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Neuromyelitis optica spectrum disorders (NMOSDs) are autoimmune inflammatory disorders accompanied by central nervous system damage, widespread immune-
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the corresponding laboratory investigations into the system of state guarantees (together with the institutions of the Ministry of Health of Russia), if there is clinical and
economic feasibility; to include the issues of timely NMOS Ds evaluation in educational programs initiated by the scientific medical community, in order to raise aware-
ness of primary care neurologists in relation to the clinical and neuroimaging signs of probable NMOSDs; to assess the possibility of introducing routing schemes for

patients with NMOSDs at the regional level; to work out a decision on the collection of NMOSDs epidemiological and clinical data in the Russian Federation.

Keywords: neuromyelitis optica spectrum disorders; neuromyelitis optica; aquaporin-4, expert advice.

Contact: Aleksey Nikolaevich Boyko; boykoan13@gmail.com

For reference: Boyko AN, Bakhtiyarova KZ, Brylev LV, et al. Consensus of expert advices on routing, diagnosis, and management of patients with neu-
romyelitis optica spectrum disorders. Nevrologiya, neiropsikhiatriya, psikhosomatika = Neurology, Neuropsychiatry, Psychosomatics. 2021;13(5):140—147.

DOI: 10.14412/2074-2711-2021-5-140-147

OnrtukoneBpomuenut (OHM) — aTo ayrouMMyHHOE BOC-
NaJIUTEbHOE 3a00JIeBaHME LIEHTPAJIbHOW HEPBHOW CUCTEMBI
(HTHC), npu KOTOpOM Ha0JII0JAI0TCS PACIPOCTPAaHEHHAS UMMY-
HOOIIOCpeTOBaHHAasI IEMUESIMHU3AIINS M aKCOHAIBHOE TTIOBPEX-
NieHre, BOBJIEKAlOIIee MPEUMYIIIECTBEHHO 3pUTENIbHbIE HEPBBI
¥ criuHHOM Mo3r. B 2014 1. B xo1e BeIpabOTKU MeXIyHapoaHO-
r0 KOHCEHCYyca MO JUAarHOCTUUYECKUM KPUTEPUSIM ObLIO MTPUHSI-
TO peuleHue, YTO TEPMHUH <«ONTUKOHEBPOMUEIUT» CJEAYeT
BKJIIOUUTh B €OWHBIN OMUCATEIbHBIN TEPMUH «3a00JI€BaHUS
crnekTpa ontukoHeBpomuenuta» (3COHM; neuromyelitis opti-
ca spectrum disorders). Pacnipoctpanennocts 3COHM B mupe
BapbupyeT ot 0,1 1o 5 cmygaes Ha 100 TeIc. HaceaeHus [1].

B Hacrosiee Bpemst B Poccuiickoit @enepaiiiu BhIsIBIIE-
Hue nauueHtoB ¢ 3COHM 3arpynHeHO BBUIY OOBEKTUBHBIX
CJIOKHOCTE! TTOCTAHOBKY TUAarHo3a, OTCYTCTBUSI IMMPOKOTO 10-
CcTyna K TEeCTUPOBaHUIO OuMoMapkepa 3a0oJieBaHUs (AaHTUTEN
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K akBaropuHy-4 — AQP4-1gG), oTCyTCTBUS HACTOPOKEHHOCTH
U pa3BepHyTOU MHGbOpMAIMy 0 3a00JIeBaHUU KaK y Bpaueli-
HEBPOJIOTOB, TaK 1 y Bpaveli-peHTIeHOJIOTOB, a TAKXKe OTCYTCT-
BHE KIMHUYECKMX DPEKOMEHIALM 10 MUAarHOCTHUKE JaHHOM
rpyniibl nanyeHToB. Benenue naunenro ¢ 3COHM ocyiecTs-
JISIETCS B YCJIOBUSIX OTCYTCTBUSI JOCTYITHOM U 3aperucTpUpOBaH-
HOI MaTOreHeTU4YeCKOoi Tepanuu. B cBsI3U ¢ BLICOKOI aKTyasb-
HOCTBIO BOITPOCOB BBISIBICHUsI, ydyeTa M BEACHHUS MAllMEHTOB
¢ 3COHM B 2019—2021 rr. 6bUIM NTPOBEAEHBI IKCIIEPTHBIE COBE-
ThI, B paMKaX KOTOPBIX pacCMaTpUBaINCh 0003HAYeHHBIE TTPO0-
JIEMBI ¥ BO3MOXXHBIC TTyTH PEIICHUS.

Jponoung onpepeneiud OHM n 3COHM.

NNabopaTopHad AMArHOCTHKA

nepBOHa‘{aJ'[BHO noa TCPMUHOM «OINTUKOHEBPOMUEIINUT»
MoHUMaaM MOoHOo(a3HOe WM pelrauBUpYIollee 3a0oeBaHue,
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TIPY KOTOPOM OTHOBPEMEHHO BO3HUKAIOT IBYCTOPOHHUI OTITH-
YEeCKUI HEBPUT U nonepeyHbiid MueauT [2]. B 2004 1. B cbiBOpoT-
ke KkpoBU 00sibHBIX 3COHM 6b111 naeHTUhUIIMPOBAHbI CIIEL -
dbuveckue st 3TOro 3a00JIeBaHUST aHTUTEIA, UMMYHOTJIO0YIIH-
HbI K1acca G, KOTOpbIe CEJIEKTUBHO CBSI3bIBAIOTCS C aKBAIOpH-
HoM-4 (AQP4) [3]. Beisisienue AQP4-1gG npumepno y 70% na-
ueHToB ¢ 3COHM no3BoauIo MPOAEMOHCTPUPOBATh Pa3HO-
obpa3ue crniekTpa 3abosieBaHust, Buineauth OHM B camocrtosi-
TEJIbHYIO0 HO30JIOTUYECKYIO €AMHUILY W Pa3Ie/INTh MAllMEHTOB Ha
CEepPOIO3UTUBHBIX U CEpOHEeTaTUBHBIX K AQP4 |3, 4].

BaxxHo moHWMATh, YTO KIMHUYECKUE XapaKTCPUCTHKMU,
MMMYHOIIATOTeHE3 U Tepalvsl He pa3IMyaloTcs B 3aBUCUMOCTH
OT TOTO, KaKOU TepMUH OBLJT UCTIOJIB30BaH NP MOCTAHOBKE I~
arHo3a — OHM wiu 3COHM. Kpowme Toro, cienyeT OTMETUTb,
YTO TMalUeHThI ¢ HenoJaHbIMU (hopmamu OHM yacTto ¢ TeyeHu-
€M BpeMeHU HaYMHAIOT COOTBETCTBOBATh KJIACCUUECKOMY ITOHM-
manuio OHM [5, 6]. Vicropudeckn COXpaHSIIOIIMIACI TEPMUH
«ONTUKOHEBPOMUETIUT» OCTAJICSI BHYTPM TEePMUHa «3abosieBa-
HUS CIIEKTpa ONTUKOHEBpOMHUEUTa». [IlepecMoTpeHHBIE KpUTe-
PYM TIOMYEPKMBAIOT, YTO ISl TOCTAHOBKM TMAarHO3a HEOOXOIu -
MO MHTETpUPOBATh KIMHUYECKUE, CEPOJTOTUIECKIE M HEHPOBH -
3yaJM3allMOHHbIC JTaHHbIC; NTMAarHO3 He MOXeT 0a3MpoBaThCS
TOJIbKO Ha oOHapyxxeHnu AQP4-1gG.

[MockombKy Tipu paccestnaoM ckiepose (PC) takke Bo3-
MOXHO pa3BUTHE ONTUYECKUX HEBPUTOB U/UJTN MUETUTA, TTpaK-
TUYecKasl 3HaUNMOCTb AU PEPEHIIMPOBKY IBYX N1EMUETUHU3H-
pyIonInx 3a00JIeBaHMI 3aKITI0YAETCsl B TOM, YTO TOAXOABI K MX
JICYSHUIO TPUHIUITMAIBLHO Pa3INnJaioTCs: Mpernaparhbl, M3MEHs -
romue reyeHue PC (ITUTPC), MmoryT npoBoipoBaTh 000CTpe-
Hus y nanuenToB ¢ 3COHM [5].

Takum obpazom, B 2014 1., cornacHO KOHCEHCYCY MEXITy-
HapOIHOM TIPYMIbl 9KCIEPTOB, CTa0 BO3MOXHBIM YCTaHABIIM-
BaTh AMarHo3 cepono3utuBHoro 1mo AQP4-I1gG 3COHM nanu-
eHTaMm ¢ nopaxkeHueMm LIHC, y KoTophIx ellie He pa3BUIMCH KT -
HUYECKHUE TPU3HAKN BOBJICYCHUS B TATOJOTUUYECKUIN TIPOIIECC
3PUTETHHOTO HEPBa WM CITMHHOTO MO3Ta TP CEPOTIO3UTUBHOM
cratyce AQP4-IgG. IlonoGHoe peuieHue ObLIO OOYCIOBIEHO
CIeNyIOIUMU TIpUIMHAMU: 1) He OBIIO TOJYyYeHO IaHHBIX
0 OMOJIOTMYECKMX pa3IvuusiXx Mexay mnaiumeHtamu ¢ OHM
B cpaBHeHuru ¢ 3COHM (npu Mcriosib30BaHUU ONpeaeeHui
2006 1 2007 IT.) y mallMeHTOB, CEpOITO3UTUBHBIX M0 AQP4-IgG;
2) y MauMeHTOB, cepono3uTuBHbIX Mo AQP4-IgG, Hauvano
3COHM c mnopaxeHusi Apyrux odiacTeii HEPBHOW CHUCTEMBI,
HEXeJW 3pUTENIbHBIN HePB MM CIIMHHOM MO3T, YacTo Tpe/lie-
CTBYET MOCJEAYIOIIMM TUIIUYHBIM KIMHUYECKUM CUHIPOMaM
OHM; 3) coBpeMeHHBIE MMMYHOTEPAIIEBTUUECKNUE ITOIXOIbI
onrHaKkoBHI i pernuBupytomero OHM u 3COHM, He3aBu-
CHUMO OT cepoJioruueckoro craryca o AQP4-IgG.

YuuteiBasi pazHooOpa3ue KIMHUYECKUX TPOSIBICHUI,
BO MHOTMX ciiydasix n1e0toT 3aboneBaHusi 3COHM moxer ObITh
TTOBOJIOM [UTsI OOpallleH!sI TalleHTa K BpayaM pa3JIMuHbIX CTie-
[IMAJIbHOCTEli: HEeBpOJioraM, TacTPOIHTEpPOJIoraM, PeBMaToJIo-
ram, odraapMosioramM u Ip. 3a4acTylo CpOK MOCTAaHOBKM JMar-
HO3a YIUIMHSIETCS B CBSI3M C OTCYTCTBUEM HAaCTOPOKEHHOCTU
B otHomieHu 3COHM, u maumMeHT AJUTeNIbHOE BpeMsI MOXET
MoJyJyaTh CUMIITOMATUYECKOE JIeYeHUE Y HeMPOMUIbHBIX CIie-
HUaIUCTOB. B MoBceqHeBHOI KITMHMUYECKO MpakTuke B Poccun
coxpaHsieTcs TTpobiieMa CBOEBpEMEHHOCTH BBITIOJTHEHUS UCCIIe-
JIOBaHUSI CBIBOPOTKH KpoBU Ha AQP4-1gG B pa3IMIHBIX KIMHU-
YeCKUX CUTYalUsIX. DTO MOXET ObITh OOYCIIOBICHO KaK PSIIOM
OOBEKTUBHBIX TPUINH, BKITIOYass BO3MOXHOCTH TIPOBEICHUS
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WCCIIeIOBAHUSI, TaK M HEIOCTaTOYHON MH(MOOPMUPOBAHHOCTHIO
Bpayeil 0 MoKa3aHUsX K €ro BbIITOJIHEHUIO [7].

Jnsa BepudUKaluy JUarHo3a ornTUMalbHO J1abopaTopHOe
uccienoBaHue ¢ 1eybto BoisiBieHUs1 AQP4-1gG B chiBopoTKe
KPOBU METO/IOM KJIETOYHO! Mpe3eHTaluy aHTUreHa (anri. cell-
based assay) ¢ npuMeHEeHUEM HenpsIMOii UMMYHOMII0OPECLIEH-
LM, OIHAKO Yallle MOKa UCTONb3YeTCs MEHee YYBCTBUTEbHBIM
IUTS JaHHOM TMarHOCTUYECKOi 3a1auyu MeTO UMMYHO(EepMEHT-
Horo aHanu3a. /{151 obecredyeHnst BEICOKOI TOCTYITHOCTH J1abo-
pPaTOPHOI IMATHOCTUKY C OJKHBIMM XapaKTePUCTUKAMU TyB-
CTBUTEJILHOCTU M cIlemuduIHOCTH B oTHomeHuu AQP4-IgG
HeoOxomuMo BKITIoueHue aHanu3a Ha AQP4-1gG meronom He-
MPSIMOT UMMYHODITIOOPECIIEHIIMY B HOMEHKIIATYPY MEIUITH-
CKUX YCJIYT, OKa3bIBaeMbIX IrpaxknaHam Poccuiickoit Deneparmu
B paMKax 00s513aTeJIbHOTO MEIUIIMHCKOIO CTPAXOBaHUsI, a TAKXKE
B kiuHU4Yeckue pekoMmeHnauuu no 3COHM. IlepeuncieHHbie
mard TpedyioT MOATOTOBKU KIMHUKO-3MUAEMUOIOTUYECKUX
Y 9KOHOMUYECKUX 0OOCHOBAHU I BKIIIOUEHUST UCCIEAOBAHUS Ha
AQP4-1gG B nnporpaMMy rocyiapCTBEHHbIX TapaHTUI 110 OKa3a-
HUIO OeCIIaTHON MEIUIIMHCKON MOMOoIIY TpaxaaHaMm Poccuii-
ckoit @enepanmu [5].

dnupemuonoruyeckne ocobenHoctu 3COHM

B PoccHu n B Mmupe

3COHM otHocutcs K opdaHHbIM 3a00J€BaHUSM, TO-
CKOJIBKY cyMMapHas pacrpoctpaHeHHOocTs OHM mo BceM reo-
rpauYecKUM permoHaM MOXKET COCTaBJISITh okoso 1,82 ciyyast
Ha 100 Teic. HaceneHus [1, §].

Ha naHHbBIif MOMEHT HET TOYHBIX JaHHBIX 00 SMUIEMUO-
Jjoruu U kamHudeckoM tedeHun 3COHM B poccuiickoii momny-
JISILUY; TAaKKe OTCYTCTBYET MEXaHU3M PETYJISIPHOTO coopa aMmu-
NEMHOJIOTUYEeCKUX AaHHBbIX. Ha rocymapcTBeHHOM ypoOBHE
u B pernoHax Poccuiickoii @enepaiiviv He CyIeCTBYeT perucTpa
3COHM, B cBs3U ¢ YeM aKTyaJleH BOTIPOC O cOOpe CTaTUCTUYIe-
CKUX TaHHBIX 00 3MUAEMUOIOTUN, IeMOTpadUIeCKUX U KITMHU-
YeCKMX XapakTepuctukax mamreHTo ¢ 3SCOHM.

JlaHHBIE O PacCIPOCTPAaHEHHOCTH 3TOTO 3a00JeBaHUS
B Poccuu npaktuuecku otcytcTByioT [2]. B 2019—2021 1. 66110
BBITTOJTHEHO TIepBOE OOCEPBAIIMOHHOE SITUIEMUOJIOTUIECKOe
KCCEOBAHUE IO OMPEAEIEHUIO KJIMHUKO-3MUIEMUOIOTrnye-
ckux xapakrepuctuk 3COHM. B 25 cyobekrax Poccuiickoii
Denepaliny, UMEIOIMX pa3IMyHOE reorpaduyeckoe pacrnosio-
JKeHUe, ObUIO MPOBEACHO MOIMEPEeYHOe NHTEPBATBbHOE UCCIIEN0-
BaHue. Ha ocHOBaHMM MOMYyYeHHBIX JaHHBIX, IPOTHO3MPYEMOe
YUCJIO MAalMeHTOB B Poccuu MoXeT cocTaBsiTh OT 660 Tipu HU3-
KOV CTeTIeHH MTPOrHo3a 10 6179 mpu BbICOKO# CTENEHU MPOrHO-
3a, YTO COOTBETCTBYET pacripocTtpaHeHHOcTH oT 0,45 mo 4,21
Ha 100 TeIc. HaceneHus [5].

Ha 3acenanusix sKCIepTHBIX COBETOB OBLIW TIPENCTaBIIe-
HBI JAaHHBIE 110 KOJIMYECTBY, IeMOTpabUIeCKUM 1 KITMHUYECKIM
xapaktepuctukam nauueHtoB ¢ 3COHM u OHM, HaGmonae-
MbIX B 2020—2021 rr. B pa3IMYHbIX perMOHax CrelraIucTaMm-
HEBPOJIOTaMHU.

CornacHo npeCcTaBIeHHbIM B TabIULE JaHHBIM, CPEAHUN
BO3pacT [e610Ta yalie BCEro COOTBETCTBYET aHAIOTUYHBIM MU-
poBbiM naHHbIM (30—40 et u crapiue) [9]. Yacrora ceponosu-
TUBHBIX (POPM TaKKe COOTBETCTBYET MEXIYHAPOIHBIM TaHHBIM
1 COCTaBJIsIeT MpuMepHO 65—70% OT 001LIero ymncia cyJaes; o-
HaKO B HEKOTOPbIX cyobeKTax Poccuiickoit Menepariny qaHHBIN
ToKa3aTelb HUKe BBUAY HENOCTYITHOCTH aHaim3a Ha AQP4-
IgG. Bpewms ot neGrota 3a00sieBaHUS 10 TOCTAHOBKY JAMAarHo3a,
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K COXaJIeHNIO, Ha TEKYIINI MOMEHT COCTaBIISIET B CPETHEM OT
2,5 roaa no 5 set. CpeagHuii ypoBeHb MHBAIMAM3ALIMHT, OLIEHBA -
embiit Mo EDSS, B 00JbLIMHCTBE CilydaeB TpeBbiliaeT 4—5 6aj-
JIOB, UTO OTpakaeT BBIPAXKEHHYIO CTEIIeHb HETPYIOCTIOCOOHOCTHI
MaleHTOB.

YuuTtsiBasi mpeacTaBieHHbIe TaHHbIE, AKTyaJIbHbIM TMpe/-
CTaBJISIETCS] OMCK PELIeHUN 7151 CBOEBPEMEHHOMN TUarHOCTUKU
3COHM u yny4iieHus] JOCTYITHOCTU TUArHOCTUKU B OTHOIIIE-
Hunu AQP4-IgG. IlepeuncieHHble 1IAarv MO3BOJSAT B OymylieM
HauyMHATh TaToreHeTudeckoe yiedeHue mnamueHtos ¢ 3COHM
n OHM 6e3oTmaraTenbHO, cpa3y Imocie aebora 3a00IeBaHMS,
¥ COXPaHSTh HAa HEBBHICOKOM YPOBHE CTETIeHb WHBATMIN3AINU
y HuX. B pamkax coBeTOB 3KCIepTOB Obl1a 00CYKI€Ha HE0OX0-
NUMOCTb akTyasn3auuu npobiaembl 3COHM u Gosee miIoTHOro
B3aMMOJCCTBUSI, OOMEHa OIBITOM MEXIy CITelMaCTaMH,
YTOOBI COKPATUThL BpeMsl IIOCTAHOBKM IHarHo3a. TeM He MeHee
naHHbie 1o anuaemuonorun 3COHM B Poccum HocsiT pa3pos-
HEHHBII XapakTep, Tak KaK Ha rOCYJapCTBEHHOM YPOBHE U B pe-
ruoHax Poccuiickoit Defepalin He CyLIECTBYET CUCTEMBI yueTa
nauveHToB ¢ 3COHM, a Takke B OOJILIIMHCTBE PETMOHOB HE
pa3paboTaHbl TPaBIIa MAPIIPYTU3AIUY TAKMX TAIIUEHTOB.

Myt naunenta ¢ 3COHM: mapwpyTusauua
MapuipyTtusanus maureHToB ¢ mopo3peHreM Ha 3SCOHM
0CTaeTcsl HepellleHHOM Mpo0ieMoii. YUuThIBasi HaJIu4ure 00X

MaTOTEHETUYECKUX U KIMHUIECKUX YepT MeXKIy TaKUMU HO30-
snorusimu, kak PC u 3COHM, neMuemHu3Upyonuii U ayTo-
MMMYHHBIN XapakTep 00eUX NaToJIOTHiA, B TIOJaBJISIOIIEM 00JIb-
IMHCTBe ciydyaeB nauueHTsl ¢ 3COHM B utore cBoero mytu
HaMpaBJIsSIOTCS B CIIEHMATU3MPOBAHHBIC LIEHTPBI, KOTOPbIE OKa-
3bIBAIOT MOMOIIIb NanueHTam ¢ PC.

Ha rocynapcTBeHHOM ypOoBHE cHcTeMa OKa3aHMsl MOMOIY
nauueHTaM ¢ PC mpeacraBieHa CeThbiO CIELMATIN3MPOBAHHbBIX
LIEHTPOB, OpraHU3aIsI KOTOPBIX PErIAMEHTUPYETCS ITpUKa3aMu
PETMOHAJIEHOTO MJIW TOPOACKOTO 3HAYCHUSI W CITYKUT LIEJISIM CO-
BEPIICHCTBOBAHUSI OpraHU3aIlMN OKa3aHMs CITeMaTN3UPOBaH-
HOM MeIULIMHCKOM TTomMoIy 601bHbIM PC. CrienanncThi-HeB-
poJioru, paboTaolye B JaHHBIX IEHTPaxX (MeKOKpPYKHBIE IIEHT-
pbl PC, peruoHasnbHble, pecryoinKaHCcKKe, 00JaCTHbIE U TOPOI-
ckue 1eHTpbl PC, kabunetsl PC), B moBcenHEBHON KJIMHUYE-
CKOI MpaKTUKe BEAYT MAIMEHTOB C Pa3HOOOPA3HBIMU HEBPOJIO-
TMYECKMMU ayTOMMMYHHBIMU JEMUEIMHU3UPYIOLIUMU 3a00J1e-
BaHUSIMU, B TOM uMcie (HO He orpaHuyuBasicb umu) 3COHM,
OCTPBIM paccesiHHbIM dH1IeaToMueuToM, nopaxenuem LITHC,
aCCOLMHUPOBAHHBIM C aHTUTEJIAMU K MUEIMH-OJUTOACHIPOLIM-
TapHOMY DJIMKOIIPOTEUHY, W APYIUMU COCTOSIHUSIMU. OgHAKO
MPaKTUYECKU TTOBCEMECTHOE OTCYTCTBHE B MpUKa3aX yKazaHUsI
Ha Mapiipytusanuto rmamveHToB ¢ 3COHM B maHHBIC crienma-
JIN3UPOBAHHBIC LIEHTPHI TIPUBOANT K YIUIMHEHWIO BPEMEHU IO
YCTaHOBJICHUS IMarHO3a, HE TapAHTUPYET MALIMEHTY TOCTAHOBKY

Peszysomamor Habarwdenuii nayuenmos ¢ OHM u 3COHM cneyuarucmamu Heepoaoeamu
8 PA3HbLIX peeUOHAX, npedcmasieHHble Ha cepuu dKcnepmublx cogemoes ¢ 2020—2021 ee.

The results of neurologists' observations of patients with NMO and NMOSDs
in different regions, presented at a series of expert councils in 2020—2021

Yucio nanueHTos

DKCNePT, yIpexkIeHne, Peruon BCEro M3 HAX

JKeHIwH, n (%) nedroTa, roapl

[Tonosa E.B., MOPC I'bY3 I'KBb Ne24, Mocksa 21 16 (76)
Kacatkun 1.C., Knuauueckas 6osbHu1Ia No2 6 5(83)
(LeHTp IeMUETMHU3UPYIOIINX 3a00JIeBaHMI),

SApocnasib

Kotos C.B., TBY3 MO MOHUKHN 23 16 (70)
M. M.®. Brnagumupckoro, MockoBckast 00J1.

CokonoBa A.A., OKpy>KHO ILIEHTP 10 8 (80)
paccesiHHOro ckyiepo3a, XaHTbl-MaHCUiCK

Tpywnukosa T.H., O6iacTHO# LIeHTp 15 14 (93)
paccesiHHOro ckiieposa, [lepmb

Xaoupos ®.A., TAY3 PKILL I3 M3 PT, Kazaup 35 24 (69)
Cusepuena C.A., TioMeHcKuUil 061aCTHOM LIeHTp 52 41 (79)
paccestHHOro ckiiepo3a, TioMeHb

Baxtusposa K.3., PKb um. Kysatosa, 35 25 (71)
LlenTp paccessHHOTO ckiepo3a, Yda

Masnkosa H.A., O6iactHoit ientp PC 19 10 (53)

u npyrux A3 HC, HoBocubupck

Cpemnuit Bpems Hanuune ‘YpoBeHb
BO3pacT J10 IOCTAHOBKH AHTUTE] EDSS,
JauarHosa, rogsl K AQP4, n (%) cpeaHuii 6aLt
42,84+10,8 4,916,9 14 (67) 3,88
52,5 He ompenensiioch 4 (67) 4,73
35,5 To xe 0 5
37 « « 7 (70) 4,6
35,7 « « 13 (87) 4,6 (151 9 malKMeHToB
¢ 3COHM)
43,4 « « 17 (49) 5,4/3,8
(anT-AQP4 + / —
COOTBETCTBEHHO)
46,2 « « 7 (13)* 5,4
39 « « 5 (14)** 5,3
37,5 « « 14 (73) <6,5y 16

(84% manmeHTOB)

Ipumenanus. *Y 24 nmaunveHTOB UCCIIEOBAHUE HE TIPOBOAMIOCH; ** nccienoBanue He mpoBoawioch BeeM nauumeHtaM. EDSS (Expanded Disability Status Scale) —
Pacimpennas mkaina nasaauausaunu; MOPC — MexokpyxHoe otaeieHue paccessHaoro ckieposa; PKLL 13 M3 PT — Pecrny6iMKaHCKUii KIMHUKO-AUATHOCTHYE-
CKHii HEHTp TI0 JeMUeTMHU3UPYIoLIMM 3abojieBaHusiM Mun3npasa Pecry6iuku Tatapctan; PKB — pecniybnukanckas kinHudeckasi 6onbHuia; O6nactHoi tentp PC
u npyrux A3 HC — O61acTHOIA LEHTp paccestHHOTO CKJIepo3a U IPYruX ayTOMMMYHHBIX 3a00JIeBaHMIA HEPBHOW CUCTEMBI.
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Ha yYeT B MIOJI0OHOM IIEHTPe U 3aTPYIHSIET JJeKapCTBEHHOE 00ec-
TeYeHue malyeHTa HeoOX0IMMOI TTaTOTeHETHIECKOM Tepariei.
Perrenvie mpo6yieMbl Ha TEKYLIWI MOMEHT BUIMTCS B pa3paboT-
K€ CXEMBI MapUIPyTU3aliK 1T JAHHBIX MAlEHTOB U B OOHOB-
JIECHUU PETMOHATbHBIX MPUKA30B OTHOCUTEJIBHO CITELIMAIU3UPO-
BaHHBIX LEHTPOB 151 60bHBIX PC, BKIIIOUEeHUs B IepeyeHb ma-
LIMEHTOB, KOTOpbIE MMEIOT MPpaBO OOpallaThcsi, HAOIIOAATHCS
M TOJTyYaTh JIeYeHUE B 3TUX IIeHTpax, nmaueHToB ¢ 3COHM.

YuuThIBasi BHIIEU3I0XKEHHOE, B paMKaX KCIIEPTHOTO CO-
BeTa ObUIO TMPEIIOXKEHO pa3paboTaTh CXeMy MapIIpyTHU3alliKi
nanueHtoB ¢ 3COHM. llenp oToro mara — o0eCIeYnuTh ObICT-
PYIO TTIOCTAaHOBKY AMArHo3a MaluyeHTaM, YeTKUI MOPSI0K UX 00-
cJIeoBaHUSI U JIEYeHUs, a Takke cPOpMUPOBAThL OCHOBY IUISI
YIIy4IIeHUS cO0pa SMUACMUOJIOTMIECKHIX TaHHBIX O TTallMeHTaX
¢ 3COHM u noaxoaoB K UX BEACHUIO.

B xone skcneptHoro coseta 10 neka6pst 2020 r. ObLIM
OLICHEHbI OTBEThI AKCMEPTOB HAa aHKETY cO chOpMYIMPOBAH-
HBIMU TIPEUIOKEHUSIMU [0 MapLIPyTU3alMK MalUeHTOB IJIs
03HAaKOMJIEHUSI U BbIpaXXEHUSI YPOBHSI CBOETO COMIACUs C TeM
WJIM UHBIM yTBepxkaeHueMm. Illkana cormacus coctaBuia ot 0
1o 10 6amios, rae 0 0aJlJI0B 03HAYAET «HET coracusi»; 1—3 6ai-
Jla — HU3KUI YpOBeHb corjacust; 4—6 GajioB — CpPeIHUIL ypo-
BeHb comtacust; 7—10 0auioB — BBICOKUII YPOBEHb COTJIACHS.
[MonydyeHbl oTBeTHI OT 14 3KcmepToB. MaKCUMabHBIN YPOBEHB
coracusi 9KCIePTOB TOJYIWIIN CIIEAYIONINE YTBePXKICHUS:

1. TTauMeHTHI ¢ YCTAaHOBJICHHBIM OUArHO30M «3aboJieBa-

HME CTIEKTPa ONITUKOHEBPOMUEIINTA / OIITUKOHEBPOMU -
enut / 6onesnb JleBuka» (manee — 3COHM) mosmkHb
COCTOSITh Ha TUCIAHCEPHOM ydeTe, HabJtoaThCsl Bpa-
YOM-HEBPOJIOTOM, 10 BO3MOXXHOCTHU B CIELIMAIU3UPO-
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BaHHOM ILieHTpe (kKabuHere) PC / meMuelIMHU3UPYIO-
mux 3a0oJieBaHW / ayTOMMMYHHBIX 3a00JIeBaHUIA,
a TaKXe B MHBIX IIEHTpaxX, KOTOpble 3aHUMAIOTCs Bejie-
HueM 60JbHbIX ¢ PC (yposens coenacus — 9,9 uz 10).

2. Tepanus oboctpenuii mauueHtoB ¢ 3COHM nokHa
MPOBOAUTHLCS B YCIOBUSIX CTallMOHApa B MPOMUIbHBIX
OTIEeNeHUSIX (HEBPOJOTUYECKUX, OTIACICHUSIX peaHuMa-
UMM Y UHTCHCUBHOUW Tepamnuu, HEUpoOpeaHUMALMOH-
HBIX, MMaJlaTaX MHTEHCUBHOI TepaIrnu MpU HEBPOJIOTH -
YECKOM OTJEJCHUM) C HCIOJb30BaHUEM ITyJIbC-Tepa-
MUY TTIOKOKOPTUKOUIAMM W/WIN Tia3Madepesa (ypo-
6eHd coenacusi — 9,7 uz 10).

3. CxeMa MapiipyTu3aluy IMOTOKOB TAIIMEHTOB CTapiie
18 ier ¢ 3COHM B 3aBUCMMOCTH OT iU OOpalleHUsI
3a MEIUIIMHCKOM TIOMOIIIBIO TIpe/ICTaBlIeHa Ha PUCYHKE
(yposens coenacus — 8,9 uz 10).

4. ITocTaHOBKa TMarHo3a OCHoBaHa Ha JIMarHOCTUYECKHUX
KPUTEPUSIX 3a00JeBaHUil CMEeKTpa ONTUKOHEBPOMUE-
JamTa, pa3paboTaHHbIX B 2015 I. MeXIyHApOIHOM TPYII-
noii moa pykoBoactBoM D.M. Wingerchuk (mpuBeaeHbt
Ha pycckoMm si3bike B paborax A.H. benoBoil u coasr.
[10], T.O. CumanuBa u coaBT. [5] (yposenv coenacus —
9,9u3 10).

CdhopMmynupoBaHHas B pe3yJbTaTe cXeMa MapilpyTh3a-

LW ¥ BeJICHUST TTAIIUEHTOB MOXKET ObITh UCIIOTh30BaHA Ha PETH-
OHaJIbBHOM/(beiepaJTbHOM YPOBHE B Ka4eCTBE OCHOBBI JUTS HOP-
MaTUBHOM TOKYMEHTAILIMU 110 MapIIpYTU3alluK 1 MOPSIAKY OKa-
3aHUS CIIEIMATM3MPOBAHHON METUIIMHCKOW TTOMOIIIM TallMeH-
tam ¢ 3COHM u npyrumy ayTOUMMYHHBIMM 3a00JIeBaHUSIMU
HHC (cM. pucyHOK).

| 3COHM |
| JleGroT | | O6ocTpeHust | | Pemuccust / mompnepxuBaroniast Tepamnusi |
INepBuyHas HeomoxHast momolib, 6puraga IlepBuuHbIE TToBTOpHBIE
MeINKO-CaHUTapHast CMII (rocrnivuranu3arust) (1 pa3 B 3 mec) (1 pa3 B 6 Mec)
TTOMOILb +
TepaneBTbl, Bpauu O0ILEi MPAKTUKH,
O0cenoBaHus
0 TaTBMOJIOTH, FACTPOIHTEPOJIOTH,
Criermani3upoBaHHast SH/IOKPUHOJIOTU U IPYTU€ CHEeIIMATUCTBI
HEBPOJIOTUYeCcKast \ + ’ MPT c koHTpacTOM
TTOMOIIIb i \ uinu 6e3 Hero
HegpoJor cranmonapa/moanKIMHAKK I/
v Y v | AQP4-1gG / MOG-IgG |
Bricoko- HeBspoJior criennaan3upoBaHHOTO LEHTPa (KOHCYJIBTATUBHO-IMArHOCTUYECKAsT
CITeLMATN3UPOBAHHAS MeIMLIMHCKAs TTOMOLLb, BBITMCKA PELENITOB, BEICHUE PErUcTpa) | Anannsz CMXK na OKIT |
HEBPOJIOTNYeCKast
TTOMOIIlb =
TaIMOHA, eIUIIUHCKAsT CUXOTEpPAMusi B CIIEIUATN3UPOBAHHBIX
JIHeBHOI C p, M nt p p
cTaluoHap denepanbHbIe peabunurarys (JIOK, MEIUIIMHCKUX OpraHu3alusx (amoynaTopHasi,
LIEHTPBI maccax, OTJI u ap.) JTHEBHOM CTallMOHAp, CTAllMOHAP)

Mapwpymuszauus nomokoé nayuernmog cmapuie 18 rem ¢ 3COHM 6 3aéucumocmu om yeau 06pauieHuss 3a MeOUUUHCKOU NOMOULBHO.
JIDK — neuebnasn guszuueckas kyromypa;, MPT — maecnumno-peszonancnas momoepagus; OKII — onrueoxaonanviovie noaocol;
CM2K — cnunnomoseosas ycudkocmo; CMII — cxopas meduyunckas nomougs;, DT — pusuomepaneemuueckoe neuenue; AQP4-1gG —
ummyHnoenobyaunst kaacca G k akeanopuny-4; MOG-1gG — ummynoenobyaunsl kaacca G K eAuKOnpomeury MueauHa 01ue00eHopoyumos
Routing of NMOSDs patients over 18 years, depending on the purpose of seeking medical care
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MatoreHeTHyeckaa Tepanud

Ha cents16pp 2021 . B Poccutickoit @enepainm He CyIIecT-
BYeT KOMMEPYECKH JIOCTYITHOM M 3apeTUCTPUPOBAHHON MaToreHe-
TUYECKOUN Teparuy, M3MEHSIONeil TeueHue 3a0oJieBaHUs TIPU
3COHM. [lpumeHsieMble BHE 3apervCTPUPOBAHHBIX TMOKA3AHUIA
TUTST IPOUITAKTUKY 000CTPEHUI a3aTHONIPUH, MUKO(eHoIaTa MO-
detnn 1 putykcumad He Bceraa MO3BOJISIOT JOOUThCS YIOBIETBO-
PUTEILHOIO pe3y/ibrata B OTHOLIEHMHU Kak 3(hdEKTUBHOCTH, Tak
1 0e30macHOCTH Tepanuu. YeTKux peKoOMeHAALMii OTHOCUTEIbHO
TPONOKUTETBHOCTH U MOA00PA A03bI MPENapaToB, MPUMEHSIEMbIX
BHE 3aperMCTPUPOBAHHBIX [TOKA3aHUii, He pa3paboTaHo.

[Tpu onpoce y9aCTHUKOB COBETOB 3KCITEPTOB OBLIN BHISIB-
JIeHbl HU3KWE YPOBHU YIOBJIETBOPEHHOCTH 3(DGHEKTUBHOCTHIO
(2,75 u3 5), 6e3omacHocThIO (2,75 U3 5) 1 ocTynmHOCTHIO (2,1 13
5) cywectBytoleit Tepanuu. Takum oOpa3oM, Ha JaHHBI MO-
MEHT y HayYHOTO Y MEIUIIMTHCKOTO COOOIIeCTBa CYIIECTBYET MO~
TpeOHOCTh B 3(DGhEKTUBHOM, 0e30MacHOl U MOCTYIMHOI Tepa-
K. DKCIePTH 00CYIWIM HEOOXOMUMOCTh CO3MaHMSs KITMHUIe-
CKUX peKOMEHJalUuii OT MpodecCUoHaIbHOTO COOOIIECTBa,
0100peHHBIX MUHUCTEPCTBOM 3PaBOOXPAHEHMSI, KOTOPBIE MO~
3BOJISAIT MOBBICUTh YPOBEHb OKa3aHWsl CMeLUan3MPOBAHHON
MEIMLIMHCKOM ITOMOLIM TPY JAHHOM MMaTOJIOTU K.

B mocneanue ronbl 6bUTM MPOBEAEHbI KIMHUUYECKUE UC-
CJIeI0BaHMsI, B KOTOPBIX M3y4YaJach BOZMOXHOCTb TTPUMEHEHMST
psana npenaparoB npu OHM 1 3COHM. B yactHoCTH, 115 Tepa-
MUY, HATIPABJICHHOM Ha MOJABICHKE ITyTH UHTEPJIeKIHA 6, Obl-
J1la TokaszaHa 3(GeKTUBHOCTL M Oe3omacHocTh nmpu 3COHM
[11], Takxe omyOJIMKOBaHbI PE3yJIbTaThl UCCIEIOBAHUI UHTUOU-
Topa C5-komroHeHTa komIiemeHTa [12]. B pszae crpaH mupa
NaHHAasI Teparus yke 3aperucTpupoBaHa U SIBJISICTCST TOCTYITHOM,
u B OivKaiilliee BpeMsl OXMIACTCS PErvcTpalvs Tperapara,
JeICTBHE KOTOPOTrO HAampaBlIe€HO Ha MOJaBJIeHUE MyTU MHTEp-
neiiknHa 6, u B Poccun.

daknwvyenune

VuuThIBas pACCMOTPEHHBIE BBIIIIE BOIIPOCHI, B XOI€ IIPO-
BEJICHHBIX COBETOB 3KCITEPTOB ObLTH C(HOPMYIUPOBAHBI U 3ay-
KCUPOBaHBI DS TTOJOXEHWI, HANpaBICHHBIX Ha YIyJIICHUE
BBISIBJICHMSI, HAONIOACHUS, ydeTa U JICUCHUS] TALIMCHTOB
¢ 3COHM. Pekomennyetcs:

1) HamMcaTh W OMyOJIMKOBATh COTJIACOBAHHBIC KITMHUYE-
CKM€ PEeKOMEHIALMU IO OUAarHOCTUKE W Teparuu
3COHM;

2) pacCMOTpPETh BO3MOXHOCTb ONTUMU3ALMU TPOTpaM-
Mbl guarHoctuku 3COHM ¢ BKJIIOUEHMEM TECTUPO-
BaHMS HA HaJW4YMe aHTUTEN K akBanmopuHy-4 (AQP4-
IgG) y Tex mauMeHTOB, Yy KOTOPBIX CHUMIITOMATHKAa
U KJIMHWYECKAasl KapTUHA IO3BOJISIOT IIPEIIIONIOXNUTD
Hammure 3COHM; olleHUTh TIpoBeieHe KOMILIEKCa
MEpONPUATHIA, HAIPABJICHHBIX Ha BKJIIOUEHUE COOT-
BETCTBYIOIIETO JJAOOPATOPHOTO MCCIICTOBAHUS B CHUC-
TEMy TOCYIapCTBEHHBIX TapaHTHI (COBMECTHO C yd-
pexXaeHUIMU MUHUCTEPCTBA 3APaBOOXPAHEHMST) TIPU
HAJINYUU KIMHUKO-2KOHOMUYECKOM IIejiecoodpas-
HOCTH;

3) BKJIIOYATh BOIIPOCHI CBOEBPEMEHHOI MOCTAHOBKM JIM-
arHo3za 3COHM B oOpa3oBaTejibHbIE HPOTrPAMMBI,
MHULMUPYEMbIe HAyYHBIM MEIULIMHCKUM COOOIIECT-
BOM, B ILI€JISIX IIOBBILICHUSI OCBEIOMIEHHOCTH HEBPO-
JIOrOB IIEPBMYHOIO 3BE€HA B OTHOLICHMM KIIMHUKO-
HEWpOBU3YaTN3allMOHHBIX TPU3HAKOB BEPOSITHOTO
3COHM;

4) OIIeHUTHh BO3MOXKHOCTb BHEIPEHUST CXeM MapIlIpyTh3a-
uu nauueHToB ¢ 3COHM Ha permoHajlbHOM YPOBHE;

5) BeIpaboOTaTh pellieHue 1Mo COOpy AMUAEMUOJIOIMYECKUX
U KIMHAYECKUX JaHHBIX B oTHoleHuu 3COHM B Poc-
cuiickoit Penepannu.

B ocHOBy maHHOIi CTaTbhM JIETJIU PE3yJbTaThl pabOTHI Ye-
TBIPEX KCIEPTHBIX COBETOB IO BOMPOCAM MapIIpyTU3allnu,
JMATHOCTUKU U BEICHUSI MAIIMEHTOB C 3a00JIeBaHUSIMU CTIEKTpa
OTNITUKOHEBPOMUEUTA. DKCIIEPTHBIE COBETHI MPOBOIUIUCH

13 wionsa 2019 r. (Caunkr-Iletepbypr), 10 nexabps 2020 r.
(onmaitH-meponpusTtue), 15 maa 2021 . (Cankr-IletepOypr),
26 mions 2021 r. (oHJIaiiH-MepOIpHsITHE). ABTOPLI OJarogap-
HBIM BCEM 3KCIepTaM, TIPUHSIBILINM y4acTUe B OOCYKICHUU.
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