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COBPEMEHHDBIE TAHHBIE Ob OIITUKOHEBPOMMUEJINTE,
NJIN BOJIESHU IEBUKA
Ipod. B. A. IBOPCKAS, nont. A. B. TPEBEHIOK, nion. 0. B. CEBEPUH

XapbKOBCKAsi MEgUUUHCKAA aKageMusi NOCAegUNAOMHOIo 06pa30Banus, YKpauHa

IIpuBeaensl COBpeMEHHbIE JaHHbIe 00 ITHOJOIMH, ATOTeHe3e, NaTOMOP(OJIOrHH, KIMHAYECKOM Te-
YeHHMH, AMArHOCTHYECKON M JIeYeOHOi TaKTHKE ONTHKOHEBPOMHEINTA, KOTOPBIH NpeAcTaBiser coboii
ayTOMMMYHHOE JIEMHEIHHU3UPYoliee 3a60I€eBaHie C HATNYNEM ayTOAHTUTE K 6€IKY BOJHBIX KAaHATOB
acTPOLUTOB — aKBaNoOpPUHy-4. 3a00/IeBanKe XapaKTePU3yeTCs PEUAUBUPYIOIUMHU SNIM301aMH HEBPHUTA
3PUTEJHLHOTO HEepPBa M MONMEPEYHbIM MHUEJIUTOM, MPUBO/ISINIUMHU K TSKEJI0i WHBAJIUAN3AIUU MallHEHTOB.

Knouesvie crnosa: onmuxKonespomuesunmn, 6onesmw ﬂeeurca, afceanopuH—4, cepono3umustbvle U ceponezamusrvle
alyuau, amuonamozenes, namOMopd)()ﬂozuﬂ, KJIUHUKa, Juaznocmuueckue Kpumepuu, jledvenue.

Onrukonespomuesnt (OHM), uzBecTHblii Tak-
ke kak 6osesub [lesuka (B/]),— sTO0 XpoHndeckoe
BOCTIAJINTETbHOE AEMUETNHU3UPYIoIee 3a60IeBaHme
IIEHTPATbHON HEPBHOUW CHUCTEMBI, XapaKTepuayiole-
ecst u30MpaTeIbHBIM BOBJIEUEHUEM B TIATOJIOTHIECK I
mpoilecc MUEJWHA 3PUTEIHHOTO HEPBA U CHUHHOTO
MO3Ta, MPUBOJAIIMM K TSXKEJIOU WHBAJUIU3ANNU
namueHToB [1].

Y4yuTpIBas CXOKECTb NEPBUYHBIX IIPU3HAKOB
u cumirromoB OHM ¢ 1e610ToM paccestHHOrO CKJIepo3a
(PC), 3abosieBanue B Te4eHUE JJIUTENLHOIO BPEMEHH
paccmaTpuBaiu kak BapuaHT PC u maske HasbIBajau
a3uaTCKUM, UM onTukocnuuaiabieiM, PC [2].

[Toce oTkpbITHA criennUYECKOTO MOJIEKYJISAP-
Horo 6uomapkepa aksanopuna-4 (AQP4) OHM cran
paccMaTpUBATBCS KaK CaMOCTOSITEJNbHAs HO30JI0TH-
Yyeckas eIMHUIA C XaPaKTEPHBIMU KIWHUYECKUMH,
PaZIOJIOTUYECKUMK, UMMYHOTIATOJOTUYECKUMHU 0CO-
GeHHOCTSIMU, OoJiee TsIKeJIbIM IIPOTHO30M B OTHOIIIE-
HUW WHBAJUHOCTUA W BbIXXKUBaeMocTu [3].

[To pamneiM sutepatypel, OHM BcTpeuaercs
yamnie B crpanax IOro-Boctouynoit Asun (1,0-4,4 ciry-
yasg Ha 100 teic. Hacenenus). [lopaxkaer mpenmyrie-
CTBEHHO KEHIUH (COOTHOIIIEHNE MEXKIY MY>KUNHAMU
u xenmunamu — 7,8:1-9:1). Cpennuii Bo3pacT naiu-
eHTOB — 39 JIeT, 0JTHAKO eCTh COOBIIEHUS O CIYUasTX
JaHHOTo 3a60JIeBaHKs Y AeTel U IOKUJIbIX Jroaei [4].

B ocmoBe OHM 7exnT BO3HMKHOBEHWE KaHa-
JIOTIATUU ¥ aHOMAJIbHOTO TYMOPAJTBHOTO UMMYHHOTO
OTBETA.

BoisiBiiennbie Biepsbie B 2004 1. B KpoBU 60JBHBIX
anTuresa NMO-IgG (neuromyelitis optica, OHM)
II0Ka3aJ1 CBOIO clelluUYHOCTD 110 PAa3HBIM JJaHHBIM
y 63-91 % marmentos ¢ OHM. Ouu He ompenessioTcs
y 370poBBIX Jwtl, Tpu PC U Ipyrux ayTOUMMYHHBIX
3abosieBanusix. Yepes roj| Oblia 0GHAPYKEHA MUIIEHD
JUIS 9TUX anTuTes — akBanopuu-4 (AQP4), koTopserit
npecTaBsieT co6oit GeoK ceMelicTBa aKBATIOPUHOB,
06pa3yIoNx BOJHBIE KAHALI B KJIETOUHON MeMOpaHe
OTPOCTKOB aCTPOIIUTOB, CTEHOK COCY/IOB, y4aCTBYIO-
muil B 0OpasoBaHWM TeMaTo?HIle(haTuIeCKoro Oa-
ppepa. HauGosbliiast €ro KOHIIEHTPAIlUst OTMeYeHa
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B 3PUTEJIBHOM HEpBe, XMa3Me, FUIoTajiamyce, 1epu-
BEHTPUKYJISPHBIX 06JIACTSIX, CTBOJIE, CEPOM BEIIECTBE
CIIMHHOTO MO3Ta, YTO O0YCIOBIUBAET XapaKTEPHYIO
KIMHUYECKYIO CUMITOMATUKY [4, 5.

OTKpBITHE AKBATOPUHA-4 TT03BOJIUJIO PACTITUPUTD
KIMHUYECKUM CIEKTP aKBAIIOPUHACCOITMUPOBAHHBIX
CUMIITOMOB W COCTOSIHWM, /IS ONUCAHUS KOTOPBIX
MPEJIOKEHO HCII0JIb30BATh TEPMUH <«3a00JI€BaHUS
criektpa ontukoHelipomuesuntar (3COHM) [6].

B mHacrosiiee BpeMs cepoOIO3UTHUBHbBIE TAI[MEH-
TBI C W30JMPOBAHHBIM ONTUYECKUM HEBPUTOM WJIU
MOMEPEYHBIM MUEJTUTOM KJIACCUDUIUPYIOTCS Kak
umeromre 3COHM ¢ BbICOKMM pHUCKOM Iiepepac-
taunst B OHM [6]. CorsiacHO HOBBIM JMArHOCTHU-
yecknM KputepusMm nepedenb 3COHM Bkiiouaer
B cebs1 He TOJBKO CEpPOIO3UTHBHbBIE, HO U CEPOHE-
raTuBHbIE caydan. Y npubnusureabro 20—25% ma-
UeHTOB Oe3 aHTHUTEN K akBanopuny-4 (AQP4-1gG-
CepoHeraTuBHbIE) MPUCYTCTBYIOT aHTHUTeNa K Mue-
JIMH-OJIUTOACHAPOTIINOIUTAPHOMY TJIUKOIIPOTEUHY
(MOG-IgG-ceporio3uTuBHbBIE).

[Ipnu OHM pasBuBaercst JeMueTMHU3UPYIONNNA
HEKPOTHUYECKUH Ipotiece B GEIOM M CEPOM BEIIECTBAX.
AyTouMMyHHOE BOCHaJieHuE TTPOTEKaeT MO TUITY Ba-
ckyauta. Y 100 % manueHToOB B CIMHAJBHBIX OYarax
BOCHAJICHUS OIIPeessieTcs THAIMHU3AINS COCYI0B.
B ouare comep:katcss Mmakpodaru, moauMopdHOIIED-
HbI€ JIEMKOIUTHI, 903MHODUIIBI, KOMIIOHEHTHI KOMILJIE-
MEHTa ¥ UMMyHoro0yauHa [7].

XpoHMYECKHEe OYaru BOCIAJIEHUS XapaKTepU3y-
I0TCS TJIN030M, aTpodueil HepBHOUM TKaHW C TOCJIe-
Iylolllell ee KUCTO3HOMN JlereHepaliieil U pa3BUTHEM
BTOPUYHOU CUPUHTOMUETUN [7].

OHM wunmeet MoHO(DA3HBIN U PEUAUBUAPYIONTNNA
tunbl Tedenus [7]. Ilpu morodazHaoMm tutme (Bctpe-
yaercs npumepro B 20% ciaydyaeB) OIHOBPEMEHHO
pa3BUBaeTCA TONEPEYHbIN MUEJIUT U HEBPUT 3PUTEJb-
noro HepBa (H3H), 3atem ux moBTOpHBIE 2TTM30/1bI
He perucrpupyiorcs. [Ipu penuausupyomiemM Tuie
(80% cayuaeB) ataky H3H u muenaura MoOryT TMO-
BTOPSITHCS CITYCTS HEAENW WU JJaXKe TOIbI, HO OHU
BCTPEYAIOTCS PENIKO, KaKk U peMuccuu [7].
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Kmmanyeckn OHM mposiBisieTcss cMHAPpOMaMHU
H3H u/unu npopoabHo-nioniepeunoro muesnta [7, 8].

ITIpu OHM onTuyeckuii HEBPUT OOBIYHO IPE-
mectByer mueauty (B 80% ciyudaes). B HekoTopbix
caydasix H3H u nmonepeyHsrii MUETUT MOTYT BO3HU-
KaTh OJHOBPEMEHHO, HO Yallle CHHIPOMBI 3a60JieBa-
HUH pasfiesisieT onpezieleHHbI BpeMeHHON NHTepBas
(Mecsrrer, Tonbl, fecatunerust). Cumnromatuka OHM
0OBIYHO Pa3BUBAECTCA B TEUECHHE HECKONBKUX JIHEHl
U JUIUTEJbHO Perpeccupyer ¢ COXpaHeHHueM OCTaTou-
HOTO HeBpoJioTHYecKoTO nedurura [8, 9].

[MopaskeHre CTUHHOTO MO3Ta MOKET MPOTEKATh
Takke B M30JMPOBAHHOI (hopMe — B BHU/IE OCTPOTO
YaCTUYHOTO TIOIIEPEYHOT0 MU ITPOAOJIBbHOTO PACIIPO-
CTPAHEHHOTO MUEJINTA.

C kax/1oif mocyenyomnieil aTakoi HeBpPoOJOTuye-
CKUii 1eUIUT HAKAILJIMBAETCSI, IIPUBOJIS K TSIKEI01
WHBaTUAN3aNuy marueHtos [8—10].

Kmmanveckas kapruna OHM mnpezncrasiiena ta-
KO CMMIITOMAaTHKOI: aMaBp03 Ha OAMH WU 00a rJia-
3a, HapylleHue 1[BETOYYBCTBUTEIHHOCTH, TIO3UTUBHBIE
3puTeIbHbIE (heHOMEHBI, HOJIEBOIT CHHAPOM B OpOU-
TaJIbHOM 06JIACTH, IBUTATEJbHBIE, UYBCTBUTEIbHBIE
1 c(OUHKTEpHBIE PACCTPOICTBA, SBJEHUS PAJUKYJIO-
natuu, 1edajsrui, TOJO0BOKPYKEeHUE, HEYKPOTUMas
MKOTa, TOINIHOTA, PBOTA, MOTEPS CJIyXa, HApyIleHUs
MEHCTPYaJbHON (DYHKIMHU, TATaKTOPesl U TUIIEPIPO-
JAKTUHEMUsI, Tpo3omnapes, 6OJIb M0 X0y TPOHHUY-
HOTO HEPBA, [BOEHUE B TJIa3aX, ITO3 BEPXHETO BeKa.

Heykpotumbie TONIHOTA, PBOTA W MKOTA Pas-
BUBAIOTCSA B pe3yJbraTe MOpPaskeHUs area postrema
(pucyHoK) (XeMOpelenTopHas 30Ha CIEIUATU3U-
POBaHHOW, OBGMIBHO KPOBOCHAOKAEMON SIIECHIUMBI,
Haxo/smIelics B CTBOJIE MO3Ta, KayaaiabHee triginum
N. vagi, yyacTBYeT B PETYJISIIUYN YPOBHS 2JIEKTPOJIH-
TOB JIMKBOPA, PEAKITUAX PBOTHI U KAILJIsl, CEPAEUHBIX
cokparenuit) [11]. CorslacHO COBpeMEeHHbIM KpUTEpH-
SIM IMarHOCTUKU CUH/IPOM MOPasKeHUs area postrema
ABJIETCS TPETBUM II0 YacTOTe II0CJie ONTHYECKOTO
HEBPUTA U MUEJNTA KJIIOUEBBIM IIPOSIBJIECHUEM CIICK-
Tpa ONTUKOMHUETUTACCONMUPOBAHHBIX PACCTPOUCTB.

3ona area postrema
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[To manHBIM HCCICTOBAHNI ONITUYECKOU KOTEPEHT-
noii Tomorpacduu (OKT) noreps 3penust npu OHM
KoppesaupyeT ¢ arpodueil HepBHBIX BOJOKOH CeTyaT-
KU. MUKpPOKUCTO3HBI MaKyJSpHBII OTeK BO BHY-
TPEHHEM SIIEPHOM CJIO€ CETYATKH, BBISBJISEMBIN TTPU
OKT, mosxert caysxuth 6momapkepom mast OHM [12].

[Tpu OHM p7151 olleHUBaHUS CTEIIEHU BbIPasKeH-
HOCTH HEBPOJIOTUYECKUX MPOSIBJIEHUI TIpUMEHseT-
csa pacummpenHas mkaiga EDSS (anra. Expanded
Disability Status Scale), kak u npu PC.

[TocTanoBka mauarHo3a OCHOBBIBaeTcs Ha /lua-
ZHOCTMUYECKUX Kpumepusx 3a001esanuii cnexmpa
OHM, paspaborantbix B 2015 1. MeKIyHApPOIHOI
rpymmoil mox pykosozctsoM D. M. Wingerchuk
(tabn. 1-3) [13].

Huarnocruka 3COHM 6asupyercs Ha JAaHHBIX
HEBPOJIOTHYECKOTO OCMOTPA, Pe3yJbTaTaX HeMPOBU3Y-
aJM3aluy 1 JabopaTOPHBIX (CEPONOrMYECKHX ) TECTOB.

Jleuenne. OHM wumeeT cBou 0COOEHHOCTH.
Bo BpeMst 000CTpeHUsT HA3HAYAIOTCSI BHYTPUBEHHASI
myJsibe-tepanus koptukocrepougamu (KC) (mertwmi-
MPEAHN30JI0H) B TedeHue 3—5 IH u/ujn miasmadepes
[14]. Bomee panmee nasunauenne KC cmocobeTByer
MUHUMU3aIuKU notepu akconoB rnpu OHM, onnako
HEZI0CTATOYHO 2(h(PeKTUBHO B BOCCTAHOBJICHUU 3pU-
TeJbHBIX HApYIIEHUN W MpeAoTBpalleHun aTpodun
spureibHoro Hepsa [15]. CpaBHeHMe pe3yibTaToB
severrss KC PC u OHM mnokaszano ux GOJIBLIYIO
addexrusHocTs ipu PC [16].

IIpu wmenocratounoit sapdextuBnoctu KC pe-
KOMEH/IOBAHO MPOBejieHNe 5—7 CeaHCOB 0OMEHHOTO
miaasmadepesa (OII), KoTopslil KcIoab3yeTcst b0
oIHOBpeMeHHO, b0 cpasy mocie kypca KC [17].
[Ipu Ts:xemom Tevernn OHM nnasmadepes MoOKHO
paccMaTpuBaTh Kak JiedeHue TepBOi JIMHUHU, a €ro
OTCPOYEHHOE Ha3HAUEHUE B HTUX CIydasX SBISETCS
MpeANKTOPOM HebaronpustHoro ucxoza [18]. Ipo-
Be/leHUE TIO/IEPKUBAIONINX CeaHCOB TmazMadepesa
Takke MOKa3aHO IpU cTepoujpedpakTepHOM pelu-
musupytomem OHM aist crabuansanuy TeYeHUst
3abosieBanus [18].

[ns nmpodusakTUKU PEerUANBOB TIpernapaTaMu
MepBON JIMHUU SABJSETCS a3aTHONPHUH, MUKODEHO-
jgata Moderua u purykcumab [16, 19]. Boubinyio
3 PEKTUBHOCTD MOKA3HIBAIOT KOMOWMHUPOBAHHbBIE
CXeMbl IIpyeMa 3TUX I[IpenapaToB ¢ HU3KO/I030BbBIMU
KC [20]. XoTsa 1o pe3ysbraTaM OJJHOTO peTpOCIeK-
TUBHOTO WCCJIE0OBAHUS ObLI CIIEIaH BBIBOJ O TIOJIO-
KUTEIbHOM 3(h(eKTe MOHOTEPATUY HU3KOI030BbIMHU
KC B ymenbinienuu perpiusoB OHM [21]. Boamoskna
TaKyke BHYTPUBEHHAS Teparust UMMYHOTJIOOYJIMHOM
[22]. YeTkux pekoMeHIAIMN OTHOCUTEIbHO IIPO-
NOJKATENBHOCTU TTPOMPUIAKTIYECKOTO JIEUEHUS HET.
EcTb mccaenoBanus, B KOTOPBIX TpenapaThl Ha3Ha-
YAJIUCh B TEUEHUE MSATHU JIET TIOCTIE TTOCAETHETO 060-
crpenusi [23]. Penienvie B KaXK/0M cJIydyae JIOJIKHO
OCHOBBIBATHCS HA KIMHUYECKOM TeYEHUU U HAJTNYUU
oCNokHeHUH y manuenta. HeobXoauMo TPUHSITH BO
BHUMaHIe PUCKK TTOOG0UHBIX 9(DEKTOB IIUTETBHOM
WMMYHOCYTIPECCUBHOM T€pPanuu — 3JI0Ka4eCTBEHHbBIE
HOBOOOPA30BaHMSI, MUEJIOTOKCUYHOCTD U HH(DEKITUN.



HEBPOJIOITA

Tabnuua 1
JluarHocTuyecKue KpuTepuu 3a60ieBaHuil CIEKTPa ONTHKOHEBPOMHEMTA /Il B3POCJBIX NAIlHEHTOB

AnarHoctuuyeckue kputepun 3COHM ¢ Hanuumem aHTuTen K aksanopuHy-4 (AQP4-1gG)
. He MeHee oHOro Kno4YeBOro KIIMHNYECKOro CUMMNToMa.
2. MonoxuTenbHbii TecT Ha AQP4-IgG ¢ ncnonb3oBaHneM ny4dllero Metoaa oOHapyXXeHnsa (MeTon, KNeToYHom
npes3eHTaunm aHTureHa).
3. VicknioyeHne anbTepHaTUBHbLIX AMarHO30B.

AnarHocTtuyeckue kputepun 3COHM 6e3 AQP4-1gG unn SCOHM
Cc Heu3BecTHbIM ctatycom AQP4-1gG
1. He MeHee AByX KOYEBbIX KIMHUYECKMX CUMNTOMOB, BO3HUKAKOLWWX B pe3dynbrate OAHON NN HECKONbKUX
KNMHUYECKNX aTakK 1 OTBEYAlOLLMX BCEM CleayloLmm TpeboBaHNsaM:
a) Kak MMHUMYM OOVH KJIIOYEBOW KITIMHUYECKUI CUMMTOM JO/KEH OblTb — UM HEBPUT 3PUTENIbHOIO HEPBA,
VAW OCTPbIA MUENUT C NPOA0JIbHLIM OBLIVMPHBLIM MOMNEPEYHBIM NMOpaxXeHMemM cnnHHoro mosra (MOMMNCM),
WM CMHAPOM area postrema;
6) pacnpocTpaHeHne B NPOCTPaHCTBE (ABYX Un 6onee pasinyHbIX KITOYEBbIX KIIMHUYECKUX CUMNTOMOB);
c) BbinonHeHne MPT npu Heo6xoauMocTu.
2. OtpuuarensHble TecTbl o AQP4-1gG ¢ ncnonb3oBaHneM fyywero MeToga obHapyXeHust Uy Npu Hepo-
CTYNHOCTU TECTUPOBAHUS.
3. VicknioyeHne anbTepHaTUBHbIX AMarH030B.

—_

KniouyeBbie KIMHU4YECKNEe CUMNTOMBI
. OnTnyeckmin HeBpwUT.
. OcTpblii MnenuT.
. CnHgpom nopaxeHusa area postrema: anu3on HeOObACHUMOWM MKOTbI UKW TOLLIHOTbI U PBOTHI.
. OcTpbIli CTBONOBOW CUHAPOM.
. CumnTOoMaTtmyeckas Hapkonencus unn ocTpbli AnaHuedanbHbI KITMHUYECKUA CUHOPOM C TUMNYHBLIM ANS
3COHM MPT-nopaxeHnem auaHuedanbHom obnactu.
. CumnTomaTtumyecknin LepebpanbHblii CUHAPOM C TUNUYHbIMK Ansg 3COHM nopaxeHusMn ronoBHOro Mo3ra.

AononHutenbHble Tpe6oBauusa K MPT ana SCOHM 6e3 AQP4-1gG n pna 3COHM
C Hen3BecTHbIM cTatycom AQP4-IgG

] GO WN =

nnn

HepBa 1M BOBJIEKAKOT XMa3My.

NpPOAONIrOBaTOro MO3ra / 30Hbl area postrema.

OTAEeNoB CTBOJ1A NOJIOBHOIO MO3ra.

1. OcTpbIii HEBPUT 3pUTENLHOrO Hepea — MPT ronoBHOro mo3ra:
a) He UMeeT N3MEHEHNI UK HecneundUyeckne N3amMeHeHns 6enoro BeLecTBa;

6) BbISIBNIEHNE MOPaXeHU Ha T2-rMNepUHTEHCUBHbBIX N306PaXEHUAX NN MOPaXKXEHWM, HaKanIUBaoLLMX
ragonnHuii Ha T1-B3BeLIEHHbIX M306paXeHnsaX, KOTopble 3aHMMaloT 6onee 1/2 AfiNHBI 3pUTENIBHOIO

2. OcTpblit MnenuT: TpedbyeTcsa COOTBETCTBYIOLLEE NHTPaMeaynnsapHoe nopaxeHne Ha MPT, pacnpocTpaHsio-
Leecs Ha Tpu 1 6onee cMexHbIx cermeHTa (MOMMCM), WITN Hannume dokanbHOM aTpodum CNHHOMO
Mo3ra B Tpex 1 60osiee CMeXHbIX CErMEHTax Y NaLMEHTOB C OCTPbIM MUENIUTOM B aHaMHe3e.

3. CnHpgpom nopaxeHusa area postrema: TpebyeTcs HannMyne COOTBETCTBYIOLLMX A0PCaNbHbIX MOBPEXOEHWIA

4. OCTpblii CTBOJIOBOW CUHAPOM: TpebyeTcs Hann4yme COOTBETCTBYIOLLMX NMOBPEXAEHNI NepuaneHgumanbHbIX

Basxro Takske /10 Havyasa JiedeHUs IPOBECTU TECT HA
6epeMEHHOCTD ¥ BbISIBUTH XPOHUYECKUE WHMEKINH
(renmatut B u C).

Asamuonpur — IMMYHOCYTIDECCUBHBIH ITperapar
IUTOCTATUIECKOTO NeHCTBUSA. A3aTUOTNIPUH TEPBBHIM
MPOEMOHCTPUPOBAT 3(DHEKTUBHOCTH B TIPENOT-
Bpamienun peruauBos OHM [24]. Ilpumensiercsa
1epopajbHO B jio3e 2—3 MI/KI eKellHEBHO BMECTe
¢ npexHU30HOM. [l mpemoTBpalieHus MUEIOANC-
MIa3uy HeOOXOMM MOHHWTOPHWHT CPefHero oObheMa
aputporutos B KpoBu. [Tokazano taxxe, uto y 3 u3
99 mamnuentoB ¢ OHM, monyyaBmuxX a3aTUONPUH,
pasBuBasiach jumboma [24].

Pumyxcuma6 (antu-CD20) — IPOTUBOOIYXO-
JIEBOE CPEJICTBO M3 TPYIIIBI MOHOKJIOHATBHBIX AHTH-
Tes1. Bolna nokasana ero 6osbinasg 3GPEeKTUBHOCTD
B CPaBHEHUW C [PYTMMU HMMYHOJENPECCAHTaMU
[25]. Haswauaior mpemapar mo 1 T BHYTPUBEHHO
B 1-ii 1 14-i 1HU, Kypc MOBTOPsieTCS Kaxkabie 6 Mec,

C ZIOTIOJTHUTEJbHBIM KOHTPOJIEM KOJUYECTBA KJIETOK
CD19 (< 0,1 % obuiero KoiuvecTBa AUMGBOIUTOB)
[26]. Tepamusa puTykcuMaboM CHIKAET 4aCTOTY pe-
MUIUBOB 3a00JI€BaHUsI, OMHAKO CJEAYET MPOSBUTH
HAaCTOPOKEHHOCTh B OTHOIIEHWW DPa3BUTHUS CTOMU-
KO JielikomeHun U 3agHedl oOpatuMoil sHiedaso-
natuu [26].

Muxogenonama mogpemun — MOUTHBINT UMMYHO-
CYNPECCUBHBIN TIPenapar IUTOCTATHYECKOTO MeXa-
HU3Ma JeHCTBUI. PeTpOCIeKTUBHbBIE MCCIEIOBAHUI
POJEMOHCTPUPOBAIN CHUKeHHEe abCOJIOTHON Ya-
crotel perruauBoB npu OHM [25-27]. Tlpemapat
HazHavatoT B go3upoBke 1000 mr mepopasbHO Ba
pasa B zenb. HeoOXoauM MOHHUTOPUHT aOCOMIOTHO-
ro xosmdectBa JuMmbonutos (meab — < 1500/mi).
ITo6ounbie 2 dEKThI, aHAJIOTUYHBIE A3aTHONPHUHY,
BCTPEYAIOTCS MPUMEPHO y OJTHOM TPETU MAlMEeHTOB.
Haubosee pacnpocrpaHeHHON T0O0OYHON peakiiu-
ell SIBJISIETCST Pa3lipaskeHue KeTyJA0UHO-KUIIEYHOTO

49

www.imj.kh.ua



www.imj.kh.ua

HEBPOJIOITA

Tabauya 2
Kpacusie ¢aru, HeTunuynsie /st 3a60IeBaHuii CIEKTPa ONTUKOHEHPOMHUETUTA

KpacHble ¢pnarn (knuHuyeckue/nabopatopHbie)

1. KnuHn4eckmne ocob6eHHOCTH 1 1abopaTopHbIe AaHHbIE:

— nporpeccupyoLLee KnMHN4eckoe Te4eHne (HEBPONOrn4eckoe yxyaleHme, He CBA3aHHOe C atakamu;
noao3peHne Ha PC);

— aTunNu4YHoE BPeMS 019 aTaku: MEHEE YETbIPEX YaCOB (MCKIIIOYNTb NWEMUIO/MHGAPKT CIMHHOIO MO3ra),
npoaosxatoleecs yxyaleHme 6onee YeTblpex HefleNb NOCE Havyana ataku (MCKI0YNTL Capkouao3 unu
HOBOOGpasoBaHue);

— YaCTUYHBIM NOMNepeYHbli MUennT, 0COBEHHO ecnn OH He cooTBeTcTBYeT MPT-xapaktepuctukam MOMMCM
(veknouunTtb PC);

— Hann4yme ONMIroKJIOHaNbHbLIX NOMOC B LepebpocnunHanbHoM XunakocTu (BcTpedatoTes B < 20 % cnyvyaeB npu
OHM n B > 80 % cnyyasax npu PC)

2. Hannume komopbumaHbix 3aboneBaHuil, KOTOPbIE MOIYT CONPOBOXAATbCS CUMNTOMATUKOA, UMUTUPYIOLLLEN
OHM:

— capkonao3s, NnoaATBepPXAeHHbI nnu npeanoniaraemblii No KNMHUYECKUM, Paanosormieckum nnmn naboparop-
HbIM A@HHbIM (HanpuMep, ageHonaTnsa CPefoCTEHUS, NIMXOPaaKa N HOYHas NOTIMBOCTb, MOBbLILEHME YPOBHS
aHrMOTEH3MHNpEeBpaLLaoLero GepMeHTa nnu NHTEPNENKNHA-2 B CbIBOPOTKE KPOBU);

— OHKOJIOTMYEeCKN NPOLECC, MOATBEPXAEHHbIM NN NPeanonaraemblii NO KAMHUYECKNUM, PAANOIOITMHYECKUM
1M NabopaTtopHbIM JAHHBLIM; UCKITIOYUTE NMM@OMY UM NapaHeonnacTnyeckoe 3aboneBaHne (HanpuMep,
onTuvYeckas HeBponaTna v MmesnonaTmg, acCouMMpPoBaHHHAA C KONAaNCUHPeakTUBHLIM MeanaTopom
npotenHa-5, unn aHtn-Ma-accoumnpoBaHHbIi AnaHuedanbHbli CUHAPOM);

— XpoHun4yeckasa nHekunsa, NoATBEPXAEHHAA UM nNpegnonaraemMas no KAMHUYECKUM, Paanonormieckum nim
nabopaTtopHbIM AaHHbIM (Hanpumep, BUY, cudpunnc)

KpacHble dpnarn (KOHBEHUMOHHAS HEMPOBU3YyanIu3auus)

1. fos10BHOVI MO3r:
a) Hanuune Ha T2-B3BeLUEeHHbIX N3006paxeHnsax MPT nameHeHuin, Tunu4dHelx ana PC:
— oyaru, pacroJioXeHHble NeprneHanKynspHo 6OKOBOM NOBEPXHOCTU Xenyaoyka (nanbubl JaycoHa);
— ouyaru, npunerawouwme K 60KOBOMY Xenya04yky B HUXKHEN BUCOYHOWN Aone;
— IOKCTaKOpPTUKasbHbIE O4arv C BOBNEYEHNEM NMOAKOPKOBbIX U-BOIOKOH;
— KOPKOBbIE o4aruy;
6) nameHeHust Ha MPT, yka3biBalowme Ha 3aboneBanust, oTimyHblie oT PC n OHM:
— o4yaruv ¢ AnuTenbHbIM (> 3 MeC) HaKOMJIEHUEM ragofIMHUSA

2. CrinHHOV MO3r:

— xapaktepucTtukn, 6onee npucywme PC, yem 3COHM;

— NOPaxXeHUs MeHee TPexX CMEXHbIX CErMEHTOB CMMHHOIMO MO3ra B CarMTTasbHbIX NPOEKUmMsax Ha T2-B3Be-
LUIEHHbIX N300paxeHUsIX;

— MNOBPEXAEHUS, PACMONIOXEHHbIE NPpeuMyLLecTBEHHO (70 %) B nepudepnyecknx oTaenax CIMHHOro Mo3ra
Ha akcuanbHbIX T2-B3BELUEHHbIX N300paxeHusix;

— ondPy3HOe HeYETKOE U3MEHEHME cuUrHana Ha T2-B3BeLLEHHbIX N306paxeHnsax (MHoraa BCTpeyaeTcs npu
OUTENBHOM UK nporpeccupyiolem TeyeHnm PC)

Tabruya 3
HeiipoBuayainsaioHHbIE XapAKTEPUCTHKU 3200J€BaHUil CIIEKTPA ONTHKOHEHPOMUETNTA

MPT cnunHHOro mosra, ocTpbiii Nnepuopa,

TOrrCM, accoumnmpyroLeecsi C OCTPbIM MONepeyYHbIM MUETNTOM:

— YBEJIMYEHHbIN CUTHaN Ha caruTTaNbHbiX T2-B3BELUEHHbIX N300PaXeHNsAX (CTaHAAPTHbIE T2-B3BELLEHHbIE
n306paxeHuns, NPOTOHHaA NIOTHOCTbL Unn STIR-NocnefoBaTENbHOCTL), PACNPOCTPAHSAIOLLMACS HA TPU UK
6onee CMeXHbIX CErMeHTa CNMHHOIO MO3ra;

— npeobnagaHne nopaxeHus LeHTpasibHbIx OTAeNoB (6onee 70 % nopaxeHns pacnofioXeHo B npegenax
CEeporo BeLLecTsa);

— HakorMnJeHne ragonMHus B odare nopaxeHus Ha T1-B3BeLUEHHbIX N300paxeHusx (6e3 cneumdunyeckoro
pacnpenefnieHns unv naTrepHa HakonJIeHnsa KoHTpacTa)

Jlpyruie xapakTepHbie npu3HaKu, KOTopbie MOryT ObiTb OOHaPYXEHbI:

— poCTpanbHoe pacnpocTpaHeHne NopaxeHns B CTBOJ FOJIOBHOMO MO3ra;

— paclmpeHne/oTek CNMHHOMO MO3ra;

— CHUXeHue curHana Ha T1-B3BeLLeHHbIX N306paxeHnsax, COOTBETCTBYIOLLLEro 06/1acTy NOBbILLEHHOrO CUrHa-
na Ha T2-B3BeLIEeHHbIX N306paxeHnsax
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Oxonuanue maba. 3

MPT crnvHHOro mMo3ara, XpoHu4yeckas cTaaus:

HEero

NpoAO0JIbHO pacnpoCTpaHsaLWaaca aTpodms CNMHHOIoO Mo3ra (YeTkas AemMapkauyoHHasa atpodus, pacnpo-
CTpaHsiouasicsa 6osiee YeM Ha TPEX CMEXHBIX MOJIHbIX CErMeHTa U JIoKann3oBaHHas kayaasibHee onpeneneHHo-
ro cerMeHTta) ¢ nameHeHnem ¢okasnbHoro nnn andaeysHoro T2-curHana, ¢ aTpodUYeckMM cermeHToM unm 6es

MPT 3putenbHOro Hepsa:

oTAEeN0B 3pUTEJNIbHbIX HEPBOB UJIN XNa3Mbl

OJHO- U ABYCTOPOHHEE MOBbLILLEHME CUrHana Ha T2-B3BEeLUEHHbIX M306paxeHusaX Ui yCuieHne HakonieHus
ragonnHus Ha T1-B3BELUEHHbIX N300PAXEHNSAX B 3PUTESNIBHOM HEPBE WUJIN ONTUYECKOM Xasme; NPoaosbHbIE
noBpexXaeHns (oxBaTbiBatoLLme 60onee NoNOBUHBLI PACCTOSHUSA OT OPOUTLI A0 XMa3Mbl) C BOBIEHEHUEM 3a4HUX

B3BELLUEHHbIX NU300PaXEHUSIX):

CMWHHOIo MO3ra;

Xenynoyka;

B 6e/I0OM BELLECTBE;

MPT rosoBHOro mogara: naTtTepHsl noBpexaeHnii, TnnnyHelie gas 3COHM (yBennyeHne curHana Ha T2-

— ouaru B gopcanbHbIX OTAesNax npoaosroBaToro Mo3ara (0co6eHHo area postrema), nnm HebonbLuMe 1 nokKa-
NIN30BaHHbIE, 4aCTO ABYCTOPOHHWNE, UAN C PACMPOCTPAHEHMEM HA BEPXHUE CerMeHThI LLIeMHOro oTaena

— rnepuaneHgmmMarsbHble NOBEPXHOCTM YETBEPTOrO Xesyao4ka B CTBOJIE FOJIOBHOIO MO3ra / MO3Xeuke;
— Oo4aru B rmnoTtanamMyce, Tasamyce manm c BoBJsieHeHMeEM nepmnaneHammMmalibHblX I'IOBerHOCTeﬁ TpeTbero

— KPYrHble CIMBHbIE OOHO- 1N OBYCTOPOHHME Cy6K0pTVIKaJ'IbeIe o4yarm nnn o4varun, pacnosioXeHHble Fﬂy6OKO

— OJIMHHbIE (1/2 ANMHBI MO30/INCTOrO Tena nunu 6onee KpynHbie), ANdpPy3Hble, reTeporeHHbIe NopaxeHus
MO30JINCTOro Tesna c Nnpu3Hakamm oteka. JanHHble NOBpeXAeHUs KOPTUKOCNUHANBHOro TpakTa, OgHO- Uin
OBYCTOPOHHWNE, C BOB/IEYEHNEM BHYTPEHHEN KancyJsbl U HOXEK MO3ra;

— OBOLWKMpPHbIE NepnaneHanManbHble o4arv NopaxXeHus FOJIOBHOrO MO3ra, YacTo HakannauBawLlme ragonvuHuia

TpakTa. B gonosHenme K aHaau3y KpoBU HEOOXOAUM
KOHTPOJIb (DYHKIIMU TOYeK U redenu [28].
HeckopK0 HOBBIX MTOTEHITUATBHBIX TEPATICBTHYE-
CKUX MOJIXOZI0B BO3HUKJITN B PE3yJIbTaTe PACIIUPEHUS
nonumanus marorenesa OHM — 310 WHrHOUTOPBI
KOMILJIEMEHTA U HEUTPOMUIbHON 2JIacTa3bl, a TaK-
xe OokaTophl cBasbiBanusa AQP4-1gG ¢ AQP4 [29,
30]. Kimunyeckue ucnblTaHUs, KOTOPbIE IPOBOJATCS
B HACTOSsIIIEE BPEMSI, MOTYT JIaTh HAJIEK/y B OTHOIIIE-
HUH 3(PEKTUBHOCTH HOBBIX JIEKAPCTB: 9KyIU3yMaba,
roruauaymMaba u uarubutopa Cl-acrepassi.
Vcxonpl 3a60/1€BaHUSA MOTYT OBITh Pas/IUYHbI-
MU — OT IOJIHOTO BBI3/IOPOBJIEHUSI U HAJUYUS pe-
MuccHuit 3a60e€BaHus 10 HeOIATOMPUATHOTO Bapw-
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CYYACHI JAHI ITPO OIITHKOHEBPOMIECJIIT, ABO XBOPOBY JEBIKA
B. 0. ABOPCbKA, I. B. TPEBEHIOK, 10. B. CEBEPVH

Hageneno cy4acHi JjaHi mpo eTioJIoriio, naToreHes, naroMop@oJIoriio, KJIiHiYHHIA epeodir, 1iarHoCTHYHY
Ta JiKyBaJbHY TaKTUKY ONTHKOHEBPOMIENITY, SIKUH € ayTOIMyHHUM JIE€MI€TiHI3yI0YUM 3aXBOPIOBaHHSIM
i3 HAsIBHICTIO ayTOAHTUTLI 0 6iJKa BOAHUX KaHAJIB aCTPOLMTIB — aKBANOPUHY-4. 3aXBOPIOBAHHS Xa-
PAKTEPHU3YETHCS PENMIUBYIOYMMH €Mi30/1aMH HEBPUTY 30POBOTrO HEPBY Ta MOMEPEYHHM MI€JIITOM, IO

MPU3BOJSATH 0 TAKKOI iHBaJiU3allii MaIi€HTiB.

Kmouogi crosa: onmuxonespomienim, xeopoba /lesixa, axeanopun-4, ceponosumueni ma ceponezamusi 6u-
naoxu, emionamozenes, NAMOMOPPoL02is, KiiHiKa, dlazHocmuuni xpumepii, 1ikyeamnms..
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MODERN DATA ON NEUROMYELITIS OPTICA, OR DEVIC’S DISEASE
V. 0. YAVORSKA, H. V. HREBENIUK, Yu. V. SEVERYN

This work presents modern data on etiology, pathogenesis, pathomorphology, clinical course, diag-
nostic and therapeutic tactics of neuromyelitis optica, which is an autoimmune demyelinating disease
with the presence of autoantibodies to the protein of water channels of astrocytes — aquaphorine-4.
The disease is characterized by recurrent episodes of neuritis of the optic nerve and transverse my-
elitis, which leads to severe disability of the patients.
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