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Pesome

Anmu-MuSK-muacmernuss — 3mo XpoHuueckoe aymoumMmyHHoe 3a001e6anue, 00yClo8N1eHHOe HapyueHueM (YHKYUuU
aepun-MuSK-Lrp4-komniexca, conpogoxcoaroujeecs pazgumuem namorocudecKoll MblleuHoU YmomMaaeMoCmu U He-
pedko muluteyrol ampoguu. 3abonesanue moxcem Obimb KAK NEPEULHLIM, MAK U OCTOHNCHEHUEM UMMYHOCYRPeccus-
HOU mepanuu U MmpaHCAAHMAYUU 2eMONOIMUYECKUX CIMBOTIOBIX KILEMOK.

IIpeocmasnen cryuau anmu-MuSK-muacmenuu, pazsusuietica nocie auio2eHHONU MPAHCRAAHMAYUY 2eMONOdMUYe-
CKUX CMBONIOBbIX KIEeMOK N0 N0B0OY OCMPO20 MUENOUOHO20 Jetiko3a y nayuenmiku 44 nem. Ocobennocmuio npeo-
CMABNIEHHO20 CVYAsl SABISNOCH 2eHEePAIU308AHHOE NOPAJICEHUE, BKIIOUAIULee He MOIbKO IKCMPAOKVIAPHYIO, HO
u napasepmedpanbHyl0 MycKyiamypy, a maxoice dropped head-cunopom 6 seuepnee epems. [lpedcmagnenvl nadbopa-
MopHble, dnekmpoHelpomuocpaguueckue u guzyaruzayuonuvie oannvie (MPT mviuy, MP-cnekmpockonus), ceude-
MenbCmayowue 0 Hellpo2eHHOM 00PAMUMOM XapaKmepe U3MeHeHUll 8081eUeHHOU MYCKYIANypbl.

Pesyabrarsl. [Ipedcmasnenvt MPT- u OMI -npusHaku Helipo2eHHO20 NOPANCEHUS AKCUATIbHOU MYCKYIAMYPbL Y NAYU-
EeHMKU cO c1aboCmvlo napagepmeoparbLblx Mviuly 6 meuenue 2—4 mec., odycirogiennou anmu-MuSK-ywuacmenueil.
Knunuueckue nposigienus, Kak u omeuHvle HElUpOSeHHble UIMEHEHUs NapasepmeOpaIbHbIX MblY pecpeccuposa
nocie npogederUs NAmo2eHemuyecKol mepanuu.

3akuouenue. Paccmompennviil KIUHUYECKUTl CIyYatl ROOMaEepiicoden Haiuyue HeupoeeHHbIX U3MEeHEeHULl Ha PaHHeM
amane awmu-MuSK-muacmenuu u yrasvlgaem Ha HeoOX0OUMOCHIb HE3AMEONUMENbHO20 HAYaLd NAMO2EHeMUYecKoll
mepanuu, no3gosAowel u3bexcams paseumus ampouil U HCUpo8oll UHGUILIMPAYUU MbIULY.

KnroueBble cT10Ba: OTJAJCHHBIC MOCIEACTBUS ANIOT€HHON TPAHCIUIAHTAIIMM T'€MOMOATHYECKHX CTBOJOBBIX
KIIETOK, aHTU-MuSK-MHuacTeHus1, 0CI0AKHEHU JI€UEHUs FeMaTOJI0IMYECKUX 3a001€BaHUIH,
OCTpBI MHenoOIacTHEIH Jetiko3, MPT mapaBepTeOpaibHBIX MBI, HEHPOTCHHBIH OTEK
MBI, 8y TOUMMYHHBIE OCIIOKHEHUS
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Abstract

Anti-MuSK myasthenia is a chronic autoimmune disease caused by violation of the function of the agrin-MuSK-Lrp4
complex, accompanied by the development of pathological muscle fatigue and often muscle atrophy. The disease can
be a primary, as well as a complication of immunosuppressive therapy and hematopoietic stem cell transplantation.
We present a case of anti-MUSK myasthenia gravis that developed after allogeneic HSCT due to acute myeloid leu-
kemia in a 44-year-old patient (born in 1975). A distinctive feature of the case was a generalized injury, including not
only extraocular, but also paravertebral muscles, dropped head syndrome in the evening. In addition, laboratory, elec-
troneuromyographic and neuroimaging (MRI of muscles, MR-spectroscopy) data indicating the neurogenic reversible
nature of changes in the involved musculature are presented.

Results. This study presents MRI and EMG signs of neurogenic damage of axial musculature in a patient with weak-
ness and swelling of the paravertebral muscles (edematous changes according to STIR, corresponding to MR signs of
early functional denervation) for a period of 2—4 months, due to anti-MUSK myasthenia gravis. Clinical manifesta-
tions, as well as edematous neurogenic changes in the paravertebral muscles, regressed after pathogenetic therapy.
Conclusion. The article presents up-to-date data on the clinical and instrumental characteristics of myasthenia gra-
vis. The considered clinical example confirms the presence of neurogenic changes at an early stage of anti-MUSK
myasthenia gravis and indicates the need for immediate initiation of pathogenetic therapy to avoid the development
of atrophy and fatty infiltration of muscles.

Keywords: late complications of transplantation, MuSK-positive myasthenia, anti-MuSK myasthenia, complica-
tions of treatment of hematological diseases, acute myeloid leukemia, MRI of paravertebral muscles,
neurogenic muscle edema, autoimmune complications
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Coxpawenus: amio-TI'CK — ammoreHHas TpaHc-
IUIAHTAIUS. TEMOMOITHYECKUX CTBOJOBBIX KIETOK;
ACM — aHTHTElla K CKEJICTHBIM MBIIIIAM; ay-
To-TI'CK — aytorpancmnantauus; AXII — anrtu-
XOJIMHACTEpa3Hble mpernaparbl; AnXP — armerunxo-
auHOBbIM peuentop; UMT — uHaekc maccel Tena;
MM — muxodenonara mopetmn, HPID — Henpsmas
peakius ummyHodayopecuennuun, HXJI — Hexomxk-
kuHCcKas maMdpoma; OMJI — ocTpsrit TuMboO6IacTHERIN
neiiko3; OLIl — o0GbeM LUPKYIUpPYIOMIECH I1a3MBbl;
ITAO — mocraktuBanmonHoe obnerdenue; [IJIE —
HOTEHIMaNbl ABUTATeabHbIX eauuul];, I[IXT — monu-
xumuotepanus; PK — pexuM KOHAUIIMOHUPOBAHMUS;
PTIIX — peaxkuusi «TPaHCILIAHTAT IIPOTUB XO3SMHAY;
T2-BU — T2-3Bemennoe m3odpaxkenne; TI'CK —
TPAHCIUIAHTAIUSI TEMOMOATUYCCKUX CTBOJIOBBIX KJIe-
ToK; XJI — xXomkknuHCcKas muMmbpoma; XMJI — xpoHu-
yecKkuil muenoniHbin jerko3; XPTIIX — xpoHuueckas
peaxiusl «TpaHCIJIAHTaT MPOTUB XO3siuHa»; OMI —
aneKTpoMuorpadus.

Beenenune. B mupe €XerogHo BBIIOJIHAETCS OKOJIO
40 ThIcsY TpaHCIIJIAHTALMN T'€MOMOITHYECKUX CTBOJIO-
BBIX KieTok (TI'CK) [1]. TI'CK sBnsercs >ddexTun-
HBIM METOJIOM TEPaIuu psija 3a00JCBaHMIA, K KOTOPBIM
OTHOCSITCS JIEHKO3BI, TUM(OMBI, XPOHUYECKHUE MHEJIO-
1 umbornponaudepaTUBHbIC 3a00JICBaHSI, BPOXKICHHBIC
1 IpUOOpETEHHbIE allIa3ui KPOBETBOPEHMSI, BPOXKICH-
HBIC IMMYHOAC(QUIIUTHI, HEKOTOPBIC COJIUTHBIE OTTYXOJIU
1 0OJIe3HU HaKOIUIeHHA. B pesynmbrare Mueno- 1 uMmy-
HOAOJIALMU Y PEIUITMEHTOB MOTYT BO3HHMKATH Pa3iIvu-
HBbIE PaHHWE W OTNAJCHHbBIE OCIOKHEHUS, B TOM YHCIIE
MMMYHHOTO XapakTepa: Peakiysi «TPaHCIUIAHTAT IMPO-
B x03snHa» (PTIIX), BOoCmammrenbHBIE MHUOIATHU
(1IepMaTOMHO3HT, TIOJIMMHO3UT, Ay TOMMMYHHBIH HEKpPO-
THU3HUPYIOUTUI MHUO3UT), BACKYIUT, CKIEPOIEPMUs, MHa-
creHus u ap. [2].

[IproOpeTeHHass MUACTEHUS SBISIETCS F€TEPOT€HHBIM
ayTOMMMYHHBIM HPEBHO-MBIIIICYHBIM 3a00JICBaHUEM,
00yCIIOBTICHHBIM CHHTE30M Ay TOAHTHTEN TPOTHB aHTUTE-
HOB HEPBHO-MBIIICYHOTO CUHAICA M BHYTPUKICTOYHBIX
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KOMITOHEHTOB MBIIICYHBIX BOJIOKOH (aHeTI/IHXOJ'II/IHOBLIM
peuenTopam, MBIIIEUHONW crienu(UIecKol THUPO3UH-
KnHa3ze, Oenky-4, acCOIMMPOBAHHOMY C PeleNnTopaMu
JIUIONPOTEHHOB HU3KOM IJIOTHOCTH, arpuHy, TUTHUHY,
koutareny Q) [3]. B rpynme remaronoruueckux 00Jib-
HBIX NPUOOpETEHHAs MUACTECHUs HauboJjee 4acTo Mpo-
SIBJISIETCSI y TIAIUEHTOB C alUTaCTHUECKO# aHnemuetii [4, 5].
Ot 20 no 40% nanuentos ¢ xponudeckoil PTIIX ume-
IOT MOBBINICHUE YPOBHA AaHTUTCIT K allCTUIXOJIMHOBOMY
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peuentopy (AuXP) [6, 7], omHAKO CyIIECTBYIOT CBEE-
HUS O BCTPEYAEMOCTH JaHHBIX aHTUTeN 10 90% ciyda-
eB [8]. Tem He MeHee MaHH]ecTaMs PHOOPETEHHON
MUACTeHHH TIoCIie aJioreHHo# (HeponacTBernHoi) TI'CK
cocrasisieT He Oonee 1% [6, 9, 10]. B cpennem mocine
amno-TI'CK pa3ButHe MHacTeHHH BO3MOXKHO B TEUEHUE
nocaenyromux 2 et (oT 3 mo 100 mec.) u game Bcero
B couetannu ¢ PTIIX nnu Ha oHE OTMEHBI UMMYHOCY-
MIPECCUBHOM Teparuu, Ha3Ha4aeMOH 1St IPOQHUIAKTUKA

Tepanus / Course of therapy

Autologous bone
marrow transplantation

Allogeneic bone marrow

transplantation (unrelated)

Puc. 1. TeueHre OCHOBHOTO 3a00JI€BaHMSI, OCIOKHCHUN M XOJ] TEPAITHH

Ipumeuanue: MM — muxodenonara moperm; OLIT — obbem nupkynupyromeit mwia3mel; [IXT — nomuxumuorepanus; PK — pe-
JKUM KOHIUITHOHNpoBaHus; PTIIX — peaknus «TpaHCIIIAHTAT IPOTHB XO3SUHA

Fig. 1. The course of the underlying disease, complications and course of therapy

Notes: MM — mycophenolate mofetil; OCP — circulating plasma volume; PCT — polychemotherapy; CR — conditioning regimen;

GVHD — graft versus host disease
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u neuenus PTIIX [4, 11, 12]. Onucansl ciaydau MOsIB-
neHust antuted K AnXP y HCXOIHO CEepOHETraTHUBHBIX
MalMeHTOB Mociie pa3BuTus xponuueckor PTIIX, uro
CBSI3BIBAIOT C Jucperynsiiueit B-mumdonuroB u rymo-
palbHOTO UMMYHUTETA (MapajuleIbHO TeKymue B-mum-
(hormronieHus n B-kieTo4Has THIIEPAKTUBHOCTh U TIPO-
Iykuust ayroantuten) [4, 13—15].

Jo 70% cepoHeraTuBHBIX CIy4aeB M OKOJO 5—8%
BCEX CIIy4aeB MPHOOPETEeHHONH MMAaCTEHHH aCCOLWU-
posano ¢ MuSK-anturenamu [3, 8, 16, 17]. IIpnobpe-
TeHHas aHTU-MuSK-mumacTeHus: — 3TO XPOHHUYECKOE
ayTOMMMYHHOE 3a0oyieBaHUE, OOYCIIOBIEHHOE Hapy-
menreM ¢yHkuuu arpuH-MuSK-Lrp4-kommekca, co-
MIPOBOKIArOIIeeCs HapyleHueM Kkiacteprsannu AXP,
YTO TIPUBOAUT K PA3BUTHIO MATOJIOTHUYCCKON MBIIIECU-
HOM yTOMIIIEMOCTH W HEPEIKO MBIIIeYHON arpoduu.
OTmuuTeNbHBIMA 0COOCHHOCTIMU aHTH-MuSK-1mio3u-
THUBHBIX TAIUEHTOB SBISIOTCS aTPO(UU MBIIII] S3bIKa,
MUMHYECKOM M aKCHallbHOM MycKynatypsl [18]; BbI-
pakeHble (PACHUKYISIUK, YaCTO MPUBOIAIINE K JIOXK-
HOW JMarHocTuke 3aboyeBaHuil MoToHe#poHa [19];
OTCYTCTBHE acCOIMAIlMU C MATOJIOTHEH THUMYycCa; MEHb-
masi 9QQPEKTUBHOCTh aHTHXOJIMHAICTEPA3HON Teparm,
HEPEIKO COMPOBOKIAIOIIASCS W30BITOYHBIMHA  XOJIH-
Heprudeckumu ¢ dexramu [20, 21]. Kpome toro, cuu-
TaeTcs, YTo MmarueHTsl ¢ antu-MuSK-Mmuacrenueit 6o-
Jiee PE3UCTEHTHHI K MMMYHOCYIPECCHUBHOM Teparuu,
YeM Cepono3uTUBHBIEC MO aHntutenam Kk AuXP [16, 22].

I
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B orHomeHun ciiydaeB pa3BUTHS MHACTEHHH IOCIE
TI'CK oTMmedeHo, 4TO Cepono3UTHBHBIC OPMBI Pa3BU-
BAIOTCS B CPeAHEM B TeueHHe 2,5 roja mocie TpaHc-
rianTauuy, a antu-MuSK-dopmbel — uepe3 3-5 ner
[23]. B Hacrosmiee BpeMs OMUCaHO BCEro 3 ciydas pas-
Butus aHTH-MuSK-muacrennn nocne TI'CK, compo-
BOXKJIAIOIIIMECS] BOBJIICUCHUEM OKYIISIpPHOHM, OyahOapHOit
MYCKYJIaTypbl U MBILIL KOHEUHOCTEH [8, 23, 24].

[IpencraBnsem cmydaii  antu-MuSK-mmactenun,
pazBuBieiics nocae TI'CK mo nmoBoxy ocTporo Muesno-
UIHOTO JIEHKO3a.

Bce nccnenoBanus mpoBOAMIMCE ITOCIIE TOATIUCAHUS
MAIMEHTKOW JJOOPOBOIBLHOTO HH(OPMHUPOBAHHOTO CO-
rIacusl.

JlaGopaTopHble MeTOAbI HMCCJIEIOBAHUSI BKIIOYA-
M 001K M OMOXMMHMYECKUH aHajIu3 KPOBH, OINpele-
nenne yposus IgM, IgG u IgA (TypOunumerprudyeckum
metonoMm, BTS-350, BioSystems, Vcnanwust), aHTHTe-
Ja K aHTHHyKiIeapHomy ¢aktopy (Metomom HPUD),
SKCTParupyeMoMy HYKJI€apHOMY aHTUTCHY, aHTHTEJa
kK MuSK n AuXP, anturenam ckejaeTHON MyCKylaTypbl
(anTt-ACM), ©IMMYHOOJIOT MHO3UT-aCCOLIMUPOBAHHBIX
anturen (Mi2b, Ku, Pm-Scl100, PM-Scl75, Jo-1, SRP,
PL-7, PL-12 EJ, OJ, Ro-52) (metogq UDA; Euroimmun
Ag, l'epmanmus).

HNHcTpyMeHTANIBHBIE METOABI  HCCJICOBAHMSA:
mpoBeneHa crumyisinuonHas OHMI, omenena Heps-
HO-MBIIICUHAs nepenaya (pUTMUYECKas CTUMYJSLUS 3

Puc. 2. ITauuentxa I1. ¢ antu-MuSK-nprodperenHoil MuacTeHuel ¢ AMUTEIbHOCTBIO 3a001eBanus § Mec.: A — 00beM JBHKEHUH I1a3-
HBIX S0JIOK, BEIPAXKCHHOCTH OJehapornTosa 10 Hadasa Tepanin; b — o0beM ABIKEeHHIT IIa3HbIX S0I0K, BRIPaXKEHHOCTH OnedaponTosa
nocine tepanuu; B, I' — cmabocTh KpyroBoi MBIIIIIBI IV1a3a 10 U Toce 1ukia Tepanun; /I, E — oTKIIoOHeHHe TyJIOBHIIA IPU TOIbEME
PYK BBEPX BBUY HaJIMUMs YMEPEHHOM c1ab0CTH B pa3rudaressix CruHbl; XK — OTCyTCTBHE NPU3HAKOB aTPO(GHUH MBIIII S3bIKA

Fig. 2. Patient P. with anti-MuSK myasthenia with 8 months disease duration: A — eye movement, the severity of blepharoptosis before
treatment; b — eye movement, the severity of blepharoptosis after treatment; B, I' — weakness of the m. orbicularis oculi before and
after the cycle of therapy; /I, E — deviation of the trunk when lifting the arms up due to the presence of moderate weakness in the

extensors of the back; JK — no signs of the tongue muscle atrophy
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u 50 I'm), uronpuatas OMI, MPT Bcero Tema ¢ mpume-
HenueM T1-, T2-BU, STIR umnynbCHBIX MOcCaenoBa-
TEJIBHOCTEN B Tpex IuockocTsax, KT-opraHos rpyaHoi
MOJIOCTH.

Onucanne KIMHUYecKoro ciaydas. [lanuentka I1.,
44 roma (poct 166 cM; Macca Tea 68 KI; HHIEKC MacChl
tena (UMT) — 24,7 kr/m?), ¢ AMar{o3oM OCTpbIi MHue-
JIOWIHBIN JIelko3 (1ara mocTaHoBKU nuarHosa 03.2011,
38 ner), monHask KIMHUKO-TeMaToIOTHYeCKast PEMHUCCHS
(05.2011). AyTronornyHasi TpaHCTUIAHTAIIMS T€MOTIOITH-
yeckux cTBOJIOBBIX KieTok (08.06.2012). Bropuunslit
MUEJIOAUCIIIIACTUYECKUH CUHAPOM, MOHOCOMMS 7-H
XpOMOCOMBI, pedpakrepHasi aHeMHs ¢ U30BITKOM Oia-
ctoB-1, IPSS 3, Beicokuii puck (2014) (puc. 1). Amro-
TeHHAsl HePOACTBEHHAS TPAHCIUIAHTAIIHS TEeMOIIOITHYE-
CKHX CTBOJIOBBIX KJIeTOK (29.04.2015). B Hos10pe 2019
I. obparunach C ’kajo0amMH Ha BIEpPBbIE BO3HMKIIEE
JIBOCHHE B TJIa3aX, OTPaHWYCHHE ABIDKEHUH ITIa3HBIX
SIOJIOK, OIyIIEHUE BEK M OBICTPYIO YTOMIIIEMOCTh pa3-
rubareneii men ¢ pazsutuem dropped head-curmpoma
B BEUCPHEE BpEMS.

Cnycrts 4 rona nocie amno-TI'CK pa3susicst nepBbiii
SMU30/ IUIUIONHH JIUTEIBHOCTBRIO 2 HEM., Perpeccu-
poBaBUIMil camocTosaTenbHO. Yepes 3 Mec. manueHTKa
OTMETHJIA TIOSIBIICHHUE TMOCTENEHHO TPOTrPECCUPYIONICH
TeHEePAIM30BaHHON MBIIIEYHOW YTOMIIIEMOCTH M JIH-
IJIOTIMH C Pa3BUTHEM BBIPAXKEHHOTO o(TambpMomnapesa.
OdranpMonape3 XapaKTepH30BaJICsl PE3UCTEHTHOCTHIO
K aHTUXOJIMHACTEPA3HbIM IpemaparaM U COXPaHSIICS
B TedeHue 4 Mec. JI0 HadaJia MaToreHeTHIeCKOM Teparny.
[Ipu 0OBEKTHBHOM OCMOTpE IEpea JICUCHUEM OTMeua-
JIUCH TUTLTONHS, opTampMonapes, CXo/sIieecs Kocora-
3ue, c1ab0CTh JINIEBOM MYCKyJaTypsl M pasrudareneit
IIIer — HE MOIJIa ITOHATH T0JIOBY B ITOJIOKEHUH HAKJIIO-
Ha Brepen (1 6amn); cmabocTh B pa3ruOaTeNsIX CIIMHBI
TPYAHOTO ¥ TIOSICHUYHOTO OT/ENOB (4 Oaia), MbIied-
Has CWJIa BEPXHUX W HIDKHUX KOHEYHOCTEH B HOpME

(5 6ammoB) (puc. 2). Onenka mo QMGS (Quantitative
myasthenia gravis score — mIkajga KOJIMYECTBEHHOUN
OILICHKH TSDKECTH KIMHUYECKUX TPOSBICHUI MuacTte-
HuM ) — 17/39 6annos. Cramus 2a mo MGFA (Myasthenia
Gravis Foundation of America — mIkana OIeHKH TshKe-
CTH KJIMHUYECKUX MPOsIBICHUH MuacTeHuu). [lonoxu-
TEeJBHBII TeCT BBEJACHHUA HEOCTUIMHMHA METHICYNb(para
0,05% 1,8 M1 B BUJle yMEHBUICHUS NITO3a U MBIIICYHOMN
c1abocTu B pa3rudaressx meu.

VYposens antuTen kK AuXP cocrasun 0,21 HMONB/I
(mopma 1o 0,45); anturena k MuSK 6Gonee 25 EJI/mn
(ropma o 0,39 EJI/mi); aHTHTENa K CKETIETHBIM MBIIII-
am (ACM) — mewnsiue 1:20 (Hopma 110 1:20). B obmiem
aHaJ3e KPOBH OTMEUACTCSI OTHOCHTENBbHBIA TMMpOLH-
103 110 47,4% (Hopma 19,0-37,0) mpu HOpMaITBHOM a0CO-
JIOTHOM KonuuecTse auMpounToB. [Ipu mononuurens-
HOM 00cIIeIOBaHUY OB UCKITIOYCH PEITUANB OCHOBHOTO
3a0oneBanus U Heliposeiikemus. [Ipu Beimonnennn KT
TPYAHON KJIETKH B TEPEAHEM CPEJOCTEHHH BBISBIICHA
TIEPCUCTEHIINS BHJIOYKOBOM kene3bl (7,6 X 11 MM, Oe3
YETKUX KOHTYPOB).

[Ipu Bemonaenun MPT Beero tena Ha STIR (short-
tau inversion recovery) B aKCHAJIbHOW TUIOCKOCTH BBI-
SIBIICHBI YMEPEHHBIE OTeUHbIC U3MEHEeHUs m. multifidus
Ha ypoBHe ten Thl2, L3-L5 mo3BoukoB, m. erector
spinae Ha ypoBHe L4, L5 mo3BoHkoB cieBa (puc. 3).
Ha cepun MP-tomorpamm, B3BemeHHbIX 0 T1- u T2-
BU, B carurranbHOl, KOPOHAPHON U aKCUAIBHOU MPO-
eKLHUAX C )KUPOIOAABICHUEM OTIPENEISIOTCS IPOTPY3UN
MEXI03BOHKOBBIX AucKOB L.3—-L5 pasmepom 0,2-0,3 cm
0e3 IpPHU3HAKOB KOMIPECCHN KOPEIIKOB CITMHHOMO3IO-
BbIX HepBoB. [Ipum wnccienoBaHuM 3KCTPAOKYISPHBIX
mpimn] Ha STIR B KOpoHaNbHOI MIIOCKOCTH OTMEYaloT-
Csl yMEpEHHBIE CHMMETPUYHBIC OTECYHBIE W3MEHEHUS
m. rectus lateralis v m. rectus inferior mpu OTCYTCTBUHU
CTPYKTYPHBIX MaTOJIOTHYECKUX U3MEHEHUH 110 JaHHBIM
T1-, T2-BU. Ilpu uccreqoBaHuM MATKUX TKAHEH S3bIKa

Puc. 3. MPT nauuentku I1. ¢ antu-MuSK-muacrenueii ¢ JUMTelbHOCTBIO 3a00neBanust 8 mec.: A — otek m. multifidus Ha ypoBHE
Th11-L1 (STIR, akcuanbHas MI0CKOCTh) 10 Tepanuu; b — orcyrcrBue namenenuit MP-curnana ot m. multifidus na yposne Th11-L1
(STIR, akcuanbHas TWIOCKOCTB) Mocie Tepanun; B — otek m. rectus lateralis v m. rectus inferior no tepanuun (STIR, kopoHanbHas
IIOCKOCTB); I — orek m. rectus inferior nocne tepanuu (STIR, kopoHanbHas MIIOCKOCTB).

Fig. 3. MRI of patient P. with anti-MuSK myasthenia with 8§ months of disease duration: A — edema of m. multifidus at the Th11-L1
level (STIR, axial plane) before treatment; b — no changes in the MR signal from m. multifidus at Th11-L1 level (STIR, axial plane)
after treatment; B — edema of m. rectus lateralis and m. rectus inferior before treatment (STIR, coronal plane); I' — edema of m. rectus

inferior after treatment (STIR, coronal plane).
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Tab6numa 1

Pe3y.]'lLTaTl>l 3J'leKTp0Hel7lp0MH0Fpa(l)Hl/l, OIlEHKH MO0 IIKaJe KOJHYeCTBEHHOI OICHKH THKECTH KIHMHHUYCCKHUX l'lpOﬂBJleHl/lﬁ MHACTCHUH

(QMGS) u yposenb anTuTe]a1 K MuSK y nanueHTKu 10 4 nocjie Tepanuu

Hccaenyemas mpmmma o Tepanun Ilocie Tepanuu

A, MB I, % A, MB I, %
m. frontalis 1,10 -20,4 1,50 -12,4
m. orbicularis oculi 0,45 -38.4 0,99 -34,2
m. nasalis 1,81 -25,4 2,62 -3,8
m. digastricus vent. anterior 3,61 -18,6 6,78 +0,6
m. trapezius 6,85 -17,1 10,10 -1,9
m. deltoideus 12,80 -16,8 19,10 -2,6
m. abductor digiti minimi 9,40 -2,4 10,30 +0,9
ITAO (m. orbicularis oculi), % 127 123
VYposens antu-MuSK, EJI/min 25,3 7,26
QMGS 17 1

IIpumeuanue: IIAO — mocTrakTHBaMOHHOE OOnerdenue; A — ammnuryga, MB; JI — nekpemeHT M-oTBeTa mpu pUTMHUYECKOH cTuMyanuu 3 I'm, %;
QMGS — 1mKaja KOJINYeCTBCHHOI OLICHKH TSUKECTH KIMHUYECKHX MPOSIBICHUI MUACTCHUH.

Table 1
Electroneuromyography results, Quantitative myasthenia gravis score and anti-MUSK level in patient before and after treatment
Muscle Before After
A, MB D, % A, mMB D, %

m. frontalis 1.10 -20.4 1.50 -12.4
m. orbicularis oculi 0.45 -38.4 0.99 -34.2
m. nasalis 1.81 -25.4 2.62 -3.8
m. digastricus vent. anterior 3.61 -18.6 6.78 +0.6
m. trapezius 6.85 -17.1 10.10 -1.9
m. deltoideus 12.80 -16.8 19.10 -2.6
m. abductor digiti minimi 9.40 2.4 10.30 +0.9
PAP (m. orbicularis oculi), % 127 123
Anti-MuSK level, U/ml 253 7.26
QMGS 17 1

Note: PAP — post-activation potentiation; A — amplitude, mV; D — decrement of CMAP with rhythmic stimulation of 3 Hz, %; QMGS — quantitative

myasthenia gravis score.

MaTOJIOTUYECKUX OTEUHBIX W3MEHEHWH WU BBIPaKEH-
HOM KUPOBOW MHPWIBTPALINU HE BBISBICHO.

[Tokazarenu (QyHKIMH BHEIIHETO JbIXaHUS COOTBET-
CTBOBAJIM HOPME.

Putmuueckas crumynsuus ¢ yactorod 3 'y mo3Bo-
JIUJIa BBISIBUTH JIEKPEMEHT M-0TBeTa B MHMHYECKOH
(25-38%), rmorounoii (18,6%) 1 mpoKCUMaILHON My-
CKynarype BepxHuUX KoHeuHocTel (16—17%). [Ipu BEI-
noiaHeHuu uronsdatoit DMI' B m. deltoideus, m. vastus
lateralis, m. tibialis anterior BBISIBICHBI HOPMAaJIbHbBIE
3HAYEHUS] aMIUIUTYAbl U JIITUTEIBHOCTA MOTCHIIUAJIOB
neurarenbHbX enuuui (I[1E). I[Ipu 3ToM oTmedeHo
nossitieHre nonudaszuu [1JIE B npokcuManbHbIX MBITII-
max g0 23-40%. B m. erector spinae na yposue L2-L4
BBISIBIICHBI HEWPOTCHHBIE W3MEHEHUs, MPEICTABIICH-
HBIE MOBBIMICHUEM cpenaHeit ammumtynsl [IJIE — 1514
MKB (292-3802 mxB), mpu HOpManbHOW ATUTEIBHO-
cru [IJIE — 11,9 mc (8,43-16,4), nomudazuex [11E
9%; wuHTEep(hEpPEHIIMOHHBIH IMMAaTTEPH COOTBETCTBOBAI
HeliporeHHOMY. CTIOHTaHHAs aKTUBHOCTH TIPE/ICTaBIIe-
Ha MHOXXECTBEHHBIMH TIOTCHIIMalaMu (GpuOpwiuisanuu,
CAMHUYHBIMU (DACHUKYISIIUSAMHU U TIOJOXKHUTEIbHBIMU
oCcTpbIMU BOHamMH. KonudecTBo (aciukynasiuil mpe-
0011214710 € JI€BOM CTOPOHBI B MIPOEKIINH HAMOOJIEE BHI-
PaXXCHHBIX OTEUHBIX U3MEHCHHUM, BBISIBICHHBIX I10 JIaH-
HeiM MPT.

Ilpogedennas mepanus. IlaroreneTnueckoe JedcHUE
MAIMEHTKH BKJIIOYAIO TEPAHI0 METHIIPETHN30JIOHOM
(0,8 MI/KT MepopaibHO) 0 CXeMe Yepes3 JICHb B COueTa-
HUU C TIATBIO C€aHCaMU CPEIHEOOhEMHOTO MEMOPAHHO-
ro mra3Madepesa Ha anmnapare «PCS-2» (Haemonetics,
CIIIA) mo cranmapTHOI MeToanKe ¢ okcdysueit 25-30%
o0beMa LUPKYJAUpYIOLIeH IUa3Mbl. 3amelieHue 3Kkcdy-
3UpPYeMON TIIa3Mbl TPOBOIMIIOCH KPUCTAIOWIHBIMHU
pactBopaMH. Ilpy cHMKEHUM 103bI METHIIPETHU30II0-
Ha 10 40 MI/CyT JOIONHHUTENHLHO Ha3HAUYCHA Teparius
azaruornpuHoM (50 MI/cyT nepopaibHO).

[Tocne 3aBepiIeHHOTO MUKIIA Tepanun (depe3 3 Mec.)
JIOCTUTHyTa IOJIHAasl KIMHHW4Yeckas pemuccud. OLeHka
mo QMGS — 1/39 6amna. Cragus 0 mo MGFA. Ypo-
BeHb aHTU-MuSK B CBIBOPOTKE KpOBH cHU3MICS A0 7,26
EJl/mn (ma 70%). Ilo maraeiM MPT oTmedeH mosHbIH
perpecc OTEUHBIX HM3MEHEHHMH B MapaBepTeOpaibHBIX
MBIIITAX, HO COXPAHAETCS YMEPEHHBIH OTEK B M. rectus
inferior. Ilpn pUTMHYECKONW CTUMYJISIIMH COXPAHSICTCS
nekpeMeHT M-otBeta B m. orbicularis oculi. Xapakrte-
puctuku [IJIE mapaBepTeOpasbHBIX MBILIL COOTBET-
CTBYIOT HOpME, CTIOHTAaHHON aKTUBHOCTH HE BBISBIICHO,
coxpansercs nonudazus [I1E no 34%.

Obcy:xnenue. l3BectHo Ooyee 26 cimydaeB pas-
BuTHs mnpuobpereHHoil wmwuactenun mnocie TICK,
mpu  dTOM Hamboiee peakod ¢GopMoi  sBIAIACH
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Tabnuima 2
Onucannble crydan antu-MuSK-MuacTenun nociie TpaHCIJIAHTAIIMA T€MONO3THYECKHX CTBOJIOBBIX KJIETOK
BoBieuennbie Bpems
Tox Ion MBILUIbI, MEKILY Yposenn
peUHIIMenTa, noHOpa 3a6onesanue | xPTIIX JeKpeMeHT TICK u M, | antu-MuSK Tepanus ABTOp
Bo3pacr (J1eT)
M-oTBeTa Mmec.
Kew., 30 Myx. XMIJI + O,b, I 60 0,71 nr/mn | IO, I1, 1T | Heidarzadeh Z. [23]
Hexp. ()
Myx., — ayto-TT'CK XJ1 - O, b, I 60 Her cBen. 00 AXII Grover K.M. [24]
Jlexp.(—) YpOBHE
Ken., 54 H/ HXJT - 0,5, T 20 Her cBen. 06 | AXII, TIA, Atassi N. [8]
Hexp. (+) ypOBHE I, 11
Ken., 44 XKen. OMJI - 0O, b, 111 48 253 Ell/mn | TIA,I1, A OTIHCHIBAEMBIH
Hexp. (+) ciryyai

IHpumeuanue: XMJI — xpoHudeckuil MuenonaHbId Jeiiko3; XJI — xomkkuHckas nmumdoma; HXJI — nexomkkuuckas aumdpoma; OMJI — octpbrii
nmuMpobnacTHbIi neiiko3; XPTIIX — XpoHHYecKas: peakiys «TPaHCIUIAHTAT IPOTUB X03siuHay; ayTo-TI'CK — ayrorpancrnanTanus. Bosnekaembie B mato-
JorHueckuit npouecc Ml O — m. orbicularis oculi; b — rinotounas Myckynarypa; I — reHepanu3oBaHHbli nporecc; Jlekp. — aekpeMeHT M-oTBeTa,
(+) — nmanmuuue; (—) — orcyrersue; 11 — mieitnble Mpininsl; [10 — miazmoobomen; ITA — masmacdepes; I1 — npexunzonon; AXIT — aHTHXOIHHACTEpa3HbIE

npenaparsl; 1] — npkinocnopun; A — a3aTHONpPUH.

Table 2
Anti-MuSK myasthenia gravis after hematopoietic stem cell transplantation

Rec1p1:;1:s €% | Donor’s sex Diagnosis c¢GVHD Involv]e)(icn;uscles, t, month | anti-MuSK | Therapy Source

F., 30 M. CML + O,P,G 60 0,71 pg/ml PE,P,C Heidarzadeh Z. [23]
Decr. (—)

M., - AHSCT HL - 0O,P,C 60 n/d ACD Grover K.M. [24]
Decr.(-)

F., 54 n/d nHL - O,P,G 20 n/d ACD, PP, Atassi N. [8]
Decr. (+) pC

F., 44 F. AML - O,P,C 48 25,3 U/ml PP, P, A our case
Decr. (+)

Note: CML — chronic myeloid leukemia; HL — Hodgkin’s lymphoma; nHL — non-Hodgkin’s lymphoma; AML — acute lymphoblastic leukemia;
c¢GVHD — chronic graft versus host disease; AHSCT — autologous hematopoietic stem cell transplantation; t — time between HSCT and myasthenia. A —
azathioprine, ACD — anticholinesterase drugs; C — cyclosporine; P — prednisolone; PE — plasma exchange; PP — plasmapheresis. Muscles involved in the
pathological process: C — cervical muscles; G — generalized process; O — m. orbicularis oculi; P — pharyngeal muscles; Decr. — decrement of M-answer,

(+) — presence; (—) — absence.

aatu-MuSK-Muacrenus, onrcannas B 3 ciydasx [8, 23,
24].

Cpenu mannueHToB ¢ anTu-MuSK-Muactennei, acco-
muuposannoii ¢ TI'CK, npeobnanatot sxeHIuHb — 3/4
[8, 23, 24]. B GonpImMHCTBE ciydaeB aHTH-AXP-11031-
THUBHBIX TAIlMEHTOB C MHACTCHHEW UMENIaCh XPOHUYE-
ckast PTIIX. B cBsi3u ¢ 3TUM NOCTTpaHCIJIaHTAIIMOHHAS
MHUACTCHHS MOXKET PacCMaTPUBATHCS B KAY€CTBE IIPOSIB-
nenust PTIIX ¢ nmopakeHreM HEpPBHO-MBIIIEYHBIX CH-
HAIICOB PEIMITMEHTa IMMYHHBIMU KJIETKaMU JJOHOpa |8,
25]. OmHako onMCaHHbIN HAMHU CITy4aii, a TakKe TBOe U3 3
paHee MpeCTaBICHHBIX MalMEHTOB ¢ aHTU-MuSK-mua-
crenueil He umenu comytcrBytomiedt PTIIX, yto craBut
MO COMHEHHE OAHO3HAYHOCTH JNAHHOTO IMaTOreHeTHve-
cKkoro Mexanm3Ma [8, 24]. AnoreHHast TpaHCIDIaHTAITUS
TaKKe HeE SIBJISETCS aOCONIOTHBIM OOBSICHEHUEM pa3-
ButHs accormupoBanHoit ¢ TI'CK mmactennn, Tak Kak
B IMTeparype onucal ciaydail ayronornunoit TT'CK, co-
MIPOBOKTAFOIIHIACS pa3BuTHEeM aHTH-MuSK-mMuacteHnmn
[24]. Kpome Toro, aKcriepuMeHTalbHas ayTOMMMYHHas
MHACTEHUS MOXeET OBITh BhI3BaHa ayTojiornaHoit TI'CK
B KOMOWHAIMKM ¢ LUKIOoCTOpuHOM [26]. OueBuiHO,
YTO W3MEHEHHBI MMMYHHBIH CTaTyC IMalWeHTOB, IIie-
penecmimx TI'CK u nony4aBmux jgedyeHHE UMMYHOMO-
yTUPYIOIUMHI areHTaMH, TOBBIIIAET PHCK Pa3BUTHUS
MHUACTEHUH, He npeBbimaronuii 1% [27]. B yactHOCTH,
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B TPYIITE T€MaTOJIOTHYECKNX MAIIIEHTOB PEIKO HaOI0-
JaeTcsl acCoLManusi MUACTEHUH CO CIeHU(PUISCKUMU
AHTUTEHAMH, BBIIBISIEMBIMHU Y MAIMEHTOB C WAHOTIATH-
yeckumu (popmamu muactennn (HLA: HLACwl, Cw7,
DR2, DR3, DQ2, B8) wimm tumomoii [4, 25]. CoOcTBeH-
Ho ¢axt Bnustaus TI'CK Ha pa3BuTHE MUACTEHHH MOYKET
OBITh TIOIKPEIUICH OTCYTCTBHEM 3aBHCUMOCTH TIOBBIIIIE-
HUS PUCKa OT KOHKPETHON OHKOTeMaTOJI0rMueCKOM HO30-
JIOTHH, a TAK)KE BEPOATHOCTH PA3BUTHSI TPHOOPETSHHOM
MHACTEHHH Ha dTale CHIKEHUS HMMYHOCYTIPECCUBHON
Teparnuy B cpeaHeM depes 2,5 u 4,3 roma st aHTH-A-
uXP- u antu-MuSK-muacteHun cooTBeTCTBEHHO [23].

@DeHoTHn paHee OMUCAHHBIX IMallMeHTOB C aH-
TH-MuSK-nprnoOpeTeHHOH MuacTeHUel, acCOUUUpo-
Bannoii ¢ TI'CK, e ormnmuasncs ot aHTH-AnXP-no3u-
TUBHBIX MaueHToB [9]. Bo Bcex omMMCaHHBIX Cilydasx
HaOmonazach reHepaIn30BaHHAs MATONIOTUYECKasT MBI-
1IeyHasi yTOMJISIEMOCTh C BOBJIEYEHHEM 3KCTPAOKYJISIp-
HOW MYCKYJaTyphbl.

B namem cnywae u B coobmennn K.M. Grover
W COaBT. ONFCAHO BOBJICUEHHE IapaBepTeOpaTbHOI
MyCKynaTypsl [24]. BoBneuenune akcuanbHON MycKyna-
Typbl MOCIYXUI0 npuuuHou nposeneHuss MPT Bcero
Tena A UCKIIOUSHHUs MUOTIATUH B JOTIOJIHEHHE K Jia-
OopaTopHBIM METOIaM JWArHOCTHKHU. Ilpm sTOM OBLITH
BBISBJICHBI HEOKHUAAHHBIC OTEUHBIC ACHMMETPHYHBIC
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U3MEHEHUsI TIapaBepTeOpaibHBIX MbIII. [loBbIIeHHAS
HHTeHCHBHOCTh MP-curnana Ha STIR (B couetanuu co
CIIOHTAHHOW aKTHBHOCTBIO MO AaHHbIM OMI') xapax-
TepHa Ul JAEHEepBalM{ MBI B OCTpyro (1o 1 mec.)
u nopoctpyro Basy (1-6 mec.) [28, 29]. [TonoOHbIe U3-
MEHEHHUS! OOYCIIOBJICHBl PAaCIIMPEHHEM KalMUJUIIPHOTO
pycia U yBeIHYEHHEeM MEeXKJIeTOUHOU xwujakoctu [30].
OTU U3MEHEHUs! Pa3BUBAIOTCS yxke crmycTs 48 4 mocie
nenepsaruu [31], ogHAKO OHHM TaK)Ke MOTYT OBITH BBI-
SIBJICHBI U IIPU MEPBUYHO BOCHAIUTEIBHBIX MpPOLEccax
B MBIIIIAX, BKJIIOYas BOCIAJIUTENIbHBIC MuomaTtuu [32].
Cnenyer TakXe OTMETUTb, YTO moBblmieHMe MP-cur-
Hajma Ha STIR mMeeT MOCTaTO4YHO BBICOKYIO OTHOCH-
TEJIHYIO YyBCTBUTEIBHOCTH (84%) M cneun(puuHOCTh
(100%) st BBISIBIEHUS A€HEpBaUU (OCTPOM U TIOAOCT-
poii ¢a3) nmpu conocrasienun ¢ OMI [33, 34]. B daze
XpOHHUECKOH fieHepBaiuu (6onee 6 Mec.) HabmonaeTcs
MOBBIILICHUE COACPKAHMS XHMpa MEXKIY MBILICYHBIMU
BOJIOKHAMH ¥ aTpoQusi MBIIIIBI, YTO CONPOBOKIACTCS
MOBBIIIEHUEM UHTeHCUBHOCTH MP-curnana na T1-BU
U yMCHbIIIEHHEM 00beMa MbIIIeYHON Macchl. [1o100HbIC
HW3MEHEHUS TaKkKe HaOIIoAaroTcsl MpH (PyHKUIHMOHAIb-
HOW MMMOOWIM3aK (HarpuMep, pa3pbiB CyXOKUIIHs)
Y MBIIIEYHBIX TUCTpodusx [28, 29].

B OonpmmHCTBE paHee MpeACTaBICHHBIX CIydacB
aHtu-MuSK- [9] u anTu-AuXP- [35, 36] MuacTeHuil,
COTIPOBOXKJAIOIINXCS TIOPAKEHUEM aKCHAIbHOM MYCKYy-
narypsl (dropped head-cunnpom, KaMITOKOPMHS ), OTIH-
caubl MP-nipu3HaKu XUpoBON MHOUIBETPALMU U aTPo-
¢un napaBepTeOpaIbHBIX MBI, MPUYEM HE TOJBKO
Ha (OHE Teparnuu IITFOKOKOPTHKOCTEPOUIaMH, HO U 0e3
UX IpUMEHEHUs. Y NalMeHToB ¢ aHTU-AuXP-Muacrenu-
el COBOKYIHOCTh 1M0100HBIX MP-13MeHeHUH B coueTa-
HUM ¢ «MHonarudeckum» DMI-narrepHoM B mapasep-
TeOpaIbHBIX MBIIIIAX U PE3UCTEHTHON KaMIITOKOpMHUEH
PSIOM aBTOPOB KOHCTAaTHUPOBAJach «IapacluHalbHas
MHUOTIATHs» (KaK CaMOCTOSITENIbHOE pekoe KOMOpOu/I-
Hoe coctosinue) [37, 38]. IlogoOHbIE cirydan codeTaHus
aHTH-AUXP-MHacTeHUN W «HapacUHAIBHOM MHOTIa-
THUW» OMHUCAHbI y nNaiueHToB 70—85 JieT ¢ NIUTEeNbHBIM
TEUYEHHEM U TUIOXUM KOHTPOJEM CHMIITOMOB MHAcTe-
Huu. Hanmnume ciydaeB oOpaTnMoil KaMITOKOPMHH,
dropped head-cunapoma wmiaum «cuHzapoma IluzaHCKOM
OamrHW» Ha (OHE Tepalruu y NaIMeHToB ¢ aHTH-A1XP-
u aatu-MuSK-muactenueil (MMEommx MHUOTaTude-
ckrue DOMI-npyu3HaKu NpH OTCYTCTBUM WM HaJIHYUHU
arpoduu, HO 06e3 KUPOBOH MHWIBTPAIMU TIapaBepTe-
OpaJIbHBIX MBIIIIT), BEPOSTHO, CBUICTEILCTBYET O TOM,
YTO MMOpPaKEHUE JAHHOU TPYIITHI MBIIIIII SIBJISETCS OTHUM
u3 npossieHuil MuacteHun [39—41]. Takum oGpazom,
MHacTeHHYeCKas caabocTh, MpUBOASAIIAsS K (YHKIHO-
HaJIbHOW MMMOOHIM3AaMU NapaBepTeOpaIbHbIX MBILIIL,
MOXET SBJISATHCS HDKBHUBAJCHTOM NEPEXOJHON CTaauu
MOPaKCHHUSI MBI OT PAaHHUX OTEYHBIX HM3MEHCHHH
(octpast u moocTpast Baszbl ICHEPBALINH ), IPEICTABIICH-
HBIX B HAIlEM KJIMHMYECKOM Ciydae, 10 MO3JHEeH cra-
UM (XpOHWYECKas ICHEPBals), KOTOPOI COOTBETBYIOT
OOJIBIIMHCTBO paHee onucanHbIX ciyvaes [37, 38]. Kpo-
M€ TOTO MOYKHO CJIeJIaTh BBIBOJI, YTO HAJIUYHE MPEUMY-
LICCTBEHHOTO MOPaKEHHS MapaBepTeOpaIbHBIX MBILIL]
ripu aHTU-MuSK-MHuacTeH!H B IETCKOM BO3PaCTe MOXKET
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MIPUBOJUT K CKOJHMOTHYECKOH JehopMaliiu, a y MOKHU-
JIBIX TIAIUEHTOB (Kak B ciydae aHTH-MuSK-, Tak u aH-
tu-AuXP-mMuactennn) — K kamntokopmuu u dropped
head-cunnpomy.

Takxe He OBLIO BBISBICHO OTEYHBIX H3MEHEHHIA,
JKUPOBOW MHPWIBTpAUU U arpouu s3bIKa, MUMHUYE-
CKOM M ’K€BaTEIIbHOW MYCKYJIATYphl, BO3MO)KHO, B CBA3HU
C HE3HAYHTEIBHOU MPOMOIIKUTEILHOCTHIO 3a0o0JieBa-
Hus (4-6 mec.). OnHAKO CUHMTAETCS, YTO THITUYHBIMHU
npuszHakamu aHTU-MuSK-MuacTeHuun SBISIOTCS aTpo-
¢bust u xxupoBast uHGUIBTpanus m. orbicularis oculi,
m. orbicularis oris, m. buccinators, BHyTPEHHUX MBIIIII]
si3bIKa [42], mm. pterygoidei, m. masseter n m. temporalis
[43]. Arpodust MbII S3bIKA B psilie ClydaeB UMeeT 00-
parumblii xapaktep [9, 44]. BeipaxxeHHOCTB aTpoduii
Y KHUPOBOU MH(OWIBTPAINN 3aBUCUT OT MPOHAOIDKUTEIb-
HOCTH TEPAITu¥ MPEIHN30JI0HOM [42], 0HAaKO B HEKOTO-
PBIX ciydasx arpoduu pa3BHBajNCh HA paHHEM 3Tarie
3a0o0JeBaHMs e1le 10 Hadasla Tepaniy, 4To, CKopee Bce-
T0, O0YCIIOBIIEHO CAMOCTOSITENILHOM POsbio aHTH-MuSK
B JaHHOM Tiporiecce [43, 45]. B wactHocTH, A.R. Punga
U coaBT. mokazanu, uro MuSK-aHTuTena BBI3bIBAIOT
(GYHKIIMOHAIBHYIO JICHEPBAIUIO, 00YCIOBIMBAIOILYTO
MOBBIIIICHUE TIPOAYKIIUU MapKepa aTpoUu CKEIIETHBIX
mbiii MuRF-1 (atrophy marker muscle-specific RING
finger protein 1) B maccHBHO MHAYLMPOBAHHON MOAEIH
JKCIIEPUMEHTAIBHOW ayTOUMMYHHOW MUACTEHUH Y Mbl-
meit [10, 46]. [Ipu 3ToM HaAOIFOMANIOCH CYHIECTBEHHO
6oxpmree noseimenue yposus MPHK MuRF-1 B jxeBa-
TEIBHBIX MBIIIIAX, TOTJA KaK B MBILIIAX KOHEYHOCTEH
(m. soleus) oH cCHUXANCSI, 9TO OOBICHIET OCOOCHHOCTH
pacripenenenus arpoduun npu antTu-MuSK-Muacrennn
[10, 46, 47]. IIporpeccupoBanue aTpoduu Ipu BO3ACH-
ctBun aHTU-MuSK Taxxke peanusyeTcst 3a CUET MOBbI-
IMEHUsT CUHTEe3a arporuHa-1 m p21, 9T0 TIPOBOIUPYET
MPEXKIEBPEMEHHYIO OCTAHOBKY KJIETOYHOI'O IIMKJIA U OC-
nabisieT crmocoOHOCTh CATETUTHBIX KJIETOK 3aMelIaTh
MOTEPSIHHBIC MBILICUYHBIE BOJIOKHA [48, 49].

CxomHbIe 3aKOHOMEPHOCTH OTMEYAIOTCS TIPU aHaAJTH-
3¢ MP-u3meHeHmi ma3oABUTraTeIbHBIX MBI P aH-
tu-MuSK-muactenun. B Hamem ciydae BbIpaKeHHAs
O TAIBEMOIIIETHS TPOJIOJDKUATEIBHOCTRI0 4 Mec. Xa-
pakTepu30BaIach YMEPCHHBIMUA OTCYHBIMUA U3MCHCHUS-
mu (o STIR) B m. rectus lateralis w m. rectus inferior,
9TO COOTBETCTByeT MP-mpusnakam paHHed (QyHKIIHO-
HanpHOU naeHepBammu (puc. 2). Torma kak B ciryda-
SIX TPOJOIKUTEIIEHOTO odTanpmorape3a (2—14 ner)
npu antu-MuSK-muactennn nabmonanucs MP-mipu-
3HAKH BRIPAKCHHOU aTpOGhUN IKCTPAOKYISIPHBIX MBIIIIII.
[Ipu 3 TOM HaMeHee BBIPAKEHHBIM OBLITO TIOPAKEHUE 1.
obliquus inferior [50, 51].

Takum o00pa3om, MbIlIeYHass aTpodusi, 0COOCHHO
MHUMHYECKOH ¥ OyIbOapHOW MYyCKyJaTyphl, ¢ OIHOM
CTOpPOHBI, SIBJISICTCSI JJOBOJIBHO PACIPOCTPAHEHHBIM OT-
TaJICHHBIM cJiencTBreM aHTu-MuSK-muactennw, ¢ npy-
TOll — pe3yJIbTaTOM COYETAaHUsI HeCKOIbKUX (DaKTOPOB:
IUTUTEIIEHO CTH 3a00JIeBaHMSI, HECBOCBPEMEHHOCTH Hava-
JIa MaTOTeHETHYECKOM Tepanuu U 3 (deKTa IITUTeITHHOTO
BOBJICHCTBUS BBICOKHX JI03 TITFOKOKOPTHKOCTEPOUIOB
[52]. JauHbIil BBIBOI MOATBEPKIACTCS 3HAYUTEIBHOU
BapuabebHOCTRIO CBEICHUN O PacmpoCTPaHEHHOCTH
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WNCCNEAOBAHNA N KNIMHUYECKNE HABJTIOAEHWA

arpoduii npu aHTu-MuSK-MuacTeHUun B pasiUyHBIX
BBIOOpKax oT 5,7% [53] no 23% [54] cayuaeB. OueH-
Ka COCTOSHUS MBI ¢ TTomolnbio MPT sBiseTcs Bax-
HBIM 3JIEMEHTOM JAUATHOCTUKU, TO3BOJIAIOIINM OLEHUTh
MEPCIIEKTUBLI BOCCTAHOBIICHUSI yTPaYeHHBIX (DYyHKINH
Ha MOMEHT Havana tepanuu [43, 51].

B ominame ot ciryuaes Z. Heidarzadeh u K.M. Grover
[23, 24], yka3plBalOIIMX HAa OTCYTCTBUE JEKPEMEHTA
M-oTBeTa, y TMpeICTaBI€HHOW HaMH MAlUEHTKH OBLI
BBISIBJIEH JI€KpeMEHT M-oTBeTa MOpU PUTMHUYECKOH
crumymssnun 3 . BepositHo, maHHBIA (akT cBsizaH
C HAJIMYUEM 3HAUUTEIBHOTO MOBBILICHUS YpPOBHS aH-
tu-MuSK-auturen (o 25,3 EJI/mi), Torna kak B ciiydae
Z. Heidarzadeh on cocrasuin 0,71 or/mi.

[IpoBenenue uronsuatoit OMI' mo3BoaMIIO yCTaHO-
BUTb HEUPOTECHHBIN XapaKTep BBISIBICHHBIX U3MEHEHUI
B yuacTkax runepuatencuBHoro curnana (STIR) mapa-
BepTeOpanbHBIX MbIII. CIIOHTaHHAS aKTUBHOCTH M HE-
POTEHHBIH NMaTTepH HHTEPPEPEHIIMOHHON KPUBOH BBISIB-
JICHBI TOJIBKO B y4YacTKaX TMIEPUHTCHCUBHOIO CUTHaJa
o STIR B mapaBepTeOpanbHbIX MbIax. [locie mpo-
BeJleHHOM Tepanuu xapakrepuctuku [IJIE npakruuecku
MOJTHOCTHIO HOpMaJIN30BaNuCh. OTHaKO B OOJBIIMHCTBE
HCCIEIOBAaHNN MMalleHToB ¢ aHTH-MuSK-Mmuacrenueit
coo0IIaNnoch 0 MHONAaTW4ecKkoM xapakrepe OMI-u3-
MEHEHUW: YMEHBUICHUE NJIUTENbHOCTH U aMILIUTYIbI
[AE, Hanuuue noreHiuanoB GuoOpwuisiuun [17, 18,
55]. Muonarudeckue uaMenenus I1JIE HaOmromanuch
B 62-80,6% cnydaeB marnueHToB ¢ aHTH-MuSK-mua-
CTeHHEeW B MUMMUYECKHUX MbImmax [18, 54], torma kak
B MbIIIax koHeuHocte — B 33-44% [54, 56]. On-
HO3HauHasi uHTepnperanus udmenenuit I1IJ[E npu an-
ti-MuSK u antu-AnXP mMoxeT ObITh MOABEPTHYTA CO-
MHEHUIO, TaK KaK He OepyTCs B pacyeT pa3lnvHble (ha3bl
JICHEpPBAI[IOHHOTO TIpoIiecca.

B cnyuasx ¢ nperMMylIeCTBEHHBIM MOPaKEHUEM Ta-
paBepTeOpaNbHBIX MBI MHOMATHYECKUH XapakTep
mmenennit I1JIE compoBoxpaanics MBIIIEYHOH aTpo-
¢ueil mpu ATUTENTFHOM TeueHWM 3aloneBaHus [57].
B 10 ke BpeMs ommcaHBI ciiydyal ¢ HEOOJBIIOW IPO-
TOJKUTEIIBHOCTRIO aHTU-MuSK-MuacTeHun ¢ mopaxke-
HUEM aKCHAJIbHOM MYCKYJaTypbl, XapaKTepU3yroueics
YMEHbLIEHHOW aynTenbHOCThI0 IIJIE, moBbIIIEHHON
nonudasuell 1 BRIpaXCHHOH CIIOHTAHHOM aKTUBHOCTHIO
(moreHmanbl  GUOPHILISAIMH, (ACHUKYIALUHN, T0J0-
KUTEIbHBIE OCTPHIC BOJHBI), YTO PACIIEHUBAIOCH KaK
HEUPOTEHHbIE U3MEHEHHUS U CIIY’KUJIO IPUYUHOHN JIOXK-
Hoit auarnoctuku BAC [9, 19, 58, 59]. B page ciyuaen
MIPOSIBIICHUS, BBIIBICHHBIC 10 DOMI, cOmpoBOXKIATHCH
Y KIIMHAYECKU OYE€BUIHBIMU (aciukyisusami [ 19, 60].

[ToxBons uror, HEOOXOAMMO OTMETHTb, YTO MPH aH-
Tu-MuSK-MuacteHun OOJIBIIMHCTBO HMCCIIENOBATEIEN
paccMmarpuBaeT MOpPakKeHUE MBI KaK MHOTIATHYECKUH
npouecc [3, 17, 18, 22, 54], Torga kak B HalIeM ciayyae
M B DKCIIEPUMEHTAJBHBIX MCCIEIOBAHMIX IMpeICTaBIe-
HBbI CBEJCHUS O Pa3BUTHH (DyHKIIMOHAIBHOU JIeHEepBa-
1uu npu antu-MuSK-mMuacteHunn.

3akurouenne. 3a0o0JeBaHUs, XapaKTEPHU3YIOILUE-
Csl TIOpAKEHHEM MMMYHHOM CHCTEMBI TOCJe ajuIoTeH-
Hoit TI'CK, moryt ¢opMupoBaTh OTACIBbHYIO TPYIILY
OCJIOKHEHUN aJJIOMMMYHHOH npuposl. [Ipuuunsl u,
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CJIE/IOBATENILHO, METO/BI MX TEPanuH U MPO(UITAKTUKA
MOTYT OTJIMYATHCS OT TAKOBBIX MIPU OOILIECH3BECTHBIX 3a-
0oJIeBaHNAX ayTOMMMYHHOH 3THonoruu. Ciemyer ydu-
TBIBaThb, 4YTO (OPMUPOBAHHE AYTOMMMYHHBIX OCIIOXK-
HEHMI yallle UMeeT OTAAJICHHBIM Xapakrep, U B clly4yae
aHTU-MuSK-MHuacTeHuu nepBble KIMHUYECKHE MPOSIB-
JICHWSI MOTYT BO3HUKATh B TeueHue 5 yet ot TI'CK.

[lonnmanne  mAaTOreHETHYECKUX  OCHOB  aH-
tu-MuSK-MuacTeHnn Kak B clydae HAHONATHYCCKON
(hopMBI, TaK M B KaueCTBE MMOCTTPAHCIUIAHTALIMOHHOTO
OCJIO)KHEHHSI IMEET 0C000€ 3HaYeHHE B CBS3M C HEOO-
XOIUMOCTBIO TIPOBEACHUS paciinpeHHol auddepeHm-
aJBPHOW NMWAarHOCTHKH W BBEIOOpa aJeKBAaTHOU, CBOEBpE-
MeHHOH Tepanuu. B uwactHOoCTH, auddepeHImManbHAS
JUArHOCTHKA CITa00CTH B MBIIIIAX HA MOCTTPAHCIUIAH-
TallMOHHOM JTarne J0JKHa npoBoauThes Mexay PTIIX,
PUOOPETEeHHON MHACTeHHEH, TU3MMMYHHBIMH HEBPO-
MaTusMH, epruacuuuTOM U BOCTIAIUTEIbHBIMU MUOTIA-
tuAMH. B a0l cBs3u MPT Mblun cienyer npumMeHsITh
KaK OJIMH U3 KITFOUYEBBIX IMAarHOCTUYECKUX METOJOB, ITO-
3BOJISIFOIINX OIIGHUTH XapakTep, paclpoCTPaHEHHOCTh
1 NIEPCIIEKTUBBI BOCCTAHOBJICHUS yTPAaYEHHBIX (QYHKIIMH
Ha MOMEHT Hadaja Teparuu.

KondumnkT unTepecoB. ABTOpHI 3asBISAIOT 00 OT-
CYTCTBHHU KOH(IMKTA HHTEPECOB.

®uHaHcupoBaHue. VccnenoBanne He UMENO CIOH-
COPCKOM MOAAEPIKKH.

ABTOpBI HECYT MOJHYIO OTBETCTBEHHOCTH 3a TPEAO-
CTaBJIEHWE OKOHYATENFHOW BEPCUHU PYKOITUCH B I1€YATh.
Bce aBropsl mpuHUMany yyactue B pa3paboTKe KOHIIETI-
UM CTaTbd W HAaMMCaHWM pykomucH. OKOHUaTeIbHAas
Bepcus pyKONUcH OblIa 0100peHa BCEMU aBTOPaMHU.

NudpopmupoBannoe cornacue. Ilanuentka noanu-
casia ”H(POPMUPOBAHHOE COITIACHE Ha MTyOIHNKALHIO CBO-
WX JTAHHBIX.
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