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HemuenuHunavpytowme 3aboneBaHns LEHTPaNbHON HepB-
Hoit cuctemsl (LIHC) — akTyanbHasi Meamko-coumanbHas npo-
6nema, TaK kak HO30/10rMY JAHHOW TPynnbl ABASIOTCS BTOPOW
no 4acTOTe MPUYMHOW MHBANMAM3ALUM WL, MONIOAOrO BO3-
pacTta nocne YepenHo-Mo3roBow TpasMbl. [TpoBeaeHne guo-
depeHLManbHON AMarHoCcTUK JaHHOW rpynnbl 3aboneBaHni
ABNSIETCA BaXHelLlle 3adadvelt HeBPONOroB, 0COOEHHO Ha
paHHKX CTaausix 3aboneBaHnst, NOCKObKY NOAX0Ab! K Tepanum
paccesiHHoro cknepo3sa (PC), ontukoHeBpomuenuta (OM),
OCTPOro paccesHHoro sHuedanomuenuta (OP3OM) npuHumnum-
anbHo otnmyatoTcs. CnoxHocTb nocTaHoBKK anarHo3a PC nog-
TBEPXAAETCs JaHHbIMK nccnepoBaHuii: B 10% cnydaes ayTo-
ncun PC He BbIsiBNsieTCs, a 0kono 20% nauneHToB, HanpaBns-
€MbIX Ha KOHCYNbTaLMIO C AMArHO30M “pacCesiHHbIN Ckepos”,
UMEIOT Apyrvie 3a60neBaHus.

OnTykoHEeBpPOMMENUT — BTOpas no 4yactote ¢popma BOC-
NanuTenbHOro AeMUenuHU3Mpylowero 3aboneBaHust mnocie
PC. 3abonesaHve NpenmMyLLIECTBEHHO PACMPOCTPAHEHO CPEAN
nnL, adpUKaHCKOro 1 a3mMaTCckoro NPOUCXOXAEHUS, BbIXOALEB
13 cTpaH JlatuHckon AMepurkn, KOpeHHbIX nHaenues Cesep-
HOM AMepuKK, MHAOYCOB, rae BcTpedaemocTb PC HeBbiCcOKa.
B eBponeiickmx ctpaHax n CLUA nons OM cpenn ocTaNbHbIX
nemuenvHnanpytowmx 3abonesanunin LLHC coctaensiet 1-5%.
PacnpocTpaHeHHocTe OM cpean npeacTtaBuTenein eespone-
OWAHOM pacbl NO AAHHLIM PA3ANYHBIX SNUAEMUONOTNHECKMX
nccneposanuin coctasnaet 0,3-4,4 Ha 100000 Hacenexus.
OpHako MHorve cnydan OM Hepeako OWMBOYHO TPaKTYOTCS
kak PC, peunanBupytoLwmii nonepeyHbii MMenuT nmbo peuu-
LVBUPYIOLLNIA PETPOOYIbOAPHBI HEBPUT.

BospacT Havana 3aboneBaHust — OT AETCKOro A0 MOXu-
JIOr0 CO CHMXEHMEM HacTOoTbl BCTpeyaemocTu nocne 50 ner.
CpenHuii Bo3pacT nepBoit ataku 3abonesanus — 35-41 rop,
npu peuvanBrpYIOLWLEM TUNE TeueHns 3abonesaHus n 29 net
npy MOHOMAa3HOM TeyeHUN. XKeHLLMHbI GONEOT ropasao Hallle
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(85% cnyyaeB), 4emM MyXUuHbI, 1 0ObIYHO YacToTa 3aboneBa-
HWS Y XEHLLUMH Bbilwe, Yem npu PC. Mpu moHoda3HoM Tune Te-
YEHVSI COOTHOLLEHNE MYXXYUH U XXEHLLMH NpubnuxaeTtcak 1: 1.

MpeacTtaBnexnns 06 OM kak ogHom u3 BapuaHToB PC co-
XpaHsancb BnaoTb 4o 90-x rogoB NpoLLioro Beka, koraa aanb-
HeLwmne KIMHUYECKNe 1 rMcTonaToNnornyeckme NcCnesoBaHmns
N3MEHUAN KoHLenumnio n mecto OM cpeam pacLumnpsioLLerocs
crekTpa ayToMMMYyHHbIX paccTpoiicte LUHC. HoBbiM aTanom B
pasBMTUM 1 NOHUMaHKK naToreHesa OM SBUNOCH OTKPLITUE B
2004 r. V. Lennon et al. cbiBopoTOYHbIX ayToaHTuten NMO-IgG
(neuromyelitis optica — Immunoglobulin G), koTopble B COBO-
KYMHOCTM C HanM4Mem Npu3HakoB OCTPOro MUenTa 1 onTuye-
ckoro Heeputa otamyanu OM ot PC 1 gpyrmux oeMmnennHuam-
pytoLmx 3abonesaHunin. B nocnenyouime rogpl 66110 NokasaHo,
4yto NMO-IgG cenekTMBHO CBSI3bIBAETCH C aAKBAMOPUHOM-4,
O[IHVM 13 OCHOBHbIX 6€/1KOB BOAHbIX kaHanos LIHC, nokanuay-
IOLLIMXCS B HOXKAX acTpOLMTOB, 06pasytoLyx rematosHueda-
nnyeckuin 6apbep (F3B). Taknum 06pa3oMm, B HACTOSILLLEE BPEMSI
OM - eAuMHCTBEHHOE [eMUenVHu3upyollee 3abonesaHue,
Npu KOTOPOM BbISIBAIEH crieunduyecknii bromapkep.

B ocHoBe OM nexut ayTOMMMYHHbIA NPOLLECC, HauMHa-
IOLLMIACS C aKTUBHOW MPOAYKUMM Cneunuduyeckmx aHtuten Ha
nepudepum, ¢ nocnenyowyM NPOHMKHOBEHMEM MX Yeped MOb
1 CcBSi3blBaHMEM C 6efikoM akBamnoprHOM-4, KOTOPbIA pacno-
JIOXEH HA MeMOpaHe acTPOLMTAPHbIX HOXEK, Y4aCTBYHOLLMX
BMECTE C kanunnapamm B dopmmposanum M'96. 3to npusoant
K Pa3BUTMIO BOCMAIMTENBHOW pPeakummn, akTUBaLMM CUCTEMbI
KOMMAEMEHTA, MOBBLILLEHHON MNPOAYKUMN BOCMAIUTENbHBIX
unTokMHOB (IL-17, IL-8, rpaHynouuUTapHbIin KONOHMECTUMYN-
pytoLwmn daktop). HapyLueHve KneTo4HbIX MexaHW3MOB TPaHC-
nopTta BoApl, noBpexaeHne 36 n akTnBHas MHGUALTPaLMUS
neprBacKyNsPHOr0 MPOCTPAHCTBA KIETOYHBIMU 3NEMEHTAMM
KpOBW (HeilTpodunamu, 3o03nmHodunammn) cnocobCTBYIOT pas-
BUTWIO AEMUENNHM3ALMIN, COCYAUCTON rMnepnnasum ¢ rmanu-
HM3aupen CTeHOK KanuanispoB, HEKPO3Yy ONUIOAEHOPOLMTOB
1 HEMPOHOB 1 06pa30BaHUIO CreundUYECcKMX NONOCTEN Kak B
6enom, Tak U B CEPOM BeLLECTBE CMMHHOrO Mo3ra. bonbluoe
3HayYeHne NMeIT B-KNeTouHO-MHAYLMPOBaHHbIE peakLumm, 4To
He xapakTepHO ansa TUnu4Horo Tedennst PC, HO HabnoaaeTcs
NP TXENbIX ero popmMax.

B otnnume ot PC, B OCHOBE pa3BUTUSi KOTOPOTrO iexar npe-
MMYLLLECTBEHHO KNETOYHbIE MexaHn3Mbl, OM aBnseTcs ayTo-
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WMMYHHOW acTpoumTonaTueli/kaHanonaTnen, Kotopas umeet
ryMOpasibHO-0NoCPea0BaHHbI MEXAHU3M.

[pyrumun natoreHeTmyecknMm mexaHmamamu npyu OM aB-
nf0TCS: 1) akTMBaums KNeTo4HOro UMMYHUTETA, YTO NPUBOANT
K MHOWABTPALMM FPaHYNOLUMUTOB U rmbenn acTpOLMTOB C NoTe-
pei akBanopuHa-4, onMroaeHapPoLMTOB 1 AEMUENMHN3AUNN,
rmbenn HempoHanbHbIX KNETOK; 2) HapyLUeHWe TpaHcnopTa u
ytunmadauum rnytamarta. Mpwu pecteum NMO-IgG nponcxoamnt
YMEHbLLUEHNE CBSI3aHHbLIX C akBanOPWHOM-4 TpaHCNOPTEPOB
BO30YXOaoWwyx aMMHokMcioT EAAT2, 4To HapyllaeT TpaHc-
nopT raytamara. Takke B MOPaXeHHbIX aCTPOLMTAX CHUXKAETCS
CVHTE3 MyTaMWHCUHTETA3bl, NpeBpaLlatoLLeli ryTamaT B [y-
TaMWH, U HapyLaeTcs yTuamdaums nocnegHero. Takum obpa-
30M, NMPOVCXOAMNT BbICBODOXAEHWE ryTamaTa U3 acTpoLMTOB,
€ro BHeK/IeTO4HOE HaKkomaeHWe ¢ NocneaytoLein rnbenbto onm-
rofeHAPOLMTOB NO TUMY 9KCANTOTOKCUYHOCTH.

KnuHuyeckas kapTrHa xapakTepnayeTcsl CO4ETaHUEM CUH-
[POMOB OMTWMYECKOrO HEBPUTA W/UAN MPOLAOSLHO-MOMNEPeY-
HOro MuenuTa. MopaxeHus 3pUTENbHbIX HEPBOB U CMMHHOIO
MO3ra B HEKOTOPbIX C/ly4asix MOryT BO3HMKATb OLAHOBPEMEHHO,
HO Yallle — C BPEMEHHBIM UHTEePBasiOM, KOTOPLIA MOXEeT CO-
CTaBnATb MECALbI, FOAbl 1 Jaxe gecatunetus. CumntomaTmka
HapacTaeT B TEYEHME HECKONbKUX JHEN, a PerpeccupyeT He-
JensmMun 1 MecsiLlaMu, 3a4acTylo C COXPaHEHNEM OCTAaTOYHOrO
HeBposnornyeckoro aeduumta. C kaxaon nocneaywllen ata-
KOV HEBPOSIOMMYECKNA AedUUUT HakananmBaeTcs 1 NPUBOAUT
K TSOKENENLLIMM HAPYLLUEHNSIM CO CTOPOHbI ABUrATENbHOW, YyB-
CTBUTENbHOW, 3pPUTENIbHOI 1 BEreTaTMBHOM CUCTEM. [Ins OLEeH-
KV CTENEHW BbIPAKEHHOCTY HEBPONOrMYECKoro aeduumTa, kak
n npu PC, ncnonb3dyerca pacluMpeHHas Likana WHBannamn3a-
umn EDSS.

Mpu nopaxeHnn 3puTenbHOro Hepea npu OM nMmeeT MecTo
cnegyowee:

o B 80% cnyyaeB NOpaxeHne NpeaLlecTByeT MUENNTY;

o opaxeHne MOXeT ObITb 0AHO- MO0 [IBYCTOPOHHUM;

o BO3HUKHOBEHWNE HEBPUTA 3PUTENILHOrO HEPBA OAHOBPEMEH-
HO C ABYX CTOPOH WAM NOCNe0BaTeNIbHO C OLHOW U Apyromn
CTOPOHbI B KOPOTKUIA CPOK CBUAETENLCTBYET O BbICOKOW BE-
POATHOCTM Hann4uns OM;

NopaxeHne 3puUTeNbHbIX HEPBOB 0BLIYHO TSXENOE, B PEAKMX
CNy4asx — aCUMMNTOMHOE;

060neBovi CMHAPOM B 06n1acTn opouT;

NMO3UTUBHbIE 3pUTENbHbIE (GEHOMEHbI (MEpLAIOLLME OTHW,
NATHA U INHUKY;

O0OHOCTOPOHHSAA cnenoTa pa3suBaeTcs B 60% cny4aeB npu
peunansupytowemM 1 B 22% cnyyaeB y NauMEHTOB C MOHO-
$a3HbIM Te4eHneM 3a60eBaHNS;

npu obTanbMoCKonMn 06HapyXXMBaeTCs HOpMasibHas KapTu-
Ha rnasHoro aHa nmbo HebonbLIas CTYLEBAHHOCTb AMCKOB

3pUTENbHBIX HEPBOB U OTEK, B XPOHUYECKUX CydYasx — aTpo-
dua 1 6NesHOCTb ANCKOB;

e NP NEPUMETPUM — KBAPAHTHAsA, TPUKBAAPAHTHAs umn 6u-
TemrnopanbHas reMuaHoncus, nepudepruyeckne CKOTOMBI,
yTpara LBETO4YBCTBUTENIbHOCTMU.

BoeneyeHue cnuHHoro moara npu OM 06bl4HO NPOSBNSET-
€S MWUENIMTOM MNPOTSXKEHHOCTBLIO TPY 1 Gonee BepTebpanbHbIX
cermenTa. MopaxeHue sBnseTcs 06bl4HO Gonee TSXENbiM B
cpaBHeHumn ¢ PC, ¢ oCTpbIM (Ha MPOTSXXEHMMN YAaCOB/AHEN) pas-
BUTUEM CYMMETPUYHBIX IPYObIX ABUraTesNbHbIX, YyBCTBUTENb-
HbIX 1 Ta30BbIX HApYLUEHWA. [py NOpaXeHUn CANHHOIO MO3ra
(MyenuT) npu OM nmeeT MeCTO cnepyloLee:
¢ B OT/IM4Me OT Habnogaemoro npu TunmyHoM PC nopaxkeHue
SIBSIETCS 00bIYHO BONee TAXKENbIM;

OCTPOE pPa3BUTME CUMMETPUYHBLIX TPYObIX ABUraTENbHbIX

(napa- v TeTpanapesbl), YyBCTBUTESNbHLIX U CHOUHKTEPHbIX

HapYyLUEHW (“NOMHbIV NONepeyHbIn MnuenuT”);

paaukynspHele 6011, NapokcrMamarbHble TOHUYECKMe cnas-

Mbl 1 cumnTom JlepMmuTTa passueaiotcs B 1/3 cnyyaes npu

PEMUTTUPYIOLLEM TEYEHUM 3a00NEBAHNS, HO KpaliHe peaKm

WU He BCTPeYaloTCst Npu MoHOda3HOM TeyeHun 3abone-

BaHUS;

y 77-88% BGonbHbIX NOC/Ee aTakm MuenuTa HabnaaeTcs Yac-

TUYHOE BOCCTAHOBNEHWNE ABUraTefbHbIX QYHKLUNIA; MOMHbINA

perpecc HexapakTePeH;

B 80% cny4yaeB MUENUT NOKANN3yeTCs B FPYAHOM OTAENE (Kak

MPaBuUIIO Y NALLMEHTOB, NMOMOXUTENbHBLIX MO aHTUTENAM K aK-

BanopuHy-4).

Henpekpataiolasacs 1koTa, TOWHOTA U HEYKpOTMMast
PBOTA, @ TaKXe AbIXaTeSlbHble HAPYLLUEHNS 0OHAPYXMBAIOTCS Y
17% 60nbHbIX pemutTMpyowmM OM BCneacTBMe pacnpocTpa-
HeHUs LLepBMKabHOrO oyara Ha NpoAoaroBathIii Moar. Jpyru-
MU CUMMATOMaMM NOPaxeHUs CTBOMA MO3ra SBASIOTCS rON0BO-
KPYyXeHve, noteps cnyxa, cnabocTb NMLEBO MyCKynaTypbl,
TpuremuHanbHble 60nu, AUNAONWS, NTO3 1 HACTarM.

B oToenbHbix cnydasx OM pa3suBaloTCs 3a4HSS BO3BPAT-
Has aHuedanonaTvs, SHAOKPUHONATMN (Yalle BCEro runota-
namuyeckme HapyLleHust). Hanbonee 4acto BCTpeyatoTcs ame-
HOpest, ranakTopes 1 rmnepnponakTUHEMUS.

BbloensioT MOHOMAa3HbIA Y PeLManBUPYIOWNA TUMbI Te-
yeHus 3abonesaHust. Mpu peumamsupyowem tune (y 80%
NauMeHTOB) NepBbIE aTaky ONTUYECKOr0 HEBPUTA U MUENMTa
MOryT ObITb Pa3aenieHbl Mexay co0ol N0 BPEMEHW HeaensiMu
NN gaxe rofamu; Ha npoTsKEHWM MepBOro roga obocTpe-
HVe BO3HMKaeT y 55% naumeHToB, Ha NPOTSXEHUN NepPBbIX 3
n 5 net -y 78 n 99% cooTtBeTcTBEHHO. MOHOda3HOe TeueHne
3aperncTpmpoBaHo MeHee yem y 20% naupentos ¢ OM -y na-
LMEHTA OAHOBPEMEHHO Pa3BMBAETCS OAHO- MO0 [ABYCTOPOH-
HWIN HEBPUT 3PUTENBHOIO HEPBA N MOMEPEYHbI MUENUT, 3aTEM
MOBTOPHbIE 3MN304bl MUENWTA U/UAK ONTUYECKOrO HEBPUTA HE
perncTpupyloTcs. JaHHble nauneHThbl Yalle CepOHEraTuBHbI Mo
aHTMTENnaMm K akBanopuHy-4. ONTUKOHEBPOMUENNT NPOTEKAET
06bl4HO Tsxenee, Yyem PC. BocctaHosneHue nocne atak OM
Kak npaBuno HenonHoe. B otnnumne ot PC ans OM Hexapak-
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TEPHO BTOpPUYHOE nporpeccupoBaHne (npu OM BcTpeyaeTcs
b B 2% cny4aes).

JlabopaTopHas AuarHocTmka

OnpepensiiowymM MeTonoM nccnegosanus npyu OM saeng-
eTcsl MarHUTHo-pe3oHaHcHas Tomorpadus (MPT). Y 6onbLueit
yacTtn naumeHtoB MPT, BbINOSIHEHHAs B OCTPYIO a3y Muenun-
Ta, NO3BONSET BbISBUTH OOLUMPHBIA HEMPEPLIBHbLIA Oyar no-
pPaXeHUsi CMMHHOrO MO3ra, KOTOPbI PacnpoCTpaHaeTcs no
LNVHHUKY BONee YEM Ha TPY NO3BOHOYHBLIX CErMEHTa, OHAKO
OTCYTCTBME O4ara WM KOpoTKMe ovary (MeHee [BYX CErMeH-
TOB) MOTYT ONPEAENsTLCS B NEPUOLbI PEMUCCUIA UNK B OTAA-
NeHHble nepuoabl 3aboneBanus, koraa GopmmpyeTcs aTpodus
CMMHHOrO Mo3ra. B ocTpbIil neproa, CMHHOM MO3r HabyXLUKiA
1 OTEYHBII, 04Yar MOXET HakanIMBaTb KOHTPACTHOE BELLECTBO,
WHOrAa B TEYEHME HECKONbKMX MecsLeB. B otanyme ot OM npu
PC ouarv geMmenmHm3aumm B CIMHHOM MO3re Mo AnHe 00bIy-
HO He NPEBbILAIOT 1-2 NO3BOHOYHBIX CEFMEHTOB.

Mpu MPT ronoBHOro mMo3ra Ha HadyasibHbIX cTagusx 3a60-
NleBaHuNs HopMasbHas kapTuHa HabntogaeTcs y 55-84% nauy-
eHToB ¢ OM, 0flHaKO BO3MOXHO MOSIBNIEHME O4aroB B 6enom
BELLECTBE B TeYeHue pa3snTus 3aboneeaHust. LlepebpanbHble
o4aru no CBOeW nokanmaaumm NMeT NPeapacnonoXeHHOCTb
K TEM y4acTKam rOfI0BHOMO MO3ra, rae OTMEYaeTCsl BbICOKMM
YPOBEHb MMMYHOPEAKTMBHOCTM K akBamnopuHy-4 (runotana-
MyC, CTBOJ1 FONI0BHOr0 Mo3ra, Il v IV xenynouyku).

[ns OnMarHOCTMKM OMTUYECKOTr0 HeBpWTa MCMOMb3YTCs
cnepyloLme MeToapl:

e OMTMYeckast korepeHTHast Tomorpadus (NokasbiBaeT UCTOH-
YEHUEe PETUHANBbHbBIX BOJIOKOH);

e Bbi3BaHHbIE MOTEHUManbl (3amMenyieHne MnpPoBeAeHNst Mo
[OaHHbIM 3PUTENBHBIX BbI3BaAHHbLIX NOTeHUManos (nuk P100)
BMJ0Tb A0 NOJIHOrO OTCYTCTBUS OTBETA);

o MPT (B ocTpyto a3y MoxeT HabnaaTbCs 0TEYHOCTb 3pK-
TENbHOrO HEPBA ¥ HAKOMEHWE M KOHTPACTHOrO BELLECTBA).

B uepebpocnuHansHoi xugkoctn (LLCXK) npu OM kak
NPaBuo HE BbISBASIOTCA U3MEHEHUS, MOXET OTMEYaTbCS He-
6onbLwoit nneounTos (>50 nelikounTtos B 1 MMm®), npenmyLle-
CTBEHHO MMMOUNTAPHBIN C HANMYNEM HENTPODWIOB U MHOTAA
903nHOGUNoB (B 30% cnyyaes); NMOBLILLIEHVE YPOBHS Oernka (B
45-75% cnyyaes). OnuroknoHansHble IgG npu aHannse LICXK,
BcTpeyaemble npu PC B 90% cnyyaes, 06HapyXm1BaOTCS nNpu
OM nuwb B 20-40% cnyyaeB. Takke B IMKBOPE MOXET OblTb
BbISIB/IEH TAKOW Hecneundunieckmin Mapkep akCoHabHON Hel-
ponereHepaumu, kak Tskenble Lenu HepodrnaMeHToB.

AHTuTena k akeanopuHy-4 (NMO-IgG) - cneunduyeckuin
6uonornyeckmin mapkep OM; MOCKOJNbKY 4YyBCTBUTENBHOCTb
1 cneunmduyHOCTb ero BecbMa BbiCOkM (75 1 85-99% coot-
BETCTBEHHO), UX BbISIBNIEHUE Y NALMEHTOB CO 3PUTENBHO-CMU-
HaNbHbIM MATTEPHOM AEeMUENUHU3MPYIOLWero 3abonesaHus
NO3BONSET NPOBOANTL ANbPEPEHLMANBHEBIA AMarHO3 Mexay
OM u PC, ngmonatmyecknum nonepeyHsiM MUENMTOM, pekyp-
PEHTHbIM Uny GrnaTepanbHbBIM HEBPUTOM 3PUTENBHOMO HEPBA.
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NMO-IgG MoryT BbISBASITLCSH Y MNALMEHTOB 33[01r0 A0
dOpMMPOBaHNA LENOCTHOM KapTuHbl OM. He ycTaHOBNAEHO
CBAI3M MEXAy KONMYecTBOM 000CTPEHUI, OINTENBHOCTLIO 3a-
60neBaHNs, HaIMYMEM MATONIOrMYECKMX O4aroB B FOJSIOBHOM
mMo3re v nameneHuamu B LUCXK ¢ BbISBNeHMEM aHTUTEN B KPO-
BU. Y naumeHToB, nmetowmx nonoxutensHeli NMO-IgG cTa-
Tyc, 060CTpeHns Gonee yacTole, 6OMbLIE BbIPAXEH HEBPOO-
rmdeckuii neduumnt. Takke Obl0 Noka3aHO, YTO BEPOSITHOCTb
accoumaummn ¢ NMO-IgG noBbiwanacb npu Hanuymm >3 nepu-
BEHTPUKYNSIPHbLIX 04aroB B rOJIOBHOM MO3re, 04aroB B 6e/0M
BELLLECTBE FOJIOBHOrO MO3ra, a Takxke npu 6osee NpoTsaXeH-
HbIX O4Yarax AeMUenvHW3auuyM B CUHHOM MO3re B TevyeHue
peMumccun. YPOBEHb aHTUTEN K akBarnopuHy-4 KOppenvpyeT ¢
aKTVBHOCTbIO 3a00/IEBAHNS U CHUKAETCS MPY JIEHEHUN PUTYK-
cvMmaboM, a3aTronpuHoM, uuknodpocdammaom. TUTpsl aHTK-
TEN TaKKe CHUXANMChb NPU Ne4eHNN METUANPELHN30IOHOM 1
oCTaBasMCh HU3KMMU B TedeHne pemmuccun. Hanbonee BbICO-
Kue TUTPbI aHTUTEN ONPEAENSNNCh Y NaUUEHTOB C MNOMHOW MNo-
Teper 3pEeHUs 1 BbIPAXEHHBIMU NOPAXEHNSMU FOIOBHOMO MO3-
ra. Takxe 6bi10 BbiiBNEHO, 4To TUTPLl NMO-IgG koppenunposa-
SN C AJIMHOW o4ara B CMIMHHOM MO3re B MePUOA, PEMUCCUM NP
MUHMMYME HEBPOOrM4ecKor cMMnTomMaTunku. MNokasaHa Kop-
pensaumns TUTpa aHTUTEN C THKECTbLIO 3PUTESbHBIX HAPYLLEHWIA.

OuarHocTtuyeckne kputepumn OM

MNepBble anarHoctuyeckme kputepum (1999 r.) ocHoBbIBa-
JINCb UCKIOYNTESBHO Ha KIIMHUYECKON KapTnHe 3a00eBaHus.
B 2006 r. 6binm pa3paboTaHsbl, a B 2008 . yTOUHEHbI COBPEMEH-
Hble OMArHOCTUYECKME KPUTEPUM AnS MOCTaHOBKM AMArHO3a
OM, BkJovatoLme B cebs TP OCHOBHBIX KPUTEPUS, KOTOPbIE
LLOMXHBI MPUCYTCTBOBATL 06513aTeNbHO, XOTS MOryT ObITb pa3-
HeCeHbl BO BPEMEHM, 1 NMOATBEPXAAtOLLIME KPUTEPUM, U3 KOTO-
pbIX [LOMKEH ObITb BbISIBNEH XOTS Obl OAMH.

OCHOBHbIE KpUTEPUL:

1) onTUYeckmin HeBPUT C NMopaKeHMeM OLHOro uan obomx
rnas;

2) NONepEeYHbIt MUENINT C KIIMHUYECKONM KAaPTUHOW MNOTHOrO
VAN YaCTUYHOrO NOPAXeHUs! MOMNepPeyYHrka CNMHHOrO Mo3ra 1
rMNEPUHTEHCUBHBIM o4arom B T2-pexmme MPT, pacnpoctpa-
HEHHbIM Ha TpW 1 Boniee CermeHTa CNMHHOIO MO3ra;

3) OTCYTCTBME AaHHBIX 32 CapKOUA03, BACKYANUTbI, KNHW-
4ecKylo MaH1decTaumio CUCTEMHOW KpacHow BonyaHku (CKB)
1 Opyrue BO3MOXHbIE MPUYMHBI CUHAPOMA.

JONOnHNUTENBHBIE KPUTEPUN:

1) MPT ronosHoOro mosra (B HOPME WM C U3MEHEHUS-
MU), He YAOBNETBOPSIOLLME NOMHOCTLIO KpuTepusam Barkhof un
McDonald: otcytcTBue namerexmnin npu MPT ronoBHoro mosra
npu gebioTe 3abonesaruns (xapaktepHoe ans PC);

2) NONOXUTENbHBIV TECT HA 0BHAPYXEHNE AHTUTEN K aKBa-
NOpUHY-4 B CbIBOPOTKE KPOBM MK LLEepebpoCcnHanbHOM Xua-
KOCTW.

[aHnHble no anddepeHumansHo ANarHoCTUKE B cryvae
TUMUYHBIX BApPUAHTOB [AEMUENUHU3MPYIOWMX 3a00neBaHui
npuBeLieHbl B Tabnmue.



Hesponormnyeckuin anropmtm

IOnddepeHumnansHbli anarHo3 OM (Hanbonee TUNUYHbIE CUTYaLUK)

oM
BapviabensHo

MpusHaku

MpepwecTBytoLas nHdekums
U UIMMYHU3aLMS

[on (KEHLLMHBI : MyX4YUHbI) 9:1

CpepnHuii BO3pacT Havana 39

3a60n1eBaHUs, rofbl

Muenut [opocTpblin, CUMMETPUYHBIN
CuMNTOMBI OnTUYECKNIN HEBPUT, MUENUT

Octpoe Hayano B 100% cnyyaes,
80-90% - peunavsmpyoLLEee,
10-20% — MoHOda3Hoe.
OTCyTCTBME BTOPUYHOIO
NPOrpeccrpoBaHus

Havano v TeyeHne

Haxopgku npu MPT

roJIOBHOMO MO3ra B nebioTe HeT o4aros,
10% - runotanamyc, CTBOf,

Il wn IV xenygoukn

MpOTSXEHHOCTb 04aroBOro
nopaxexus 6onee

3 CEermMeHTOB, LieHTpabHas
Jiokanmaauus

CMMHHOro Mo3sra

LCX MnenounTo3 HENTPOPUNLHLIN
>50 kn/mn®. ONUrokNoHaNbHbIE
komnnekcbl 15-30%

NMO-IgG i

PC
BapuiabensHo

2:1
29

MopocTpblin, aCUMMETPUYHBIV

Pa3Hoob6pasue KIMHNYEeCKmX
CYMMTOMOB, AMCCEMUHALS

B NMPOCTPAHCTBE 1 BPEMEHW
10-15% - nporpeccupytoLee
TeyeHne, 85% — pemutTMpytoLLee,
50% — nepexon BO BTOPUYHO-
nporpeccupyioLLee

[epnBEHTPUKYASPHbIE
1 cybKOPTMKanbHbIE o4aru

[pOTSXEHHOCTb 04aroBoro
ropaxeHusi 6osee 1-2 cerMeHToB,
nepudepuryeckas nokanmsaums

MnenounTos nuMmdounTapHbIn
<50 kn/mn®. ONUrokoHasNbHbIE
Komnnekcobl 85-90%

OP3M
TunuyHo
HeT pasHuubl
<30

MopocTpbli, MynbTUOOKaSbHbIN

PasHoobpasue KIMHNYeCcKnx
CYMMMTOMOB, ANCCEMUHALNS
B NMPOCTPaHCTBE

MoHodasHoe

CybKkopTuKasnbHble o4aru, MoryT
nopaxaTb CEpOe BELLECTBO

BapuabenbHble

MnenounTos nuMmooumnTapHbIn
>50 kn/mn®. ONUrokNoHanbHbIE
KOMMIEeKChbl OTCYTCTBYIOT

OI'ITMKOMI/IenVIT-aCCOLI,I/II/IPOBaHHbIe

paccTpoicTBa

AHTWUTENA K aKBanopuHy-4 BCTPEYalTCs HE TOJIbKO Mpu
OM, Ho Takxe n npu OM-accoumrpoBaHHbIX 3a60neBaHusIX,
UMEIOLLMX KIMHUYECKYIO KapTWHY, HE COBCEM TUMWYHYIO AnS
OM: Hanuumne 04aroB MOPaXeHWs rOfIOBHOrO MO3ra, COmMyT-
CTBYIOLLMX 3a00NEBAHNIA HEPBHOW CUCTEMbI UM CUCTEMHBIX
3aboneBaHuii. B HacTosiwee Bpemsi K OM-accoummpoBaHHbIM
paccTponicTBam OTHOCAT: 1) orpaHunyeHHble ¢dopmbl OM:
“‘namonaTnyeckuii’ NPoLOSIbHO-PACMPOCTPAHEHHbBIA MUENT
(o4ar B CNMHHOM MO3re >3 NO3BOHOYHbLIX CErMEHTOB) 1 Guna-
TepasibHbIl €ANHWUYHBIA AN NOBTOPHLIN ONTUYECKUIA HEBPUT;
2) as3maTckumii onTuKocnMHanbHeld PC; 3) onTuyecknini HeBpuT
WAN  NPOAOABHO-PACMAPOCTPAHEHHbBIA  MUENNUT, acCOLMUPO-
BaHHbIA C CUCTEMHLIMU QYTOMMMYHHbIMU 3a00NEeBaHUSMU;
4) ONTUYECKUIA HEBPUT WAN MUENWT, aCCOLMUPOBAHHLIA CO
“cneundunyeckumn” ans OM noBpexaeHNsS MM rONI0BHOrO MO3-
ra (rmnotanamyc, NepuBeHTPUKYNSPHOE NPOCTPAHCTBO, CTBON
rOJIOBHOr0 MO3ra).

MuWennT 1 ONTUYECKUIA HEBPUT — PEAKME COCTOSIHUS, KO-
TOpble MOFYT BO3HWKHYTb Y MAaUMEHTOB C ayTOUMMYHHbIMU
3a00neBaHNsMM1, TakKMMU Kak CUCTEMHAsl KpacHasi BOMYaHKa
(CKB) n cuHgpom LWerpena (CLU). MNMonosmHa 13 atmx naum-
eHToB ¢ CKB u Tpetb ¢ CLU aBnsoTCA Cepono3nTUMBHLIMU MO
NMO-IgG, Torga kak nauveHTbl 6e3 NpPosiBAEHWIA MUenuTa u
ONTUYECKOrO HEBpUTA SABASIOTCS CEPOHeraTMBHbIMU. Takke
y CEpono3nTMBHbLIX NauueHToB ¢ CLU 3HauMmMo yalle BbiSB-

NFIOTCH MPU3HAKM NOPAXEHUS 3PUTENBHOMO HEPBA U CMUH-
Horo mosra no gaHHeiM MPT. Y NMO-IgG-nonoxuTensHbix
MauUMEHTOB Yalle BbISIBASNNCE aHTVHYKNI€ApHble aHTUTena u
SSA/SSB-aHtUTEna (Sjogren syndrome autoantibody), yem y
NMO-IgG-oTpuuatenbHbix. Takke y naumentoB ¢ CKB n CLU,
ceponoautueHbix N0 NMO-IgG, yalle BbIIBASIOTCS Opyrue
cucTeMHble 3aboneBaHus. Mo Bcell BMOAMMOCTU, MaUMEHTHI,
noautusHele N0 NMO-IgG, nmeloT aBa napannenbHO TEKYLLMX
AYTOMMMYHHbIX 3a00NeBaHKs, @ HEBPONOrMYECKE CUMMTOMbI
CnyXat He OCNOXHEHWEM OCHOBHOrO 3ab0NeBaHusi, a NPosiB-
neHrem OM. Taicke aHTutena NMO-IgG v knmHWKa onTuyecko-
r0o MVYennTa MOryT BbISIBASITLCS NPV ayTOUMMYHHOM TUPEonam-
Te n ANCA-accoummpoBaHHbix Backynutax (ANCA — aHTutena k
uMTonnasMe HemTPoOPUIOB) — MUKPOCKOMMUYECKMIA NOANAHIN-
1T, rpaHynemaTos BereHepa n cungpom Yepaxa—Crpocc. MNpu
BbISIBJIEHUW MONOXUTENIbHOTO TUTPA @HTUHYKNEaPHbIX aHTUTEN
nnn SSA/SSB npu OTCYTCTBMU KINHUYECKMX OAHHBIX CUCTEM-
HbIX 3a60N1€BaHWI HENL3S UckoyYaTb OM.

OnvcaHbl cnyyan Co4ETaHNS MUACTEHNM (MPEVMYLLLECTBEH-
HO reHepann3oBaHHon Gopmel) ¢ OM unmn nonepeyHsIM M1uenm-
TOM, B NOAABASIOWEM OONbLUNHCTBE C/y4YaeB KNMHMKa M1acTe-
Hum npegwecteyeT OM unu nonepeyHomy muenuty. CpeagHss
LNUTENbHOCTb MEXAY HayanoMm MuacteHun n OM/nonepeyHoro
muenuta coctasnset 15 net. Y 80% naumeHToB npoBoamnach
TUMOMIKTOMUS UAK JlyyeBas Tepanus TMMmyca [0 Pas3BUTUS
OM unu nonepeyHoro muenuta. CovetaHme mvacteHm n OM
pPa3BMBAETCS MPEVMMYLLECTBEHHO Y XEHLUMH C IOBEHWUBHON

HepsHsbie 6une3nu 22014
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MN30n1poBaHHbI ONTUYECKUIA HEBPUT |

v

OZHOCTOPOHHSS MOTEPst 3peHNs,
6071b, NIETKA OTEK/OTCYTCTBIUE OTEKA
3pUTESILHOTO HEPBA, OTCYTCTBIE
MPOrpPeccMpoBaHis Yepes 3 Hep,
LieHTpasbHbIE U MapaLeHTpabHble
CKOTOMbI

OAHOCTOPOHHSS (pexe) nnu
[IBYCTOPOHHSS (YaLLe) moTepsi 3peHus,
6011b, BbIPaXEHHbI OTEK 3PUTENILHOrO

HepBa, NporpeccrpoBaHyie Yepes 3 Hep,
HeLeHTpasIbHblE CKOTOMbI, KBafpaHTHas,
TpUKBaApaHTHasi, butemnopanbHas
remviaHoncus

OtcytcTBue 6051, OTEK Ha ceTyaTke,
TAXEbIVi OTEK AVCKA 3PUTENBHOTO
HEpPBa, KPOBOU3VSHUSA B CETYATKY,
NPOrpeccupytoLLas noTeps 3peHus,

[IBYCTOPOHHSAA MOTeps 3peHus

v

v

v

| TunuyHo gns PC |

Y

| MPT ronoBHoro mosra |

v v

MHoroo4arosoe
OtcyTcTBUE
nopaxeHue,
04aroBOro
COOTBETCTBME
nopaxeHust
KpUTEPUSIM
Bbicoka PeTpo-
BEPOSITHOCTb 6ynbbapHbIi
PC HeBpUT

Bricoka BeposiTHOCTb OM
nnn OM-accouympoBaHHbIX
paccTponcTB

v

MonoxutensHble NMO-Ig |

[pyrve HeBponatnm
3pUTENILHOIO HepBa:
HacneacTBeHHas (6onesHb Jlebepa),
mwemmnyeckas, VIHd)eKLI,I/IOHHaFI
(BMpycHas, npu cudunuce,
6oppenvose)

v

!

OM/OM-accounmpoBaHHble

paccTponcTea
CvicTeMHble
3aboneBaHus (Npu oM
NOATBEPXAEHHbIX (npu coyeTanum
CEpOoIorn4eckmx C MUENNTOM)
TecTax

MonTBEpXAEHWE: TNKBOP,
Henpodunanonormyeckme,
CEeponormyeckne, reHeTnyeckne
nccnenoBaHus, onTuyeckas
KOrepeHTHasi Tomorpadus u op.

Puc. 1. Anroputm gmarHoCTrky n30aMpoBaHHOro ontuyeckoro Hesputa (no Miller D.H. et al., 2008, ¢ usmerneHusmu).

| M30n1poBaHHbIi Muenut |

HaCTUYHbI MUENNT, N30IMPOBAHHbIE
YYBCTBUTENbHbIE HAPYLLEHNS,
cvmnToM JlepmnTTa, CUHOPOM

BpoyH-Cekapa, xopoluee
BOCCTaHOBJIEHME,
B TOM YMCJIE CMOHTaHHOE

OTCyTCTBME NOPAXEHNS FONOBHOIO
MO3ra Wi 04aroBOE NMOPaXeHMe
rofI0BHOrO Mo3ra, HeTunuyHoe s PC

(o6nactb okono Il n IV xenyno4kos,
runoTanamyc, CTBoJ), MOpaxeHue
CMUHHOrO Mo3ra Tpex 1 6onee
MO3BOHOYHbIX CEFMEHTOB

[onHbI NONEPEYHBIV MUENNT,
YETKUIN YPOBEHb YYBCTBUTENBHOCTU,
paaukynsipHble 6011, apednekcus,
N10X0€e BOCCTAHOBMIEHWE

\4
MPT Bbicoka BepoSTHOCTE OM MPT
nnn OM-accoummpoBaHHbIX
\ \ pPaccTpoincTB v
MHoroo4arosoe ¢ MwuenonaTus: CTpyKTypHas,
nopaxeHve | NonoxvTensHuie NMO-1 nemMuyeckasl, apTepuoBEHO3HbIE
roJIOBHOIO g ManbpopmMaumm, UHPEKLMOHHAS,
mOo3ra, Orcyrcteue ¢ TOKCUYECKas, ly4esasi, 06beMHOE
COOTBETCTBNE 04aroBoro 06pa3oBaHue 1nm OTCyTCTBIE
KpuTepuam, MopaxeHust OM/OM-accoumnnpoBaHHbie nopaxeHus (CUHAPOM
nopaxeHve rO/I0BHOIO paccTponcTaa [mirena-bappe, MmacteHus)
CMHHOrO MO3ra Mo3ra
MeHee AByX * ¢ ‘
MO3BOHOYHbIX
CuctemHble
CEerMeHToB oM MoaTBepxaeHue: TMKBop,
3abonesaHus (Mpu "
(mpwm coyeTaHum Heipoduanonormyeckme,
NOATBEPXAEHHBIX
C ONTUYECKUM ceponormyeckme
Ceponornieckyx HEBPUTOM) VCCNENO0BAHNSA U AP
| Tunuyxo gns PC | | Mwuenut | Tecrax :

Puc. 2. Anroputm AnMarHoCTVKM n30amMpoBaHHoro muenuta (no Miller D.H. et al., 2008, ¢ usmeHeHusiMu).
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HeBpoAormnyeckmin aAroputm

| CoyeTaHue M1enuTa u onTU4eckoro HeBputa |

—| MpusHaku, TunuyHble ans PC v OM (cm. puc. 11 2) l—

A4 \ 4

[ONHBIN NONEePEeYHbI MUENNT, HETKUIA YPOBEHD
YyBCTBUTENBHOCTM, PaauKynsipHble 60nu, apednekcus
B OCTPON dase, Nnoxoe BOCCTAHOBNIEHNE, OAHOCTOPOHHSAS
(pexe) nnu ABYCTOPOHHSA (YaLle) NOTePs 3peHUs,
60/1b, BbIPAKEHHDI OTEK 3PUTENBLHOIO HEPBA,
nporpeccupoBaHune Yepes 3 Hef, HeLleHTPasbHbIe
CKOTOMBbI, KBa[IpaHTHas!, TPMKBaAPaHTHas,
BuTemnopanbHas reMuaHoncus

v v

OTCYTCTBI/IS nopaxeHns roJIoBHOro Mo3ara uian o4arosoe

YacTuYHbI MUENUT, N30IMPOBAHHbIE YYBCTBUTENbHbIE
HapyLUeHnsi, CUMNToM JlepmuTTa, CUHLPOM
BpoyH-Cekapa, xopoLLee BOCCTaHOBNIEHME,

B TOM YWCJIE CMIOHTAHHOE, OAHOCTOPOHHSIS MOTEePst
3peHust, 60sb, NETKMiA OTEK/OTCYTCTBUE OTeKa
3pUTENBHOrO HEPBA, OTCYTCTBUE MPOrPECCHPOBaHNS
yepes 3 Hef, LieHTpasbHble 1 NapaLeHTpasbHbIE, CKOTOMbI

MHoroo4arosoe nopaxeHue ronoBHOr0 Mo3ra, v NopaxeHWe rosIoBHOr0 Mo3ra, HeTunuyHoe ans PC
COOTBETCTBME KPUTEPUAM, NOPaKEHNE CMMHHOIO Mo3ra 4_55_» (obnactb okono Il n IV xenynoykos, runotanamyc,
MeHee [BYX MO3BOHO4YHbIX CErMeHTOB CTBOJ1), MOPaXeHUe CMIMHHOMO MO3ra Tpex

1 601ee NO3BOHOYHbIX CErMEHTOB

v

v

\4
| OnuroknoHansHble nonockl B 90% cnyyaes |<—| Jlnksop |—>| OnuroknoHansHble nosiockl B 20% cnyyaes |
| OTpuuarenbHble |<—| NMO-Ig |—>| MonoxwTesnbHble (B 60MbLUMHCTBE Cy4YaeB) |

v v

OM nnn OM-accoummnpoBaHHbIe PacCcTPOCTBa
PC (Npy NOATBEPXAEHHBLIX CEPONOrMYECKMX TECTAX —
CUCTEMHble 3ab0n1eBaHus)

Puc. 3. InarHocTuyeckumin nomck npyu OM.

HOPMOI MM paHHUM HavanoM MUacTeHUn, Npy 3Tom 0bHapy- PekomeHpyemas nutepaTypa

XMBAETCS OTHOCUTENIbHO MSATKOe TeYEHWEe MUACTEHUU. Takum AyTOMMMYHHblE 3a60NeBaHNs B HeBpoiorun: KnmHudeckoe pyko-

BoacTBO / MNop pen. N.A. 3aBanuwmHa n ap. T. 1. M., 2014.

06pa3oM, pekoMeHAYeTCs MccnefoBaHne aHTUTEN K akBanopu- ~
PaccesHHbiii cknepos / Mop pen. E.N. T'ycesan ap. M., 2011.

Hy-4 y NaLneHTOB C MUACTEHVEN B Clly4ae Hannyms aTUNUYHbIX
Y=Y NAUMEHTOB C MIaCTEHNEN B CITyHae Harl a WmnaT TE. // XypH. Hespon. n ncuxuatp. 2012. T. 112. Boin. 2.

3pUTENBHBIX UK ABUraTEIbHbIX HAPYLLIEHWA. Ne 9. C. 5.
MpuBeaeHHble noaxoabl K avarHoctuke OM (puc. 1-3) Jacob A. et al. // J. Neurol. Neurosurg. Psychiatry. 2013. V. 84.
P 922.

NO3BOJIAOT CBOEBPEMEHHO YCTAaHOBUTL AMArH0O3 1 HayaTb na- ) )
Kira J. // J. Neurol. Sci. 2011. V. 311. P. 69.

TOreHeTn4ecKkyto Tepanmio. 310 KpanHe BaXXHO AJ19 NPOrHo3a Lennon V. et al. // Lancet. 2004. V.. 364. P. 2106.

3abonesaHns, Tak kak Mpu CBOEBPEMEHHOW 1 aAeKBaTHOW Te- Miller D.H. etal. // Mult. Scler. 2008. V. 14. P. 1157.
panuu 5-neTHss BbxreaeMocTb npy OM nosebiluaeTtcs ¢ 68 no Trebst C. etal. //J. Neurol. 2014. V. 261. P. 1.
91%. Wingerchuk D.M. et al. // Lancet Neurol. 2007. V. 6. P. 805.
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