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AKTyanbHocTh. VccnenoBanusi Mo pacnpocTpaHEHHOCTH Op(aHHBIX 3a00J€BaHUM, K KOTODPBIM,
HECOMHEHHO, MO’KHO OTHECTH ONTHKOHEBPOMUENHUT WK 00sIe3Hb J{eBHrKa, UMEIOT psiJl 0OCOOCHHOCTEH
u TpyaHocted. OTCYTCTBHE JaHHBIX B (OpPMax TOCyJapCTBEHHOM CTaTHUCTKU M OTCYTCTBHE
KJIMHUYECKUX PETMCTPOB MAIMEHTOB 3aTPYIHAIOT MOHUMAHUE O MOTEHIMale TakuX 3a00JieBaHUH.
Ecnu n3HavaabHO ONTUKOHEBPOMUENIUT paccMaTpUBaIcs Kak oco0ast popma pacCesHHOTO CKJIepo3a, B
KJIMHAYECKOW KapTHHE KOTOpPOM NpeoOsajanyd ONTHYECKHE HEBPUTHI (MOPaKEHUS 3PUTETBHBIX
HEPBOB) M MHEIHUTHI (MOpaKeHUs] COMHHOIO Mo3ra ¢ (OpMHpOBaHHEM IMapa- M TETparnapes3os,
HapyIIEHUEM YYBCTBUTEIBHOCTH IO IPOBOJHUKOBOMY THIIy M Ta30BbIX HapylLIEHHUi), TO ¢
BbISIBJICHHEM cneun@nquKoro 6H0Map1<epa — AHTUTCII K aKBaHOpI/IHy-4 JaHHBIC COCTOSAHUA ObLIH
BBIICJIEHBI B CaMOCTOSITENIBHYKO HO30JIOTMYECKYIO eauHully. llpakrtudeckas 3Ha4MMOCTb
T PepeHIIMPOBKH ABYX TEMUETMHU3UPYIOMIUX 3a00€BaHN 3aKII0UAETCs B TOM, UTO MOJIXOABI K UX
JICUEHUIO NPUHIUINAIBHO OTIMYAIOTCS: IpenapaThl, U3MEHSIOIINE TEYEHUE PACCESIHHOTO CKJIEpOo3a
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(IINUTPC), moryt yxyamuTh coctosuue nampentoB ¢ 3COHM, npoBorupys pa3BuTie 000CTpEeHUH y
HUX, I03TOMY Ba)KHBIM 3TarloM CTajio (popMupoBaHue quarHocTudyeckux kpurepues OHM.

Henb. IlpoBeneHue SHNUAEMHOIOTMYECKOIO  HCCIEIOBaHMS IO  PaclpOCTPAHEHHOCTH U
3a007€Ba€MOCTH  MMALMEHTOB ¢  op(aHHbIM  3abosieBaHMeM —  3a00JI€BaHUS  CIIEKTpa
ONTHUKOHEBPOMUENINUTA (ONTHUKOHEBpOMUEHT, Oosie3Hb JleBuka) (3COHM) ¢ aHanu3oM MalueHToB
KaX/10T0 THIIA [10 BO3PACTy M IOy, BO3pacTy Je0roTa 3a001eBaHus, aHAJIN3 HAa HAJIMYME aHTUTEN K
aBKaIlOpPUHY, HAJINYME OJIUTOKJIOHAJIBHBIX AHTUTEIN B CBIBOPOTKE U JIMKBOPE, OCHOBHbBIE KIIMHUYECKUE
IIPOSIBJIEHUS, IPOBOAUMOE JIeueHHe: 0a3ucHas MMMYHOCYIPECCUBHAs Tepanus, aHTH-B-kieTouHas
Tepanusi, antu-1J16-repanus, Tepanusi IOKOKOPTUKOCTEPOUIAMHU.

Marepuanbl U MeToabl. B wuccienoBanue BKIIOYEHBI 142 mnanuMeHTa, HAXOAMBIIMXCS Ha
cranuoHapHoM JyieueHnr B ®I'bHY «HaydHbIN LIEHTp HEBPOJIOTUM», B MEKOKPYKHBIX OTIEICHUIX
paccessHHOTrO ckiiepo3a . MOCKBbI, B pErMOHAJIbHBIX LIEHTPAX JEMUETMHU3UPYIOIIUX 3a00J1eBaHUN
Jlenunrpaackoit, HoBocuOupckoit oOmactu, pecmyonuk Mapuii Dn, Tarapcran, XaHTbI-
MaHCHIICKOrO aBTOHOMHOI'O OKpyra. Bce manmeHTel COOTBETCTBOBAINM JAMATHOCTUYECKUM
kputepusim 3COHM 2015 r., Ha ocCHOBaHMHU Yero U ObLI yCTaHOBJIEH AuarHo3. [IpoBeneH aHanus 1o
KPUTEPUSM, OIIMCAHHBIX B LIEJIM UCCIIEIOBaHUS.

PesyabtaTrel. 3COHM sBisiercsi akTyalqbHOW MPOOIEMO HEBPOJIOTHMH, TaK KaK 3aTparuBacT B
OCHOBHOM JIUI] MOJIOJIOTO, TPYAOCIIOCOOHOI0 BO3pacTa, A0JIs NalKeHToB oT 18 10 49 net cymmapHo
cocraBuia 77%. Yaie 607€10T )KEHIUHBI, aKTyaJIbHBIMU OCTAIOTCSI BOIIPOCHI IJIAHUPOBAHUS CEMbU
y nanuenToB ¢ 3COHM. bonbIIMHCTBO MAallUEHTOB SABIISAIOTCS CEPONO3UTUBHBIMU IO aHTUTENIAM K
aKBaIropuHy-4, 0JIHAKO JJOCTaTOYHO BbICOKUM npoleHT nauneHToB ¢ 3COHM ceponeratusHsl (33%),
410 00yCIaBIMBACT IOUCK IPYTUX OMOMapKepoB IeMUETMHU3UPYIOIUX 3a00seBanuil. Heobxoaumo
TaK)X€ MPOBEIACHHE KOMIUIEKCHOI'O KIMHUYECKOIO, JIAOOPATOPHOrO0 M HEWPOBHU3YaIU3aLHOHHOIO
o0clieIoBaHMsl KaXJOro KOHKPETHOI'O NAalMeHTa C IeJbI0 JUarHOCTUKH B COOTBETCTBHM C
aKTyaJIbHBIMH TUarHOCTUYECKUMU KPUTEPUSAMH, TAK KaK B IPOTUBHOM CIIy4yae J0 TPETU MaLUEHTOB
MOTYT IOJIyYUTh HEBEPHBIC JUATHO3BI.

KiaroueBble ciaoBa. KiroueBble  croBa:  ONTUKOHEBPOMHENUT, 3a00JeBaHHS  CIEKTpa
ontukoHeBpomuenuta (3COHM), paccesuusiii ckiepo3 (PC), antutena k akBanopuny-4, aHtutena
K  MHEIUH-OJIUTOACHAPOIIUTAPHOMY TJUKONPOTEHHY, JEMHUEIMHU3UPYIOIIKEe 3a00JeBaHusl,
AMUJAEMHUOIIOTHS.

CLINICAL AND EPIDEMIOLOGICAL ASPECTS OF RARE DISEASES. PROBLEMS OF
COLLECTING INFORMATION AND DIAGNOSING OPTICONEUROMYELITIS,
DEVICK'S DISEASE
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Relevance. Studies on the prevalence of orphan diseases, which undoubtedly include
opticoneuromyelitis or Devick's disease, have a number of features and difficulties. The lack of data in
the forms of state statistics and the lack of clinical patient registers make it difficult to understand the
potential of such diseases. If initially opticoneuromyelitis was considered as a special form of multiple
sclerosis, in the clinical picture of which optical neuritis (lesions of the optic nerves) and myelitis
(lesions of the spinal cord with the formation of para - and tetraparesis, impaired sensitivity to the
conductor type and pelvic disorders) prevailed, then with the identification of a specific biomarker —
antibodies to aquaporin-4, these conditions were isolated into an independent nosological unit. The
practical significance of the differentiation of the two demyelinating diseases lies in the fact that the
approaches to their treatment are fundamentally different: drugs that change the course of multiple
sclerosis (PITRS) can worsen the condition of patients with ZSONM, provoking the development of
exacerbations in them, so an important stage was the formation of diagnostic criteria for ONM.

Goal. Conducting an epidemiological study on the prevalence and morbidity of patients with orphan
disease — diseases of the opticoneuromyelitis spectrum (opticoneuromyelitis, Devick's disease)
(ZSONM) with an analysis of patients of each type by age and gender, age of disease onset, analysis
for the presence of antibodies to aquaporin-4, the presence of oligoclonal antibodies in serum and
cerebrospinal fluid, the main clinical manifestations, treatment: basic immunosuppressive therapy,
anti-B-cell therapy, anti-1L6-therapy, therapy with glucocorticosteroids.

Materials and methods. The study included 142 patients who were on inpatient treatment in the
Federal State Budgetary Institution "Scientific Center of Neurology", in the intercircular departments
of multiple sclerosis in Moscow, in the regional centers of demyelinating diseases of the Leningrad,
Novosibirsk region, the Republics of Mari El, Tatarstan, and the Khanty-Mansi Autonomous Okrug.
All patients met the diagnostic criteria of the 2015 ZSONM, on the basis of which the diagnosis was
made. The analysis was carried out according to the criteria described in the purpose of the study.
Results. ZSONM is an urgent problem of neurology, as it mainly affects people of young, working
age, the share of patients from 18 to 49 years of age totaled 77%. Women are more often ill, and
family planning issues remain relevant in patients with ZSONM. Most patients are seropositive for
antibodies to aquaporin-4, but a fairly high percentage of patients with ZSONM are seronegative
(33%), which leads to the search for other biomarkers of demyelinating diseases. It is also necessary
to conduct a comprehensive clinical, laboratory and neuroimaging examination of each individual
patient in order to diagnose in accordance with the current diagnostic criteria, since otherwise up to
a third of patients may receive incorrect diagnoses.

Keywords: neuromyelitis optica (NMO), neuromyelitis optica spectrum disorders (NMOSD), myelin

oligodendrocyte glycoprotein immunoglobulin G antibodies (MOG-IgG), multiple sclerosis,
aquaporin-4 immunoglobulin G antibodies (AQP4-1gG), demyelinating diseases, epidemiology.
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AkTtyajabHocTh. OntukoHeBpomuerut (OHM, neuromyelitis optica, NMO) u 3a0oneBaHus
cnekrpa ontukoneBpomuenuta (3COHM, NMOSD), sBisitoTcs HMMYHOOIIOCPEIOBAaHHBIMU
BOCHIAJINTEIbHBIMU ~ COCTOSIHMSIMM ~ LleHTpainbHOW  HepBHOM cucrembl (LJHC), xotopsle
IIPEUMYIIECTBEHHO IOPAXKAIOT 3pUTEIbHBIE HEPBBI U CIMHHOW MO3T [1-3]. Panee cumrtanock, uTo
TOJIOBHOM MO3T MU JAHHBIX COCTOSHUAX B MATOJIOIMUYECKUN IPOIEcC TUO0 HE BOBJIEKAETCS COBCEM,
100 0CTaETCs OTHOCUTENIPHO COXPAaHHBIM KaK MUHUMYM Ha paHHUX CTaAusIX 3a00JIeBaHUS, OJHAKO
JAaHHBIE TIOJIOKEHUSI B Hacrosiiee BpeMms nepecMorpensl [4,5]. [lo Mepe HakorieHusi 3HaHUU O
natoreneze 3COHM koHuenuuss JaHHOM HO30JOTHYECKOW (GOpMbl OblIa  CYIIECTBEHHO
nepecMoTpera [6]. Eciau u3HavyanbHO ONTUKOHEBPOMHUENIHUT pAacCMaTpUBAJCS Kak ocobas ¢opma
pPaccestHHOTO CKJIepO3a, B KIMHUYECKOW KapTUHE KOTOPOW Mpeoliafaid ONTHYECKHE HEBPUTHI
(opaxeHus1 3pUTEIBHBIX HEPBOB) W MHEIUTHI (ITOPAXKEHUSI CIIMHHOTO MO3Ta ¢ (pOpMHUpPOBaHUEM
napa- 4 TETpanape3oB, HapyIIEHWEM YYBCTBUTEJIBHOCTH IO MPOBOJHUKOBOMY THUILy U Ta30BBIX
HapYIICHUIi), TO C BBISIBICHUEM crelupuiIecKkoro Ouomapkepa — aHTUTEN K aKBallOpUHY-4 JaHHbIE
COCTOSIHUSI ObUTH BBIICNICHBI B CAMOCTOSITENIbLHYIO HO30JIOTHUYECKYI0 enuuuny [7,8]. Ilpaktuueckas
3HaYUMOCTb JU(PPEPESHINPOBKH ABYX JTEMHEITHHU3UPYIOUINX 3a00I€BaHUI 3aKIII0YACTCS B TOM, YTO
MOAXOJbl K MX JIEYEHUIO NPUHLHUIIMAIBHO OTIMYAIOTCS: Ipenaparbl, HU3MEHSIOUINE TEUCHHE
paccestroro ckieposa ([IMTPC), moryt yxyamuTs coctosinue nanuentoB ¢ 3COHM, npoBouupys
pa3BuUTHE 0OOCTPEHUN Yy HUX, MOATOMY Ba)KHBIM ATAlloM CTano (OpPMHUpPOBAHHE AUATHOCTUYECKUX
kpurepues OHM [9-10].

Kputepun nuarnoctuku, BHeApéHHbIE B 2015 rony B mpakTuUKy Bpaueil, HaOJIOJAIOLIUX
nanuenToB ¢ 3COHM no3Bomiv CTaBUTh AMArHO3 Ha CaMbIX PAHHUX dTanax 3a00JeBaHus, B TOM
YHCJIe B MOMEHT TPOSBJICHUS TEepBbIX cuMnToMoB [11]. B paMkax JaHHBIX KPUTEPHUEB OTAEIBHO
paccMaTpuBalOTCs CEPOMO3UTUBHBIE (B CHIBOPOTKE KOTOPBIX OOHAPY)KEHBI aHTHTENA K aKBAlOPHHY-
4 MeToJoM HEempsIMOM UMMYHO(IIYOPECICHIIMM C KJICTOYHOM TMpEe3eHTalue AaHTUTEeHA) W
CepOHETraTUBHbIE MAalMEHTHI. [l mocienHuX MOMUMO KIMHMYECKHUX MPOSIBICHUM HE0O0X0AMMO
COOTBETCTBHE JOMOJHUTENbHBIM moATBepxkaaomuM MPT-kputepusim. Takum oOpazom, ans
CEpONO3UTHBHBIX MAIMEHTOB: HE MEHEE OJHOTO OCHOBHOIO KJIMHHUYECKOTO IIPOSBICHUS;
MOJIOKUTEIBHBIA TECT Ha aHTUTeNa K AaKBBAaNOpMHY-4 TIpU MHCIOJNb30BaHUM Haubosee
WH(POPMATUBHOTO W3 CYIIECTBYIOIIMX METOAOB OOHApPY)KEHUS aHTHTEN (PEKOMEHIYeTCS
HCMOJIb30BaHUE METO/Ia HEMPSIMOI UMMYHO(ITYOPECHEHIINU C KJIETOYHOH Mpe3eHTalei aHTUreHa);
HCKJIIOYEHHE alIbTE€PHATUBHBIX TUArHO30B. /{7151 cepoHeraTUBHBIX MAlIMEHTOB: HE MEHEee 2 OCHOBHBIX

KIIMHUYECKHUX HpOHBHeHI/IfI, SABUBIIMUXCA PE3YJIBTATOM OJHOI'O HJIW HECKOJIBKUX KIMHHYCCKUX
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obocTtpenwuit; orpunarenbubiid TecT Ha AQP4-IgG npu ncnonp30BaHNKM HanboJiee HHPOPMATUBHOTO
U3 CYLIECTBYIOIIMX METOJIOB OOHApYKEHHUs aHTUTEN, JMOO HEBO3MOXKHOCTH IPOBEICHUS TECTa;
UCKJIIOYEHUE aIbTEPHATUBHBIX JUarHo3oB. (OCHOBHbIE KIMHUYECKUE CHUHIPOMBI, KOTOpPbIE
JMarHOCTUPYIOTCS Y MALIMEHTOB: ONTUYECKUN HEBPUT, OCTPHI MHUEIUT, CUHIPOM MOPaKEHUs area
postrema: 3MU30] UKOTHl WJIM TOUIHOTBHI/PBOTHI, KOTOPHIN HE OOBICHSIETCA MHBIMU MPUYHMHAMH,
OCTPBI CTBOJIOBOM CHHIPOM, CHMIITOMATUYECKas HAPKOJENCHUS WIM OCTPbIH U HIE(aTbHbBIN
KiInHu4eckuil cunapom ¢ HamuuueM Ha MPT tunumussix s 3COHM ouaroB mnopaxeHus
avsHIeGanTbHOW 007acTH, CUMITOMAaTHYECKUN LepeOpanbHbli cUHApOM ¢ HamuuuemM Ha MPT
tunu4HbIX 1711 3COHM ouaroB nopaxxeHus.

JononuurensHsie TpeOoBanuss K MPT y HeraTMBHBIX IO aHTUTENAaM K aKBaOMOpUHY-4
MAUEHTOB (WX IIPU HEBO3MOKHOCTH BBITIOJIHEHUS UCCIIEJOBAHMS):

1. Octpplii onTHYECKUI HEBPUT:

* MPT romnoBHOro Mo3ra A0KHA COOTBETCTBOBATH HOpME WM OOHApYKHUBATh JIHUIIb
Hecnernuduieckre oyaru B 0e10M BelecTse, 100

* B 3pHUTEIBHOM HEpPBE JOJDKHBI OOHAPYKMBAThCS WM T2-TUNEPUHTEHCUBHBIC, WIIN
HaKaIlUIMBalOUIMe TagoiduHuid Ha  T1-B3BEHIEHHBIX  HM300paKEHUSX  OYArd  MOPAKCHHS
MIPOTSHKEHHOCTHIO OoJiee 1/2 AIUHBI 3pUTENBHOTO HEPBA, JIMOO0 BOBIIEKAIOIINE 001aCTh 3pUTEIHHOTO
nepekpecTa (Xua3msi).

2. Octpsrit Muenut: Ha MPT ciuHHOTO MO3ra TOJHKHBI 0OHAPYKUBATHCSI HHTPaMETYIUTSIPHBINA
oyar MpoTSKEHHOCTHIO >3 CMEXHBIX CETMEHTOB, JIN0O JIOKalIbHas aTpOpus >3 CMEKHBIX CETMEHTOB
CIIMHHOI'O MO3ra y MallMeHTOB C HAJIMYUEM B aHAMHE3€ OCTPOr0 MUENINTA.

3. CunapoM TMopaxeHus area postrema: JOJDKHBI BBISBISATBCS OYarn MOPaKEHUS B
JOpcalbHBIX OTJENaX MPOA0JITrOBaTOro0 Mo3ra/area postrema.

4. OcTpblil  CTBOJIOBOM  CHHAPOM:  JOJDKHBI  BBISIBIATHCA  O4Yark  IMOPaKEHUS B
MEepPUATIEHIUMAIIbHBIX OT/IEIaxX CTBOJIA MO3ra.

Heas. IIpoBeneHne snuAEMHONIOIMYECKOrO MCCIEAOBAaHUSA IO PACIHPOCTPAHEHHOCTH U
3a00J€Ba€MOCTH  MALMEHTOB ¢ opdaHHbIM  3aboseBaHMeM — 3a00JI€BaHUS  CIEKTpPa
ONITUKOHEBPOMHENHTA (ONMTHKOHEBpOoMHEHT, Oonie3Hb JleBuka) (3COHM) ¢ aHanm3oM manueHToB
Ka)KJI0T0 THIIA 110 BO3PACTy U IOJy, BO3pacTy AeOroTa 3a00seBaHMsl, aHAIU3 Ha HAJTMYME aHTUTEN K
aBKaIlOpPHUHY, HAJINYUE OJIUTOKJIOHAJIBHBIX AHTUTEIN B CBIBOPOTKE U JIMKBOPE, OCHOBHBIE KIIMHUUECKNE
MPOSIBJICHUS, IPOBOANMOE JieueHHe: Oa3ucHas UMMYHOCYNIPECCUBHAs Tepanus, aHTH-B-kineTounas

Tepanus, anTu-NJI6-Tepanus, Tepanus TrIIOKOKOPTUKOCTEPOUAAMM.
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Marepuansl 1 Meroabl. B uccnenoBanue BkiroueHbl 142 manueHTa, HaXOJMBIIMXCS Ha
crtauroHapHoM JeueHud B ®I'BHY «HayuHblil IEHTp HEBPOJIOTHUMY, B MEKOKPYKHBIX OTIAEICHUAX
paccessHHOTO cKJiiepo3a . MOCKBBI, B pETHOHAIBHBIX IIEHTPAX JEMUETHMHU3UPYIOMIHUX 3a00JIeBaHUMA
Jlenunrpaackoit, HoBocuGupckoit oOmactu, pecmyonuk Mapuii Dn, Tarapcran, XaHTbI-
MaHcHICKOrOo aBTOHOMHOIO OKpyra. Bce mnanueHTbl COOTBETCTBOBANM JAUArHOCTUYECKHM
kputrepusm 3COHM 2015 r., Ha OCHOBaHWHW Yero W ObUI YCTAaHOBJICH IHMArHO3. BbIIM OIlCHEHBI
CIIEAYIOIINE TTapaMeTphl: MOJI, BO3pacT Hadana 3a00JeBaHUs, HATMYME WM OTCYTCTBHE aHTHTEN K
aKBaIlOpUHY-4, HAJIWYUE OCHOBHBIX KIMHUYECKUX IPOSIBICHUN, ONPECIICHUE OJIMTOKIOHAIBHBIX
IgG, tepanus mo nedeHuro 0OOCTpeHHUH M MpoduiakTUKe 00OCTpEHUM, a TaKKE€ COOTBETCTBUE
JMarHoctuueckum kputepusam 2006 roza.

TakuM 00pa3oM, IMAarHOCTUYECKHE W KIMHUYECKHUE MEepEMEHHbIE, KOTOPbIE MOABEPrajiich
aHaJIM3y CIEYIOUINe: IMO0J, Bo3pacT aelrora 3a0oyieBaHUS, aHTHUTEN K aKBaopuHy-4, HalIW4He
OJINTOKJIOHAJIbHBIX aHTUTEN B CBIBOPOTKE U JIMKBOPE, OCHOBHBIE KIIMHUYecKue nposisiienuss 3SCOHM,
Takue Kak ONTHYECKUH HEBPUT, IIONEPEUYHbII MHENUT, I[OpakeHue area postrema.
[Tpoananu3upoBaHa JieKapcTBEHHAas Tepamnus, KOTopasi OblIa TOCTYITHA MMAllMEHTaM U COOTBETCTBHE
nanueHToB ¢ 3COHM nuarnoctudeckum Kputepusim ontukoHeBpomuenura 2006 roaa.

Pe3yabTaTel u 00cy:xkaeHue. Jnuaemuosorusi. B pamkax nposenenHoro B Poccun nepBoro
00CepBAIIMOHHOTO SIMUJIEMHOJIOTHYECKOT0 HCCIEIOBAaHUE IO OIpeNeieHHI0 3a00JIeBaeMOCTH U
pacpoCTpaHEHHOCTH 3a00JIeBaHUM CIEKTpa ONTHKOHEBPOMHUEIUTA, OBUTM COOpaHBl HE TOJIBKO
JaHHbIE IO (hOpMaM TOCYTapCTBEHHOM CTAaTUCTUKU, HO U KIMHUUYECKHUE IEPEMEHHBIE U3 HECKOIBKUX
pernoHoB. B xone uccienoBaHusi Obul NMPOBENEH aHaIM3 HWH(OPMALMK, HCIOJB30BAHHON mpu
coctaBieHuu ¢opmel Ne 12 denepansHoro Cratuctuueckoro Habmonenus «CBeneHus o yucie
3a00JeBaHU, 3apErUCTPUPOBAHHBIX Yy TMALMEHTOB, MPOXMBAIOIMX B pailoHe 00CITyKUBaHUSA
MEIWIIMHCKOW  OpraHm3anum», OBUIM  BbIACNeHbl 3amucu ¢ kogom MKB-10:  G36.0
OntukoneBpomuenutr  (Obone3nr  JleBuka): cBeleHUS O  KOJMYECTBE  MAllMEHTOB  C
JeMUEITMHU3UPYIOIIMMH 3a00JI€BaHUSIMH LIEHTpaIbHOM HepBHOM cuctemoit, G35 — G37, crpoku 7.5.
[TonydyeHHble AaHHBIE OBUIM CTPaTU(UIMPOBAHBI MO BO3pacTy, MONYy, HAa HAJIMYWE AHTUTEN K
aBKanoprHy-4, HaIW4YUM€ WHBAIWIHOCTH |-3 Trpynmel, CTENEHb IO PAaCHIMPEHHOW IIKaie
naBanuau3anuu EDSS. [TpoBeaeH ananus TeKyniero npoBOAMMOro JICYEHHE: UMMYHOCYIPECCUBHAS
Tepamusi, aHTU-B-KiIeTouHas Tepamwusi, aHTH-HHTepIIeHKUH-6-Tepanusi. Kpome 3TOro, BBLAETSIHCH
MAIUEHTBl, KOTOPbIE HE HMEIOT YCTAaHOBJIEHHOIO JAMAarHo3a, €CIM Yy HHMX HET BO3MOXHOCTHU

CaMOCTOATCIIbHO OINIaYMBAaTh aHAJIM3 HAa HAJIHUYUC aHTUTCII K aKBal'IOpI/IHy-4. BI)IBO}II)I, ITOJIYUCHHBIC
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B XOJIe uccaeaoBanus, cneayommue: B PO 3a6oneBaemocts 3COHM cocrapisier 0,5 [0,45-0,56] Ha
100 000. Xenmuael 600yier0T B 3 pasa yaile MY)KYHMH, TMarHOCTHKA Ha aHTUTENA K aKBalopuHy-4
MIPOBOJUTCS TOJBKO Yy 35% maimeHToB, T.K. UCCJIEIOBAHUE HE BKIIIOUEHO B MEPEYCHb MEIUIIMHCKUX
yCIYr U HE BXOAUT B MPOrpaMMmy TOCYAapCTBEHHBIX rapaHTui. 72% MalUEeHTOB, KOTOPHIM
MPOBOJUJICA aHAJIU3 HA AHTUTENA K akKBaloOpuHY-4, UMENM TMOJIOKUTEJIbHBIM auarHo3 u 28%
oTpuuarenbHbiil. 34% MAaLMEHTOB HE MMEIT HHBAIMAHOCTH, 66% HMMEIOT pa3iiMyHble TPYIIIbI
HHBATUIHOCTH. 53% nmeror O0ayut mensle 7 1o EDSS, 12% - oomnsire 7 6amtos o EDSS. B 74%
CJIy4aeB pErMOHAJIbHBIC TJIaBHBIE BHEIITATHBIC CHEIUATUCTBI MO HEBPOJOTUU HE MPEICTABHIIN
JAaHHBIE O TMPOBOAMMOW Tepanmuu HAOMIOMAaeMbIX y HHUX mMamueHToB, 22% MOJIy4aroT
MMMYHOCYTIPECCUBHYIO Tepanuio, 3% MalueHTOB MOodyJyald aHTH-B-KIeTOYHYI0 Tepamnuio U TOJIbKO

1% - anTH-UMHTEPACHKUH-6- Tepanuio [12].

Tabumuna 1
Cootnomenue naruerToB 3COHM no nony (B abc.uucnax, %)
Ilon Konuuecmso nayuenmog
Kenckwuii 115 (81%)
Mykckoi 27 (19%)

B tabmune 1 npencTaBieHO COOTHOIICHUE KEHIIMH U MY>KYHH, KOTOpoe coctaBisieT 4,26:1, uto
COOTHOCHUTCSI C MUPOBBIMHU JIAaHHBIMH O 3HAUUTEIHHOM MPEOOIaIaHUU KEHIIUH CPEIU MAIUEHTOB C
3COHM.

CooTHollIeHHE TAIMEHTOB MO BO3pacTy Je0roTa 3a0oJieBaHHS TPENICTaBICHO B Tadiuie 2.
[TaruenTsl OBUIM pa3feNeHbl HA HECKOIBKO KOTOPT COTJACHO BO3PACTy, KOTJa BO3HHUKIIO MEPBOE
knuHudeckoe nposisnenue 3COHM. [pu 3ToM 1uarHo3 Mor He 00s13aTeIbHO MOT OBITh YCTaHOBIICH
MOCJIE TIEPBOTO KIMHUYECKOTO TIPOSBICHHUS.

Tabmumna 2.

Pacnipenenenne narmentoB 3COHM no Bo3pacTty aebrota 3a001eBaHusl.

Bo3spact KonuyecTBo manueHToB
Jo 18 et 7 (5%)

18-29 ner 51 (36%)

30-39 ner 34 (24%)

40-49 ner 25 (17%)

50-59 ner 17 (12%)

Crape 60 et 8 (6%)
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ITo Bo3pacty nebrora 3aboneBanus npeodaananu Tpu rpynmsl, 18-29 ner, 30-39 net u 40-49 ner.
B GonbimHCTBE MccaenoBaHuil coodiaeTcs o 6ojee mo3aHeM Hayvaje 3a001eBaHusl, B IPOMEKYTKE
ot 30 1o 40 neT, B TO BpeMs Kak, COTJIACHO HAIIIMM JaHHBIM, Je0I0T IpeobiiaaeT y maueHToB 0osee
MOJIO/IOTO Bo3pacTa. Takke B HAIlIEM HCCIIE0BAHNUY IPUHUMAIH YYaCTHE IIEHTPBI, OOJIBITUHCTBO U3
KOTOpBIX paboTaeT co B3pOCIBIM HACEICHHEM, [TOATOMY HENb3sl UCKIIOUUTh, 4To A0 3COHM B
JETCKOM BO3pacTe, BO3MOYKHO, BBILLIE.
JAunarnocruka.
Tabmuua 3.

BrisiBnenue antuten k akBanopuny-4 y naruentos ¢ 3COHM

AHTHTENA K aKBaHOOpI/IHY'4

KommuectBo HanucHTOB

AQP4-1gG+

95 (67%)

AQP4-1gG—

47 (33%)

B Tabnune 3 mpexacraBieHbl JaHHBIE O BBISIBJICHWU Yy MALIMEHTOB AHTUTEN K aKBaloOpUHY-4.
BonbIIMHCTBO MAalMEHTOB OBLIM CEPONO3UTUBHBIMM, OJIHAKO MX YHUCIO ObUIO HECKOJBKO HHMKE B
CPaBHEHMM C MUPOBBIMHU JaHHBIMU. K cepOHEraTuBHBIM MallUEHTaM B HAllleM UCCIIEOBAaHUM ObUIN
TaK)K€ OTHECEHBl T€ IALMEHTBI, KOTOPBIM MCCICIOBAHUE HE IPOBOIMUIOCH WM IIPOBOJIUIIOCH
MetooM M®DA. Ananus3 Ha aHTUTENAa K aKBallOpUHY-4 OTIEIbHBIM MAlMEHTaM MOXET ObITh HE
JOCTYIIEH N0 OpPraHW3allMOHHBIM IIPUYMHAM, IIOATOMY CEPONO3UTHBHBIX ITAIIUEHTOB, BO3MOKHO,
Oonpie. DTO MOAUEPKHUBAET HEOOXOAMMOCTh DPa3pabOTKU CTAHIAAPTOB OKA3aHUS METUIIMHCKOMN

nomou namuentam ¢ 3COHM.

Tabmuia 4.

Hannuue oIurokIoHaJbHBIX aHTUTEI B CBIBOPOTKC U JINKBOPC IMALITUCHTOB C 3COHM

OnurokaoHaIbHBIC aHTUTEIA

Koauuecto naluCHTOB

Tun cunresa 1 (oTpULaTENbHbI)

10 (7%)

Tun cunTe3a 2 (MOMOKUTETHHBI B JIUKBOPE)

64 (45%)

B Tabnuie 4 npeacTaBiaeHb JaHHBIE O HATUYUH OJIMTOKIIOHAIBHBIX aHTUTET B CBIBOPOTKE U JINKBOPE
maneHToB ¢ 3COHM, wmcciuemoBanne BBIIOIHSIOCHE HE BCEM MAIMEHTaM, TaK KaK SBIISICTCS
3COHM

He0O0s3aTeIbHBIM JIJIsI TIOCTAaHOBKM JuarsHosa. Y OOJIBIIIMHCTBA naluceHTOB C

OJIMT'OKJIOHAJIbHBIC |gG B JIMKBOPC U CBIBOPOTKE HC OMNPCACIAIOTCSA, OAHAKO Y 10 HaluCHTOB OBLI
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BBISIBJICH MHTpATEKaJbHBIA CHUHTE3 ONMrokiaoHanbHbIX |gG. D10 momuépkuBaer TOT (akT, 4yTO

0oOHapy’)XKEHHE JIaHHBIX aHTUTEI XOTh B cBocTBeHHO /11 PC, HO He uckmouaeT Hanmmaue 3COHM.

Tabmuma 5.

OcHoBHbIe KITMHUYecKHe npossieHus 3COHM

Cunapom

KommuectBo IMIalflMCHTOB

OnTuyeckuii HEBpUT

102 (72%)

[TonepeuHblii MUETUT

124 (87%)

ITopaxxenue area postrema

29 (20%)

VY nopaBisromero OOJBIMUHCTBA MAIMEHTOB BBISBISLIOCH TOPAKCHHWE W 3PUTEIBHBIX HEPBOB, U

CIMHHOT'O MO3Ta, IPUYEM, 3a4acTyl0, COUeTaHHOE, YTO MpeACTaBIeHO B Tabnuiie 5. J{oyg nopaxeHus

area postrema okasanach J0cTaTouHO BBICOKOH (20%), MaHHBIA CHHIPOM BCTPEUAIICS MPUMEPHO Y

kaxnoro msroro namuenta ¢ 3COHM, uTto yka3piBaeT Ha HEOOXOAMMOCTH TIIATEIBLHOTO cOOpa
aHaMHe3a.

Tabmnuua 6.

CootBerctBue nauueHToB ¢ 3COHM nuarHocTuyeckuM Kputepusm onTukoHeBpomuenuta 2006

roaa

Koauuecto MalfMCHTOB

COOTBETCTBYIOT 94 (66%)

He cootBeTcTBYIOT 48 (34%)

[Tpu nepecMoOTpe KIMHHUYECKUX M HEHPOBHU3YaJIM3aLMOHHBIX JAQHHBIX BBIICHEHO, YTO Y
IPUMEPHO TPETH MAlMEHTOB JMArHO3 ONTUKOHEBPOMHUEIUT HE MOT Obl OBITh MOCTAaBJIEH COIJIACHO
nuarHoctuueckuM Kpurepusm 2006 roga. B ocHOBHOM 3TO Te MaIMeHThl, y KOTOPBIX HE ObUIO Kak
MUHUMYM OJHOT'O U3 MEPBBIX JIBYX OCHOBHBIX KIMHUYECKUX MPOSIBICHUN — ONITUYECKOTO HEBPUTA U
IIPOJOJIBHO PACIIPOCTPAHEHHOI'O MIONIEPEYHOT0 MUENINTA, B TOM YHCJIE Y MALIUEHTOB C €IMHCTBEHHBIM
KIIMHUYECKUM TIPOSIBICHHEM. OJTO MOJYEPKUBAET BAXKHOCTb W 3HAYMMOCTh IPUMEHEHUS
KOHCEHCYCHBIX AHarHocTuyeckux kpurepues 2015 rona Ha paHHUX cTaAusIX 3a00JI€BaHUs.

Jleuenne 3COHM.

[Tatmentsl ¢ kmuHMYeckuM (eHotunioM 3COHM, y KOTOpPBIX OTCYTCTBYIOT aHTUTeNa K

aKBaHOpI/IHy-4, NpCACTABIAIOT B HACTOALICC BpPCMA 0COOBIH HHTCPECC, TOCKOJIBKY B TCUCHUU
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3a00JIeBaHMs ¥ KJIMHUYECKHX MPOSBICHHUSX CYIIECTBYIOT ONpeaeiéHHbie 3akoHoMepHOoCcTH [2, 13].
Taxke B KJIMHUYECKHX HCCICIOBAHUAX TIPENapaToB, HAMPABICHHBIX Ha NPEAYIpPEKICHUE
oboctpenuit 3COHM (uneOmmm3ymao, catpanu3ymad, skynu3zymad), HanOombIas 3¢ (HEeKTHBHOCTh
ObLTa TIPOJIEMOHCTPUPOBAHA B MOJATPYNIE TEX MAIMEHTOB, B CHIBOPOTKE KOTOPBIX OMPEICISLTUCH
aHTHTENAa K akBanopuny-4 [14-16]. YV cepoHeraTHBHBIX MAIIMEHTOB BHISBIIIOT APYrHe OMOMapKepHl,
HanOoJlee YacTo — aHTUTENa K MHUEIMHOBOMY OJIHToJeHApouuTapHoMy TiukonporenHy (MOG).
Henb3s MCKIIOYNTH, YTO B MEPCICKTUBE JAaHHBIC CHHIPOMBI, aCCOIIMUPOBAHHBIC C aHTUTEIAMU K
MOG, Take MOTyT OBITh BBIJICIICHBI B CAMOCTOSITENILHOE 3a00JIeBaHKE, OTHAKO X OKOHYATEIhHBIC

JMAarHOCTUYECKHE KPUTEPUH Ha TEKYIIMH MOMEHT IOKa 4YTO He onpenaeneHsl [17,18].

Tabnuua 7.
TepaneBTryeckre MOIX0/AbI, JOCTYITHBIE sl MAIUEHTOB BO BpeMsi obocTpenuit 3COHM
Tepanus KonnuecTBo nauueHToB
[ TFIOKOKOPTHKOCTEPOHIBI: 117 (92%)
METHJINPEAHU30JI0H, MIPEIHU30JI0H,
JeKCaMeTa30H
[Tnasmadepes 38 (30%)
OTtcyTcTBOBaNA MATOr€HETUYECKAs Tepanus 10 (8%)
Bcero 127

Tepanust 060CTpeHMA, IO MPEAOCTABIECHHBIM OT/AEIbHBIMH LIEHTPAMH JIaHHBIM, KaK MPaBUIIO
BKJIIOYajla B ce0d TMpoBEJEHHE IMyJbC-TEpalMU METHIPETHU30J0HOM. BBICOKOOOBEMHBIN
mnazmadepes mpopoauics naruentam ¢ 3COHM Bcero numis B 30% ciydaeB. HecmoTps Ha T0, 4TO
3TOT METO/]| OIlpaBAaH JyIsd JeueHus: o00oCTpeHuil U B OoJpIIMHCTBE ciiydaeB oboctpennit 3SCOHM
HEOO0XO/JMM, OH OCTAaeTCs OTHOCHTEIbHO HEAOCTYNHbIM. YTO HemanoBaxkHO, 8% manueHTam
MPOBOJIMIIACH JIMIIL Heipomerabonnyeckas Tepanus, YTO CHUXKAET BEPOATHOCTh XOPOLIETO
BOCCTaHOBJICHHS TTOCTIE 000CTPEHHUS.

B HACTOAIICC BPEMA MaAlMCHTAM JOCTYIIHA U MTATOTCHETHYCCKAA TCparuna, KOTopas BKIHOYacT
B ce0s HECKOJIbKO TapreTHBIX MpenapaToB, TOPMOHAJIbHBIE CPEICTBA M IIMTOCTATHKU. B aHamu3
BKJIIOYEHBI BCE MPErapaThl, KOTOpble ObLIM MpUMeHeHs! y nanuentoB ¢ 3COHM, B ToM 4ucie oauH

MAaIUEHT MOT IMOJTy4YaTh HECKOJIBKO IIpEapaToB.
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Tabmua 8.

ITaTorenernueckas TEpanusd: JICKAPCTBCHHEIC IIPCIIapaThl, HAIIPABJICHHBIC HA IIPCAYIIPEKICHNUC

oboctpenuit 3COHM
MHH KosuecTBo nauueHToB
[ TFIOKOKOPTHKOCTEPOHIBI: 52 (36,6%)
METHIIIPETHU30JI0H, [PETHU30JI0H,
JIeKCaMeTa30H
A3zaTHOnpuH 32 (22,5%)
Putykcrumab 53 (37,3%)
Nueonnuzymad 8 (5,6%)
Okynu3ymad 4 (2,8%)
Mukodenonata MOpeTHII 5 (3,5%)
MertoTpekcat 5 (3,5%)
MHTOKCAHTPOH 12 (8,4%)
BHyTpHBEHHBII UMMYHOTJIO0YTHH 1 (0,7%)

B nacrosmiee BpeMsi HM OIMH Tpemnapar ¢ AOKa3aHHOW 3()(EeKTHBHOCTHIO B OTHOLICHUH
npenynpexaenuss oboctpennit 3COHM He 3apeructpupoBan Ha Ttepputopun P®. Haubonee
pacrpocTpaHeHbl HMMYHHOCYIPECCUBHBIE Mpenaparbl, PUTYKCMMa0 M a3auoONpUH, KOTOpHIE
npumensitorcst  Off-label.  CootBercTBeHHO, 71 JieueHHs ManMeHTa MAaHHBIMH TIpenapaTamu
HeoO0X0IMMO TpOBeAeHHE BpaueOHOM KoOMHUCCHH. [[pyrMM orpaHuyuBaronuM (akTOpoM SBIISETCS
OTHOCHUTEJIBHO BBICOKAsi CTOMMOCTD JaHHBIX JIEKAPCTBEHHBIX CPEACTB.

3axmouenue. 3COHM sBnsiercs akTyalbHOM poOaeMoil HEBPOJIOTHUH, TaK KaK 3aTparuBaeT
B OCHOBHOM JIUII MOJIO/IOTO, TPYIOCITIOCOOHOT0 BO3pacTa, JA0JIs MaueHToB ot 18 10 49 net cymmapHo
cocraBuia 77%. Yaie 607€10T )KEHIUHBI, aKTyaJIbHBIMU OCTAIOTCSI BOIIPOCHI IJIAHUPOBAHUS CEMbHI
y nanuenToB ¢ 3COHM. BoibIIMHCTBO MALIMEHTOB SIBJIAIOTCS CEPONO3UTUBHBIMU 110 aHTUTENIAM K
aKBaNOpPHHY-4, OJJHAKO JJOCTATOYHO BhICOKHI mporeHT nauueHToB ¢ 3COHM ceponeratususl (33%),
YTO 00YCJIABIMBAET MOUCK JPYTUX OMOMapKEPOB AEMUESITMHU3ZNPYIOMIHNX 3a00eBanuii. Heooxoamumo
TaK)Xe TPOBEJECHHE KOMIUIEKCHOIO KIMHUYECKOIo, JIa0OpaTOPHOrO0 M HEWPOBHU3YaTU3allMOHHOTO
o0ClleIOBaHMsI KaXJOro KOHKPETHOI'O TNalMeHTa C IeNbl0 JAMAarHOCTHMKH B COOTBETCTBUU C
aKTyaJIbHBIMH TUarHOCTUYECKUMH KPUTEPUAMH, TaK KaK B IPOTUBHOM CIIy4yae J0 TPETH MALlUEHTOB

MOTYT IMOJIYYHUTH HCBCPHBIC THArHO3BI.
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B nacrosimee Bpems kauectBo nuarHoctuku 3COHM B poccuiickoi NMOMysiiui HEYKJIOHHO
MOBBILIACTCS, OJHAKO JAJIEeKO HE BCEr/la 3TO IMPOUCXOIUT CBOEBpEeMEHHO. /[ yTOuHEHUs 3TuX
JaHHBIX HEOOXOAMMO BBIIIOJHEHUE CIICAYIOIIMX YCIIOBH: BKJIIOUYEHHE aHAIM3a HA aHTUTeNa K
aKBaNoOpUHY-4 METOJOM HEMPSMOM HUMMYHOQIYOPECHEHIIMN B TMEPEYCHb MEIUIMHCKHUX YCIYT,
KOTOpBIE OKa3bIBalOTCS TpaxaaHaMm Poccuu, pa3paboTka OOOCHOBaHUS BKJIIOUEHHUU alTrOpPUTMA
nuarHoctuku 3COHM c onpezaeneHueM aHTUTEN K aKBallOpUHY-4 B KIIMHUYECKUE PEKOMEHIALINH,
KOTOpble ~ HEO0XOauMO  yTBepauTh B MunszapaBe Poccuu, MOATOTOBKA — KIMHUKO-
SMUJEMUOJIOTHUYECKUX U IKOHOMUYECKUX OOOCHOBAaHUM BKJIIOYCHUSI MCCICAOBAHMS HA aHTUTENA K
aKBaropuHy-4 B IpOrpaMMy TOCyJapCTBEHHBIX TapaHTUI MO OKa3aHHUIO OeCTIaTHOW MeIUIUHCKOM
MOMOIIIM Tpaxaanam PO.

OTtaenpHBIM BOIPOCOM sIBJsieTCsl opraHu3anus jgedeHus nauueHtoB ¢ 3COHM. CornacHo
IIOJIYYEHHBIM JAHHBIM JJa)K€ IPHU YCTAHOBJIEHHOM JUAarHo3e JajeKo HE BCE MAI[MEHTHI MOIY4aroT
a/ICKBaTHYIO MAaTOT€HETUYECKYI0 Tepamuio. Takke MEepCHeKTUBHBIM SIBISETCS CO3JIaHUE E€IMHOTO
peructpa mnanueHtoB ¢ 3COHM pans moBbIIEHUS KadyecTBa W CBOEBPEMEHHOCTH OKa3aHMS

MEIUIUHCKOU TOMOIILIH.
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