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AQHHOTO IPOMUAS BKAIOYAET B ce0sl CPeACTBa CUMIITOMATH-
4YeCcKOU Tepalluy (MHTMOUTOPHI alleTUAXOAMHICTEPAa3Hl, IIpe-
napaThl Kaaus, KaauiicOeperaroliiye AMyPeTUKY), KpaTKOCPOy-
HOM HMMYHOTepaluu (BHYTPUBEHHBIE UMMYHOTAOOYAUHEI,
METOABI 3KCTPAKOPIIOPAALHON IeMOKOPPEKITUH), AOATOCPOY-
HOM UMMYHOTEPAuH (TAFOKOKOPTUKOCTEPOUABL, IIUTOCTATUKH,
TapreTHbIE IIpenapaThl), TAMIKTOMUIO, @ TaKKe PsIA HOBBIX
TepPCIeKTUBHBIX TepaleBTUIeCKUX CPeACTB. Bridop addek-
THUBHOM TepaIluy 3aBUCUT OT BLISIBA€HUS KAMHUYECKOU (DOPMEI
MMACTEeHUM U ITOAHOIIEHHOTO aHaAM3a ayTOMMMYHHBIX MeXa-
HU3MOB, AeXKallluX B OCHOBe 3a00A€BaHUs, IOCKOABKY OAHO-
THUIIHBIEe KAMHUYeCKUe (hOPMBI MUACTEHUU MOTYT I10-Pa3zHOMY
OTBeYaTh Ha CXOAHBIE CXeMBI TePaInH.

KharoueBble CAOBa: MUACTEHUS, cepoHeraTuBHast q)opMa
MHUACTEHHWH, aHTUTEAA K AlIETUAXOAWHOBEBIM peLenTopaM, IIna3Mo-
obMeH, UMMYHOCYIIpEeCCHA, aATOPUTM Tepalny, aHTUTeAd K
aHTUreHaM CKeAeTHOU MYCKYAQTYPHI.

SUMMARY

S. N. Bardakouv, S. A. Zhivolupov, E. R. Barantse-
vich, M. V. Zakharov, I. N. Samartsev

Current understanding of the rational diagnostics and
treatment of acquired myasthenia gravis. Part 2: treatment

Due to the fact that acquired myasthenia gravis is an auto-
immune disease, so rational treatment of these patients includes
the symptomatic therapy (acetylcholinesterase inhibitors, po-
tassium supplements, potassium-saving diuretics), short-term
immunotherapy (intravenous immunoglobulin, methods of
extracorporeal hemocorrection), long-term immunotherapy
(glucocorticosteroids, cytotoxic agents, targeted therapies),
thymectomy, as well as a number of new promising therapeutic
agents. The choice of effective therapy depends on identifying
the clinical forms of myasthenia gravis and a complete analysis
of autoimmune mechanisms underlying the disease because of
similar clinical forms of myasthenia gravis may respond to similar
therapies.

Key words: myasthenia gravis, seronegative form of mya-
sthenia gravis, antibodies to acetylcholine receptors, plasma
exchange, immunosuppression, treatment algorithm, antibodies
to antigens of skeletal muscles.
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ONTUKOHEHPOMMEJIHT: 11OA-
XO/Jbl K PELLIEHHIO 3AJAY ME-
AULHHCKOH PEABHJIHTALIUH

INepsriit CanKT-ITeTepGypreKuii rocyAapCTBEHHBI MEAULIMHCKUAM YHH-
BepcureT UMeHU akapemuka M. I'T. TTaBroBa

Onrukoneripomuernut (OHM) — peakoe BocIiaau-
TeAbHOE AEMUEANHHU3UPYIoIee 3a00AeBaHMe [IEHTPAAD-
HOW HEPBHOM CUCTEMBI C IPENMYIIIECTBEHHBIM ITOpayke-
HHEM 3PUTEABHBIX HEPBOB U CIIMTHHOT'O MO3Ta, TpeOyTo-

11ee MpoBeAeHUS AP PepeHITHarbHOTO AMArHO3a C Pac-
cessHHBIM cKAepo3oM (PC). B MeskayHapoAHOM Kaaccu-
dukatuu 6oare3nert (MKB10) o603HauaeTcs Kak OITH-
romueauT AeBuka (G36.0). Panee OHM paccmarpuBan-
Csl Kak ocoObIr BapuaHT PC, HO B HacTosIee BpeMs
TIpHU3HAaH OTAEABHOM HO30AOTMUECKOM epAmHMITeN. Bbico-
KOCIIelM@PUUHBIM MapKep 3a00AeBaHUSI — aHTUTEeAA K
akBanopuny-4 (AT k AQP4). OHu IpUCYTCTBYIOT B CHI-
BOPOTKE KPOBH OOABITIMHCTBa 00ABHBIX ¢ OHM [2, 4, 17].
OAHaKo BcTpevatoTcs ¥ cepoHeratuBHbie 10 AT Kk AQP4
dopmsl [38]. B 1999 r. D. M. Wingerchuk et al. 661A1
pa3paboTaHbl IePBEIE OOIEIPUHATHIE AMATHOCTHAYEC-
kue kputepuu OHM, KOTopbIe OBIAK IepeCMOTPEHEL
B 2006 1. OCHOBHBIE KAMHUYECKNE CUHAPOMBI IPU
OHM — penuauBUpYyIOIie HEBPUTHI 3pUTEABHOI'O He-
pBa (H3H), opHO- uAU ABYCTOPOHHUE, & TAKIKE PEITUAN-
BUpYIOLITe MUeAUTHL. OAHAKO KAMHIYECKNe IIPOsIBAE-
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HMS1 He OIPaHUYHBAIOTCS CHHAPOMOM OIITUKOMUEANTA.
OHU MOT'YT BKAIOYATh XapaKTepHbIe CTBOAOBEIE CUMII-
TOMBI, AUDHIIE(DAABHBIN CUHAPOM, IPU3HAKY IIOPaKe-
HUS IIOAYIIIapHM¥ TOAOBHOTO MO3Ta, KOTOPhIE HEPEAKO
MIPEAIIECTBYIOT Pa3BUTHIO CHHAPOMA OIITUKOMUEANTA.
Anst 0003HaYeHNs1 BCEM COBOKYITHOCTH KAMHUYECKUX
BapUaHTOB, accounupoBaHHBIX C AT K AQP4, mpeano-
>KEeHO UCTIOAB30BaTh TEPMUH «3a00AEBaHME CIIEKTPa OIl-
TuKOoHelpomueanTa» (COHM), a OHM paccmarpuBaThb
KaK 4aCTHOE €ro IIPOSIBACHUE (MAU OTAEABHBIU CHUHA-
pomMm) [40]. B 2015 r. onyOGAMKOBaHBI HOBBIE KPUTEPUU
AMArHo3a, KOTOphle BKAIOUAIOT KaK CEepPOIIO3UTUBHEIE,
Tak u cepoHeratuBHBIe 1T0 AT K AQP4 dpopmer [38]. Lle-
ABIO IEPECMOTPa AMATHOCTUUECKUX KPUTEPHEB SIBAS-
eTcs obecrieyeHne OOAee paHHEeN AMarHOCTUKU 3a00-
AeBaHUs ¥ CBOeBpeMeHHOI'0 Ha3HaueHUs crierjudude-
CKOU Tepaluu.

OtanuntenbHbIMU YyepTamu OHM u 3abonreBaHuM
COHM 4g9BASIIOTCSL BBEICOKAs BEPOSITHOCTb PEIJUANBOB
(xaxk u mpu PC), a Tak’)Ke BBIPa’)KE€HHOCTh HEBPOAOTH-
YeCKOT0 Ae(PUITUTA B IEPHUOA 0OOCTPEHUS, IIAOXOE BOC-
CTaHOBAEHUE HAPYIIEHHBIX (DYHKIWU IIOCAE PELIUAUBA
U, KaK CAEACTBUE, TsSDKeAas MHBaAMAM3anus [21, 25, 37].
M3BecTHO, UTO cTelleHb BOCCTaHOBAEHMS Iocae H3H
AOCTOBEPHO Xyke IIpu 3a00oaeBannu COHM, uem nipu
PC [22]. TTroxoe pyHKIIMOHAABHOE BOCCTAHOBAECHUE
MO>KeT HaOAIOAQTHCS yrKe IIPU IIePBOM KAMHUYECKOM
anmn30Ae penuausupyromiero OHM [31]. Okoao 10 %
Bcex cayuaeB OHM npeacraBaeHBI MOHO(A3HBIM Te-
YeHMEeM, XapaKTepPHOU OCOOEHHOCTBIO KOTOPOTO SIBASI-
IOTCS TSPKEABIU IIOAHBIU ITonepeuHbilt mueAuT (ITM)
1 HepeAKO AByCTOPOHHMIN HEBPUT 3pUTEABHBIX HEPBOB.
I'NaTroMopdororruueckoe UCCAEAOBAHUE 30HBI IIOpayke-
HUS B CHHHHOM MO3Te AeMOHCTPUPYET HEKPOTU3UPY-
IOITYIO BOCITAAUTEABHYIO AeMUeAMHU3a1uo [ 18]. Otum
0OBSCHSETCS HEPEeAKAsI KAMHUYECKas CUTYallys, KOTAQ
CBOEBPEMEeHHO IPOBeAeHHas TePallus II0 IOBOAY 060-
CTpeHUsA (FAIOKOKOPTHUKOCTEPOUABI, IIAasMadepes
B PEKOMEHAYEMOM OOBeMe) He ABAAETCSA rapaHTheU
BOCCTAHOBAEHHUSA yTpaueHHBIX PyHKIUU. boaee 90 %
cayyaeB OHM xapaKTepusyeTcs pelJuAUBUPYIOLIUM
TedeHHneM, IIPU 3TOM PElJUAVBEI Y MHOTUX IIaIIeHTOB
CO BpeMeHeM CTaHOBATCS OOAee YaCTHIMU U OOAee TS-
KeAbiMu [3]. B HacTos1Iee BpeMs HET OOIIeTTPUHATHIX
CTAHAAQPTOB IIPOTUBOPEUANBHOU TepAIIuy 3a00AeBa-
Hut COHM u3-3a OTCyTCTBUA AQHHBIX KOHTPOAUDYE-
MBIX KAMHUYECKUX UCCAepOBaHnM. HazHauaeMas B co-
OTBETCTBUM C PEKOMEHAAIIUSIMU 3KCIIEPTOB AOCTYITHAS
Tepalnus 4acTo He pellaeT BOIIPOC IIPEAYIIPEKACHUS
IIOBTOPHBIX o0ocTpeHutt [36]. Takum oOpa3oM, yKe B
pe3yAbTaTe IIePBOT0 KAMHUYECKOTO 3IIN30Aa ITaIJHeHT
¢ 3a0oreBarnreM COHM Mo>keT OBITE TAyOOKO MHBAAU-
AU3UPOBAH, CTOAKHYTBHCS C HIMPOKUM KPYTOM HOBBIX
KU3HEHHBIX IPOOAEM U HY KAQTBCA B IPO(PEeCCUOHAND-
HOM, COIIMAALHOM 1 OBITOBOM aAQIITalluM, @ KAMHUYe-
CKasi CUTyallusi BCAEACTBYE BEICOKOM YaCTOTHI PELIUAU-
BOB MOXKET AMHAaMUUYeCKH MeHSThCS. B cBa3u ¢ 3TuM
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Ba)XKHEUIIIYIO POAB IIPHOOpETaeT HHAUBUAYAAUIAPO-
BaHHAS IIporpaMMa MEAUIIMHCKOM peaOMAUTAIUU,
BKAIOYAIOIlasi COBOKYITHOCTh MEPOIIPHUSITIY MEAUTTHH-
CKOTO, IICUXOAOTHYeCKOT0 XapaKTepa C [JeAbIO BOCCTa-
HOBAEHUSI (DYHKIIMOHAABHBIX PEe3epPBOB OPraHU3Ma,
YAyUIIIeHUs KaueCTBa )KU3HH, COXpaHeH!s paboToCIIo-
COOHOCTH ITalIMEeHTa U eT0 UHTErpaliuu B 00LIeCTBe.
WuBarman3zarya npu 3adoreBannax COHM, kak mpu
PC, xapakTepusyeTcss HeBPOAOTAYECKUM AC(PUITATOM B
HECKOABKHX (DYHKITMOHAABHBIX CCTEMAaX — 3PUTEAb-
HOM, ABUTa@TEABHOM, CEHCOPHOW, KOOPAMHATOPHOM U AD.
[39]. BaskHBIM (DaKTOPOM C TOYKY 3PEHMS PpeaOUAUTAIIN-
OHHBIX MEPOIIPUATIU ABASIETCS IIPOIPECCUPYIOLINY Xa-
paKTep MHBAAMAU3ALINHY IIPU 3TUX 3a00AeBaHUAX. AN
PC peabuauTanioHHbIE IIPOrPaMMbI XOPOIIIO pa3pado-
TaHBL 3apauu peabuauTtanym npu PC MHOrouncAeHHEL
U BKAIOYAIOT B €05 IPO(PUAAKTUKY U A€deHre 000CTpe-
HUY OOAE3HU U BTOPUYHBIX OCAOKHEHUN; CUMIITOMATH-
yecKoe AedeHUe; MH(OpPMUPOBaHUE HaIlleHTa/PoA-
CTBEHHUKOB O IIPOOAEMAX, CBA3aHHBIX C 3a00AEBaHUEM,
0 BO3MOJKHOCTSIX X KOPPEKINY; O0yueHre IIpreMaM
IIepeABIKEHNS ¥ 6e30I1aCHOTO ITepeMellleHusT; yMeHb-
IIIeHHe CIIAaCTUYHOCTH 1 HapYIIeHUH KOOPAUHAIINY; Ae-
4JeHUe IaPOKCU3MaABHBIX PACCTPOMCTB; ITlepeo0ydeHne
OBITOBLIM/ TIPO(YECCHOHANBHBIM HaBBIKAM; AMATHOCTHKY
U KOPPEeKIIMIO AUCPYHKIIUY Ta30BbIX OPTaHOB, & TAK)Ke
IICUXOAOTMYECKYIO aAQIITAITMIO K IIpoOAeMaM, CBsI3aH-
HBIX C 3a00AeBaHueM. B HacTosIlee BpeMsl peaOUAUTa-
1o 00ABHEIX ¢ PC paccMaTprBarOT Kak MHOTOKOMIIO-
HEHTHYIO MOAEAB, BKAIOUAIOIITYIO B ce0sI pa3AMUHbBIe Ha-
npaBreHud [7,13, 33]. BaoKHBIMU ee COCTaBASIONINMU
SABASIOTCA (DU3UYECKasd peaOUAUTAIINASA, SProTepalnsd,
KOorHUTHBHAas Tepanusi. Ousndyeckas Tepalys Hallpas-
A€HAa Ha KOPPEKIUIO HAPYLIEHUI ABUTATEABHBIX PYHK-
oui, 6anaHca IIpU XOABOE, yMEeHBbIIIeHNe CLIaCTUYHOCTHA
1 6oAeBOro CMHAPOMa [ 12]. Oprorepanuisi CiocooCTByeT
YAYUIIIEHUIO BUAOB AeSITEABHOCTH, CBSI3aHHBIX C CaMO-
OOCAY>KHBaHUEM, paOOTOM, AOCYTOM, C Y4€TOM UMEIOLLle-
roCsI HeBPOAOTMYECKOT0 pepurivra. KorHuTUBHAA TEpa-
IIMs HAalTpaBAE€Ha Ha YAyUllleHe BO3MOKHOCTeN BBICIIINX
MO3roBbIX (pyHKINY [29]. [Tpy aTOM OTMeuYaeTcs HeCcTa-
OUABHOCTb KAMHUYECKOU CUTYAIU B CBSI3U C HEAOCTa-
TOYHOM IIPEACKAa3yeMOCThIO prcKa obocTpenus [1]. Ta-
KM 00pa3oM, TpeOyeTcs aAeKBATHASA [IPOTUBOPELIUANB-
Hasl Tepalus A Pearu3aliy 3apad peaOuAUTaITUH.
MyABTUAUCIIUTIAMHAPHBINI IIOAXOA, UCIIOAB3YEMBII B pe-
abmanTtanum nanueHToB ¢ PC, aBasieTcs 3dhpeKTUBHBIM
u And arteHToB ¢ OHM [24]. OapHaKO IIpepaaraeMble
At PC 3apauu peabuanTanyuy U peaOUuANTAIMOHHEIE
IIPOrPaMMBbI AASI X PeaAM3aliiy He MOTYT ObITH IIOAHOC-
TBIO IIpUMeHUMEI K nanuenTaM co COHM u Hy>KparoT-
Cs1 B AOPabOTKeE B CBA3U C OCOOEHHOCTIMU HAOAIOAQEMOM
KAMHIMYECKOM KapTUHHI [30]. DTU OTAMYUTEABHEIE Uep-
TBI He OTPaHNYMBAIOTCS O0Aee BEIpaKeHHBIM HEBPOAO-
TMYEeCKUM Ae(PUITITOM C AOMUHUPOBAHNEM ITOPasKeHUs
CIIMHHOT'O MO3Ta U 3PUTEABHBIX HEPBOB, @ BKAIOUAIOT
TaK’Ke 0OCOOEHHOCTY CEMUOTHKY, B TOM YHCAE BEIDAKEH-
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HBIe ITape3bl MBI He TOABKO KOHEYHOCTEH, HO U TYAO-
BUIIQ, TSPKEABIE PACCTPOUCTBA IAYyOOKOM UyBCTBUTEAD-
HOCTH, HeUpOoIlaTU4eCKHUe OOAM, HApYIIEeHU Ta30BbIX
dyakui. [ lTapokcr3MarbHBIE TOHUYECKUE MBIIIIEYHBIE
CIIa3Mbl OKa3bIBAlIOT 3HAUNMOE BAUSHUE Ha KaueCTBO
SKU3HU Y NanueHToB ¢ 3a6oreBanneM COHM [14]. Yc-
AOJKHSIET pellleHNe peaOMAMTAIIMOHHBIX 3aAau arpec-
CUBHBIN TUII TEYEHUS U BBICOKUU PUCK TSIKEABIX 000-
ctpenuti mpu OHM [24,26].

CoraacHO AUTepaTypPHBIM AQHHBIM, B HACTOSIIIee Bpe-
MsI OTCYTCTBYIOT EAUHBIE IIOAXOABI IT0 peaOUANTAITNH T1a-
nueHTOoB ¢ 3a0oaeBanusaMu COHM. Tpu ocyiecTBae-
HUY pPeabMAUTAIIMOHHBIX IIpOrpaMM Yy IaljieHTOB
c OHM nipepparaeTcs MCIIOAB30BATh METOAVKY, HAIIPAB-
AeHHBIE Ha YKpeIlAeHUe [105ICa BEPXHUX KOHEUYHOCTEH,
IopAepsKaHue OaraHca TyAOBUINQ, YIIPasKHEHUS Ha CO-
IIPOTHUBAEHNE, CIIelTUaAbHbIE IIPOIIPHUOLIEIITUBHEIE TeX-
HUKMU [26]. B psiae cAydyaeB AT BO3MOKHOCTH ITIPOBEAE-
HMS aKTUBHOM (PU3MYeCKOU peaOUAUTALIUY TPEOYIOTCA
IIpeABapUTEAbHBIE OPTOIleANYeCKUe HAU XUpyprude-
CKUe BMellaTeAbCTBa. OIMCaH KAMHUYECKUM CAy4Yal UM-
IIAGHTAIKU Aa(parMarbHOrO TeMCMeUKepa NalueHTy
¢ OHM u HepOreHHBIMU IPUYUHAMY HAPYIIIEHUS AL
XaHUs B Pe3yAbTaTe PaclpOCTPaHEeHHOTO IOPaskeHUs
IIIEHOTO Y1 TPYAHOTO OTAEAOB CIIMHHOI'O MO3T4q, UTO I10-
3BOAWNO CHSITH IOTPEOHOCTD B IPOBEASHNN MCKYCCTBEH-
HOM BEHTHUASIIIUU AETKUX M 3HAUYUTEALHO PacCIIMpHUThH
00BbeM peabMAUTAITMOHHBIX MEPOIIPUSATHH [28].

OpAHMM 13 aKTyaAbHEUIIINX BOIIPOCOB IIPU 3a00AEeBa-
aHugax COHM saBasieTcsl OlleHKa peaOUAUTAIIOHHOTO
IIOTEHIaAA (PeaOUAUTAIMOHHOrO IIPOTHO3a) Y allAeH-
TOB, KOTOPBIN TPYAHO IIOAAQETCSI OIIEHKE B CBSI3U C OTHO-
CUTEABHOU HECTAOUABHOCTBIO KAMHUYECKOM CUTYAINA
A@JKe IIPU aA€KBAaTHOU MEAMKAMEeHTO3HOU Tepanuu. Ha-
CYIIIHOU 3aAQ9€l IBASIETCS IIOUCK KAMHUYECKUX, HEHUPO-
BU3YaAM3AMOHHBIX U AA00PATOPHBIX PAKTOPOB, KOTO-
PpbIe 00AAAAAY OB TIPOTHOCTIYECKOU 3HAYMMOCTBIO. AHA-
AW3 XapaKTEePUCTUK I1I€PBOI'0 KAMHUYECKOT'O 31IM30Aa Y
nanueHToB ¢ 3a0oaeBaHreM COHM nokasaa, 4To BeIpa-
>KeHHOCTBb OCTaTOYHOT'O HEBPOAOTHYECKOTO AepUITUTa
IIOCA€ TIEPBOT0 OOOCTPEHMSI 3aBUCUT OT €r0 MaKCUMyMa
B I1IepuoA 00ocTpenus. [lonepeuyHbli MUEAUT B KAMHU-
YeCKOM KapTHHE aCCOUMPOBAH C OOAEe BBIPAKEHHBI-
MM HapyIIeHUsIMYA B KAMHUYECKOU KapTrHe. [ Ipr 3ToM B
CAydae MHOPaXeHUs I'OAOBHOIO Mo3ra (0OAacThb area
postrema B IPOAOATOBATOM MO3Te, CTBOA MO3I'a, ITOAY-
LIaPHBIA [epeOPAABHBIN O4Yar) B pe3yAbTaTe IIepPBOro
KAMHHUYEeCKOro 31mn30aa 3aboareBanusgs COHM creneHb
BOCCTAHOBAEHHU ObIAA Aydllle. TaK)Ke OTMEYeHO, UTO I1a-
LIMEeHTHI, [TIOAyYaIOlIHe TEePAIio MMMYyHOAEIIPeccaHTa-
MM, UMEIOT O0Aee OAATOIPUATHBINU IPOTHO3 BOCCTAHOB-
AEHUS HEBPOAOTMYECKUX (DYHKIIUN IIOCAE OOOCTPEHU
[31]. AKTyarBHBIM SIBASIETCSI HCCAEAOBaHMeE IICUXUYe-
CKOrO CTaTyca nanueHnTa ¢ 3adboresanuem COHM. Y-
TaHOBAEHO, UYTO aCTEHUSI, TPEBOTA M ACTIPECCUS, HAPSIAY
C BBIP@yKEHHOCTBIO HEBPOAOTMUECKOTO Ae(DUIINTa, OKa-
3BIBAIOT 3HAUMMOE BAUSHHE Ha KA4eCTBO JKU3HU OOAB-

HBIX [32]. CTelleHb BEIPa’KEHHOCTH ASTIPECCUU IPSIMO
KOPPEeAUpYeT CO CTelleHbIO BEIPa’KeHHOCTH HEBPOAOTH-
geckoro pedpuriura. [ TarmenTsr c OHM UMEIOT GOABIITYEO
CKAOHHOCTB K IIOBTOPHBIM 3ITN30AaM AETIPECCHUU U CYU-
1uAy 1o cpaBHeHUIo ¢ 0oabHBIME PC [23]. Ilpu oieHKe
PeabUAUTAIIMOHHOIO ITIOTEHITNaAd HEOOXOAUMO YUUTHI-
BaTb CTelleHb MOTHUBAIMU IMAllHeHTa II0 OTHOIIEHUIO
K IIPEACTOSIIEMY PeabMANTAIIMIOHHOMY A€UEHHIO, a TaK-
JKe 0COOEHHOCTH HApYIIeHNH KOTHUTUBHBIX (DYHKIIUNA
[10]. Obcy>rpaeTcs HPOTrHOCTHYECKAs! POAB AAOOPATOP-
HBIX MapKepoB Y IAueHToB ¢ 3a0oaeBanueM COHM.
Tak, Haanmurie AT K AQP4 3HaUUTEABHO YBEAMUMBAET PUCK
penuAuBOB OOAe3HHU, YPOBeHb MIA-6 B CBIBOPOTKE U
LIC2K acconuupoBaH C BEIPA’KEHHOCTBIO HEBPOAOTH-
YeCKOro AepUIINTA I10 IITKaAe OIJeHKU CTelleHU MHBaAU-
amsarmn EDSS, a copepskaHme FAMaABHOTO PUOPHUAAID-
Horo Kucaoro 0eaka (GFAP) B LICJK koppeaupyet co
CTeIleHbI0 MTHBAAUAU3ALMY IO IIKane EDSS u BEIpaskeH-
HOCTBIO 09aroBOTO ITOPayKEHNsI CIIMHHOTO MO3Ta IT10 AaH-
aeiM MPT [15, 35].

AKTyanBHOU 3apa4el ABASETCS pa3padOoTKa IIPOCTBIX
1 MHAOPMATUBHBIX METOAUK OOBEKTUBHOM OLIEHKU (DYH-
KIIMOHAABHOTO COCTOSTHUS IIaIleHTa C 3a00AeBaHUEM
COHM. B nHacrosdiee BpeMs IPEAAATAETCS UCIIOAB30-
BaTb PSA IIKaA, HIMPOKO NpuMeHseMbIx Iipu PC u uH-
CYABTe, KOTOPBIE IIPU CTPYKTYPUPOBAHHOM IIOAXOAE I10-
3BOASIOT IIOAYYUTE IIPEACTaBACHYE O (PYHKITMOHAABHOM
craryce nanueHra ¢ 3aboreBanneM COHM. Opnako
OOABLIMHCTBOM CIIEIIMAAUCTOB IIPU3HAETCSI HEOOXOAN-
MOCTB X MOAM(DUKALIAN U AOTIOAHEHHUS C [IOCAEAYIOIIEN
BaAVAM3AIIMEN AT 9TOM KaTeropuu 60ABHBIX [26, 30, 31].
IITkana EDSS, ncrioabzyemMas AAsT KOAMYeCTBEHHOM OLIeH-
KU HEBPOAOTHMYECKOI'0 AepUIiTa I MHBAAUAU3AIIUY Y
060ABHBIX PC, IIMPOKO NCIIOAB3YeTCS U 'y NIAIJAEHTOB C
3aboneBanmeM COHM [15, 26, 31]. ABTOpamu npeaso-
>KEeHBI psIp OPUTMHAABHBIX ITOAXOAOB. Hamprimep, uc-
TIOAB30BaHNe TOHATHS «MTHBAAMAU3UPYIOIee 060CTpe-
HUe», pu KoTopoM EDSS pocTturaet 6,0 u 6oaee OarnoB
AU MIMeeT MeCTO CHU KeHIe OCTPOTHI 3peHust A0 20/200
u 00oAee XOT4 Obl Ha 0AMH rAas npu H3H. Koanvectsen-
HYIO OLIEHKY TSDKeCTH 000CTPEeHMs IIpepAaraeTcs olle-
HMBATH II0 MAKCUMAABHOMY 3HaueHnto EDSS 3a 1 Mecar,
OT MOMEHTa €ro Pa3BUTHS, a CTelleHb BOCCTaHOBAEHUS
TIOCA€ PELIUAMBA — II0 HAaUMEHBIIIeMy IToKa3areAto EDSS
B TeueHHe OAHOTO ropd [31]. M3BecTHON METOAMKOMU
OIIEHKU ITOBCEAHEBHOM aKTUBHOCTU siBAsIeTcs [ IKana 13-
MepeHUus PYHKIUOHAABHOU HesdaBucumocTu (TFIM).
I'Tpu cpaBHennu mkan EDSS u TFIM y 6oabHBIX ¢ PC
TIOKa3aHo, uTo Kana TFIM aBasteTcst Doaee UyBCTBUTEAD-
HOM AASI OIT€HKY CTeIIeHH MHBAAUAW3AIINY, BEI3BAHHOM
3aboneBaHreM. OHa TO3BOASIET DOAEE OITTUMAABHO Ol1e-
HUTb ¥ AMHAaMUKY (PYHKIIMOHAABHOTO COCTOSTHUS Ially-
€HTa B pe3yAbTaTe IIPoOBOAUMOM Tepanum [27]. Ilo
HallleMy MHEHUIO, UCIIOAb30BaHue mKaabl TFIM y na-
1mreHTOoB ¢ 3a0oaeBaHreM COHM Morao Ob1 OBITH BBICO-
KO3 (PeKTUBHBIM, OCOOEHHO IIPU BEIPA)KEHHOM HEBPO-
AOTHYECKOM AepUITITe, KOTAQ YYBCTBUTEABHOCTS ITTKa-

13



YYEHBIE 3AIKWCKH CII6I'MY UM. AKA/. HU.I1.[TABJIOBA . TOM XXIII - N°3 . 2016

AbI EDSS 3ameTHO cHU KaeTtcs. U3BeCTHO, UTO AAS OlTEeH-
KU (pyHKIUH XOABOBL, KOTOPas O0Aee BCEro CTPAAAET y
MaIeHTOB C CHMHAPOMOM MUEAOIIATHH, IITHPOKO UCIIOAD-
3yeTcsa MHAEKC Xaysepa. Psa aBTOpOB Ipea)aratoT pu-
MEHSITB C 3TOM IIeABIO KOMIIAEKCHYIO OIIEHKY, BKAIOYAIO-
II[yIO METOAMKY, OLIEHUBAIOIYIO XOABOY C perucTpariu-
€Ul BpeMeHU Ha BBIIIOAHEHME 33AaHUA (XO0AbOa Ha 25
dyroB — T25FW), cyOBeKTUBHBIE METOAUKU (OIIPOCHUK
MM 00caepyeMblx MSWS-12), TecThl Ha IpeOAOAEHUE
MaKCHUMaAbHOU AUCTAHIIVU 3@ OIIPEAEAEHHBIN IIpoMe-
JKYTOK BpEMEHU (O-MUHYTHASI MAU 2-MUHYTHAsI XOALOA)
[5]. BasKHBIM (haKTOPOM AT YAYUITIEHUS KaueCTBa JKU3-
HU Y IAIJMEHTOB C HapYIIEHUSIMU IIOXOAKH SIBASIETCS ITPO-
(PUAAKTHKA BO3MOKHBIX ITAACHUN. K cOXKaneHUto, OTCYT-
CTBYIOT AQHHBIE O 4YaCTOTe ITaAeHUM CPEeAY ITIAIIEHTOB C
3a6oaeBarreM COHM. OapHako m3BecTHO, 4TO y 50 %
nanueHToB ¢ PC napeHmsa cAy4aauch XOT OBI 1 pas 3a
noaropa. [Ipu satoMm ot 30 Ao 50 % mareHTOB MapaA
HECKOABKO pa3 [9, 22, 34]. ABTopamu pa3pabaThIBAIOTCS
TIOAXOABI I METOAVIKYI AAST OTIEHKU PHICKA TTaAeHuUi [8, 16].
Moaudukranusa HEKOTOPBIX U3 HUX II03BOAUAA OBI HC-
IIOAB30BATh UX U B I'PyIIIe OOABHBIX C CHMIITOMaMU 3a-
6oneBanurt COHM. Aad O1leHKH KaueCTBa JKU3HU U Oll-
PeAEAeHNs IEPBOOYEPEAHBIX IIPUYIH, OKa3bIBAIOIIX Ha
Hero BAVSHHUE, Y NallueHToB ¢ 3a0oreBanneM COHM
IIPEAAAraeTCs UCIIOAB30BaTh OIIPOCHUK MSQOL-54,ac
LIeABIO U3y4YeHNs MOTHUBAllUM — IIKaAy Purpose in Life
(PI) [10]. B cBs13u C TeM, YTO y MHOTHX IIAIIIEHTOB CO
COHM =apy1ieHa QyHKIUS 3pUTEABHOrO aHAAM3ATO-
Pa, aKTyaAbHBIM SIBASIETCSI IPUMEHEHUe CIIelTuaAbHOMN
QHKEeTBl AAY IIAOXOBUAAIIMX IIANUEHTOB Activity
Inventory (Al). OnpocHUK COCTOUT 13 OAOKOB BOIIPOCOB,
KOTOpPBIE IIOMOT'aloT aKIleHTHPOBAaTh BHUMAaHKe Ha TeX
CTOPOHAX ITIOBCEAHEBHOM ATEABHOCTH, KOTOPBIE CTPa-
AQIOT B CBSA3M C AUC(PYHKIIMEN 3DUTEABHOI'O aHAAU3ATO-
pa [19]. AAd OIleHKU COCTOSTHYS KOTHUTUBHBIX (DYHKITHH
npu 3abonreBanuax COHM npepaaraercs SDMT-Tect
[10]. BBICOKY!O YyBCTBUTEABHOCTE B OIfeHKe aCTeHUH IIPU
AEMUEANHU3UPYIOIINX 3a00AeBaHNUSIX ACMOHCTPUPYIOT
IIIKaAd yCTaroCTH Hapaepa, IIKaAa ycrarocTy Kpymmna
(FSS) m mopudunpoBaHHAA IITKAaAQ BAUSTHUAS YCTAAOCTH
(MFIS) [6]. B cemmonorum 3aboreBanmuit COHM BaskHOe
MeCTO 10 BAUSTHUIO Ha KaUeCTBO JKU3HU 3aHUMaeT AKC-
(DPYHKIIUS MOYEBOrO ITy3bIps. [TIKara KOHTPOAS MOUEBO-
ro my3bIps (BLCS) mo3BoasieT OBICTPO OLIEHUTH €T0 CO-
crostaue [37]. [TpoaorskaeTcs TOMCK OO BEKTUBHBIX Me-
TOAOB OLIEHKY BEIP@’KEHHOCTH 60A€3HEHHBIX MBIITIEUHBIX
CcnasMoB 1 3O (PEeKTUBHOCTH UX TEPAINHU Y IIAIIUEHTOB C
npossaeHuaMr COHM, yunuTBIBas KX BEICOKYIO KAMHU-
YeCcKylo 3HaUuUMOCTh [11, 14].

Oco6ennoctu 3aboreBannt COHM tpebyroT paspa-
OOTKU MHAUBUAYAAU3UPOBAHHBIX IPOTPAMM peaOuAn-
TalUU y AQHHOU IPYIIIEL HaljeHTOB. OCHOBOIOAATrar0-
IIUMH, YUUTBIBAsI CXOACTBA B KAMHUYECKOM KapTUHe,
MOT'AM OBI CTaTh IIeAH, 3aAaUl, TIOAXOABL, IIpepAaraeMble
B peabunauTtanuu rnpu PC, HO KOTOPBIE HY>KAQIOTCS B MO-
AUDUKAIIAN C yIeTOM OCOOEHHOCTEeU 3a00reBaHus. Oc-
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TaeTCs MHOTO aKTYaABHBIX IIPOOAEM, pellleHre KOTOPBIX
HeOOXOAUMO AT COOAIOAEHUS OCHOBHBIX IIPHUHITUIIOB
MEAUITMHCKOU peabuAUTAIN: €e OOOCHOBAaHHOCTH, 3Tall-
HOCTH, HEIIPEPHIBHOCTH, IPEEMCTBEHHOCTH PeabuANTa-
LIMOHHBIX MEPOIPHUATUN, MYABTUAUCIIUTIANHAPHOCTH,
OPUEHTHUPOBAHHOCTU Ha 4eTKO CHOPMYAMPOBAHHYIO
11eAb. [ IpMYMHEBL 3TOT0 MHOTOI'PaHHbL 1 BKAIOUAIOT B Ce0sI
PEAKOCTDL 3a00AeBaHUS, arpecCUBHOe TedeHUe, PUCK
000CTpeHnH, BEIP&KEHHOCTb HEBPOAOTMYECKOT0 Ae(pH-
IIUTa, OTCYTCTBHE CTaHAAPTHU3WPOBAHHBIX IIOAXOAOB
OIleHKU peabUAMTAIIMOHHOTO IIPOrHO3a, MOTHBAIIVH I1a-
nyeHTa 4 3 (peKTUBHOCTU IIPOBOANMBIX MEPOIIPUSATUM.
OTcyTcTBHE OOIEIPUHATHIX IIOAXOAOB IIPOTUBOPEITH-
AUBHOM Tepalnu 3aTPyAHIEeT MEAUKAMEHTO3HYIO IIOA-
AEPIKKY peabUAUTAITMOHHOTO Iporecca. OCTaroTcs OT-
KPBITBIMHU M aKTUBHO OOCY KAQIOTCSI TAKHE BOIIPOCH], KaK
CPOKM Hauara O0Aee aKTUBHOU peaOUAUTALIVN B IIEPUOA,
00O0CTpeHNnd, CTelleHb pUCcKa peliiABa 3a00AeBaHUs Ha
doHe (pr3MUEeCKUX HAarPy30K, KOTOPbIE COITPOBOKAQIOT-
Cs1 IIOBBIIIIEHNEM BHYTPUOPIOIITHOTO AQBAEHUS (B CBA3U
C HAAMYMEM YKa3aHUU Ha 3TO NaljueHTaMu). AKTyanb-
HBIMU SIBASIOTCS BEIAeAEHTE (PAaKTOPOB, BAUSIOIINX Ha
PeabHAUTALIMOHHBIN IIOTEHIIUAA, U IOUCK METOAOB
OOBEKTUBHOM OITeHKY 3PPEKTUBHOCTH ITPOBOAUMBIX Pe-
abMAUTAITMOHHBIX MeponpudaTHil. HakomaeHre 3HaHUM
HeBPOAOTaMM, UMMYHOAOTaMH, peabUANTOAOTaMH B 00-
Aactu 3a6oneBannii COHM GyaeT cioco6CcTBOBATH CO-
BEPIIIEHCTBOBAHUIO OKA3aHUS MyABTUACIIUTIAMHAPHOMN
IIOMOIIIY 3TOU KaTeropmuu OOABHBIX.
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PE3IOME

B. C. KpacHos, B. /1. [lusenb, H. A. TomoasH,
A. A. [omosuukos

ONTUKOHENPOMUEANT: IOAXOABI K PEIIEHUIO 3aAa4 MeAH-
IMHCKOM peabuAnTanuu

Heo6xoapuMocTh oncka 3pMeKTUBHBIX MHAUBUAYAABHBIX
nporpaMM peaOUAUTAIIUU AASL NTAIIUEHTOB C 3a00AeBaHUSMU
cnekTpa ontukoHerpomueanta (COHM) npusHaeTcss MHOTU-
Mu aBTopaMu. OxapaKTepru30BaHbl KAMHUKO-AaOOpaTOpHLIE
OCOOEHHOCTH 3TOU IPYNNBl OOABHBIX, KOTOPBIE MOTAU OBl
TIOBAUSTE Ha peaOUANTAIMOHHBIN TPOrHO3. ONMCcaHbl BO3MOXK-
HBbIE METOABI OIIEHKH (PYHKIIMOHAABHOT'O COCTOSIHUS IAIlUeH-
TOB C 3a00neBaHusIMu COHM. ITpuBeaeHBI AUTepaTypHBIE AQH-
Hble IPUOPUTETHLIX 3aAa4 IIPU Pearn3aliui peaOUAUTAIOH-
HBIX IIPOTPAMM Y 3TOM KaTeropuu OOABHBIX.

KAaroueBbIe CAOBA: CIIEKTD ONTUKOHEHPOMUEAUT], peadu-
AUWTAI[YS, TPOTHO3, IIKAABL.

SUMMARY

V. S. Krasnov, V. D. Piven, N. A. Totolyan,
A. A. Gotouchikov

The neuromyelitis optica spectrum disorders: approaches
for problem resolution in medical rehabilitation

The necessity of search of the effective individual programs
forrehabilitation in patients with neuromyelitis optica spectrum
disorders (NMOSDs) is recognized by majority of authors.
Clinical and laboratory features of these patients which could
impact on the rehabilitation prognosis were provided in this
article. The possible methods for evaluation of the neurological
deficit and disability because of NMOSDs were described. The
literature data devoted to priority tasks of rehabilitation programs
for this category of patients were given.

Keywords: neuromyelitis optica spectrum, rehabilitation,
prognosis, scales.
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