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Paccmpoiicmso U3 cnekmpa onmuxkoHeBpoMuenuma
B léMCKOM Bo3pacme (KNuHu4eckui cny4ai)
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Paccmpoiicmeo u3 cnekmpa onmuKoHegpoOMuesuma — 80cnaiumensHoe demuesuHusupyrouee 3a601e6anue YeHmMpaibHoll HepaHoll cucme-
Mbl ¢ U3OUPAMENbHBIM NOPAdCEHUEM 3PUMENbHBIX HEPBO8 U CHUHHO20 M0o32a. B cmamve paccmampugaemces kaunuyeckuii cay4aii 3a601e8a-
Hus y pebenka 11.aem u eco meuenue Ha NPomMAICEHUU 200a, ¢ 0e6IOMOM 8 8Ude INU300a HAPYUIeHUs. 3PeHUsl C NPUSHAKAMU DaHee Pa38U6-
welicsi Yacmu4Hol ampoguu 3pUmensHbIX Hep8os 000UX 2Aa3 U NPosAeHUeM pempody1b0apHoe0 Hegpuma Ha aeéom enazy. Heoonoxpamuo
npogoduMoe MacHUMHO-PE30HAHCHOe UCCAe008aHlUe 0OHAPYICUBAN0 KAPMUHY 04A208020 NOPANCEHUs 1€6020, a 3ameM U NPABo2o 3pumens-
HO020 Hepea ¢ HapyuleHUueM Yea0CMHOCIU 2eMAmodHyedaru1ecko2o 6apvepa u nPOMsAICEHHbIM 04aA20M 8 CIMPYKMype CNUHHO020 M032a Ueli-
H020 0mdena no38OHOYHUKA. AHAAU3 KPOBU HA aHMUmMeAna K aKeanopury-4 ovin nosoxcumenen. Onmuveckas KoeepeHmHas momozpagpus
8bIA1UNA YMEHbUIEHUE MOAUUHB NEPUNANUANAPHBIX B0N0KOH CeMUAMKU 80 8CeX K8AOPAHMAX 000UX 21a3, YO COOMBemMcmayem Yacmu4Hou
ampoghuu 3pumensHbviX Hep8os ¢ 2 CMOPOH, Pa38UBUIELiCs 8 Pe3yabmame MHO20KPAMHO NePeHeCeHHbIX pempoby1b0apHbIX HeapUumoe8 Ha 060-
ux enazax.
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NEUROMYELITIS OPTICA SPECTRUM DISORDER IN CHILDHOOD (A CASE REPORT)

A.S. Kotov, Yu.V. Tokareva, V.N. Lutsik, M.V. Panteleeva, A.V. Shatalin, E.V. Mukhina, M.S. Bunak, O.M. Andryukhina
M.F. Viadimirsky Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

Neuromyelitis optica spectrum disorder is an inflammatory demyelinating disease of the central nervous system with selective damage fo the
optic nerves and spinal cord. The clinical case of a child 11 years old and its course throughout the year, with an onset in the form of an episode
of visual impairment with signs of a previously developed partial atrophy of the optic nerves of both eyes and a manifestation of retrobulbar
neuritis on the left eye is considered in the article. Repeatedly conducted magnetic resonance examination revealed a pattern of focal lesion
of the left and then of the right optic nerve with a violation of the integrity of the blood brain barrier and an extended focus in the structure
of the spinal cord of the cervical spine. The blood test for antibody to aquaporin-4 was positive. Optical coherence tomography revealed decrease
in the thickness of the peripapillary fibers of the retina in all quadrants in both eyes, which indicates a partial atrophy of the optic nerves
of both eyes, as a result of repeatedly transferred retrobulbar neuritis in both eyes.

Key words: Devic’s disease, neuromyelitis optica spectrum disorder

BsepeHue

PaccTpoiicTBO U3 clieKTpa ONTHKOHEBPOMHEINTA
(neuromyelitis optica spectrum disorder, NMOSD), pa-
Hee Ha3bIBaeMOE ONITUKOHEBPOMMEIMTOM WIIN OOJIE3HBIO
HeBrKa, — BOCHIAJUTEIbHOE IEMUEIMHU3NPYIOIIEe 3a-
OoJieBaHME LIEHTPaJIbHOI HEPBHOM CUCTEeMBbI C U30upa-
TEJBHBIM MOpPaxkKeHEeM 3pUTEIbHBIX HEPBOB M CITMHHO-
ro mo3ra [10]. NMOSD MoxeT BcTpedyaTrhbcs B TI0O0M
BO3pacTe, HO B OOJIBIIMHCTBE CiiydyaeB Ie0roT 3a00iie-
BaHUs npuxoautcs Ha nepuon 30—40 et [6], mpuuem
XKeHIMHBI ctpagaior NMOSD 6osee yem B 3 pa3sa ya-
e, 9eM MYXX4MHBI [16]. OCHOBHBIMHU KJIMHUYECKUMU
nposiBieHusIMU NMOSD g9BAg10TCS OCTPHIN UM TTOH0-
CTPBIA HEBPUT 3PUTEIbHOTO HEPBA U MOIEPEYHBIA MU -
€JINT, KOTOpBIe B OOJBIIUHCTBE CIIydaeB pa3BUBAIOTCS

ITOCJIEIOBATEIbHO, C MHTEPBAJIOM B HECKOJIBKO MECSIICB
wnu et [12].

B ocHoBe nmaroreHe3sa 3a00oJ1eBaHUs JIEKUT 00pa3oBa-
Hue ayroaHTutesl NMO-IgG K 0elKy BoIOIpOBOISIINX
KaHaJIOB KJIETOYHBIX MeMOpaH akBarmopuHy-4 (AQP4),
KOTOPBII JIOKAJIM3YeTCsI B HOXKKAX aCTPOLIMTOB, 00pa3yio-
IIMX reMaTosHIedammaeckuii 6apeep (I'9b) [11]. YacTtoTa
HaJIW4YMS TaHHBIX ayTOaHTUTEN y TanueHToB ¢ NMOSD
Bapbupyer ot 73 10 91 % [9].

NMOSD BcTpeuaercst Bo BceM MUpe, HO Yallle pas-
BUBaeTCs y MAIIMEHTOB a3MaTCKOT0, apprUKaHCKOTO 1 Jia-
TUHOAMEPHKAHCKOro IpoucxoxneHus [4]. Knuanyeckas
KapTHHA HanboJiee YacTO COCTOUT M3 ONTHIECKOIO He-
BpHTA, IIPOTSKEHHOTO B IIMHY (Ooyiee 3 CerMeHTOB I10-
3BOHOYHMKA) TTOIIEPEYHOr0 MUEJIUTA WU CUHIPOMA ared
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postrema. Y 60 % NalMEHTOB TaKXXe BCTPeYaeTCs opaxe-
HHE TOJIOBHOTO MO3ra, Yallle IIepUBEHTPUKYIISIPHO, B Taja-
Myce, TUIoTajaaMyce Win 00JIaCTi MO30JMCTOro Tea [15].

B 80 % ciydaeB 3a0o0jieBaHME HAYMHAETCS C I1O-
paxXeHUsI 3pUTEIBHBIX HEPBOB, YTO IPOSIBISIETCS OJ-
HO- MJIU IBYXCTOPOHHUM CHIDKCHHUEM OCTPOTHI 3pCHUS
1 00JIC3HEHHOCTBIO TIPY ABMKCHUHU INIa3HBIX SI0JI0K. OI1-
TUYECKMI1 HeBpUT xapakTepeH Kak mis NMOSD, tak
U JUTSI pacCeTHHOTO cKJiepo3a, Ho mpu NMOSD ero cum-
IITOMBI CHUJIbHEE BhIpaXKeHbI. K KIIMHIYECKIM CMITTOMaM
OINTUYECKOTO HEBPUTA OTHOCSTCS IOTEPsI 3peHMS (TI0JTHAST
WJIM YaCTUYHAsI, OMHOCTOPOHHSIST MU IBYXCTOPOHHSIS),
00JIEBOII CUHAPOM B 00JIaCTU OPOUT, MOJOXUTEIbHbIS
3puUTeNbHBIC (PeHOMEHBI (MEpPIAIOIINe BCITBIIIKHY, TIST-
Ha, TMHUN). BO3BHUKHOBEHME ONTUYECKOTO HEBPUTA O~
HOBPEMEHHO C 2 CTOPOH WJIH IIOCJICIOBATEIBHO C OMHOM
U IPYroii CTOPOHBI B KOPOTKMI CPOK CBUACTEIHCTBYET
0 BBICOKOI BeposTHOoCcTH Hammuust NMOSD [1, 2]. Ata-
KU ONITMYECKOTO HEBPUTA YacTO (IT0 HEKOTOPHIM JTaHHBIM,
moutu B 80 % ciydaeB) SIBJISIIOTCS IIEPBLIM IIPOSIBJICHUEM
NMOSD, npemmectBys muenuty. [lopaxkeHue 3putesb-
HbIX HepBOB Tpyt NMOSD 006BI9HO TsIKeI0e, MOKET OBITh
OIHO- WK AByxcTopoHHUM. ClenoTa 1o KpaiiHeil Mepe
Ha OIMH IJ1a3 pa3BuBaercs y 60 % MalueHTOB C peLyIu -
BUpYIOLIUM Uy 22 % — ¢ MOHO(A3HBIM TeUeHHEM 3a00J1e-
BaHUS. B pegkux cirydasix oTMe4yaeTcsi aCMMIITOMHOE T10-
paXeHHe 3pUTEIbHBIX HEPBOB, KOTOPOE OOHAPYKMBACTCS
Ha ayTOIICHH JIM0O PeTUCTPUPYETCS ITyTEM MCCIICIOBaHMS
3PUTEIbHBIX BBI3BAHHBIX TOTEHIMAJIOB HA PAHHUX CTaIA-
sx 3aboneBanusd [13].

IMopaxenue crimaHOro Mo3ra mpu NMOSD Bo3HuKa-
€T OCTPO, Jallle C pa3BUTHUEM ITOJTHOTO IOIIEPEYHOTO MUE-
JINTa, COIIPOBOXKIAETCS TPYOBIMU ABUTATECILHBIMU, YYBCT-
BUTEJIIBHBIMU PAacCTPONCTBAMU 1 HapylIeHeM (byHKIIMT
chuHkTepoB. Hepenko oTMeualoTcs pagukyiasipHas 00Jb,
cuMnToM JlepMuTTa, TOHMYECKUE MBIIICYHBIE CIIa3MBbl,
KOTOpBIC B OOJIBIIICHT CTETICHN XapaKTePHBI IST PELIUIUBH-
pylolIero TeueHus 3a6oaeBaHusl. [1poTskeHHOCTh mopa-
KeHMSI BellecTBa cmuHHOoro Mo3ra mpy NMOSD o0b19HO
oIpenessieTcs Ha YpoBHE 3 M 00jiee CETMEHTOB LIECITHOTO
I TPYIHOTO OTIEIOB ITO3BOHOYHMKA.

JuddepeHIManbHBIN IMAaTHO3 CleAyeT MPOBOIUTH
C pacCesTHHBIM CKJIEPO30M, CUCTEMHBIMM ayTOMMMYHHBI-
MU (cUCTeMHas KpacHas BoT4aHka, cmHapoMm Illerpena
" 1p.), THOEKIIMOHHBIMY 3a00JIeBaHUSIMU, HApYIICHU -
SIMM TIMTaHUS ¥ OOMEHa BEIIEeCTB, UIIEMUICCKIM U TOK-
CUYECKUM TTopaxkeHueM, 00J1e3Hb10 Jlebepa, TOKCMYecKoit
M TPAaBMATUYECKOM ONTUYECKMMU HEUPOIIATHUSIMMU.

Knunuyeckui cnyyaii

Ilayuenmra O.11., 2004 e. p., nocmynuaa é demckoe He-
eponoeuteckoe omoenerue I'bY3 MO «Mockoeéckuii obnacm-
HOU HAYHUHO-UCCA008aMeNbCKUN KAUHUMECKUT UHCIUMYM
um. M.®@. Bradumupckoeo» (MOHUKH) 6 oxkmsbpe 2016 e.
C HANPaABUMENbHbIM OUACHO30M <«OeMUeAUHUBUPYIUee

3ab0ne6aHUe YeHMPAAbHOI HEPBHOLL CLICIeMbL, HEeBDUM 160~
20 3pumenvHo2o Hepea». M3 anamuesa: eéevepom 15.10.2016
ommemuna 604e3HeHHOCMb NPU NPUKOCHOBEHUU K A€8OMY
2nasy, Ha caedyouuil 0eHb NOABUAUCD Jceamo-0enble 6CRblUL-
KU 6 moM dice 2nazy, K eyepy podumenu 3amemuiu y na-
YUeHMKU OMKAOHEeHUe 2Aa3H020 A0A0KaA KHAPYICU, YMPOM
17.10.2016 cruzunace ocmpoma 3peHusi Ha Aeablil 2Aa3: na-
YUeHMKA paziuyana moasko SpKuil céem u o4epmanus npeo-
Memoe npu ApKom oceeueHuu. Inu3zo0 HapyuleHus 3penus
6 8ude acnblulek neped 1e@biM 2Aa30M MaKice Ommeuancs
20dom panee, nocae Kypca cocyoucmoil mepanuu @ meuerue
1,5 mec 3penue soccmarosunoce. B aseycme 2016 2. nome-
Hana mecmo xcumenvcmea (nepeesd uz Yeasouncka ¢ Iloo-
MOCK08be).

K oppmanemonoey I'bY3 MO MOHUKH obpamunace
19.10.2016. Ocmpoma 3penus npagoeo ena3a cocmasasina
1,0; npu smom Ha nesom enasy onpedensnocs mMoabKo cge-
moowywerue. [Ipu ocmompe 2nazno2o Ona cnpasa 6oiseneHa
dexoaopauus ducka 3pumenvrozo Hepea (3H), epanuybl
yemkue, apmepuu U 8eHvl He usmenensl, creea [3H deko-
A0PUPOBAH, 2PAHULbL HECKOAbKO CIYIUEeBaHbl, apmepull cy-
JHCeHbL, BeHbl NOAHOKPOBGHBL, MAKYAAPHBLIL peghrekc coOXpaneH
Ha o6oux enazax. C OuaeHO30M «HaACMUUHAS ampogust 3pu-
MenbHORO HePBa NPABo2o 21A3a HesICHO20 2eHe3d, 3ACMOUHbLIL
JI3H negoeo enaza» eocnumanusuposana 8 demckoe Heepono-
euyeckoe omaenerue 045 UCKAIOYeHUsl 006eMH020 00pa306a-
HUs 20108H020 MO32a. B Hesponoeuueckom cmamyce: 60ne3-
HeHHOCMb 8 obaacmu 1e6020 21a3a NpuU @32450e 6 CIOPOHY,
OMK/AOHEHUe 16020 2AA3H020 A010KA KHAPYXCU, 4 MAKIce
pazautue 8 omopeakyusax: NpAMas U coopyicecmeeHHas
peaxkyuu cnpasa — jicugole, c1e6a — NPAKMUUECKU OmCym-
cmeyom.

Buoxumuueckuil ananu3 Kpogu u 00Ul AHAAU3 MOYU:
Hopma. Obwuil ananu3 Kpogu: NosviuleHue YPogHs 303UHOPU-
106 00 15,5 %. boiau uckniowenvt BUY-ungexyus, cenamu-
mut B u C, cuguauc u eenvmunmo3svt. Ummynogepmenmrolii
aHanuz Kpogu: oOHapysiceHvl UMMYHo2a00yaunbl G K eephe-
muueckoii epynne (supycot npocmoeo eepneca VI u VIII mu-
noes, supyc Snwumeiina—bapp, eupyc Bapuyeara—3ocmep,
Yyumomez2anosupyc).

Maenumno-peszonancuas momoepagpus (MPT) 2on06-
HO20 M032a U OpOUm C 8HYMPUBEHHbIM 88e0eHUEM KOH-
mpacmuoeo eeujecmea (20.10.2016): ouazoeoe nopaicerue
1€6020 3pUMENbHO20 HeP8a ¢ HapYuleHueM Uea0CmHOCmU
IOF (puc. 1, 2). Ouaeosoe nopaiicenue noayuiapuii 6046-
o020 M032a Cynpa- u UHGpameHmopuaibHoll A0KAAU3AUUY
He omMmeueHo.

s 6oaee demanvHoll OueHKU 0pmanrbmMoroeu4ecKoeo
cmamyca 21.10.2016 npogedenb: cmamuueckas Komnoiomep-
Has nepumempus, ONMU4ecKas Ko2epeHmHas momozpagpus
(OKT), a makce uccaedosanue ocmpomeol 3peHus u 2Aa3H020
ona 6 dunamuke. Ocmpoma 3peHusi Npagoeo 21a3a He usme-
Hunace (1,0), ocmpoma 3peHus 1e6020 eaaza ocmaganacs
HU3KOU — HenpaguavHas ceemonpoekyus. Ha enaznom oue
6 JuHamukKe COXpaHanacs Ae2Kkas CmyueeanHocmsy epaHuy,
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Puc. 1. lTayuenmra O.11., 2004 . p. Pezyavmamot MaeHUMHO-pe30HAHCHOU
momoepapuu opoum (20.10.2016), koco-cacummanbHas npoeKyus 8 pexcu-
me T2-STIR ¢ wcuponodasneruem: ouazo060e nopaxyceHue 1e6020 3pumens-
HO20 Hepea NPaKMUHecKy Ha 6cem e20 NPOMSNCEHUU

Fig. 1. Patient O.P., born in 2004. Oblique sagittal magnetic resonance
T2-STIR image of the orbits with fat suppression (20.10.2016): focal lesion
of the left optic nerve almost throughout the whole length

Puc. 2. llayuenmka O.11., 2004 2. p. Pe3yavmambi MaeHUMHO-pe30HAHCHOU
momoepagpuu opoum (20.10.2016), koponaphas npoekuus 6 pexcume
T 1-636euenHbIx U300paxceHuil ¢ 6HyMPUBEHHbIM KOHMPACHHbIM YCUNCHUEM:
BbIPANCEHHOE HAKONAEHUE KOHMPACHMHO20 6eUeCmea NOPaNCeHHbIM Ne6bIM
3pUMENbHBIM HEPBOM (YKA3AHO KPACHOU CIMPeAKoll)

Fig. 2. Patient O. P., born in 2004. Contrast-enhanced T I-weighted coronary
magnetic resonance image of the orbits (20.10.2016): pronounced accumula-
tion of contrast agent in the affected left optic nerve (red arrow)

4

JI3H cresa. Komnviomepras nepumempus: u3 npeossé-
snenubix 113 06sexmoe nayuenmia He ysudeaa 3 obsexma
(4mo c8s3aH0 ¢ meM, 4mo OHA 8nepesie NPoxooura daHHoe
uccaedosanue), npu MOM Ae8blil 21a3 He OMMemUA Hi 00H020
u3 113 oosexmos. OKT: ymenvuienue moauutol nepunanui-
JAPHBIX HEPBHBIX B0N0KOH 80 8CeX KBAOPAHMAX NPABORO 21a43A
U 8 BUCOUHOM, HUJICHEM U HOCOBOM K8AOpAHMAX 1€6020 2Aa-
3a; npu oOueHKe MaKyIapHoll 06aacmu 8bis8AeH0 YMeHbULIeHUe
MOAWUHBL GHYMPEHHUX CA0€8 Cem4amKu ¢ 00eux cmopoH,
8 HacCMHOCMU KOMNAEKCA 2AH2AUO3HBIX KAEMOK.

Ilo dannvim anamuesa, ¢ 2015 e. y nayuenmiu 3apeeu-
cmpupogarn 3nu300 pempodyab0apHo20 He8pUMAa HA AEGOM
2nasy (6 amom nepuoo oHa énepevie OMMemuaa HapyuleHue
3peHus @ gude cnbliek neped enazamu), KOmopulii paspe-
wuacs Ha gone cocyducmoii mepanuu 6 meyerue 1,5 mec.
Moowcro npednonoxcume, ymo paree uau 8 SMom dice nepu-
00 Ha npasom eaasy pempodyab0apHblii Hegpum umen cyo-
KAUHUYecKoe meveHue, MaK KaK nayueHmka He omme4ana
CHUJICEHUS 3peHUs Ha 0anHoM 2aasy, a no peayrsmamam OKT
8bl516/EHO BbIPAICEHHOE YMEHbUICHUE MOAUWUHBL NePUNAnUA-
ASAPHBIX HEPBHBIX BONOKOH CEMUYAmKLU.

C yuemom dannbix 00cAe008aHUS U AHAMHE3d YCMAHO8-
AeH JuazHo3 «uacmuunas ampogus OUCKa 3pUmenbHoeo He-
P8a npasoeo enasa, pempooyab0apHblil He6pUM 1€6020 21a30».
s kynupoganus 6016020 cumnmoma npu 08UNCEHUU 21a3-
HO020 516/10Ka 8bINOAHEHA NAPadyNbOapHAs UHBeKUUs Oemame-
masona. Ilpoeedensl nyasc-mepanus MemuanpeoHUu3010HOM,
pempolyrvbapHsie UHBEKYUU MPUAMUUHOAOHA, cocyducmas
mepanusi ¢ NOAONCUMENbHOL OUHAMUKOI 6 8ude YAyuUeHUs.
0CmMpombl 3peHuUs. U 60CCMAHO6AeHUs (homopearyuil.

AmbynamopHo npoeeder anaiu3z Ha aymoaHmumenda
NMO-IgG: mump 1:80 (nHopma — menee 1:10).

B konye nHosbps 2016 e. nayuenmka eocnumanusupo-
eéana nosmopto: 23.11.2016 nossuaucs apkue cepo-benvie
écnbliku neped enasamu U 601e3HeHHOCMb 8 001acmi NPaeo-
20 21a3H020 2010Ka npu osuxceruu, 25.11.2016 3navumensHo
CHU3UAACH OCMPOMA 3DeHUs NPABo2o 21a3d.

MPT eon06H020 M032a, wieiinoeo u epyoHo20 0moenos
NO360HOMHUKA C 6HYMPUBECHHbIM 88e0eHUEeM KOHMPACMHO20
sewecmea (02.12.2016): ouaeosoe nopaiceHue npasoeo 3pu-
menvHoeo Hepéa ¢ HapyuieHuem yesocmuocmu 196 (puc. 3, 4),
NPOMANCEHHDLIL 04ae 8 CMPYKMYype CRUHHO20 M032a WelIH020
omadena no36oHouHUKa 6e3 HapyuleHus yeaocmuocmu 195
(puc. 5).

Ogmanvmonoeuueckuii ocmomp 25.11.2016: éviparxcen-
Hoe CHUJICeHUe ocmpomul 3penus npasoeo esasa 0o 0,01
IKCUEHMPUYHO U 1e6020 eaasza — do 0,02 sxcuenmpu4no;
npu ocmompe enasznoeo ona omek JA3H ue eviscaen, JI3H
0eK010pupo8aHsl, ¢ YeMKUMU ePAHUUAMU HA 000UX 21a3aX.
OKT: 6 cpasneruu c dannvimu om 21.10.2016 obwas mon-
WUHA NepUnanuiiapHblX HEPEHbIX G0A0KOH YBeAUUUNACh
Ha 7 MUKPOH HA NPABOM 21a3y U yMeHbuuaacs Ha 20 MUKPOH
Ha neeom enazy. Ilposedenue nepumempuu 6bL10 HEBOZMONC-
HO U3-3a O4eHb HU3KOU OCMPOMbL 3DeHUsI HA 000UX 21a3aXx.
Yemanoeaen ouaenos «pempodyavbapHuiii Heepum npasoeo
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Puc. 3. lTayuenmka O.11., 2004 2. p. Pe3yavmambi MaeHUMHO-Pe30HAHCHOU
momoepaghuu 2on06rnoeo mozea (02.12.2016), axcuanrvras npoekyus 6 pe-
acume FLAIR c acuponodasnenuem: 04azo60e nopaxicerie npagoeo 3pumens-
HO20 HEpea NPAKmMu4ecku Ha 6CemM e20 NPOMANCEHUU, Ne6blll 3pUmMenbHblll
Hepa 6e3 cyujecmeeHHblX 0cobeHHocmell

Fig. 3. Patient O.P., born in 2004. Axial FLAIR magnetic resonance image
of the brain with fat suppression (02.12.2016): focal lesion of the right optic
nerve almost throughout the whole length; no pathological changes are ob-
served in the left optic nerve

Puc. 4. layuenmra O.11., 2004 e. p. Pe3ysvmambvi maeHumno-pe3oHancHoi
momoepaghuu eonosrnoeo mozea (02.12.2016), axcuanrvnas npoekyus 6 pe-
acume TI1-636euieHHbIX U300padceruil ¢ 6HYMPUBEHHbIM KOHMPACMHbIM
YCUNeHUeM: BbIPANCeHHOe HAKONACHUE KOHMPACMHO20 8eUeCBa NOPadcet-
HbIM NPABbIM 3PUMENbHbIM HEPEOM, NeBblil 3pUmensHblil Heps be3 docmosep-
HbIX NPUBHAK08 HAKONAEHUS KOHMPACMHO20 8euecmed

Fig. 4. Patient O.P., born in 2004. Axial contrast-enhanced TI-weighted
magnetic resonance image of the brain (02.12.2016): pronounced accumula-
tion of contrast agent in the affected right optic nerve; no signs of contrast
agent accumulation are observed in the left optic nerve

21a3a, Yacmu4Has ampogusi 3pUMenbHO20 HepPea A€o0 2Aa-
3a». [Iposedenbl nyavc-mepanist MeMuAnpeoHU3010HOM, 6HY-
mpueeHHoe 86edeHue UMMYH02A00YAUHO08, napadyrvbapHoe
8eedenue bemamemasona, deKcamemasona, Henageraxa.
Ha gone reuenus ommeueHo yayuuleHue cocmosuus é guoe

Puc. 5. layuenmra O.11., 2004 2. p. Pe3ysvmambi maeHumno-pe3oHancHou
momoepaghuu wieiinoeo u epyoHoeo omdenos nosgonounuxa (02.12.2016),
caeummanvhas npoekyus 6 pexcume T2-STIR: napywenue cmpykmypol
8eujecmea CNUHHO20 M032a 6 WeliHoM omoene NO360HOYHUKA ¢ 8U3YAAU3A-
yueil NPOMANCEHHO20 ouaza om yposHs mena noseonka C2 do HuicHell 3a-
MblKamenvHol naacmunku meaa no3eonka C5, chuHHOU M032 Ha Ypo8He
nopasicenus creeka ymoaujeH

Fig. 5. Patient O.P., born in 2004. Sagittal magnetic resonance T2-STIR
image of the cervical and thoracic spine (02.12.2016): structural abnormali-
ties are detected in the spinal cord matter of the cervical spine (from the C2
vertebral body to the inferior endplate of the C5 vertebral body); spinal cord
is slightly thickened in the affected area

Kynuposauus 6016020 CUHOPOMA NPU OBUNCEHUU 2AA3H020
2010Ka U 6chnbluleK nepeo ena3amu.

Ogmansvmonoeuueckuii ocmomp 02.12.2016: ocmpoma
3PeHUs. N0BbICUAACH HA npasom 2aa3y do 0,08 sk cyeHmpu4Ho,
Ha aeeom — 0o 0,07 sxcyenmpuuno. /laa npodoadxcerus kypca
KOHCep8amugHoi mepanui peKomMeH008aHA 20CRUMANU3AUUS
6 ogpmanvmonoeuueckoe omoenenue.

Ilayuenmxka 6nosv eocnumanusuposana 09.01.2017
8 CBA3U C HCAN00AMU HA CYyulecmBeHHoe oepaHuyerue 06u-
JHceHUll 8 1€60ll pyKe, NPeUMYU,eCMEeHHo 8 001acmu A10Kme-
6020 cycmaea u Kucmu, oujyujerue caabocmu 6 1eoll pyke,
nocmenenno pazsugaroujuecs c ympa 06.01.2017 nocae ne-
peoxnadxcoerusi. B Hegposoeuveckom cmamyce: CHUdMCeHUe
cunvl 6 nesoll pyke do 3—4 6annos, nosepxrHocmuas 6o1e6as
eunecmesus Koxcu 1e8020 npednaeuvs u kucmu. Oyenka
no wikane Expanded Disability Status Scale (EDSS) cocmas-
asem 4,5 banaa.

MPT weiiroeo u epyoHoeo omoenoe no360HOYHUKA C 6HY-
MpUBEHHBIM 86e0eHUeM KOHMPACMHO20 8elyecmaa 6 OUHAMU-
ke (10.01.2017): 6 cpasHeHuu c pe3yrbmamamu uccredosa-
Hus om 02.12.2016 ommeuenvt ompuyamensvHas OUHAMUKA
U3MEHeHUIl 3a cuem y@eauueHus pamepos namonoeutecKoll
30Hbl 8 WelHOM omdene, Nosi8AeHUe HO8020 o4azd HA YPo8-
ne Th2 nozeonka c HakonaeHuem KOHMPACMHO20 8eu,ecmeda
OMMeYeHHbIMU NAmMOoAo2UMeCKUMU cmpykmypamu (puc. 6, 7).
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Puc. 6. llayuenmra O.11., 2004 2. p. Pe3ysvmambor macHumno-pe3oHancHoi
momoepaghuu weiinoeo omadena noseonounuia (10.01.2017), cacummanviwie
npoexyuu 6 pexcume T2-STIR: yeearuuenue pazmepog panee omme4eHH020
NPOMANCEHHO20 04a2a 8 8euecmee CHUHHO20 M032a ¢ boee BbipadICeHHbIM
YmoAaujeHuem CHUHHO20 MO032d, HOAGNEHUEe H08020 HeDOAbUI020 04aea
Ha ypoere meaa nozeonka Th2

Fig. 6. Patient O.P., born in 2004. Sagittal magnetic resonance T2-STIR image
of the cervical spine (10.01.2017): the area of structural abnormalities in the
spinal cord matter has expanded; spinal cord thickening has become more pro-
nounced; a new small lesion has emerged at the level of the Th2 vertebral body

Puc. 7. llayuenmra O.11., 2004 2. p. Pe3ysvmamb: macHumno-pe3oHancHoi
momoepaghuu weiino2o omoeaa no3goHouHuKa 6 durnamuxe (10.01.2017),
cazummansHole npoekyuu 6 pexcume T1-636euieHHbIx U300padiceHuil ¢ 6Hy-
MpPUBEHHIM KOHMPACHHbIM YCULEHUEM: HEOOHOPOOHOe KOAbYeBUOHOe HA-
KoneHue KOHMpPAacmHo20 6elecmea NPOMsINCEeHHbIM YHaACMIOM NOPAXCeHUs.
8eujecmea CNUHHO20 M032d U cAa00e HAKONAeHUe HOBbIM 04A20M HA YPOGHe
mena nozeonxa Th2 (ykazano kpacHoii cmpenkoii)

Fig. 7. Patient O. P., born in 2004. Sagittal contrast-enhanced T 1-weighted
magnetic resonance image of the cervical spine in dynamics (10.01.2017): an
nonhomogeneous ring-shaped area of contrast agent accumulation is de-
tected in the affected spinal matter; slight accumulation of contrast agent is
observed in the new lesion at the level of the Th2 vertebral body (red arrow)

Ilocae kypca KoHcepeamugHoil mepanuu ocmpoma 3pe-
HUsL NPAB02o 21a3a nogvicuaacs 0o 1,0; ocmpoma 3penus ne-
8020 enaza — 0o 0,03, noae 3peHus NPagoeo 21a3a NOAHOCHbIO
soccmanogunocs. OKT: o6was moawuna nepunanuiiapHsix

4

HepBHbIX 80N0KOH HA NPABOM 21a3y YMeHbuuAacy Ha 16 mu-
KpOH U cocmaguaa 54 Mukpoua, Ha aeeom enasy — Ha 14 mu-
KpOH u cocmasuna 33 MuKpoua.

Yemanoeaen duaenos «wacmuunas ampogus 3pumenvrbix
Hepeos 000uUx ena3 Ha Gore demueruHu3UpyrOule2o 3a0601e6a-
HUs YeHmpansHoll Heperoli cucmembl». Ha done nyavc-me-
Panuu MemuanpeoHUu3010HOM U 6HYMPUBEHHOO 88€0eHUS UM-
MYHOA00YAUHA CUAA U HYBCIMBUMENbHOCHb 188011 KOHEYHOCMU
60CCMAHOBUAUCD.

06cy:xpeHue

ITammeHTKa BBIIICaHA U3 HEBPOJIOIMIECKOTO CTALIM -
OHapa C IMarHO30M «IeMHUEIMHU3NPYIoIee 3a00IeBaHNe
LICHTPAJIbHONM HEPBHOM CUCTEMBI C MOJOXUTECIbHBIMUI
NMO-aaTutenamu (onTukoMueuT JeBuka), haza 000-
crpeHus». [locie BRIMMCKY 13 cTallMoHapa Havasia IoJIy-
yaTh PUTYKCUMaO.

CorjlacHO COBPEMEHHBIM KJIMHUYECKUM PEKOMEH-
JIaIusIM, ONITUKOMUEIUT JleBrKa IpeioXXeHO Ha3BaTh
NMOSD, tak Kak He Bce ciryd4au 3a0ojieBaHUsI YKJIaIbl-
BaIOTCS B KJIACCMYECKYIO KIIMHMYIECKYIO KAPTUHY OIITHUKO-
muenuTta deBuka [15].

KimoueBeIMM KIIMHUYECKUMH XapaKTePUCTUKAMU
NMOSD gsnsiores:

*  ONTUYECKU HEBPUT;

*  OCTPBIl MUEJIUT C TIPOTSKEHHOCTHIO ITOPaXKeHUS

CITMHHOTO MO3Ta 00Jjiee 3 CErMEHTOB I10 JAHHBIM
MPT;

*  CHHIPOM area postrema: SIN301IbI HEOOBICHUMO
PBOTHI, TOLITHOTHI JINOO UKOTHI,

*  OCTpbIMA CTBOJIOBOU CUHAPOM;

*  OCTpPBII KIMHUYECCKUIA CUHAPOM IIPOMEXYTOUYHO-
ro Mo3ra ¢ TunmmyHbIMA 111 NMOSD nsmeHenun-
ssmu Ha MPT nipogosroBaToro Mo3sra;

*  mopaxeHHe OOJBIIOro MO3ra C TUIIUIHBIMU
w11 NMOSD nzmeHeHUsIMHU 00IBILIOTO MO3ra.

[Tpu moyoXXUTETLHOM TECTe Ha aHTUTENIA K aKBaIo-
puny-4 AQP4-1gG nns mocranoBku nuarHoza NMOSD
HEOOXOIMMBI HaJTMIMe KaK MUHUMYM | 13 Ha3BaHHBIX BbI-
11Ie KJTFOUYEBBIX KIIMHUYECKUX XapaKTePUCTUK 1 OTCYTCTBUE
JAHHBIX, YKa3bIBAIOIINX HA HAJTMIUE TPYTUX 3200 ICBAaHMUIA.
ITpu orpuniarenbsHoM Tecte Ha AQP4-IgG niist mocTaHOB-
ku guarHoza NMOSD Heo0xoanMo Halmuyne Kak MUHM-
MYM 2 KIIFOUEBBIX KIIMHUYECKUX XapaKTePUCTUK 3TOTO
3a00JieBaHUsI, BO3HUKIIMX B pe3yjbTaTe 1 uiam 6ojee
000CTpeHUit, MpuYeM OJHOM U3 HUX 00513aTeIbHO JOIKEH
OBITh HEBPUT MJI MUCJIUT C BHIPAXKEHHBIM ITOpPaXKeHUEM
CIIMHHOTO MO3ra MO0 CUHAPOM area postrema. IlomumMo
TOTO, JOJKHBI OTCYTCTBOBAaTh JaHHBIC, YKA3bIBAIOLINE
Ha HAJIMIKE IPYTHX 3a00JICBaHUIA.

OcHOBOI1 JieueHUs ocTphIX anu3ogoB NMOSD gB-
JISIIOTCSI BBICOKHE T03bI KOPTUKOCTEPOUIOB (KaK ITpaBH-
J10, MeTIinpenHu3010H 1000 Mr BHYTPUBEHHO) B TeUE-
Hue 3—5 nmHelt Ha ¢oHE CTaHIAPTHOM Tepanuu APYTUX
OCTPHIX KJIMHUYECKUX MIPOSIBICHUN IeMUCINHU3AINH.
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KopTtukocTepouasl 0Ka3bBaloOT UMMYHOCYIIPECCUBHBII
Y TIPOTUBOBOCIIAJIUTENIBHBIN 3(P(EKTHI 32 CYET YMEHbIIIe-
HUS 9Kcia ieprudeprudecKnx JTMM@OIUTOB U ITPOBOCIIAJIM -
TEJIBHBIX IIMTOKMHOB, a TAKKE M3MEHEHMSI 000pOTa JISHKO-
1uToB [5]. Ilyabc-Tepanust METUIIPETHU30JI0HOM OOBIYHO
IIEPEHOCUTCS XOPOIIIO, HO BaXKHO 00ECIICYNTD IMAIUCHTY
MMpOoMITAKTUKY SI3BEHHOM 00JIC3HU XKeTyaKa 1 IIPOBOIUTD
MOHUTOPUHT OOIINX ICUXUATPUIECKIX ITOOOUHBIX A(PPeK-
TOB, TaAKMX KaK 0€CCOHHMIIA U BO30YKIESHHUE.

[MammeHTaM, y KOTOPBIX OTCYTCTBYET KIIMHUYSCKUIA
OTBET Ha MYJIbC-TePAINI0, PEKOMEHIOBAHO IIPOBEICHIE
azMacdepesa KypcoM U3 5 Ipoleayp, OObIYHO BBITTOTHS -
eMBIX Yepe3 1eHb. [1pyn HaTmIry 09aroB B IICITHOM OT/EIIe
CIIMHHOTO MO3Ta M3-3a pUCKa IbIXaTeIbHBIX HapyIICHUI
PEKOMEHAyeTCsI cpa3y HauMHATh TEPAIHIO C IuiazMadepe-
3a. B HeKOoTOpBIX MyOJIMKaALMSIX TTOC/IEIHUX JIET ITpeaiara-
eTcs cpa3y IpOBOIMTH IIa3Madepe3 Hapsiay ¢ Tepanueit
KOPTUKOCTEepOUAaMu, OCOOEHHO y MallMeHTOB, o0palla-
IOIIUXCS ¢ PELUMANBOM TIOCTIE TIPEABIAYIIIETO XOPOIIEeTO
oTBeTa Ha masMadepes [1].

B otnuue oT ManmMeHToB ¢ pacCesTHHBIM CKIIEPO30M,
nauveHTsl ¢ NMOSD KIuHMYecKr He TOJIBKO He pearu-
PYIOT HA IMMYHOMOIYIAPYIOIIYIO TePAIINIO, HO X MOTYT
OTMeuarh yxyaueHue coctossHus [7, 10], mosaToMy B Ka-
YeCTBE MOAICPXKUBAIOIICH TepaItiu IS HUX MCIIOJIb3YIOT
psI UMMYHOCYIIPECCUBHEBIX IIpeIIapaToB, Haubojee Jya-
CTO — PUTYKCUMab, MUKOo(deHomaTa MOPETHUIT U a3aTHO-
npuH [14].

Putykcumab npeacrasisieT co00ii XvMepHbIe MBI -
HbIe/4eI0BeUeCKIe MOHOKIIOHAIbHEIE aHTuTea K CD-20
aHTUTeHy B-1MMGOILIMTOB 1 UX MpeaIeCTBEHHNKOB. Te-
panuio HaynHaT ¢ 10361 1000 Mr 1 pa3 B HelleJTio B Teue-
Hue 2 Hell WK 375 Mr/M2 IOBEPXHOCTH TeJla eXeHe/IeTbHO
B TeueHue 4 HeJl ¢ MOCJAEYIOIUM mpueMoM 375 Mr/m2
i 1000 MT B HeJesio B TeueHWe 2 Hell, TOKa YPOBEHb
CD-19 mnMbOLNTOB 110 JaHHBIM IPOTOYHON IIUTOMETPUHI
He npeBbicUT 1 %. Y nmauueHTOB ¢ 00Jjiee arpeCCUBHBIM
tedueHrneM NMOSD Bo3M0XHO TpUMEHSATh pUTYKCUMA0
B Ka4eCTBE Tepallnu 1-il IMHUU C LIEIbI0 TIPeIOTBpaIIle-
HUS pa3BUTHUS CTOMKOM mMHBanmuau3auuu. CieayeT oTMe-
TUTb, YTO PUTYKCUMAO IIPOTUBOMNOKA3aH MPU TSKEIBIX
3a00JIeBaHUSX MEYECHU, NPEALIECTBYIOIIE XUMUOTE-
panuu UIW TpOoTpeccUupymoineid MyabTUdOKaIbHOMN

JIefiKosHIIeharonaTun B aHaMHe3e. K OCHOBHBIM IT0-
004YHBIM 3(PeKTaM Tepanuu pUTYKCUMaOOM OTHOCSTCS
cerncuc, MHOEKINU, JEUKOIICHNs, TTOBBIIICHUE YPOBHS
TpaHCAaMUHA3, PEIKO — IIPOrpeccUpylomast MyJIbTudo-
KaJibHag JieiikoaH1IedanonaTus.

MuxkodeHonara ModeTUI Ha3HAYalOT B O03€
1000—2000 Mr/cyT ¢ OmHOBpeMEHHBIM IIPUEMOM IIPEI-
HU30JI0Ha B 03¢ 5—60 Mr/cyr. MexaHu3M AeUCTBUS
Ipernapara OCHOBaH Ha MHTMOMPOBAaHUY MHO3MHMOHO-
docdaTaernaporeHasnbl, YTO yMeHbIIaeT CUHTE3 T- 1 B-
JMMOOLINTOB.

A3aTHUOIIPpUH, aHTAaTOHUCT 3HIOTCHHBIX ITyPUHOB
B JHK n PHK, mpengrcTBylomuii nponudepanuun
JIUMGOIMTOB, HA3HAYAIOT B J03¢ 2—3 MI/KT/cyT (Tak-
K€ ¢ OMHOBPEMEHHBIM IIPUEMOM IIPEIHM30JI0HA B 103€
5—60 mMr/cyT) B TeueHHe 6—12 Mmec.

[Ipu mmurensHOM NedeHn NMOSD nMmmyHocyTipec-
COpBI TaKXKe TToKa3aau ¢BOI 3(PGeKTUBHOCTh B CTAOM-
Jm3auuy cocTostHUSA 00JbHBIX [10]. C npyroit CTOpOHHI,
WMEIOTCS JaHHble 00 yXYAIIEHUU TeYEHUS 3a00IeBaHUS
rnocJe Ha3HavYeHus1 nHTepdepoHa 6eta [17].

ITporuo3 mpu NMOSD BapunabenbHbIi, ITpU pa3Bu-
THH 3a00JIeBaHUS B IETCKOM BO3pPacTe OTMEJaeTCs IIpe-
UMYIIECTBEHHO MOHO(a3HOe TeUeHNEe 0e3 ITOBTOPHBIX
peunauBoB. [1pu cBoeBpeMEHHOM Havajie KOPTUKOCTEPO-
UIHO Y1 UMMYHOCYIIPECCUBHOM Tepanuuy IIporHo3 doee
OGaronpusTHBIN [8].

BbiBoabI

Jwuarnoctuka u nuddepeHunanbHasg TMarHOCTUKA
JMEMHUEIMHU3UPYIOIINX 3a00JIeBaHUI HEPEIKO BHI3HIBAIOT
OoJbilive 3aTpyaHeHUs. B paccMOTpeHHOM cityyae KIMHU-
yeckas KapTrHa cootBeTcTByeT NMOSD), Tak Kak ynoBJeT-
BOpSIET 2 KIIIOUEBBIM KPUTEPHUSIM 3TOTr0 3a001eBaHUsI (OI1-
TUYECKUA HEBPUT U OCTPBIA MUEIIUT C NPOTSLKEHHOCTBIO
IMopaXkeHUs CIMHHOTO Mo3ra 0oJjiee 3 CerMEeHTOB IO TaH-
HeIM MPT) u cienmduaeckuii aHamm3 KpOBU Ha aHTUTE 1A
K aKBaIlOpUHY-4 IaJI IIOJIOKUTEIbHBIN Pe3y/IbTaT. YCTaHOB-
JICHHBIM IMArHO3 IIPaBOMOYEH, TepaIsl pUTYKCUMaOOM
Ha3HaYeHa B COOTBETCTBUU C aKTyaIbHBIMU KIIMHUYECKIUMU
pekoMeHmarusaMu. [laleHTKe moKa3aHO TMHAMUIEeCKOe
HaOIIONCHNE C PETYJISIPHBIM KOHTPOJIEM HEBPOJIOTMIECKOTO
craryca, ocTpoThl 3peHus1, faHHbIXx OKT n MPT.
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