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Onmuxonespomuesum (OHM; cunopom Jlesuxka) — eocnasumensvroe demueaunusupyowee 3a001e6anue aymouMMyHHOU npUpoobl, Xapak-
mepusyrueecs pasgumuem nonepeuHo2o MUeAuma U Hegpuma 3pumenbHoeo Hepéa. B nacmosujee epems 00HUM U3 KAHOUe8bIX Memodos Ou-
aeHocmuku u oyenku akmusrnocmu OHM, komopbiii nozeoasem dugghepenyuposams 3mo 3a60.1e6anue 0m paccesHHo20 CKAepo3a U Opyeux
demuenunusupyrouux eapuanmog nopaxcenuss [IHC, seasemes onpedenenue yposus anmumen k akeanopury 4 (NMO-1gG). OHM moxcem
B03HUKAMY HEe MOABKO KAK CAMOCMOsmenbHoe 3a001eganue, Ho U KaxK CUHOPOM NpuU pa3AuMHbIX CUCIEMHbIX 3a00aeeanusx (00 50—70%): cu-
cmemnoll kpachoii eonuanke (CKB), éackyaumax, accoyuuposanHbvix ¢ GHMUHeUMpODUAbHLIMU YUMONAASMAMUMeCKUMU aHmumenamu, 6o-
ae3nu lléepena u dp. B nodobubix cumyayusx neped KAUHUUUCMOM 6cee0a 6cmaenm 60Npoc 0 803MONCHOCIU COYeMAHUs Y Nayuenma 08yx
DeOKUX aymouMmyHHbIX 3a00neeanuti uau o pazeumuu OHM kak cucmemHoeo nposeneHus peemMamuiecko2o 3a001e6anusl.

B cmamuve npedcmaeneno kaunuveckoe HabawoeHue, onucvisarouee nopaxcerue [IHC y nayuenmru ¢ CKB, nposenenus komopoeo coom-
semcmeosaru OHM: umenuce ouaeogvie usmeHeHuUs: 6 6euecmee 20106H020 U CHUHHO20 M032a NO OGHHbIM MACHUMHO-PE30HAHCHOU MOMOo2pa-
duu, a maxauce gvicoxuti mump NMO-IgG. Pazeumue OHM yxyowaem npoeno3 CKB u mpebyem naznavenus aKkmueHol UMMYHOCYNPECCUE-
HOI mepanuu, Komopas no3gonsem 000umscs CMoKol KAUHUKO-1a00pamopHoll pemuccul 3a001e6aHus.

Karouesvte caoea: cucmemnas KpacHas 6044aHKAa; ONMUKOHeEpoMueaum,; cunopom Jesuka,; demuesunusyrouue 3a001e6aHUs UeHMPAAbHOU
HePBHOIL cucmembl; AYMOUMMYHHbIE 3a001e6aHUA, AKEANOPUH 4.
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Systemic lupus erythematosus with the development of neuromyelitis optica (Devic's syndrome) is a rare combination of autoimmune diseases
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Neuromyelitis optica ((NMO), Devic's syndrome) is an immune-mediated inflammatory demyelinating disease characterized by transverse myelitis
and optic neuritis. Determination of the level of antibodies to aquaporin 4 (NMO-1gG) is presently one of the key methods for the diagnosis and assess-
ment of the activity of ONM, which allows this disease to be differentiated from multiple sclerosis and other demyelinating CNS lesions. ONM can occur
not only as an independent disease, but also as a syndrome in different systemic diseases, such as: systemic lupus erythematosus (SLE), antineutrophilic
cytoplasmic antibody-associated vasculitides, Sjogren’s disease, etc. (up to 50—70%). In such situations, the clinician is always confronted with a ques-
tion as whether the patient can have two rare autoimmune diseases or develop ONM as a systemic manifestation of rheumatic disease.

The paper describes a clinical case of a young female patient with SLE concurrent with a CNS lesion, the manifestations of which correspond-
ed to ONM. The patient had focal changes in the substance of the brain and spinal cord, as evidenced by magnetic resonance imaging, as well
as high NMO-IgG titers. The development of ONM worsens SLE prognosis and requires active immunosuppressive therapy. The patient
received three plasmapheresis sessions, ultrahigh-dose glucocorticoid and cyclophosphamide therapy, followed by replacement with azathio-
prine, causing a stable clinical and laboratory disease remission to be achieved.

Keywords: systemic lupus erythematosus, neuromyelitis optica; Devic's syndrome; demyelinating diseases of the central nervous system; autoim-
mune diseases, aquaporin 4.

Contact: Ekaterina Vinogradova,; bhavamkali@gmail.com

For reference: Vinogradova ES, Panova AP, Bulanov NM, et al. Systemic lupus erythematosus with the development of neuromyelitis optica
(Devic's syndrome) is a rare combination of autoimmune diseases. Sovremennaya Revmatologiya=Modern Rheumatology Journal.
2019;13(4):89—95.

DOI: 10.14412/1996-7012-2019-4-89-95

Cospemennas peemamonoeus. 2019;13(4):89—95 89



COBPEMEHHAA PEBMATONOTIWA N&4°19

KAWHUYECRKHE

HABNHWAEHUA

OcobenHocmu KAuHUYeCKUX NpOoA6AeHUl U nodxodbl kK duaenocmuke OHM

OnTHYecKuil HeBPHT

ITonepeynblit MueIUT

CumMnTomMbI

Tloreps 3peHus:
— YaCTMYHasl/TIOJTHas
— OITHO-/IBYCTOPOHHSIST

BoseBoit cuHAPOM B 00J1aCTH OpOUT

ITo3utuBHBIE 3pUTETbHBIC (DEHOMEHBI
(MeplaroIIe OrHU, MSATHA WIX JTUHUM)

CuMMeTpUIHBIC TBUTATEIbHBIC (ITapa-/TeTpanapesbl)
+ YyBCTBUTEbHBIC + COUHKTEPHBIEC HAPYILICHMS
Cumrnrom JlepmutTa (OIIyIIeHNE yaapa TOKOM ITPH CTUOAHWH IIIeH)

KopertikoBast 6016, TapOKCU3MATbHBIC TOHMYECKUE
MBIILIEYHbIE CITa3MBbI

JInarHocTHKa
Omnpenenenrie NMO-IgG — noBbllIeHUE TUTPA

OdranbMocKomnus:
— CTYILEBAHHOCTh, OTEK, OJIEAHOCTD AMCKOB 3PUTEILHBIX HEPBOB

HccnenoBanue mnosei 3peHust:
— KBaJIpaHTHasl, TPUKBaJPaHTHAsI WX OMTEeMIIOpaabHask TeMUAaHOTICHST
— nepudepuyeckre CKOTOMbI
— yTpara 1IBeTOUYBCTBUTEIBHOCTH

Onrunyeckas KOrepeHTHasd TOMOT‘paCl)I/IHI
— MCTOHYCHME PECTUHAJIbHBIX BOJIOKOH

3putenbHble BbI3BAHHbBIE MTOTEHLIUATDL:
— 3aMeIUIeHNe TIPOBEICHMS (BILIOTH J0 TIOJTHOTO OTCYTCTBUST OTBETA)

MPT rosioBHOro Mo3ra 1 rIa3HbIX OPOUT ¢ KOHTPACTHBIM YCUJICHUEM:
— OTEK 3pUTEJIbHOTO HEpBa M HAKOIUIEHUE MM KOHTPACTHOTO BellleCTBa
(B ocTpyto ¢azy)

MPT cnimHHOrO Mo3ra:
— MuenuT (Jaie B rpyaHoM (10 80%) u IIeiiHOM OTaesIe
CIIMHHOTO MO3ra)
— MPOTSKEHHOCTDh 04ara — 0oJiee YeM Ha TPU IMTO3BOHOYHBIX
cerMeHTa (B octpyto ¢aszy)

AHaM3 11epeOPOCTMHATTBHON XKUIKOCTH:
— muieonuTo3 (>50 ki1eTok B 1 MM?)
— HaJIM4ue MOHOILIUTOB, TUMMOIMTOB, y 1/3 GOIBHBIX —
HeUTpobUIbI, 20(PUHODUITBI
— TOBBINIICHKWE YPOBHST 6eka (B 45—75% cirydaeB)

OntukoHespomuenut (OHM), unu Gosne3Hb (CUMHIPOM)
JeBrKa, — ayTOMMMYHHOE BOCTIAJIUTEIEHOE TeMUESTNHU3UPYIO-
1ee 3a0o0JieBaHNe, OCHOBHBIMU TIPOSIBICHUSIMU KOTOPOTO SIBJISI-
IOTCSI TIOTIEPEYHBIN MUENT (Yallle Ha YPOBHE TPYIHBIX, pexXe —
LIEHHBIX CETMEHTOB CIIMHHOTO MO3Ta) W MOpPaXXeHUE 3PUTENIb-
Horo HepBa. B 1894 1. E. Devic u ero yuenuk E Gault coobiiu-
1 0 45-71eTHe! KeHIIWHE, Y KOTOPOil pa3BUIOCh HElepKaHUe
MOYM, HUXKHSIS TTaparutierus v ciaernora. CMepTh MalMeHTKY Ha-
CTymnuIa Yepe3 3 HeJl Tocie TMOSIBJICHUs TIEPBBIX CUMIITOMOB. Ha
OCHOBAaHWU KJIMHUYECKUX TIPOSIBICHWII M MAHHBIX ayTOTICUU
(oyarm AeMUeNTMHU3aUUU 3PUTETbHBIX HEPBOB UM B CIIMHHOM
MO3re) UMU BIepBble ObUT MPEJIOXKEH TEPMUH «ONTUKOHEBPO-
muenur» [1].

OHM penxo BcTpeyaeTcs B OMYJISILIMU €BPOIEOUI0B — €ro
pacmpocTpaHeHHOCTh cocTtaBisteT 1—4,4 va 100 Toic. [2]. Cpen-
Huit Bo3pact aediota OHM mpu pertunuBupyioneM TUIe Tede-
Hust coctaBiusier 35—40 net. 2KeHuuHbl 3a601eBaoT B 4—9 pa3
yale My>K4uH [2, 3].

B TeyeHMe qUTETEHOTO BpeMeH! 00CY3KIaJICsl BOTIPOC O TOM,
spisietcst i1 OHM caMocTosITeIbHBIM 320071€BAaHUEM WJIA OCO00IA
dopmoit Ipyrux IeMUeTMHU3NPYIONINX 3a00IeBaHU, TAKMX KaK
paccestHHBIN ckiepo3. CeromHst 10Ka3aHo, YTO OTINYUTETbHBIN
npuzHak OHM — Haguuude aHTUTEN K akBamopuHy 4
(NeuroMyelitis Optica — Immunoglobulin G, NMO-IgG), onu-
caHHoe V.A. Lennon u coasr. [4] B 2004 . AkBariopyH 4 — Of1H U3
OCHOBHBIX BOJAHBIX TpaHcroptepoB B LIHC, mpenmyiiiecTBEeHHO
pacrioylararouiicss B MeMOpaHe acTPOITUTOB, KOTOPbIE yIacTBYIOT
B (popMupoBaHMM reMaTosHIIeanmueckoro 6apsepa (I'DB6).

Atuonorusi OHM okoHuareabHO He ycTaHOBJIeHa. B kaue-
CTBE MyCKOBOTo (hakTopa 00CcyknatTcsi UHMEKIIMU, BbI3BAHHbBIE
BUpYCaMM 3MUAEMUUYECKOTO MapoTuta, Dmireitna—bapp u Ba-
putienma—3octep. B ocHoBe marorene3a OHM nexurt BeipaboT-
ka ayroaHTuTead NMO-IgG, cBS3bIBaIOIIMXCSI C aKBAIIOPUHOM
4. B pesynbrare MpoOMCXOAUT HapylIeHWEe MEeXaHU3MOB TpaHC-
MopTa BOJIbl, pa3BUBAETCS BOCMAIUTENbHAS PeaKiiusl, 00yCI0B-
JIEHHasl aKTUBalMe cUCTeMbl KOMIUIEMEHTA, TMIEPITPOIYKIIU-
el IPOBOCTIAJINTENIbHBIX IIMTOKMHOB — nHTepieiikuna (MUJI) 17,
NJI 8 u rpaHynonUTapHOTO KOJIOHUECTUMYJIUPYIONIETO (haKTo-
pa, a Takke MHOUIbTpaleil mepruBacKyIspHOTO MPOCTPAHCTBA
HeliTpodunamu, so3uHobwIaMu 1 Makpodaramu [5]. Popmu-
pylollKecs: TUIepruia3us U TMajJMuHO3 CTEHOK KaIlWIISIPOB Mpu-
BOJAT K TMoBpexaeHuto Db, HeKpo3y acTpolUTOB, OJIMTOACH/I -
POIIMTOB ¥ HEWPOHOB, 0OPA30BAHUIO OYATOB JIEMUETMHU3AIUN
U criennpUIecKux MoJocTeil B cepoM 1 Oe10M BellecTBE CTIH-
HOT0 MO3Ta, a TaKXe MOPaXKeHUIO 3pUTEebHOTO HepBa. Psig Mop-
(honornyeckux u3MeHeHU (MEPUBACKYISIPHOE OTIOXKEHUE UM-
MYHOIJIOOYJIMHOB, KOMITOHEHTOB CUCTEMbl KOMIIEMEHTA U KJie-
TOuHble MHGUIBTpaThl) Npyu OHM HanmoMuHaeT KapTUHY ayTo-
MMMYHHOTO BOCITaJICHUS TIPU BACKYJIUTAaX U CUCTEMHBIX 3a00J1e-
BaHMSIX COEMMHUTEIBHON TKAHW, YTO MO3BOJISIET TIPEAIOaraTh
CXOICTBO MX IIATOr€HETUYEeCKUX MeXxaHU3MOB [6]. B monb3y ay-
TOMMMYHHOI TPUPOAbI 3a00JIeBaHUSI TaKXKe CBUAETEIbCTBYET
BbIsiBJIieHHEe Y 00J1bHBIX OHM BBICOKOI KOHLIEHTpALIMK UHTEP-
dbepona (MOH) I tuma (MD®Ha,/B) B cBIBOPOTKE KPOBU M TIOBBI-
IIEHHO! akKTMBHOCTU MHAyIMpoBaHHBIX UDHP oTBeTOB B MO-
HOHYKJIeapax nepudepuiecKoii KpoBU, UYTO HAOIIOAAETCS v TIPU

Cospemennas peemamonoeus. 2019;13(4):89—95



COBPEMEHHAA PEBMATONOTIMWA N&°19

KAWUHUYECRKHUE

cucTteMHoil kpacHoit BoyaHke (CKB), B To Bpems Kak mpu pac-
CeSTHHOM CKJIepO3¢ 3TH IMOKa3aTeJId OCTAlOTCSl KpaiiHe HU3KU-
MU. OTU NaHHbIE, B CBOIO OYepe/b, OOBICHAIOT HEdhHEKTUB-
HOCTh M OIacHOCTH 15T maneHToB ¢ OHM (ocoGeHHO B coue-
tanuu ¢ CKB) mHTepdepoHOTEpanuu, 4acto MpUMEHSIEMOit
MpU paccestHHOM ckiepo3se [7, 8].

Krnaccuueckast knnHudeckast kaptuHia OHM oOycioBieHa
COYeTaHMEeM HEBPUTA 3pUTETLHOTO HEpBa M TTPOIOIBHO PACIIPO-
CTPAHEHHOTO TOIMEPEYHOr0 MUEJUTa (CM. TaOJIUIly), KOTOPbIE
MOTYT BO3HMKATh KaK OTHOBPEMEHHO, TaK M ¢ MHTEpBaJlaMU B
Mecsibl U toabl [2—3, 6, 9—10]. TTopakeHre CIIMHHOTO MO3ra
npu OHM 00BIYHO TIpeACTaBIECHO MOJHBIM MOMEPEYHBIM MUE-
JINTOM C OBICTPBIM Pa3BUTHEM CUMIITOMOB B T€UEHME HECKOJIb-
KHX ITHe# uiu gaxe yacoB. B 80% cityyaeB mpolecc JTOKaIu3y-
eTcsl B TPYJIHOM OTnesie. B ommmune ot paccessHHOTO cKiiepo3a
cuMmnToMbl MueuTa Tpu OHM cMMMETpUYHBI ¥ XapaKTepu3y-
FOTCSI COUETAaHMEM TPYOBIX IBUTATEIbHBIX, YYBCTBUTEJIbHBIX U
Cc(PUMHKTEpHBIX HapYILIEHUI (3aaepkKa/HenepKaHue MOYM, Ka-
na). Ilpu pacnpocTpaHeHUHM TMATOJOTMYECKOro oyara Ha Ipo-
JIOJITOBATBIIA MO3T BO3MOXHO TOSIBJICHUE HeTpeKpamalonieics
WKOTBI, TOITHOTBI U PBOTHI, a TIPU BOBJIEUYEHUU CTBOJIA MO3Ta —
TOJIOBOKPYKEHMSI, TIOTEPH CJIyXa, OOJIM B 00JIACTH JILIA U CJla-
6ocTtu Mbli guna [9].

Metonbl IMarHOCTUKU OINTUYECKOTO HEBPUTA U MHUEIWTA
npu OHM npencrabieHbl B Tadauie. Cpeiy MHCTPYMEHTab-
HBIX METOIOB MCCIeNOoBaHUs HauboJiee 3HAYMMBIM SIBJISIETCS
MarHUTHO-pe3oHaHcHas Tomorpadus (MPT) cnimHHOrO Mo3ra,
KOTOpas MO3BOJISIET BU3YAIM3UPOBATh HEMTPEPBIBHBIN OYar Io-
paxkeHUsl, pacIIpoOCTPaHSIOLINICS 0ojiee YeM Ha TPU TTO3BOHOY -
HBIX CETMEHTA B OCTPYIO (ha3y MuesuTa. ¥ MaluueHTOB C ONTHYE-
CKMM HEBPUTOM B paMKax 0osie3HU [leBrKa mpu oCMOTpe IJia3-
HOTO JIHA Yallle Ha0ItoaeTcss HopMasibHasl KAapTUHA, pexXe — He-
GOJIBIION OTEK, «CTYIIEBAHHOCTE», OJIGAHOCTD IUCKOB 3pUTEITh-
HBIX HEPBOB, YTO MOXKET 3aTPYIHSATh PAHHIOI JUATrHOCTUKY 3a-
6oneBanus. Hanbosee nHGOpMAaTUBHBIM METOIOM IUATrHOCTH-
KM OTNTUYECKOTO HEBpPUTA M AMHAMUYECKOM OLIEHKU TSIXKECTH
€ro TeUEHMUsl SIBJISIETCSl ONTUYeCcKasi KorepeHTHas ToMmorpadus,
KOTOpasi IEMOHCTPUPYET MCTOHYECHME PETMHAIBHBIX BOJIOKOH,
HapacTalolee Mpu peluIuBUAPYIONIeM TeueHUU 3a00JieBaHUs.
ITpu 5TOM 0OBIUHO O0JIEE BEIpaKEHA TSKECTh IMTOPAKEHUS HOCO-
BOTO KBaJpaHTa, YeM BUCOYHOTO.

MPT ronosHoro mosra npu OHM 1no3BoJisieT BbISIBUTh O4a-
v geMueauHu3auu (no 84% ciydaes), yalie B 00JIaCTH CTBOJIA
roJIOBHOTO MO3ra, runotaiamyca, [1I u IV xxenynoukoB — 30H, B
KOTOPBIX DKCIIpeccus akBaropuHa 4 HauboJiee BbicoKa. B 601b-
IIMHCTBE CJIy4aeB 04aroBoe IMOpaXKeHWEe TOJOBHOTO MO3ra MpH
OHM He nposiBisieTcst KinHUdecku [10].

B HacTosiiiee Bpemst Beayliiylo poJib B quarHoctuke OHM
urpaet ooHapyxeHue creuubduyeckoro 6uomapkepa — NMO-
IgG, xapakTepu3ylolIerocss BBICOKOW YYBCTBUTEIHHOCTHIO
(75%) n cnetbuaHocThIO (85—99%). BHeApeHUEe 3TOTO METO-
Ja B KJIMHUYECKYIO TPAKTUKY IMO3BOJIMIIO MPOBOAUTH Audde-
PEeHIMATbHBIN IUATHO3 C APYTUMU JeMUCTUHU3UPYIOIIUMU 3a-
ooneBatusgmu. Turpel NMO-IgG KOppenupyloT ¢ aKkTUBHOCTbIO
3abo0yieBaHusI U pacrpocTpaHeHHOCThIo TopaxkeHus LIHC no
nanHbiM MPT. KoHlleHTpalysi aHTUTE CHUXKAETCS PU UMMY-
HOCYTpeccuBHOM Teparnuu [6, 10].

O6mmenpuHAThIN cTaHgapT Tepanmu OHM He pa3paboTtaH,
a CYIIECTBYIOIIME PEKOMEHIAIUM TI0 JICYCHUIO OCHOBAHBI Ha
IMITUPUYECKOM OIbITE M pe3ybraTaX HeOOJBIIMX OTKPBITHIX
KJIMHUYECKUX uccaenoBaHuit. JIisi jeyeHusl BIepBble TUAarHo-
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ctupoBaHHoro OHM u oboctpeHuii 3a00eBaHUsI TPUMEHSIIOT
rmokokoptukouasl (I'K) B pexxume mysbc-Tepanuu ¢ mocjaeay-
IOIIIM TIEpEXOJIOM Ha TIepOPaTbHBIN TIpreM B 03¢ | MT/KT B Cy-
TKU B IepecyeTe Ha MPeTHNU30JI0H, NHOTAA B COYETAaHUM C TUIa3-
MadepezoM. MMMyHOMOMyIMpYIOIIas Tepanusi, aKTUBHO TPH-
MeHsieMasi y OOJIbHBIX paccessHHbIM cKyiepo3oM, ripy OHM He-
addekTUBHA U, HAIPOTHUB, MOXET MTPOBOLMPOBATH OOOCTPEHUE
[7]. Ans nonaepxupatoniero JeyeHuss OHM ucrnonb3yior coue-
TaHWe TIPETHU30JI0HA U a3aTUOINpUHA. [1pr BICOKOI aKTUBHO-
CcTU 3a00J1eBaH1s MOXKET ObITh Ha3HaueH putykcumao. [1pu He-
JIOCTAaTOYHON 3(P(PEKTUBHOCTU WM HEMEPEHOCHMMOCTH Tiepe-
YUCJIEHHBIX TIPENapaToB B Ka4yecTBe MpenapaToB BTOPOIl TUHUU
MPUMEHSIOT 1uKJIodochamua, MukodeHosatra MoheTusl, MU-
TOKCAHTPOH, BHYTPUBEHHBII UMMYHOTJIOOYJIMH. YUUTBIBasI ay-
TOMMMYHHBII XapakTep 3a00JIeBaHUsI, TIPEICTaBIISIeTCS TTepCTie-
KTUBHBIM ipuMeHenue mpu OHM reHHO-MHXeHePHBIX OMOTI0-
TMYECKUX TIPENapaToB — TOUMIU3yMada (aHTUTEN K pelenTopam
WNJI1 6), axynu3zymaba (aHTUTEN K KOMIOHEHTY C5 CCTEMbI KOM-
IJIeMeHTa), akBariopymada (peKOMOMHAHTHBIX HENaTOTeHHbBIX
AHTUTEJ K aKBaropuHy 4, KOHKYPEHTHO TIPETISITCTBYIONINX CBSI-
3piBaHnio NMO-IgG c akBammopunom 4) [11, 12].

Oco0y10 CIOXHOCTh B KIMHUYECKOW MPAKTUKE MPEeaCcCTaB-
ssiet mopaxkenne LIHC ¢ kmuanyeckumu npuzHakamu OHM u
BoisiBieHHeM NMO-IgG npu cucTeMHBIX peBMaTUYECKUX 3200-
neBaHusx. [Tpuznaku OHM u BeisiBienue NMO-IgG onuvcaHbl
npu CKB, 6ose3nu LIErpeHa, cMCTEMHON CKJIEpOJEPMUU, BaC-
KYJIUTaX, aCCOIMMPOBAHHBIX C AHTUHEUTPOPUIHLHBIMUA ITUTO-
IJT1a3MaTUIECKUMU aHTUTEJIAMU, TIeTUaKN1, MUACTEeHUU U ayTO-
UMMYHHOM Tupeouaute [5, 8, 10]. [Iug onucaHus mogoOHBIX
CUTyallMii pSIIOM aBTOPOB ObLT MPEUIOXKEH TEPMUH «ONTUKOMU-
eJINT-aCCOLMUPOBAHHBIE PACCTPOMCTBA WM CUHAPOMBI». [Ipu
3TOM OCTaeTCsl OTKPBITBIM BOTIPOC O TPAKTOBKE 3TOTO CUHApPOMA
KaK TIPOSIBJIEHUSI OCHOBHOTO 3a00JIeBaHUST WM KaK CaMOCTOSI-
TebHOU HOo30J0THHU. BOo BTOpOM ciydae cienyeT mpeamnoiarath
HaJuuue y MalireHTa IByX OJHOBPEMEHHO Pa3BUBAIOIINXCS ay-
TOMMMYHHBIX TTPOLIECCOB. B Mosib3y 3TOi TUMOTE3bl CBUACTEb-
CTBYET TO, UTO HauboJiee YacTo Cpelr BCeX ayTOMMMYHHBIX 3a-
ooseBaHuit OHM BcTpeuaeTcst mpu ayTOMMMYHHOM TUPEOUIM-
Te, UeIMaKUA U MUACTEHUU — 3a00JIeBaHUSIX, JIJIST KOTOPBIX He-
xapakTtepHo mopaxeHue [IHC. B To e BpeMst mpu cCTeMHBIX
3a0oneBaHMsIX coenrHuTeNbHOM TKanu (C3CT) OHM Ha6mo-
JaeTcsl 3HAYMTEIbHO Yallle, YeM PacCesTHHbII CKJIepo3 U Ipyrue
nemuenuHusupytomme 3adoneanus LIHC. ¥V 6oababix OHM,
nmomrumo NMO-IgG, yacTo BBISBISIIOTCS ApYrue ayTOaHTUTEa
(aHTUSIEpHBIE aHTUTEJA, AHTUTeNa K DKCTParupyeMomy siaep-
HOMY aHTUTEHY, TUPEOTJIOOYINHY U TUPEOUTHOM TTEPOKCUIa3e u
Mp.) B OTCYTCTBUE KJIMHUYECKUX TMPU3HAKOB U JOCTATOYHBIX
KpUTEpUEB sl AMATHOCTUKU CUCTEMHOTO PeBMAaTUYECKOro 3a-
oosieBaHUsl. OOCyXnaroTcsl oOlIMe TeHeTUYecKue (HakTophl,
Tpenpacroyiaraolre K HapylmeHUsIM TYMOPaJIbHOTO UMMYHU-
TeTa 1 pa3BUTHUIO ayTOMMMYHHBIX PEeaKInii, U OOIINe MaToTeHe-
tnyeckue mMexaHn3Mbl Tipu OHM u C3CT. DTa runotesa mom-
TBepxknaetcsl BbisiBaeHMeM npu OHM ajieabHbIX BapuaHTOB
TEHOB, MPUCYTCTBYIOLIMX IPU APYTMX ayTOMMMYHHBIX 3a00Jie-
BaHUSIX: T€HOB IJIABHOI'O KOMILIEKCAa TMCTOCOBMECTUMOCTH
(HLA), rena tupo3undocdarasel — PTPN22 (BcTpedaeTcsi pu
pesmaTtounHom aptpure, CKB, 6one3nu Kpona, caxapHom am-
abete 1-ro Tmma), reHa peuenropa MJI123 (BeisiBisercs mpu 60-
ne3nu Kpona, CKB, ricopuase), reHa CUTHaJIbHOTO Kackania a-
KTopa Hekpo3a onyxonu oo (PHOw) — TNFAIP3 (oO6HapyXuBa-
ercs ipu peBmatouaHoMm aptpure, CKB, ncopuase u 6oie3Hu
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Anamnes boavnoit K. ¢ CKB u dsycmoponnum OHM (cunopomom Jesuxa).
N — nopma; AT — aumumena; I'M — 2on06H0ii mo3e, CM — chunnoii mosze; MBT — mukobakmepuu mybepkyaesa; PA — peemamoudHoiii
apmpum; MT — memompexcam; 13 — npednuzonon; [IDPA — yuxarogocgpamud

Kpona). Kpome Toro, mpenronaraercsi, 4To pa3BUTHE CUCTEM-
HOTO BOCTIAJIEHUSI C TIOSIBIEHUEM LIUPKYIUPYIOIIUX UMMYHHBIX
KOMIUIEKCOB U aKTUBALIMEil CUCTEMbl KOMILIEMEHTA MPU ayTo-
MMMYHHBIX 3a00JIEBaHUSIX MOXET IMPUBOAUTH K MOBPEXKICHUIO
I'Sb u nponukHoBeHuto NMO-IgG B LIHC ¢ pa3zButurem Kiu-
Hudeckux nposisneHuit OHM [8, 10].

BreigBnenne NMO-IgG npu xapakTepHON KIMHUYECKOI
kaptuHe OHM y nanmeHTa ¢ peBMaTHYeCKUM 3a0o0jieBaHUEM
MO3BOJISIET AMArHOCTUPOBATh CUHAPOM [leBrKa u Tpedyer Gosiee
aKTMBHOTO UMMYHOCYIIPECCUBHOTO JICUeHUsI U HAOIIONCHUS Y
peBMaTtojiora, odTaabpMojiora U HeBpojora. [1py BO3HUKHOBE-
Huu OHM Ha dhoHe cUCTeMHBIX peBMaTUYECKUX 3a00JIeBaHUI
pekoMeHayeTcss m30eraTh HazHaueHus: nHruoutopos @HOa
(MHGaMKCUMa0, anaaTuMymad, STaHEPLEIT) B CBSI3U C OMUCaH-
HBIMU B JIUTEpAType CJAydyasiMU pa3BUTUSI MPU UX NPUMEHEHUU
nemuennHusupytoero nopaxenust LIHC [5, 8].

ITpuBonuM coOCTBEHHOE KJIMHUYECKOE HaOJIOACHUE CIlly-
yast CKB ¢ pazButruem OHM (cunapoma [leBuka; cM. pUCYHOK).

Hlayuenmrka K., 28 nem, we pabomaem (0omoxossiika).
B 2013 e. cmana ommeuamp nosieneHue 00bluKU, NepUOOUHecKy —
noeviuleHue memnepamyps. meaa 00 cy0eOpunIbHbIX 3HAUEHUIL.
IIpu penmeenoepaguu opeanoe epyoHoill Kaemku Obia 8bis6AeH UH-
usbmpam e HudicHell done 1e6020 ne2Koe0. Aumubuomuxkomepa-
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nus npenapamamu Wupoko2o cnekmpa oviaa neagpgpexkmuena. Ila-
yueHmka Ovlaa 006c1e008aHa 6 NPOMUBOMYOEPKYAe3HOM OUCNAHCe-
pe e. Xabaposcka: pezyabmamol duackunmecma, noauMepasHoi
UenHoll peakyuu OPOHX0ANbBEONAPHO20 AABaANCA U OAKMepUoao2U-
YeCcK020 UCCAe008anUs Ha MUKOOAKmMepu ObiaU OMPUAMeNbHbIMU.
Hecmomps na smo, na npomsaxcenuu 2013—2014 ee. npogoduaacs
npomugomybepKyne3nas mepanusi, He OKa3asuias 3HAYUMO20 8AU-
SAHUS HA COCMOsIHUe O0NbHOU.

B ageycme 2014 e. noseuaacy 6016 6 1€60il noroguHe 2pyo-
HOU KaemKu, npu 00c1e008aHUU GblA6AEHbl AelIKONeHUs 00
2,3-10°/n, nosviuenue yposHs mapkepos ocmpoghazoeoeo omee-
ma (COD 52—64 mm/4, CPE 3,5 Hopmvt), énepssie 00HapyiceHbl
anmumena k namugroil /[HK 6 duaenocmuuecku snauumom mu-
mpe, NpU3HAKU 1€80CMOPOHHe20 nieepuma, nepukapouma. B no-
sa6pe 2014 e. npucoedunuruce 20108Has 604b, 02paHu4erue noo-
sudICHOCMU U 6016 8 WeliHOM omaoene N0360HOUHUKA, 001b @ MblUi-
yax naeuego2o nosca, 604b U NPUNYXA0CMb MEAKUX CYCMABOG KU -
cmeii. B aneape 2015 e. coxpansauce neiikonenus do 2,6-10°/x,
nosviuernue COD 0o 55 mm/4, yposns CPbh do 4 nopm, anmumen
x nHamuenoil JIHK (0o 10 Hopm), 6bls64eHO noGbluleHUe YPOBHS
pesemamoudnozo paxmopa (PP). Kowcyasmuposana peemamo-
N1020M, COCMOAHUE PACUEHEHO KAK CepONno3umueHblii peemamouo-
HbLIL apmpum, 6 c8:3U ¢ uem Obiaa nposedena nyavc-mepanus I'K,
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HasHaueH npednusonon 10 me/cym, memompexcam 10 me/Hed c
aghpekmom 6 sude Kynupoganus xuanoo.

B ¢espane 2015 e. camocmosamenvho npexkpamuna npuem
NpeoHU3010HA U MemompeKcama, 6cKope nocae 3mo20 GO3HUKAU
6He3anHoe gvinadenue HUdICHel NOA0BUHbL NOAs 3PeHUs, A 3ameM
noauas nomeps 3peHus Ha aeswlil enas. Brnoev cmana 6ecnokoums
20106Has 6016 U 601b 6 uleliHOM omoene NO36o0HOYHUKA. B mapme
2015 e. npogedena MPT eon06H020 Mo3ea, He biA8UBULAS OP2AHU-
4ecKoll namono2uu.

B konye mapma 2015 2. 3amemuna yxyouienue namsamu, 3a-
mpyoHeHHoe moueucnyckanue. B anpene 6bina cocnumanusuposana
6 Hegponoeuueckoe omoenerue I'Kb e. Xabapoecka ¢ duaenozom 3H-
ueparonamuu Hescoii smuoaoeuu. Ilpu ocmompe ommeuernwl Ha-
pyuieHue CO3HaHus 00 CMeneHu 3amopMOJICeHHOCMU, Hecnocoo-
HOCMb BbINOAHUMb KOOPOUHAUUOHHBIE NPOObL, PUSUOHOCMY 3ambl-
JNOYHBIX MblUY, HapyuleHue QYHKUUU Ma308bIX 0peaHos (3adepicka
mouu). [losmopro evinoanena MPT eonoenoeo mo3zea: é 6eaom ee-
wecmee N00HbIX, MEMEHHbIX, GUCOUHBIX 00ell Bbis8AEHbI MHOICE-
cmeeHHble 04azu NOAUOHANLHOU (hHOPMbL C HeHeMmKUMU U HePOGHbI-
mu Koumypamu, pasmepamu 0,3—3,0 cm, caugHoeo xapakmepa, ¢
uzmeneHHvlM M P-cuenanom (eunepunmencuenvie 6 pexcume T2 u
LAIR, uzo- u eunounmencuenvie 6 pexcume T1). [locre 6sedenus
KOHMPAcmno2o npenapama @ 1e8oii 100Hoi done y0anocs 8U3yanu-
3Uposams 08a CynpameHmMopuanbHbiX o4aea, MUHUMAAbHO HAKAN-
AuUBasWUX KoHmpacmuoe eewjecmeo no nepugpepuu. Ilpu MPT
WetiH020 U NOSACHUYHO20 OMOeN08 CNUHHO20 M032d BblA6ACHbl MHO-
JHcecmeeHHble UHMPaMeoyANsapHble 30Hbl (NPOmMsdceHHOCmbio 5— 13
MM) eUNePUHMEHCUBHO20 cUHeHara. Buinoanena arombanvhas
NYHKUUS, N0 OQHHBIM AHAAU3A AUK6opa: uumo3s — 12/mm3 (neiimpo-
unvt 5%, aumpouumor 7%), obwuii 6eaox — 0,8 e/n, enokosa —
2,8 mmonv/n. Coxpansnuce AeiiKoneHus, AUM@onenus, 3Ha4umens-
Hblil MOHOUUMO3. Bbisigaentble usmenenus cmanu OCHO8AHUEM 0N
nposedeHUs pasgepHymozo OUAeHOCMUYecK020 HOUCKA C Ueablo Uc-
Karuenus eepneceupycrvlx ungexyuii LIHC (IgM anmumena k éu-
pycy Dnwumeiina—bapp u Herpes simplex ne o6napysicenst), anmu-
gocghorunudnoeo cunopoma (anmumena Kk KapoUOAUNUHAM He Bbl-
seaenvt). Obcyscoancsa ouazHo3 IHyedaruma Heymo4yHeHHOU IMuo-
snoeuu. [lposedena nyavc-mepanus I'K — npednuzonon 1500 me
BHYMPUBEHHO (8/8) KANEAbHO C NOCAOYIOUUM NePexo0oM HAa nepo-
PanbHbLil npuem npedHu30A0Ha 6 doze 20 me/cym ¢ noaoxcumens-
HbIM 3hpeKmom 6 sude nOCMeneHH020 80CCIMAHOBACHUS (DYHKUUU
Mazoeuix 0peaHos, YAyHuleHus namsamu.

B aseycme 2015 e. nocae ymenvuwienus 003vl u nocaedyroujeis
OmMeHbl NPeOHU30A0HA OMMEMUNA CHUJICEHUe OCHPOMbL 3PeHUs
npaeoeo enasa, 60300H0GAEHUE 20108HOU 00AU, CHUICCHUE HY8CH-
BUMENLHOCIU HUMICHUX KOHeUHOCmell, 601b U OMeK MeAKux cycma-
606 Kucmeil pyk. Obpamuaace kK 0pmanvmonoey, Komopbwlii 0uaeHo-
CMUpPoB8an HUCXOO0AUYI0 YHACMUYHYIO AMPOPUIO 3pUMeNbHO20 Hepaa
cnpaea u NOAHYI ampoguio 3pUmenbHo20 Hepea cAeed, MUONUIO
cpednell cmenenu. Bnepeuvie pexomendosano uccredosanue anmu-
men Kk akeanopury 4 (NMO-1gG), komopule Gviau evis6aetbl 6 mu-
mpe 1:320 (nopma <1:10). C yuemom ocobeHnocmeil aHamuesa u
KAUHUYECKOU KapmuHbl 3a001e8aHUsL, UMMYHOA0SUMECKUX Hapyule-
Huil u dannvix MPT 201061020 U cnuHHO20 M032a y nayueHmMKU Obl-
au duaenocmuposanvt CKB, dsycmoponnuit OHM (cundpom Jlesu-
Ka). Yuumovieas 6vlcOKYH0 aKmMueHOCmb 3a001e6aHUsl, 6bINOAHEHO
mpu ceanca naazmagepesa, npogedenHa KOMOUHUPOBAHHAS NYAbC-
mepanus npeoHu3010HoMm (cymmapro 3000 me 6/8 kKaneavHo) u yu-
Kaogocamudom (no 1000 me /6 kaneavHo excemecsyHo), HaA3HA-
ueH npedHu3010H 6 dose 30 me/cym. B pezyasvbmame aKkmugHol um-
MYHOCYRpeccugHoil mepanuu yoanocs 000UmbCs yAyHuieHUus 0cmpo-
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Mbl 3peHUs NPasoeo 2Aasa, pespecca 204108HOI 604U, 80CCMAH08Ae-
HUA 4Y8CMEUMENbHOCMU HUMICHUX KoHneuHocmell. [lo dannvim KowH-
mpoavroii MPT 201061020 Mo3ea 6 dexabpe 2015 e. ommeuena no-
N0JICUMENbHASL OUHAMUKA 6 8Ude YMEeHbUIeHUs KOAUYecmea U pas-
Mmepa ouaeos. B mapme 2016 e. doza npedHu3010Ha nOCMENeHHO
CHudiceHa 0o 15 me/cym, npoussedena 3amena yuxkaopocgamuoa Ha
asamuonpun 6 doze 150 me/cym.

B dexabpe 2016 e. eénepsvie eocnumanusuposana ¢ Kiunuky
peemamonoeuu, Heghponroeuu u npogpnamonoeuu um. E.M. Tapeesa
¢ Jcanobamu Ha CHUdICEHUe 0CMpPomyl 3peHusi cnpasa, nepuooduye-
CKU B03HUKAROWYI0 20408HYH0 001b. [Ipu 06ciedosanuu umMmyHoN0-
euyecKkue nokasamenu 6 npeoenax HOpManbHuiX 3HAYEeHUll, npu oc-
Mompe OKYAUCIMOM U He8poa02oM, a makce no dannvim MPT eo-
N08H020 M032a — NOAOUCUMENbHAS OUHAMUKA, NPUSHAK08 NPopec-
cuposanus nopaxcenus L[HC ne eviseaeno. lanuvie anamuesa (no-
AUCEPO3UM, apmpum MeaKux cycmasos Kucmei pyx, demueauHu3u-
Dpyroujee 04az060e nopaldcerue 20108H020 U CNUHHO20 M032a), 1a00-
pamopHble nokazamenu (1eliKoneHus, 2unoOKOMNAEMEeHMeMUsl, 8bl-
senenue anmumen k Hamuenoli IHK 6 vicokux mumpax), noaoxcu-
MeAbHAs OUHAMUKA COCMOSHUS NOO0 BAUSHUEM NPOBOOUMOT UMMYHO-
cynpeccusHolil mepanuu ykazvieanu Ha ouaero3 CKB (no duaenocmu-
uecKUM Kpumepusim, npedodiceHHbiM epynnoli dKcnepmog Systemic
Lupus International Collaborating Clinics (SLICC) ¢ 2012 e. [13] —
4 kauHuveckux u 2 ummynonoeudeckux xpumepus). C yuemom
Kkpaiine msaicenoeo nopaycenus L[HC, npuseduieco k noanoii nome-
De 3DeHUs cAe6a U CHUICEHU0 OCIMPOmbl 3peHUs cnpasa, u Hebnazo-
NPUSMHO20 NPOSHO3A ObLAO PEKOMEHO0BAHO NPOO0ANCUMYb Noddep-
ACUBAIOWYIO UMMYHOCYNPECCUBHYIO MEPAnUI0 d3aMUONPUHOM 8 00-
3e 150 me/cym ¢ nocmenennvim, Ha 1,25 me 6 mecau, CHUjCeHUeM
00361 npednuzonona do 10 me/cym. B cés3u ¢ pemummupyrowum
meueHueM 3a001e6aHUA U PA38UMUEM NOAUOPSAHHO20 NOPAICCHUS
nayuenmge peKomeH008aHo npo0oAICUMb HAOAOOeHUe Y PeeMano-
1024, 0hmManbmMon02a u Heepoaoea ¢ nepuoduvecKum onpedeaeHuem
yposus NMO-IgG, nposedenuem xonmpoavroi MPT eono6noeo u
CRUHHO020 M032a 8 OUHAMUKE.

Oocyxnenne. [IpeacraBieHHOe KIMHUYECKOE HAOMIOACHUE
nemoHctpupyet pazButue CKB ¢ TskeabiM MyJbTH(GOKATbHBIM
nopaxeHuem LHHC, knuHuuecku coorBercTBytominM OHM.
He6ror OHM y GonbHOM pa3BuiIcs Tocie OTMEHBI UMMYHOCY-
MPECCUBHON Tepanuy U XapaKTepu30BaJICS OTHOCTOPOHHUM
ONTUYECKUM HEBPUTOM C OBICTPBIM, B TeUEHUE 2 MeC, MPUCOe-
NMHEHUEeM MUEIUTa U MopaxeHus BToporo riaza. HecMoTpst Ha
Hamuuve TUnuyHbX st OHM cumnToMoB, MMMyHoJOrMyue-
ckux HapymeHuit 1 MPT-kapTUHBI, OCTaeTCsT OTKPBITHIM BOII-
poc, siBisiercst OHM B maHHOM citydae caMOCTOSITENTbHBIM 3200~
neBanneM wiu nposisneHrneM CKB? CorymacHo coBpeMeHHBIM
nuarHoctuyeckuM Kpurepusm OHM [14], Hanuume CUCTEMHBIX
3a00JieBaHMIi He o3BoIsieT paccmaTpuBaTh OHM Kak camocTo-
saTeJibHOe cocTosiHue (0osie3Hb JleBuka). B mosib3y rumnoressl o
BTOpUIHOM XapakTtepe nopaxeHust LIHC cBumeTenbCTBYIOT ITa-
payensHoe pa3BuTHe y 6ombHON o6ocTpennit OHM u CKB (c
dbopmupoBanuem apTputa, JEHKOIEHWM, TUITOKOMITJIEMEHTE-
MUM) U OJHOHAMpPABICHHbIE U3MEHEHUS] YPOBHs crieluduye-
CKUX JUISI 9TUX 3a00J€BaHUII UMMYHOJIOTMYECKUX MAapKEPOB.

ITo naHHBIM peTPOCIEKTUBHBIX HAOIIOAECHUII, YacTOTa pa3-
BuTHs Tioniepeuroro muenuta ipu CKB mocturaer 2,3%, mnpu-
YeM Y TTOJIOBUHBI MTAlIUEHTOB B AAJIbHEUIIIEM OTMEYaeTCs] HEBPUT
3pUTENBHOTO HepBa. M3011MpoBaHHbI ONITUYECKNIT HEBPUT TIPU
CKB Bcrpeuaercst nmpumepso B 0,5% ciydyaeB. Yacrora ummy-
HOJIOTMYECKU TMOATBepXKIAeHHOro cuHapomMa Jlesuka npu CKB
nocturaet 0,9%, B TO BpeMsT Kak pa3IMyHble BAPUAHTHI ITOpake-
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aust LITHC npu CKB otmevarores B 18,6—25% ciydaes [15, 16].
Cumnrombl OHM MoryT pa3BuBatbes Kak B nedrore CKB, Tak u
Yyepe3 MecsIIbl WU TOJbI TIocyIe Havaia 3aboieBaHusl (Kak mpa-
BWJIO, B TEUECHME TIEPBHIX 5 JIeT), YKe Ha (DOHEe TTPOBOIUMOI Te-
parmuu. O6sryHO mopaxkenue LIHC nmpu OHM y manmeHTOB ¢
CKB HauuHaeTcst ¢ GOpMUPOBAHUSI MUEINUTA, KOTOPbIN yaaeT-
cs1 BU3yanusuponath rpu MPT crimHHoro mo3sra. B psine ciayya-
eB pazsutue OHM npu CKB compoBokiaercss BoBieYeHUEM
TOJIOBHOTO MO3Ta, YTO TIPOSIBIISIETCS] Pa3IMYHON 09aroBOi HEeB-
POJIOTMYECKOM CUMITOMATUKON B 3aBUCHUMOCTH OT XapaKTepa 1
JIOKQJIM3ALIMU 04YaroB TOpaXKeHUs, KOTOPble MOXKHO OLIEHUThb
npu MPT. CrnenyeT OTMETUTD, YTO B OOJIBIIMHCTBE ONMMCAHHbBIX
B JIuTeparype ciydyaeB peuunusbl OHM coBnagaiu no BpeMeHn
¢ oboctpeHrem CKB, kak u perpecc nposiBieHuii B pe3yjabraTe
MPOBOMMOY UMMYHOCYITPECCUBHOI Teparuu, 4To Haboma-
JIOCh U 'y Hallieit 00JIbHOM.

IoBbimentsie TuTpsl NMO-IgG BoisiBisiiorces y 78—100%
nauveHToB ¢ CKB u cummnroMamu 1poaojibHO pacipoCcTpaHeH-
HOTO TOIEePEeYHOT0 MUEJIUTA /WM ONITUYecKoro HeBpuTa. [1pu
atoM y nanueHToB ¢ CKB u apyrumu BapaHTaMu TIOpakeHUsT
HHC wiu 6e3 Bosneuenuss HHC NMO-IgG orcyrcrsytor [10,
17]. Kpome Toro, NMO-IgG Obutu BeIsIBIEeHBI y 46% NalueHTOB
C TIPOJIOJIBHO PAaCIIPOCTPAaHEHHBIM MOMNEPEYHBIM MUETUTOM, KO-
TOPBII TEPBOHAYAIBHO pacCMATPUBAIU B paMKaX UIMMYHOJIOTH -
YECKU TOATBEPKAECHHOIO MEePBUYHOIO WJIM BTOPUYHOIO (MpU
CKB) anTtudochoaMnuaIHoro CMHIApoMa, 4YTo B psiie ClayvyacB
CTaJI0 OCHOBAHUEM IS TIepecMOTpa AuarHosa. PerunuBupyio-
1Iee TeYEHHE ITOMEePEeIHOT0 MUEINTAa HaOII0MaeTCsS MCKITIOYN-
TEJbHO Y MAIIMEHTOB CO CTOMKUM TOBBIIIeHHEM ypoBHSI NMO-
IgG, uTo noATBepXKIAaeT 3HAUEHNE UX ONpeIeSeHUs HE TOJbKO
IUISl IMarHOCTUKM, HO W JIJIs1 OLIEHKW aKTUBHOCTM W NMPOTrHO3a
3a0osieBaHus [18]. [1peacTaBiaeHHbIe TaHHBIE TTO3BOJISIIOT PEKO-
MeHJ0BaTh uccienoBaHue KoHueHtpauuu NMO-IgG y Bcex na-
mueHToB ¢ CKB mpu MosBiIeHUN U30JIMPOBAaHHBIX MPU3HAKOB
MUEJINTA I ONTUYECKOTO HEeBpUTA. BhIsIBIeHME TTOBBIIIIEHHO-
ro ypoBHss NMO-IgG mo3BojiseT MporHO3UpPOBaTh Pa3BUTHE
OHM u 06cyknath ycueHUe MMMYHOCYIIPECCUBHOM Teparuu ¢
paHHMM Ha3HauYeHUeM Tuia3Madepesa, puTyKcumabda U BHYTPHU-
BEHHOTO MMMYHOTJIOOYJTMHA C 1IeJIbI0 TTPOMMIaKTUKY hOpMU-
pOBaHUSI TSKEJIOro HeBpoJoruueckoro aedunura [15—17].

B uccnenosanuu K.T. Kovacs 1 coasrt. [19] 6bu10 MOKazaHo,
yT0 y yactu nauueHToB ¢ CKB nosbieHHbIl ypoBeHb NMO-
IgG MOXXHO OOHApYKUTh 32 HECKOJIBKO JIET 10 MOSIBJICHUS TIep-
BbIx cumnitoMmoB OHM. B nepuoa o6octperuss OHM y 60s1bHBIX
CKB BBISBIISUTY TTOBBIIIIEHHBIE YPOBHU aHTUHYKJIEAPHBIX aHTH -
TeJ1, aHTUTeN K aBycniupaibHoii JIHK, aHTHTeNn K HyKiieocomam
1 NMO-IgG. Ilpu 3TOM OTMEYaINCh TOCTOBEPHBIC KOPPEs-
mun Mexay ypoBHssMu NMO-IgG u aHTUTENl K HyKJIeOCOMaM,

HABNHWAEHUA

M ®Hy u cTeneHblo akTuBauu onocpegaoBaHHoro uM Thl-kie-
TOYHOTO OTBeTa. IlociiemHee TO3BOJSIET OOBSICHUTH HEIOCTa-
TOYHBIN 2hdEKT JeueHNsT U YacTyI0 WHBATUIU3ALINIO TTallueH-
TOB ¢ muTeabHbIM TedeHrneM OHM nipu CKB B cirydae mo3aHe-
rO Ha3HAYeHMSI PUTYKCMMaba, 4TO MOXET ObITb OOYCIOBIIEHO
(hopMUpoBaHUEM 3HAUUTEIbHBIX HAPYIIICHUI B KIIETOUHOM 3BE-
He uMmyHuTeTa [20].

Kaxk rpaBuiio, B KauecTBe MHAYKIIMOHHOMW Tepanuu y 601b-
Heix CKB 1 OHM wucnone3ytores 'K un muknodochamua B BbI-
COKUX J03aX, B TOM YHUCJIe B peXKUMe MyJIbC-Teparuu, ¢ IMocje-
NYIOIIMM TIEPEX0IOM Ha TMEePOPaTbHYIO MOIEPXKUBAIOIIYIO Te-
panuio 'K 1 azatnonpuHoM wiu MmukogeHoara mopeTuaom. B
nebiore OHM, a TakKe y MalMeHTOB ¢ YaCTbIMU 00OCTPEHUSIMU
Y BOBJICUEHMEM TOJIOBHOTO MO3Ta OIPaBIaHHO TPOBEICHUE
mrasMadepesa, Ha3HaAUYeHNEe BHYTPUBEHHOTO MMMYHOTJIOOYIHN -
Ha, puTykcuMaba. CenyeT UMeTh B BUILY, YTO MOHOTEPAITHS PH-
TYKCUMaOOM MOXKET OBbITh HETOCTATOUHO 3 (HEKTUBHOM Y Maiu-
eHToB ¢ OHM npu CKB, a i1 anekBaTHOro KOHTpOoJIsl 3a00J1¢e-
BaHUs TpeOyeTcsl OAHOBPEMEHHOE MPUMEHEHUE LIMTOCTaThye-
CKMX TpenapaToB (MeroTpekcaT u ap.) [20, 21]. B nureparype
omnucan ciyvait pazsutuss OHM mpu CKB, pedpaxreproro k
nynbc-Tepanuu ['K, 1eyeHrno BHYTPUBEHHBIM MMMYHOTJIOO0Y-
JIMHOM, MUKO(eHoIaTa MO(PETUIOM, TAKPOJUMYCOM, PUTYKCH-
MaboM U ukiodochaMmunsom nepopajibHo. OTBeTa yaanoch 10-
OUTHCS TOJIBKO TMPU BHYTPMBEHHOM BBEICHUU CBEPXBBICOKUX
no3 uukjodochamuaa B pexume uUMMyHoaOmauuum (50
MT/KT/cyT B TeueHue 4 qHeit) [22]. B nmpencraBieHHOM HaMU Ha-
OJIFOIEHNY peMUCCHST 3a00JIeBaHMSI HACTYITIIIA TTOCJIE TOCTAaTOY-
HO arpecCMBHOM MMMYHOCYITPECCUBHOM TEPaINuu, BKJIFOYaBLIEH
Tpu ceaHca ruasmadepesa, 'K nepopaibHoO U B pexXuMe MyJibC-
Tepanuu B COYETaHUU C €XKEeMECIYHbIMU BHYTPUBEHHbBIMU BBE-
neHusiMu nukiodochamuaa Ha npotskeHuu 8§ mec. [locnenyro-
mas 3aMeHa uKiIodgochamMuma Ha a3aTHONIPUH U TTOCTETICHHOE
CHIDKEHUE IT03bl IPEIHU30JI0HA TIO3BOJIWIM TOIAEpPXKaTh pe-
MMCCHIO 32001 BaHMSI.

Taxkum oOpaszom, crieluaaucTam, HabIJAIOIIMM MaLIMEHTOB
¢ CKB, ciemyer moOMHUTB O BO3MOXHOCTU pa3Butusi OHM — pen-
KOTO W TIPOTHOCTUYECKU HEOJIArOIPHUSTHOTO OCJIOKHEHUST OC-
HOBHOTO 3a00JIeBaHUS, a MPU MTOJO03PEHUN Ha €r0 BO3HUKHOBE-
HUE BKIIIOYATh B IUIaH 00CIeIOBaHMSI ONpeneieHre creuduye-
ckux ayroaHtute] NMO-IgG, noBbIlIEHHBIN YPOBEHb KOTOPBIX
MMeEET MpakTUYecKoe 3HaYeHUe AJIs1 TUArHOCTUKU, OLEHKU aK-
TUBHOCTU M MPOTHO3a 3abosieBaHusI. TOJIBKO MYJbTUIACIUATIIN -
HapHBII ITOIXO C TIPUBJIEYEHEM HEBPOJIOTOB, O(TATEMOJIOTOB,
PEBMATOJIOTOB U TIPUMEHEHNUE COBPEMEHHBIX METOIOB IUArHO-
CTUKM, a TAKKe paHHee Ha3HauUeHUe aieKBaTHOI MMMYHOCYTIPEC-
CHBHOI TepaIyy MO3BOJISIIOT ITPEI0TBPATUTh (hPOPMHUPOBAaHUE He-
obpatumbix nospexaeHuii LIHC u nHBanuan3anuio rnaumueHToB.
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WccnenoBaHue He UMeso CHOHCOpCKOfI TOIICPXKKHU. ABTOpr HECYT ITOJIHYIO OTBETCTBEHHOCTD 3a INPEAOCTABJICHUEC OKOHYATE/Ib-
HOM BEPCUU PYKOIIMCHU B I1€YaThb. Bce aBTOPLI IPUHUMAJIN y4yaCcTUC B pa3pa60TKe KOHLECIIIMWKU CTaTb U HAITMCAHUUN PYKOITUCHU. OKOH-
yaT€jbHas BEPCUA PYKOIIUCHU ObLTa 0[[06peHa BCEMU aBTOpaMM.
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