHO
nposeneHue riazmadepesa (Kype u3 S npoueayp, BbIMOJHIEMbIX
yepes gaeHb). [Ipu oyarax B 1IeiHHOM OT/eJIe CITMHHOTO MO3ra U3-
3a pUCKa JbIXaTeJIbHBIX HAPYIICHUI PEKOMEHIYETCSI HauMHaATh
Tepanuio ¢ miasmadepesa. B HEKOTOPBIX ITyOIMKAIUSAX TOCTIE I -
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HAWHUYECHKUE HABNHWAEHUA

HUX JIET TIpeIaraeTcs M3HaYaIbHO TIPOBOIUTH Tu1a3Madepes Ha-
psamy c teparnueit 'K, 0co6eHHO y TTallMEHTOB C PeLIMINBOM TTOC-
JIe TIpeIbIaYIIeT0o XOPOIlero oTBeTa Ha tuiazmadepes [17].

st noanepxuBaollei Teparnuu UCHOIb3YeTCsI PUTYKCH-
Mab — XMMEpHbIE MBIIIMHBIE/YEJI0BEYeCKME MOHOKJIOHATIbHbBIE
anTtutena K CD-20 antureny B-nmumdbouuToB U ux npeaiiect-
BeHHUKOB. Tepanuio HauuHawoT ¢ 1000 mr 1 pa3 B Hezeso B Te-
yeHue 2 Hell vt 375 MT/M? eXKeHelleIbHO B TeUeHUE 4 Hell, C T10-
caenyommMm rnpuemom 375 mr/m? unu 1000 Mr/Hen B TeyeHMe
2 Hen, nmoka coaepxanue CD-19-nmumdorinros He npeBbicuT 1%
10 JaHHBIM MPOTOYHOI LIUTOMEeTpUU. Bo3MoXXeH BapuaHT Mpu-
MEHEHUs pUTYKcruMaba B KauecTBe Tepaliiy IIepBOro psifaa y ma-
IIMEHTOB ¢ 00Jiee arpecCCUBHBIM TeUeHUEeM 3a00JIeBaHUSI, YTOOBI
TIPENOTBPATUTh Pa3BUTHE CTOWKOW WHBaMMAu3annu. Putykcu-
Mab TPOTMBOIMOKA3aH TP TIXKETbIX 3a00JIeBaHUSIX TEYEHH,
MpeaUIecTBYOIell XUMUOTEpANnuM WU TPOTpeccupyoieit
MyabsTUdOKaNIbHOM JielikoaHedatonatuu (ITMJI) B aHaMHe3e.
K ocHOBHBIM MOOOYHBIM 3G deKTaM Tepanuu OTHOCSTCS: Cern-
cuc, MHMeKINN, JIEUKOTICHNsT, TIOBBIIIIEHE YPOBHS TpaHCAMMU-
Ha3z, penko — [TMJI.

MuxkodeHonara mModeTws HaszHaudaetcss B mose 1000—
2000 Mr/cyT ¢ OJHOBpPEMEHHBIM IPUEMOM MPEIHMU30JI0HA
(5—60 Mr/cyT), MexaHU3M JEHCTBUS TIperapaTta OCHOBaH Ha MH-
TMOMPOBAaHUY MHO3MH-MOHOMOChAT-IeTUAPOTeHA3bI, YTO YXYI-

waet cuHTe3 T- u B-numdouuToB. A3aTMONpPUH MPUMEHSETCS B
03¢ 2—3 MT/KT/CyT ¢ COMYTCTBYIOIICH Tepamueil TpeIHn3010-
HoM (5—60 Mr/cyT) B TeueHure 6—12 Mec, OH IpPEACTaBISIET CO-
0011 aHTaroHucT 3HA0reHHbIX MyprHOB B JIHK 1 PHK, npensT-
CTBYeT nponndepannu TMM@OLUTOB.

Teparust TpeGyeT KOHTPOJISI ¢ TIOMOIIBIO IPOTOYHOM 1T~
TOMETPUU JIUMQOITUTOB, B TOKA3aHUSX K HA3HAYEHUIO HEKOTO-
PBIX TIpeTiapaToB (HANpuMep, a3aTUOMpPUHA) OTCYTCTBYIOT pac-
ctpotictBa criektpa OHM, 4To TOXEe MOTEHLIMATBEHO MOXET BbI-
3BaTh 3HAUUTEJbHbIE TPYTHOCTHU.

IIporHo3z npu NMOSD BapuaOGesbHBIi, MPU pa3BUTUU
3a00JIeBaHMS B IETCKOM BO3pacTe OTMEJaeTCsT ITPEeUMYIIeCTBEH-
HO MoOHO(a3HOe TeyeHue 0e3 MOBTOPHBIX peuuauBoB. [lpu
cBoeBpeMeHHOM HazHaueHnu ['K v nMyHHOCYTpecCUBHON Te-
parmu iporHo3 OHM Gouee 6aaronpusTHbIA [18].

3akmouenne. PacctpoiictBa u3 cnektpa OHM saBnsiorest
aKTyaJbHOI MpoOJIeMOIl COBpPEMEHHOI HEBPOJIOTUH, BCTpeya-
IOTCSI B Pa3JIMYHBIX BO3PACTHBIX TPYIIIaX, paclpoCTPaHEeHbI BO
BCceM MUpe 1 TpebyioT muddepeHIIMaTbHON TMaTHOCTAKY C HO-
30JIOTHSIMU  pa3nnMyHOro TeHeza. OCOOeHHO BaXXHO OTIMYATh
OHM ot PC s BeIOOpa oNTUMAIbHOM TAKTUKY TTOAIEPKUBA-
fo1ieit Tepanuu. BoaMoxkHOCTb onpeaeneHust antutes K AQP4 u
HaJM4KMe COBPEMEHHBIX KPUTEPUEB AMATHOCTUKY 3HAYUTEIBbHO
yrnpoiatot auarHoctuky OHM u yaydinaiooT nporHos.
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