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B cTaTbe 00Cy>KA3I0TCS NaTOreHes, KAVHUHeCke NPOSIBAEHNS 1 TOMOrpauHeckme XapakTepucTuki pea-
KO0 AeMUeAVH3VPYIOLLErO 3800AeBaHVs LeHTPaALHOM HEePBHOW CCTeMbl — ONTUHECKOrO HerpoMue-
ATE, AL BonesHy Aesuka. AvddepeHUaAbHBI ANBrHO3 OMNTUKOMUEATE 11 PaCCesHHOMO CKAepO3a
OCHOBaH H3 BbISIBAGHW TUNNHHOW KAVHNKO-TOMOMPaMUHECKOM KapTUHBI 1 HBANHUSI BLICOKOIO YPOBHSI
AHTUTeA K aKBanopuHy 4 B CbIBOPOTKe KPOBW. [MPUBOANTCS ONUCaHMe CoBCTBEHHOrO HabAloAeHWs), B
KOTOPOM AWVBIrHO3 ObIA YCTEHOBAEH H38 OCHOBBHWW COBPEMEHHBIX AVBrHOCTUHECKNX KpUTepreB onTu4e-
CKOrO HePOMWEATE, B TOM HNCAE — C yHETOM Pe3yALTaTOB MarHNTHO-Pe30HaHCHO TOMOrpadun4eckoro

V1 IMMYHOAOM/HeCKOro NCCAeAOBaH.
KKAlo4eBble cAOBa: ONTVIKOMVEANT AeBUK8, AUBrHOCTUHeCKUe KPUTepun, aHTUTeAa K aKBaNopuHy 4,
MarH/THO-PEe30HBHCHa% TOMOIrpausl.

The review discusses pathogenic mechanisms as well as clinical features and MRI characteristics of
neuromyelitis optica (Devic’s disease). Differential diagnosis of Devic's disease is currently based on typical
clinical picture, magnetic resonance imaging scans and serum autoantibody marker (aquaporin-4 antibodies).
The authors present a case of neuromyelitis optica. The diagnostics was perform based on modern

OI‘ITVIKOMVIeJ'II/IT (ONTNKOHEBPOMUENT, OMTNYECKIA HEBPO-
MUENUT CHOpPoM/6onesHb [leBrka) — 3T0 uamonatmye-
CKoe BOCManuTenbHoe 3aboneBaHue LEHTpanbHOW HepBHON
CUCTeMbI, OT/IMYaloLLeecs MpenMYyLLECTBEHHBIM MOPaXeHUeM
3pUTENbHbBIX HEPBOB W CMMHHOMO MO3ra C OTHOCWUTENbHOW
COXPAHHOCTbIO rofToBHOro Mo3ra [1, 2].

nnaeMuonorus

OnTrkommenut (OM) oTHOCUTCS K peaKyM 3aboneBaHusM,
Npu 3TOM B NUTEPATYPe HET TOYHbIX AaHHbIX O 3ab0NeBaeMoCTI
1 pacnpoctpaHeHHocT OM [1]. B eBponenckmnx cTpaHax Aons
OM cpegn ocTanbHbIX AEMUETMHU3MPYIOLLMX 3aboneBaHWUM
LeHTPanbHOW HEPBHOW CUCTEMbI COCTABASET, BEPOATHO, MeHee
1-2%,; o4eBUAHO, 0OHaKo, 4YTO MHorve diydan OM Hepenko
OLLMOOYHO TpaKTyloTCs Kak PC, peLiavBUpYIOLLIA NonepedHbIi
MUENUT, PELMAMBUPYIOLLMIN peTpobynbbapHbIn HeBpuT [2].

Ha cerogHAWHWA OeHb cBegeHusa o6 snuaemuonorin OM
OCHOBBIBAIOTCS Ha pe3yJbTaTax OTAeNbHbIX NCCeAoBaHNN. Tak,

diagnostic criteria including MRl and positive aquaporin-4 antibodies.
KKey words: neuromyelitis optica, diagnostic criteria, magnetic resonance imaging,

anti-aquaporin-4 antibodies.

13ydeHvie Matepuanos 71 naumeHta ¢ OM B knuvHMke Mawo
MOKa3asio, YTO XKEHLLMHbI DONEIOT Yallle, YeM My>KHMHbI, B OCO-
OEeHHOCTM 3TO KacaeTcs peMUTTUpYloLLero Tina OonesHu [3].
Mpy pemuTUpyioLLien opme 3aboneBanwis, KoTopas Habnoda-
eTcs bonee vyem B 80% Cy4aeB, COOTHOLLEHWE XKEHLLMH 1 MyX-
YuH cocTaBnseT 4:1, npu MoHodasHow copme 1:1. CpeaHU BO3-
pacT nebtota — YeTBepTas Aekada XU3Hu, T. e. pubnmsnTensHO
Ha 10 neT no3sxe, 4eM npu TUN4HOM PC; 0QHaKO, OnmcaHbl A1y-
Yan pas3BUTUS OonesHV W y AeTei MNafLlero Bospacrta, Uy
noxunbix [4, 5]. HecMoTps Ha oTaeNbHbIE ONCAHNS CEMENHBIX
cnydaeB, OM B HacToslLLee BpeMs CHUTAETCA CropagmyeckM
3aboneBaHmeM; OAHO3HaYHbIX accoumaumn OM ¢ kakmm-nnbo
onpefeneHHbIM ranioTMnomM cucremsl HLA 0 cix Nop He BbIAB-
neHo [6].

KnuHnyeckue nposiBneHns

KapauHanbHbIMK npossneHnamy OM aBASIOTCA ONTUHECKMM
HEBPUT U MUENUT. NopaXxeHns 3puTeNbHbIX HEPBOB U CMIMHHOTO

165 | N\ 1(20) mapT 2012 MEAUUNHCKWNIA AABMAHAX



VIccheAOBaHWS

Ma

MEAVNUNHCKNA
AABMAHAX

Mo ANCCepTaunOHHBIM TeMaM

MO3ra B HEKOTOPbIX CJTy4asix MOryT BO3HMKaTb OAHOBPEMEHHO,
HO YalLle — C BPeMEHHbBIM MHTEPBAIOM, KOTOPbIN MOXET COCTaB-
NATb MecaLbl, rofbl 1 faxe gecatmnetns [1].

ATaKM ONTUHECKOrO HEBPMTa HepeaKo (Mo HeKOTOPbIM AaH-
HbIM Mo4T B 80% CrydaeB) SBASIOTCA NepBbIM MPOsIBEHNEM
3aboneBaHus, NpeawecTys Muenuty [7]. MopaxeHue 3putens-
HbIX HEPBOB OObIYHO TAXENOoe, MOXeT ObiTb OfHO- NMbO ABY-
CTOPOHHUM. B pekuvx cryHasx MMeeTcs acMMNTOMHOE Mopaxke-
He 3pUTENbHBIX HEPBOB, KOTOPOe 0DHAPYXKMBAETCS Ha ayTom-
an nMbo PerncTpupyeTcs NyTemM WUCCNefoBaHUs 3pUTENbHbBIX
BbI3BaHHbIX MOTEHLIMANOB Ha PaHHWX CTaamsax OonesHu [2].

Mpy oTanbMockonumn obHapyXmnBaeTcs Moo HopMarbHas
KapTWHa rma3Horo AHa, nvbo Hebonblas CTyLeBaHHOCTb AMC-
KOB 3pUTeSIbHbIX HEPBOB M OTEK, B XPOHMHYECKMX CITy4asnX — aTpo-
dus 1 GneaHocTb ANCKoB [8].

Mwuenut, B oTnn4dme oT HabmogaeMoro npu tunuydHoMm PC,
ABNSETCS 0ObIYHO Oonee TaAXeNbIM, C OCTPbIM (Ha NPOTSXKeHMe
4acoB — [He) pa3BUTUEM CUMMETPUYHBIX FPYObIX ABUraTeNb-
HbIX, YyBCTBUTENbHbIX M CCOUHKTEPHbIX HapyLWeHn («MOmHbIRN
nonepeYHbIN MUenmT»), Toraa Kak npu PC paccTporicTa acim-
MeTpUYHbIe, MPEeUMYyLLEeCTBEHHO MO0 ABWraTenbHble, MO0
YyBCTBUTENbHbIE, C HerpybbiM HapyLLeHeM yHKLIM Ta30BbIX
opraHoB (HernonHoe nonepeyHoe NopaxkeHyie CMHHOMO MO3ra).
Y 77—-88% OorbHbIX Nocse atakv MUENTa MMEET MeCTo HacTuy-
HOe BOCCTaHOBIEHWE ABUraTeNbHbIX PYHKLMIA, OAHAKO MOMHbIN
perpecc He xapakTtepeH. [lpv peunansuMpyloweM Muennte
TUNWYHBIMI CUMMTOMaMK ABNSIOTCA Napa- Moo KBagpunapes,
NapoKC/3MarbHble MbilleYHble Cra3Mmbl, PagMKymspHas 0orb,
amnToMm JlepmnTTa.

Cpenv napakiMHUYeckKUX METOAOB AMArHOCTUKM Hanbonb-
LLYI0 3HAaYMMOCTb Nprt OM nmeet MPT cninHHOro Mo3ra. Y 0onb-
Lwen YacTh naumeHToB MPT, BbINOMHEHHas B OCTpYio a3y Mue-
NWTa, BbISBISET OOLIMPHBIA HEMPEPbIBHBIA O4ar MopaXkeHus
CMWMHHOIO MO3ra, KOTOPbIM PAaCNPOCTPAHAETCA MO ANMHHUKY
Oonee 4eM Ha 3 MO3BOHOYHBIX CEMMEHTa; B OCTPbIV Mepuof,
CMWHHOWM MO3T HAabYXLLIMI 11 OTEYHbIN, O4ar MOXET HakamnMBaTb
KOHTPaCTHOE BELLECTB, MHOMAA B TeHEeHVe HeCKOMbKMX MeCALEB
[9, 3]. B otnnume ot OM, npu PC ovarn gemvienvHusaumm B
CMWHHOM MO3re Mo AfiMHe ODObIMHO He MPEeBbLILWAIOT OLHOrO
No3BOHOYHOrO cerMeHTa [10]. Ha MPT ronosHoro mo3ra npy OM
nMBO He BbISBIAETCH HUKAKMX MATONMOMMYECKUX U3MEHEHWMN,
nmbo (B 50-60% cnydaeB) obHapyKMBaloTCs Hecrneundude-
CKMe, Halle acCUMNTOMHbIe, 04ary AeMUENMHU3aLN.

OTHOCUTENBHO XapaKTePHBIMK U CeLUMPUYHBIMNA MOTYT CHK-
TaTbCs OYarv B CTBOJE MO3ra U runotanamyce; LepebpasbHble
o4arv no CBoer NokKanv3aLmm UMEeIoT NpeapacnonoXeHHOCTb K
TeM y4acTkam rofloBHOrO MO3ra, rie OTMeYaeTCs BbICOKMIA YPO-
BEHb MMMYHOpeakTBHOCTK K AQP4 [11].

Mpu atake Myenuta ¢ OM B aHanm3e LepebpocnmHanbHom
sxumpkoctn (LLCK) y ogHOM TpeTh nauyeHToB Habniodaetcs ne-
oumTto3 (>50 nerkoumToB B 1 MM3) C HanM4Mem HeMTPOMUIIOB 1
NOBbILLUEHME YPOBHS Oenka B pa3fnyHbIX Npefienax; Takas Kap-
TWHa Habnogdaetcs npy PC oveHb peako [12]. OnuroknoHanbHble
MOJIOChI MPW 1N303M1eKTp14eckoM gokycnposarHun LCOXK, tmniny-
Hble ans PC, obHapyxmBatoTcs nprt OM nuwb B 20-40% cyya-
eB [13].

B cbiBOpOTKE KpOBW NaveHTos ¢ OM Moyt B NONOBMHE CI1y-
4aeB ODHAPYXMBAIOTCS pasnvyHble ayToaHTuTena (aHTUHyKne-
apHble, K 3KCTparMpyembIM AOepHbIM aHTUreHam, K OBYCnU-
panbHo [HK, aHTUTUPEOUOHbIE) 1 MX COMETaHMs, YTO CBMIe-

TENbCTBYET O NPEepacronoXeHHOCTU 3TX BOMbHBIX K Pa3BUTMIO
aYTOMMMYHHbIX 3abonesaHuin [3]. MPUHUMNMANBHO HOBbLIM
LLIaroM Ha nyTv K anarHoctke OM ctano obHapyxeHne B 2004 T
B My1a3me KpoBY BOMbHBIX ONTUHECKMM HEMPOMUENNTOM ayTOaH-
TWTEN — MapKepoB JaHHOro 3aboneBaHusl, HazBaHHbIX NMO-IgG
[14]. NMO-IgG - nepBbIVi cneumduyeckimin G1onormieckmin map-
Kep OeMUENMHM3NPYIOLLErO 3aboneBaHNs; MOCKOMbKY HyBCTBU-
TENbHOCTb W CNeUMbnYHOCTL ero BecbMa Bbicokn (73% n 91%
COOTBETCTBEHHO), VX BbISBMIEHME Y MALUMEHTOB C 3pUTENIbHO-
CNUHaNbHBIM MaTTEPHOM AEMUENMHM3MPYIOLLEro 3aboneBaHus
no3BonseT NPOoBOAMTL AMddePeHLManbHbIN AMArHO3 MeXay
OM 1 PC, ngmonatmyeckiiM rnonepeyHbIM MNEIUTOM, PEKYPPEHT-
HbIM 1 BrnatepanbHbIM HEBPUTOM 3pUTENbHOTO HepBa [15].

[AvarHocrtnyeckmne Kputepuun

KnuHmyeckask KOMOMHaLMS HEBPUTa 3pUTENbHBIX HEPBOB U
MUENTa MOXET HabnohaTbCs Npu TMNdHOM PC, mpy cucTeM-
HbIX ayTOMMMYyHHbIX 3aboneBaHUsX (HampuMep, CUCTeMHast
KpacHasi BofyaHKka, cvHapom LllerpeHa), B KadecTBe napauH-
PekUMOHHOro eHoMeHa, B accoumaumn ¢ UHQEeKLMOHHbIMM
npoueccamu (Tybepkynes ferkmx, pasnnyHble BUpYCHbIe 3a60-
neBaHms). OOHaKO Ha OCHOBAHMN TOMbKO KITMHUYECKMX [aHHbIX
[OCTOBEPHO CyAUTb O HaIN4Mm Unn oTcyTcTBUM OM HEBO3MOX-
Ho. B 2006 r., nocne oTKpbITMS GUOMapkepa 3aboneBaHus,
npensioXKeHbl COBPEMEHHbIE AMArHOCTUYECKe KpUTEpUU: ANd
nocTaHoBKM AnarHo3a OM TpeOoBanoch Hanuyve y naumeHTa
OMTNHYECKOro HEBPUTA, OCTPOTO MUENUTa U, KaK MUHUMYM, OBYX
13 Tpex BCrioMoraTenbHbIX Kputepues: (1) HenpepbIBHbIN o4ar
MOPaXkeHWst CMMHHOMO MO3ra, KOTOPbIV PAcNpOCTPaHsieTcs no
INIMHHVIKY Bonee Yem Ha 3 MO3BOHOYHbIX cermerTa; (2) MPT
rONTOBHOIO MO3ra He COOTBETCTBYET ANAarHOCTUHECKUM KpUTEepU -
am PC; (3) NMO-IgG nosuntmBHbIn cTaTycC [16]. YTOUHEHMe OaH-
HbIX KpuTepueB Oblno nposefdeHo B 2008 T. MexXayHapOOHOM
pabouert rpynmnom.

AnarHocTtnyeckne Kputepmum OMTUYECKOro HeBpo-
muenuta (no: D. H. Miller n coast, 2008)

BonbLuvie kputepum (TpebyeTcs Hanmyme BCex OCHOBHbIX KpU-
TEpVEB, HO OHW MOryT ObITb pa3fdeneHbl HeomnpeneseHHbIM
MNHTEPBAsIOM BPEMEHW):

* ONTUYECKMM HEBPWUT C MOPaXKeHWEM OLHOro UM 0bomx
rnas;

* MonepeYHbIN MUENUT, KIMHUYECKI NMOMHBIV U HENOSHbIN,
HO aCCOLMVPOBAHHBIVI B OCTPOM MEPVOAE C Hanm4veM pagmo-
JIOrM4ecKn MOATBEPXKAEHHONO O4ara MOpPaXKeHWs CrMHHOMO
MO3ra, KOTOPbIV PacnpOCTPaHAETCS Mo AAIMHHKKY Bonee YeM Ha
3 MO3BOHOYHbIX CermMeHTa Ha T2-B3BelleHHbIx MPT-
N300paeHUsX W ABNAETCS  TMMOMHTEHCUMBHBIM  Ha
T1-B3BeLLEHHbIX 1300paXeHNsX;

* OTCYTCTBME [AaHHbIX 3@ CAPKOMA03, BACKYNNTbI, CUCTEMHYIO
KpacHyto BOM4aHKy, cuHapom LLlerpeHa nnu apyroe obbsicHe-
HMEe NMEIOLLMMCH MPOSBAEHNSAM.

Marnbie kputepum (No KpaHen Mepe OAMH AOMKEH NMETb
COOTBETCTBME):

* Hanbonee ceexas MPT rofoBHOro Mo3ra lofxkHa ObITb Oe3
naTonorMv nnbo obHapyXuBaTb NWWbL Te MaToforMyeckme
Vi3MeHeHus, KoTopble HE yaoBnetTBopsioT kKputepmam bapkoda,
OTPaXxXeHHbIM B kKpuTtepusax MakJoHaneaa 2005.

Ha MPT npy OM MoryT BbISBNATLCH:

- Hecneumduyeckmne 3MeHeHVs B T2-pexunme, He COOTBeT-
cTByIOLLME KpUTepmaM bapkoda, OTpaXKeHHbIM B KpUTEPUSAX
MakdoHanbaa 2005;
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- o4ary B Jop3abHbIX OTAeNax NpoLosiroBaToro Mo3ra, vim
CMEXHbIe, UM He CMEeXHble C 04aramu B CUHHOM MO3re;

- 04arv B rvnoTanamyce 1/1nm CTeose Mo3ra;

- «JIMHENHbIe» 04aru, PacroNoXeHHbIe NePUBEHTPUKYNIAPHO
W B MO3OJINCTOM Tefle, HO He OBOMAHOW (hOPMbI 1 He pacnpo-
CTpaHAOLLMEC B MapeHXMMYy reMucdep rofioBHOro Mosra B
hopme nasnbLes [JaycoHa;

* NO3UTVBHBIN TECT CbIBOPOTKM KPOBU UK LiepeOpoCnvHab-
How >unakoct Ha NMO-1gG/aHTuTena K akBanopuHy 4.

TeueHune 3a6onesaHus

Mpv MoHoMa3HOM Tune TedeHns (MeHee 20% MaLMEHTOB C
OM) y naumeHTa OAHOBPEMEHHO Pa3BMBAETCH OLHO- MO0 ABY-
CTOPOHHWI HEBPUT 3PUTENBHOMO HEPBa 1 NMonepeYHbI MUENHT,
3aTeM TMOBTOPHbIE 3MM30Mbl MWENUTa W/WUn OMNTU4eCKOoro
HEBPUTa He PErncTPUPYIOTCA. Npn peLaMBIPYIOLIEM TeHeHMN,
HaobopOT, nepBble aTaky OMTUHECKOTrO HEBPUTA W MUENnTa
MOryT ObITb pa3aeneHbl Mexzay cobon Mo BpeMeHU HefensiMm

PUC. 1.
MPT 2pydHoz0 omdena cnutHo20 mo32a 6onbHozo ., 2009 2.

a - T2 83BeweHHble U300paxeHus 8 cazummansHol naockocmu, 6, 8 = T2
B83BeleHHble U306paXeHus 8 aKcuaabHol naockocmu (¢ — cpes Ha yposHe
mesna Th6 no3goHKa, 0 — cpe3 Ha yposHe mena Th10), e — T1 838eweHHble
U306paXKeHUs ¢ KOHMPACMHbLIM YCUNeHUeM 8 caummasnbHol NnaocKocmu,
0 — T1 B38eleHHble U30OPAKEHUA C KOHMPACMHbLIM YCUneHUeM 8 aKCUGb-
Hou naockocmu.

b

A

PUC. 2.
MPT 20n08H020 Mo32a 6onbHozo ., 2011 e.

a — umnynbcHas nocnedosamesnsHocms FLAIR 8 akcuanbHol naockocmu,
6 — umnynbcHas nociedosamesnbHocms FLAIR 8 caeummanbHol naockocmu.
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WM Jaxe rofam, HO 3aTO HEBPUT 3pUTeNbHOro Hepea NMbo
MUENUT, MO0 0ba 3TN COCTORHWS PeLIMAMBMPYIOT Ha NPOTSXe-
HAWM BAVXKANLWMX MECSLEB WA JIET; Ha MPOTSXKEHWN MEPBOro
rofia penarc BO3HMKaeT y 55% nauyeHToB, Ha NPOTAXXeHW nep-
BbIX 3 1 5 f1eT — cooTtBeTCTBEHHO Y 78% 1y 99% [2].

LLlectnneTHee HabmoneHwe 3a 96 naumeHTtamm ¢ OM nokasa-
J10, 4TO BO3HMKHOBEHWME HEBPOSIOrM4eckoro deduumta npy OM
00ycroBneHo pas3BuTMeM 0DOCTPeHWM, Toraa Kak BTOPUYHOE
nporpeccrpoBaHme (MocTeneHHoe HapacTaHue HeBposorye-
CKOW CUMMTOMATUKL Mexay 0DOCTPeHWUsIMUW) He TUMNYHO A
OM 1 Habniogaetca mcknounTensbHo penko [17]. Mostomy y
MaUVEHTOB C PeLMOMBUPYIOWMM MOHOMA3HbIM TeYeHUEM
OonesHu, HecMoTpst Ha OOMbLUYI0 MCXOAHYIO BbIPaXKeHHOCTb
HapyLLeHW, JOAFOCPOHHbBIM MPOrHO3 NyHLUe, Tak Kak He Npomc-
XOOUT HaKOMMEeHVS HEBPOSIOrMHECKOro AeULMTa, BO3HVIKAIO-
LLIero Mpwm NOBTOPHbIX aTakax.

NetanbHbin ncxon, OM MOXET HaCTynNUTb B pe3ynbTaTe Taxe-
1OV aTakm MUenuTa C BOBNEYEHVEM LLIEMHOIO OTAEeNa CMMHHOIO
MO3ra 1 Pa3BUTUEM OCTPOW AbIXaTeNbHOW HEAOCTAaTOHHOCTY [18].

MaTomopdonorna n UMmMyHonorms

MaTomoponornyeckme M3MeHeH1s B CMMHHOM Mo3re mpw
OM, BbisiBNISieMble NMPU ayToMNcuAX, BapbUPYIOT OT NeprBacky-
NAPHOM BOCMANUTENbHOM AEMUNENMHM3ALIN 0O HEKPOTNYECKOM
LLeCTpyKUMU 1 ceporo, 1 6enoro BelecTsa; B BOCMANNTENbHbIX
MHUbTPaTaX YacTo 0OHAPYKMBAIOTCS BbICOKas KOHLUEHTPaLMS
HenTpohmnoB 1 3031HODKNOB [19].

MaToMopdonornyeckme HaxoAKM NOATBEPXOAOT OCHOBHYIO
Ha CerogHALWHMM AeHb rnoTesy natoreHesa OM, a MMeHHO —
pOJSb HapyLLEHNIA TyMOopasibHOro MMMyHUTeTa. B 2005 r. Obino
BbISICHEHO, 4TO MULLEHbIO OBHAPY>KEHHbIX FOAOM paHee Mnas-
MeHHbIx ayToaHTTen NMO-1gG sBnsieTcs 6enok BoAONpOBOAs-
WMX  KaHaNoB  KNEeTOYHbIX MemOpaH akBamopuH 4.

B

PUC. 3.
MPT weiiozo (a —2) u 2pydHozo (0 — u) omdenos nNO3BOHOYHUKA
6obHo20 [1, 2011 2.

a — T2 B38elweHHoe u306paxeHue 8 cazummansHol niockocmu, 6 — T2 BA
8 akcuanbHol naockocmu (cpe3 Ha yposHe mena (3 no3soHka), 8 — 12
B3BellleHHOe U300paxeHue 8 cazummanbHol naockocmu, 2 — T2 838elleH-
Hoe u306paxeHue 8 akcuanbHol naockocmu (cpe3 Ha yposHe mena Th5
no3s8oHKa), @ — T2 B38elweHHoe U306paXkeHue 8 AKCUANbHOU NnJockocmu
(cpe3 Ha yposHe Th7/Th8).

=
=
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CemencTBO akBaNapWHOB HaCUTLIBAET bosee AIOXKMHbI OENKoB;
B rOfIOBHOM MO3re K NpeobnaaaloLLLM BOAHbBIM KaHanam KineTok
oTHoCKTCA akBanopuH 4 (AQP4), KOTOPbIN NIOKANN3YETCA B HOX-
Kax acTpoumToB, 0OpasytoLLMX reMaTosHUebanyeckmnii bapbep
[20].  MeMOpaHbl KOHLEBbBIX OTPOCTKOB HOXEK aCTPOLMTOB
HaXOLSATCA B KOHTaKTe C 3HAOTeNveM LiepebparnbHbIX COCYL0B, 1
aKBarnopwH 4 1MeeT NepBOCTENEHHYIO BaXKHOCTb B NogaepXa-
HUWM >XMAKOCTHOMO rOMeOCTasa B LieHTpaibHOW HePBHOW C1CTe-
Me [21]. Mpw onTrKoMuMenuTe akBamnopuH 4 CTaHOBUTCA MLLe-
HbIO MMMYHHOW peakLMM: MOKa3aHo, YTO B 04arax NopaXXeHus
BbISIBMAETCA  CenekTmBHas yTpata Oenka AQP4 [22], a ovarw
MOPaXEHNA BO3HMKAIOT MPEMMYLLECTBEHHO B TeX y4acTKax
FOMIOBHOIO MO3ra, KOTOpble AEMOHCTPUIPYIOT BbICOKYIO MMYHO-
peakTMBHOCTb K AQP4 (rvnoTanamyc, neprBeHTPUKYNAPHbIE
30HbI) [11]. BoamoxxHo, NMO-IgG nonagaet 8 LIHC Yepes ysi3su-
MbI (HanpymMep, B CUHHOM MO3re) reMaTosHLedanYeckimin
Gapbep, CBA3bIBasACH C 3MUTOMNOM (YHacTKOM MOMEKy bl aHTUre-
Ha, COBLMHSIIOLLENCS C aHTUTENIOM) KIIETOK, 3KCMPEeCCUpYIOLLMX
AQP4, 1 BbI3bIBasA aKTVBaLMIO KOMNnemeHTa [14, 23]. Mpu4yHbl
OEMUENVHN3ALMM HEPBHbIX MPOBOAHWMKOB B 30HE MMMYHOMOM-
4eCKOro KOH(IVIKTa He BMOJIHE iCHbI; BEPOSTHO, 3TO MPOMCXO-
LT BCNefCTBME HeMOCPeAcTBeHHOW BAM30CT MecTa npoTeka-
HVS UMMYHOMATONOMNYECKMX peakLmMi K nepexsatam PaHbe, rae
aKCOHbI W MapaHofanbHbIA MUENVH ONUFOAEeHAPOLUMTOB Haxo-
OATCA B TeCHOM KOHTakTe ¢ AQP4-cofepXallyMU yHacTKamm
HOXeK acTPOLIMTOB; HapyLUeHWe VIOHHOTO MUKPOOKPYXKEHMA
NPWBOAVT K MOBPEXAEHWIO aKCOHa M BTOPUYHOW AeMUeNNHN3a-
umm [23]. Takum obpaszom, OM, BO3MOXHO, CTan MepBbiM
M3BECTHbIM 3a00M1eBaHVEM LEHTPASIbHOM HEPBHOM CUCTEMBI 113
HOBOroO KJlacCa ayTOMMMYHHbIX KaHanonatu [1] n nmeet
ryMOpPaibHO-0MOCPeOBaHHbIN MEXaHV3M Pa3BUTVISA, B OTINYME
OT NPeVMYLLECTBEHHO KITETOYHbIX MeXaHV3MOoB pa3suTis PC.

JleueHune

KnmHM4eckMx nccnenoBaHuin, Kotopble Obl alpecHo oueHM-
Banu npenapatbl 4N1s fledeHns nnbo npodunaktiky atak OM,
noka HeT. CylLleCTByiOLLME PEKOMEHAALIMM OCHOBaHbI MO0 Ha
pe3ynbTatax HebOMbLUMX OTKPbITBIX MCCefoBaHMI, NMbO Ha
SMMVIPUHECKOM OrbITe.

[Ina ne4eHus ataku MUennTa 1 ONTUHeCKOro HeBpMTa Nprme-
HAIOT BbICOKME [03bl KOPTUKOCTEPOUAOB (METUNNPEOHM30OH
1000 Mr B CyTKW, BHYTPUBEHHO, Ha NMPOTSXKEHWM NATU AHEN MOA -
psa); BCIen, 3a 3TMM PeKOMEHLYIOT Ha3HayvaTh NMoAAepPXMBalo-
LLIYIO Tepanmio NPeLHM30M0HOM B i03e 1 Mr/KT B [ieHb Kak 4acTb
WNHNLLMANBHOW MMMYHOCYMPECCUMBHOM Tepanum C LeNbIo Npeay-
npexXaeHns MoBTOPHbIX aTak [24]. K coxaneHuio, Muenut
Hepeaoko MMOXO MOLAAETCA Tepanui KOPTUKOCTepOMAaMu, a
VNHOT[a TakKas Tepanua OaXe BbI3bIBAET yXYALLEHVE; B TaKUX CIy-
yasix pekoMeHAyIoT NnasmMadepes (cemb CeaHCoB, Yepes AeHb, B
obbeme 55 Mi1/Kr Ha Kaxzoe obmeHHoe nepenvisaHue) [25].

OPPeKTMBHOCTL MPEBEHTUBHOW  MMMYHOMOLYVIPYIOLLEN
Tepanuu, obocHoBaHHOM npu PC (MHTepdepoHb! beTa, rmaTupa-
Mepa auerar), y naumeHtos ¢ OM dopMarnbHO He M3yyeHa.
VmeloTcs npoTrBOpeydVBble CBeAeHWs Kak 00 3dheKTMBHOCTY
nHTepdepoHa beta-1b [8], Tak 1 © ero BO3MOXKHOM HEraTMBHOM
BO34ENCTBIM B OTHOLLEHUM yyalleHus [26]. Mostomy ans onn-
TeNbHOro fiedeHys OM pekKOMeHIYIOT He VIMMYHOMOLYIMPYIO-
LLYI0, @ MIMMYHOCYNPeCcc1BHYIO Tepanuio. bonblias YacTb cne-
UManm1CTOB Tepanuver Bbibopa CHUTAlOT KOMOMHAUMIO nepo-
panbHO BBOAMMbIX MPeHV30M0Ha U a3aTuonpurHa, anpobunpo-
BaHHyI0 y naumeHToB ¢ OM ele B KoHLe 90-x rOA0B MPOLUIOro

Beka [27]. A3aTVMONPWH Ha3Ha4aloT B CyTO4HOM fo3e 2,5-3 mr/
KT, NPenHM30M0H — B f03e 1 Mr/Kr B cyTkn. Co BpeMeHem 03y
npeaH30/IoHa MOCTEMNEHHO CHUXKAKOT A0 MUHWMANbHOW Mog-
Tep>KMBaIoLLEN U BOOOLLIE OTMEHSIIOT, OCTaBIAA TONIbKO MOHO-
Tepanuio a3atuonpuHom [24, 28].

MpuBoAnM coGCTBEHHOE KIMHMYECKoe HabnogeHne

BonbHom 1., 43 rofa, eBponeonaHoOM packl. CEMeMHbI aHaM-
He3 1 aHaMHe3 Xu3HK be3 ocoberHHocTer. [lo 2009 cumrtan cebs
3[10POBbIM, K BpadaM He obpalliancs. B mapte 2009 . (B Bo3pac-
Te 40 neT) NoNy4Mn TpaBMy NPaBoro rofeHoCTONHOro CyCTaBa, B
CBA3K C YeM ObIN MpooneprpoBaH Mo, 3NMaypanbHON aHecTe3n-
er. Yepes MecsL, nocse onepaumm oTMETU OHEMEHWE B NEBOM
MOMOBKHE XMBOTa, CNlaboCTb B NIEBOW HOre, 3afepXKy MoYeu-
cnyckanus. Mpv MPT rpyaHoro otaena no3soHo4HMKa (20.05.09
r.) oOHapy>KeHa NPOTAKEHHAS 30Ha MMNEPUHTEHCMBHOIO CUMHa-
na no T2 BW Ha yposHe Th4—12 cermMeHTOB, Hakannu1BatoLLas
KOHTpacTHOe BeLLecTBO Ha ypoBHe Th9/Th10, pacLieHeHHasn Kak
odar muenouwemun (puc. 1); AMArHOCTUPOBAH CNMHANBHBIN
VIHCYNbT C cnHapoMoM bpoyH-Cekapa. NpoBefeHa Ba30akTvB-
Has 1 HelpomeTabonmyeckas Tepanus, cuna B Hore 1 Npows-
BOJTbHOE MOYEUCYyCKaHMe B 3Ha4YUTENbHOW CTeneHW BOCCTaHO-
BUNUCb 4Yepe3 4-5 Hemenb. [MOBTOPHbIM 3M1304, YXYALLEHUS
(HapacTaHme cnabocTi B HOTax, HyBCTBUTENbHbIX PACCTPOMCTB 1
HapyLLEHWI (DYHKLMN Ta30BbIX OPraHOB) PasBUICA B CeHTAOpe
2009 r. Ha MPT rpygHoro otaena cnmHHoro mosra (25.09.09 1)
BbISIBIEHbl HOBble T2-TUMEPUHTEHCMBHBIE O4ary Ha YpOBHe
Th6—-Th7, NpoTsxXeHHOCTbIo A0 3 CM, 1 Ha yposHe Th8-Th9,
NPOTSXXEHHOCTBIO A0 4 CM, HaKanMBaBLLME KOHTPACTHOE BelLle-
ctBO B pexxmme T1. Ha MPT rofioBHOro mMo3sra, BbIMOSIHEHHOM
03.11.09 ., BbIABNEH OOMH O4ar AeMUeIVHN3aLMM pa3MepoM 5
X 6 MM B 6e1oM BelLleCcTBe NeBOW 3aTbINIOHHOM 00acTK, He Haka-
NMMBaBLLUNA KOHTPACTHOE BELLECTBO. PYyTUHHbIE aHanM3bl KPOBY
(KMMHNYECKU 1 BUOXUMUYECKMNIA) 1 MOYU OTKJIOHEHWN OT
HOPMbI He BbISIBUW. BbInu 1ckiodeHbl Hepoboppenios, BUY,
CUPUNC, renatntel, repnetmyeckas MH@ekums. PesynbTatsl
1CCNeoBaHNN CbIBOPOTKM KPOBU Ha aHTUHYKIeapHble aHTUTe-
na, IgG, aytoaHTnTena k AsycnmpanbHon JHK, aHT1Tena K akc-
TparvpyemMbiM fAepHbIM aHTUreHaMm, aHTuTena K gpoconuni-
nam Obinn oTpulaTtenbHbiMA. B aHanm3e LepebpocnimHanbHom
KMOKOCTM obuee konuyectBo Oenka 0,3 r/n, KNeTok 8 /MK
YCTaHOBMEH AMarHo3 pPeuVaMBUPYIOLLErO MAMONATUYECKOrO
nonepeyHoro M1ennTa, Hadata mynbC-Tepanus AeKcaMeTaso-
HOM, OT KOTOPOW MaLMEHT NMocsie BTOPOro BBeAEHNS npenaparta
OTKa3as1Cs B CBA3W C PA3BUTMEM BbIPaXKEHHbIX Nepudepryeckimx
OTEKOB. B CBSA3M CO CNOHTAHHOW MOMOXUTENbHOW AVHAMWUKOW OT
Ha3HayeHUs MnasMadepesa peleHo OblNno BO3AepPXKaTbCs.
Cnycra AiBa MecsLLa HEBPOSOrYeckme HapyLLeHNs B 3Ha4YUTENb-
HOW CTeneHu perpeccupoBani. Ha npotsxkerun 2010-2011 r.r.
NPOXOAM KypPCbl BOCCTAHOBUTENIbHOMO JIeYEHUS B HEBPOSIOTU-
YeCKMX CTaLLoHapax ropoaa; OT Ha3Ha4YeH1s MPOTVBOPELMAVB-
HOW MMMYHOCYNPEeCCMBHOW Tepanuu MUenuTa OTKa3bIBancs.
lNporpeccpoBaHms HEBPOOTMHECKOW CUMMTOMATUKM He OTMe-
Yanocb. B 06nacTHomM LieHTp paccesHHOro ckrepo3a obpaTuncs
27 Mas 2011T. C Lenbio yTO4HeHVA ArarHosa. [peabasnsn xano-
Obl Ha CNaboCTb B HOrax, UMMEPaTMBHbIE MO3bIBbI HA MOYENCY-
CKaHve, napectesvn U CyLOPOXHble CBefeHNst MbILL, HOT.
lMpoBeaeHHoe 0bcneqoBaHMe Aano cneayoLme pesynbTaThl.

Du3KanbHbIM OCMOTP He BbISBI COMATUYECKOWM NaToNormm.
HeBponorudeckmm ctatyC: CUMNTOMOB Pa3fipaXKeHMs MO3roBbIX
000504eK HeT, KOTHUTMBHbIE (DYHKLMK COXpPaHeHbl, OCTpoTa
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3PeHNst HE3HAYUTENBHO CHIXKEHa ¢ 0berx cTopoH (cnpaga 0,8 ¢
Koppekumen, cnesa 0,7 ¢ KoppeKLmen), Noss 3peHns He orpa-
HUYeHbl, OCTarnbHble YepenHble HepBbl WHTAKTHbI. [nybokue
pednekcbl Ha pykax OOblHHble, Ha HOTax MOBbILLEHbI, KITOHYC
CToMbl CNEeBa, MONOXUTENbHbLINM ABYCTOPOHHUM  pednekc
BabuHcKkoro. YMepeHHas CrnacTUiHOCTb B HUXKHUX KOHEYHOCTSIX.
HUXKHU NpenMyLLIeCTBEHHO AMCTanbHbIM Napanape3 Ao 3 6an-
OB B NeBoV Hore 1 4 6annoB B MpaBon Hore. [1poBOAHMKOBas
rvnanresus c yposHs Th9-10. [pyboe cHUKeHMe BUOPaLMOHHOM
YyBCTBUTENBHOCTM B AMCTaNbHbIX OTAenax Hor. HapylueHue
(DYHKLIMM MOYEBOTO My3bIps MO TUMY MUNepakTMBHOCTM (MMre-
PaTUBHbIE MO3bIBbI Ha MOYencryckaHue). [OBTOPHbIe OBLLIEKN-
HU4yeckre W ceponory4eckme UCCnefoBaHUA MNOATBEPAMIN
OTCYTCTBME CUCTEMHbIX BaCKYIUTOB M MHEKLMOHHOM NaToso-
rn. Tpuy oLeHKe MMMYHHOrO cTaTyca ypoBHK IgA, 1gG v IgM B
npefenax HopMarnbHbIX 3HAYEHNI.

3puTenbHble BbI3BaHHbIE MOTEHLMarbl: BbipaXkeHHoe CHuXKe-
HME W PaCCUHXPOHM3ALMS MPOBOAMMOCTM MO 3PUTENbHbLIM
HepBam, Gorblie crpaBa.

MPT ronosHoro mo3ra ot 17. 05. 2011: Ha T2 B3BeLLEHHbIX 130-
BpaxeHnsx 1 FLAIR MMMynbCHOM NOCNeA0BaTelbHOCTU B 6eioM
BeLLeCTBe NpaBow NOGHOM Ao 0OHAPYKNBAETCA TUNEPUHTEH-
CMBHBbIV NapaBeHTPUKYNAPHBIN odar pa3mepom 0.2 cM 6e3 npu-
3HAKOB MepudoKanbHOW peakumn. B obnactn 3aaHen Tpetn
CTBOJ1a MO30JIMCTOrO Tea YeTKO ONpeAenstoTca ABa o4ara rine-
PUHTEHCMBHOIO CUrHana BbITAHYTOW (POPMbl, OPUEHTVPOBAH-
Hble MepPneHaVIKyNspPHO OC MO3OMMCTOrO TeNa pa3mMepamMmu 10
0,6 cM. B pexxrme T1 BbIsiBNEHHbIE 04arM He HaKanIMBatoT KOH-
TpacTHoe BeLLecTBo(puc. 2).

MPT  WeWHOro M rpyaHOro OTAENOB CAVMHHOMO Mo3ra OT
29.05.2011: Ha T2 B3BelLUeHHbIX 1300paxeHns Ha ypoBHsx C3,
C6/C7, Th4, Th5/Th6, Th7/Th8 BbIsBNAIOTCA 04arv AeMuent-
HM3aLLMW NPOAONTrOBaTON POPMbI 6E3 YETKIX KOHTYPOB U Nepu-
okanbHoM peakumm. Ha akcnanbHbIX TOMOrpaMMax Ha ypoB-
Hax Th5-6 oTMeYaeTcs NperMyLLECTBEHHOE NOopPaXXeHue 3aaHe-
LeHTpasbHbIX OTAENOB CMUHHOrO MO3ra, Ha yposHe Th7/Th8 —
NPENMYLLECTBEHHOE MOPaXeHVE 3aAHMX M NEeBbIX OTAENOB
CnHHOro Mo3ra. OTMeYaeTcsl He3HaYUTeNbHOoe YMEeHbLUEeHMe
nornepeyHbIX OTAENOB CMIMHHOIO Mo3ra Ha ypoBHe Th5-10 no 0,4
x 0,8 cMm. Mo cpaBHeHMIo ¢ nccnegoBaHem ot 25.09.09 r. otme-
YaEeTCA M3MEHEHMe XapaKTepa M3MEHEeHWI CMMHHOro Mo3ra —
NosBIEHNE BMECTO MPOTAXKEHHOW 30Hbl FUNEPUHTEHCMBHOIO
CUrHana 04aroBbIX M3MeHeHM 6e3 NPr3HaKoB neprdoKanbHOM
peakumm (puc. 3).

OnpeneneHvie ypoBHSI aHTUTEN K aKBamoOpwHy-4 MeToOOoM
ELISA Gbino npoBefdeHo B knvHuke LLleba (M3pannb) v gano
MONOXUTENbHBIN pe3ynbTaT — 7,96 ed./mn (oTpuuatenbHbIn
pe3ynbTaT — MeHee 5,0 eq./mn).

C y4eToM KIMHKYECKMX, NabopaToOpHbIX 1 HEMPOBM3yann3a-
LUMOHHbIX AaHHbIX Obln yCTaHOBMIEH OKOHYATeNbHbIA AMarHo3:
onTkoMMenuT [eBuka, pemMuTTVpyloLee TedyeHme. HasHayeH
A3aTVONPWH B 03€ 2 MI/KI/CyTKM B TPM Nprema.

Taknm obpazom, AnarHoz OM B JaHHOM CiyHae Obifl OCHOBaH
Ha HanMMYMM Y NaumeHTa BCex (M OCHOBHbIX, M BCMOMOraTeSlb-
HbIX) AnarHocTndeckmx kputepures OM [47]. OcobeHHoCTAMN
3TOro Cy4as ABMSIOTCA peMUTTIPYIoLLLas hopma 3aboneBaHns y
MY>X4MH (Yate Takor Tin TedeHnss OM HabiogaeTcs y xeH-
LLMH) 1 CyOKNMHMYECKOe NMopaXeH e 3puTenbHbIX HEPBOB, MPO-
ABVIBLUEECS HE3HAYUTENbHBIM CHVKEHVEM OCTPOTbI 3peEHNs U
NOATBEPXKAEHHOE aHANMM30M 3PUTESbHbBIX BbI3BAHHbBIX MOTEHL|-

Mo ANCCepTauNOHHBIM TemMaM

anos 1 MPT. lNpoBefeHVe aHanM3a CbIBOPOTKM KPOBU Ha CneLl-
nhur4eckme aHTUTeNa MO3BOUMIO YCTAaHOBUTb [OCTOBEPHbIN
navarHo3 OM v ybenmTb naumeHTa HadaTb akTUBHYIO MMMYHOCY-
NPeCcCVBHYIO Tepanuio, He OOXMAAACh Pa3sBUTUA KIIMHUYECKN
O4EBUIHOIO HEeBPUTA 3PUTENbHbBIX HEPBOB M MOBTOPHbLIX aTak
MUennTa.
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