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AB3 CAYY3s MNpuUMeHeHnst puTykcumaba («MabTepa») aAg AedeHnsl BOAbHBIX  CO

3A\0K34eCTBeHHOW pe3ncTeHTHOM MopMort MmacTeH. OCOBeHHOCTBIO OAHOMO U3 CAYHaeB SIBASIAOCH
npumMeHeHe puTykchmaba y BOAbBHOM C MUBCTEeHWHECKM KPU3OM B COYeTaHW C CYHAPOMOM
MapdaHa. B 0Bonx CAyHasix NOAyHeH MNOAOXKWTEAbHBI 3MMEKT B BUAE CTabUAV3BUNY OCHOBHbIX
CMNTOMOB W CHKEHUSI AO3 NOAAEPXKUBBIOLLIEY TAIOKOPTUKOWNAHOW U1 @HTUXOAUHICTEePasHOW Tepanuu.
[oAOXKINTEABHBI 3MdMEKT OTMeHaeTCs B DAMKaNLEM I OTABAEHHOM NeproAaX.

KAlo4eBble cAoBa: MaCcTeHUs), PUTYKCMAaD, MOHOKAOHBAbHbIE BHTUTEAS, MNSCTEHNHECKNA KP3,

We describe two cases of rituximab («MabThera») for the treatrment of patients with malignant resistant
form of myasthenia gravis. Feature of one of the cases was the use of rituximab in patients with myas-
thenic crisis, combined with Marfan syndrome. In both cases, we obtain a positive effect in the form of the
main symptoms of stabilizing and reducing maintenance doses of corticosteroid and anticholinesterase
therapy. The positive effects noted in the short and long term.

BBepeHue

MwuacTeHns — XpoHM4ecKoe, MPOrpeccupyloLLee, ayToNMMYH-
Hoe 3aboneBaHve, 0OyCNOBNEHHOE HapyLUeHWeM CUHamnTuye-
CKOW Nepeadi B HUKOTMHOBbIX aLETUXONMHOBbIX PeLienTopax,
FMaBHOW KIIMHNYECKOW HYepTor KOTOPOro ABMSETCA NaTofnormye-
CKas YTOMSAeMOCTb MblLLL, NPUBOAALLAA K Mape3am v napanm-
Yam [1].

[NaToreHe3 MMaCTEHUM CHUTAETCA KNaCcCMYeCcKMM NMPYUMEPOM
ayTOMMMYHHOTO 3a00/1EBaHWS, MPU KOTOPOM OCHOBHOW MULLIE-
HbIO A71s ayTOaHTUTEN ABNSETCS NOCTCMHANTUYeCKas MeMbpaHa
HVKOTWHOBOTO, aLETUIXOMMHOBOIO peLenTopa nomnepeyHono-
nocatomr Myckynatypsi [2, 3].

B nocnepHue rofbl B 3apybexHoM nutepatype mosBUMMCH
COODLLEHMS 006 YCreLwHOM NPYUMEHEHUN PUTYKCMMaba B neve-
HWM PE3UCTEHTHBIX (POPM MUACTEHUN. PUTYKCMMab npeacTaBns-
eT cobomt XMMepHble MOHOKIIOHasbHbIe aHTTena kK CD20 aHTh-
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reHy B—nmmdoumTos. MNepBoHa4anbHO mpenapar Mcnosb3oBan-
cs Ona neyeHus B-KNeTO4HOM HEXOOXKMHCKOW NMMMOMBI,
0[HaKo B nocfiefiHee BpeMs OH HaxoOUT MPYMEHeHVe B feve-
HUIN HEKOTOPbIX ayTOMMMYHHbIX 3a00oneBaHum [4].

B craTbe onucbiBalOTCA ABa CNlydas M3 Haller NpakTuku, B
KOTOPbIX MPUMEHANCS pUTyKcMMab («MabTepa») ans nedeHus
MUacTeHUU. IHTepecHOM OCODEHHOCTbIO OOHOrO M3 Clly4aes
ABNANOCH COYETaHME MMACTEHN C cHOPOMOM MapdaHa.

MepBbIN cyyan.

BonbHas A., 50 neT, [OCTaBneHa M3 LIEHTPabHOW ParioHHOM
fonbHmubl  (LIPB) B peaHMMauMOHHOE — oOTAeNeHue
JleHnHrpaackon obnacTHoM KinHndeckon bonbHULL! (JTOKB) ¢
[VArHO30M: MUACTEHUHECKUIA KPK3.

3 aHamHesa: ctpagaet cuHgpoMoM MapdaHa. C fetcrsa
HabnofaeTca Amcnnasms cton, Nponanc MUTPanbHOro Knanaxa,
NPOTPY3na BEPTAY>KHOW BMaAMHbI, MOABLIBMX XPYCTanvka,
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pacLLMpeHme BOCXoasLLe YacTu aopTbl. V13BeCTHO, 4TO Nofob-
Hble HapyLLEHNs MENCh Y OTLA M ABYX POAHbIX OpaTbeB Oosb-
HOW, KOTOpble B HacTosLLiee Bpemsa ymepnv. CuHapom MapdaHa
Takke AMarHoCTMPOBaH Yy POAHOM NAeMAHHLLEI GONbHON.

C ceHT6ps 2010 r. nocne XonMUMUCTIKTOMUM, NPOBEAEHHON
nof obulen aHecte3uelr, GorbHas BrepBble MOYYBCTBOBASA
MOBbILLEHHYIO MbILLIEYHYIO YTOMIAEMOCTb B HOrax. B TeyeHve
nocneayloLmMx AByx MecaueB cnabocTb HapacTana, NosBmIoch
3aTpyAHEHME NPV MOTaHWKW, OAbILLIKa, ABOEHWE B M1a3ax 1 NTo3
obonx Bek. 1 aekabps 2010 r. obpaTtinack B LIPB no mecty
KUTeNbCTBA, FAe nocsie hapmakonor4eckorn npobsl C npo3epu-
HOM Oblfl BbICTABfIEH [MArHO3: «ayTOMMMYyHHas MUaCTeHWs,
reHepanm3oBaHHas hopMa, knacc lllb no MGFA» 1 pekomeHI0-
BaHO JeYeHVie, BKIloYaBLUee 45 Mr npo3epriHa B CyTKW. Ha poHe
MPOBOAMMOWN Tepanumn COCTosHME OOMbHOM MPOrpeccBHO
yxyzwanocb v 8.01.11 y GonbHOM pa3BUCA MUACTEHUHECKMN
Kpu3. bonbHas Bbina AOCTaBnNeHHas B peaH1MaLMOHHoe oTae-
neHue panoHHow 6onbHMLbI, oTKyaa 11.01.11 Obina nepeseeHa B
JIOKGB.

Mpwv noctynneHnmn B JIOKB coctosiHre GonbHoM Oblno pacuie-
HEHO KaK KpaWHe Tsxenoe, oTMeHanocb OTCyTCTBME CaMOCTOs-
TENbHOMO [bIXaHWS, 3Ha4YMTENbHOE OrpaHWYyeHune OBWXKEeHWA
rMasHbIX 010K BO BCe CTOPOHbI, C1aboCTb B MPOKCMMAsbHbIX
othenax pyk Ao 3—4 0Gannos, pasrmbatenen KuUCTen — [0
4 6annog, cnaboctb B m. iliopsoas Ao 2 6annos, B CTonax Asu-
XeHus oTcyTcTBoBanu. Mo knaccudmkaumm MGFA (Myasthenia
Gravis Foundation of America) TxecTb coCTosiHWS Oblna oLeHe-
Ha Kak knacc V.

Mpn KT-mccnenoBaHMM OpPraHoOB MepefHero CpefocTeHms
JaHHbIX, CBUAETENbCTBYIOLLMX O NATONOMMN TUMYCa, BbISIBIEHO
He 6b1n0. Mpr DHMI-nccnenoBaHMm ot 13.01.11 BbifBNEH gekpe-
MeHT no amnnntye 9% v no nnowaou 16% npu CcruMynaumm
JIOKTEBOro HepBa. [1py NOBTOPHOM mccnenoBaHnn ot 24.01.11
ObINO OTMEYEHO YBENWYeHMe AekpeMeHTa [0 15% no aMnauTy-
ne v go 21% no nnowagw.

YuuTbiBasl KIMHWHECKYIO KapTWHY, aHamHe3 3aboneBaHus,
[aHHble VHCTPYMeHTambHbIX 1 NabopaTopHbix 00cnefoBaHNM,
XapakTep Kpr3a Obln onpefeneH kak cMellaHHbIN, ¢ Npeobnaaa-
HVIeM MNACTEHNYECKOrO KOMMOHEHTa.

BonbHoM OblN MONHOCTBIO OTMeHeH NpreM AX3II B TeveHMe
Tpex OHeW 1 HanaXeHa BHYyTPYBEHHas MHDY3UA NpedH130m0-
Ha B fo3e 240 Mr B CyTKM, OCyLLeCTBAsSNach PecnmpaTopHas
nogaepxka annapatoMm  WBJI B npuHyguTenbHo-
BCMOMOraTeNlbHOM PexmmMe, MPOBOAMIACh KOoppekums cep-
[le4HOW OesTeNbHOCT, NekTPONMTHOrO BanaHca, ypoBHS rn-
KEMUM 1 racTpONpPOTEKTVBHAA Tepanus, HanaxXeHo napeHTe-
panbHoe nuTaHue. MNpoBoannack NPodUNakT1Ka TPOMBOTIYe-
CKMX 1 MHEKLIMOHHBIX OCTIOXKHEHWIA U HauaTbl CeaHCbl OOMEH-
HOro nnasmadepesa.

lNocne NpoBefieHNst NePBbIX e CeaHCoB 0OMEHHOrO MnasmMa-
depesa cvna B MPOKCMMAbHbBIX MbIWLAX PyK Hapocna Ao
4 Gannos, B MPOKCMMalbHbIX OTAenax Hor Ao 3 6annos.
YBenu4mncs obbem ABMXKEHMI MNasHbIX 00K, ObixaTenbHas
dyHKUMA ocyllecTBnsanacs Yepes VBJ1 B pexume BCrnomora-
TenbHOW BeHTUNAUMK. [locne npoBedeHUs MPO3epPUHOBOM
NpoObl, pacLeHeHHOM KaK MoNoXUTENbHas, K NedeHuio obas-
neH nposepuH 5,0 B\B 4epe3 nHdysomar. B Buay passutua
NHMEKLMOHHBIX OCIOXHEHNA B BMAE NPUCOEOMHMBLUENCS
FOCMUTANbHOW MHEBMOHMW OT Tepanmu LMToCcTaT4ecknmMm npe-
napatamu ObIIo peLleHo Bo3aepKaTbCs.

HeBpoAorus

Ha 20-e cyTkm €O AHSA rocnutann3aLm Obino NPoBEAEHO elle
5 ceaHcoB nna3macepesa ¢ 3ameHon B cymme 4020 M nnasmbl,
nocsie Yero COCTosHME DOMNBHOM YIYHLIMIOCh, Hapocra cuina B
MPOKCUManbHbIX MbILLILIAX BEPXHMX KOHE4HOCTeN Ao 5 6annos, B
I1cTanbHbIX Ao 4 bannos, m. iliopsoas — oo 3 6annos, pasriba-
Tenen cton — fo 4 6anno., yCTaHOBUIOCb CaMOCTOSTENbHOE
ObIXaHWe C neproamyeckon nogaepxkon VIBJ1 B pexwmme BCro-
MOraTeNbHOM BEHTUMALWMM, HO COXPAHANIOCh OrpaHnYeHme OBU-
KeHWs rnasHblx A0nok. Mocne npekpalleHns nnasmMadepesa
COCTOsHME DONbHOW CTano yXyAwaTbCsi, BHOBb Hapoca Abixa-
TeNbHas HEAOCTAaTOYHOCTb 1 ClIAbOCTb CKENETHOM MyCKYNaTypbl.
B BAi3N C HEOOXOAMMOCTBIO MPOAOIIXKEHWSI BCOMOraTeNbHOM
/IBJ1 Obina npoBefeHa onepaums: H/XHSS TPaXeoCTOMUS.

Ha 27-e cyTKu CO [iHA rocnntanvsaumm K nedeHuio nobasneH
KanummH 60 Mr * 4 pasa B CyTKM 1 Ha4aTo BHYTPVIBEHHOE BBeLe-
HVie UMMyHoroOynHa (BB npenapatom «aMyHeKc» B CyM-
MapHow fo3e 5 I MHY3MOHHO B TedeHve 5 aHen. MNocne npoBe-
JeHus Kypca BBUT coctostHme B6onbHOM ynyylmnnocs, obbem m
cvna ABVXKEHWIN B CKENETHOW MyCKynaType Hapooiv A0 3Haye-
HU HOPMBbI, (DYHKLMS AbIXaHWst OCyLLIECTBIsNAck Oe3 noaaepx-
ku VIBJ1 B TedeHWe GonbLUen YacTu iHs, HO COXPaHSNIOCh 3Ha4M-
TeNbHOE OrpaHNYeHe ABVXKEHUS Ma3HbIX SOMOK.

B panbHenwve Tpy Hegenu NPOBOAMCS Mepexon Ha nepo-
panbHbIV NprieM NPeaHM30oHa B fo3e 70 Mr B CyTKM, KOppek-
LS 103 @aHTUXONMHICTEPa3HbIX NpernapaToB, caHaLms BPOHXOB,
KOPPeKLLMA 31eKTPONUTHOrO COCTaBa KPOBW, YPOBHSA MMKEMUM
1 Cepe4HOM [esTenbHOCTM, racTPONPOTEKTVBHAS Tepanus.

HecMoTpst Ha MPOBOAMMOE NeveHue, He yaanock AobuTbCs
YCTOMYMBOrO CAMOCTOSTENbHOrO AbIXaHns 6e3 HeobXoaMMOCTH
BCMOMOTraTeNlbHON BEHTUAALMN NErKMX, COXPaHANMCb Naso-
[BUraTeNbHble HapylweHWs. Y4nTbiBas OaHHble COBPEMEHHOM
3apybexkHoON nuTepaTypbl, CBUAETENbCTBYIOLLEN 00 SPQeKTB-
HOCTW aHTU-B-KNETOYHOM Tepanuu Npu 3f10Ka4eCTBEHHbIX, Pe3u-
CTEHTHbIX (POPMax MUACTEHMM 1 NOCTIE NONYHEHMS MHEOPMUPO-
BaHHOro cornacust 6onbHOR, ObINO NPUHSATO peLLieH e O NpPoBe-
JeHVN Kypca Tepanum putykcmabom («Mabtepa») B cymmap-
HOW fo3e 2 T B ABa NpueMa C MHTepBanom 14 aHen [5, 6].

Ha 44-11 feHb Co AHs rocnuTanmsaLmmn NporsseaeHa nepsas
BHYTPMBEHHAs UHDY3uUs putykcumMaba 1000 Mr. Yxe 4depes
YeTblpe AHS COCTOsIHME OOMbHOM CTano yyyllaThCsl, YBENMYN-
NOCb BPEMS CAMOCTOATENBHOIO AbIxaHWs ©e3 BCoMoraTenbHOM
BEHTUNALMWN NErknX, YBENNYNNICS 0ObeM ABMXKEHUI rMa3HbIX
760K, Hapocrna obLas akTMBHOCTb NaumeHTku. CnycTs AecsTb
[Hel nocre nepBon MHAY3MKM putykcuMaba (54 aeHb co OHs
rocnu1Tanmsaumm) y 0onbHOM yCTaHOBUNOCh CTabunbHOe camo-
cTosTenbHoe AblxaHne 6e3 nognepxkm MBS

Ha 59-1 feHb CO AHsA rocnmTanMsaummy npovisBeeHa BTopas
BHYTPUMBEHHas UHDY3MS pUTYKCMMaba, MODOYHBIX peakumin He
Habniopanocb. Ha choHe NMpoBOAMMON Tepanuu OTMeYanmncb
CTabunm3aLms cocTosHUs BONbHOM, CAMOCTOSTENBHOE AbIXaHe
6e3 nopaepxkkn VIBJ1, nonHas MbllleqHas cia B KOHEYHOCTSIX,
COXPaHANOCh HebOMbLUOe OrpaHUYeHVe OBUXKEHUA TMa3HbIX
00K BBEpX. TAXECTb COCTOsHMS cooTBeTCTBOBaNa Vb knaccy
no MGFA.

Mocne yaaneHus TpaxeocToMuyeckon Tpyokm GonbHas Obina
nepeBefieHa B OTAENEHe HeBPONOrW A AanbHenLLero neve-
HUS 1 peabunutaumun. B oTaeneHn npoBoaunacs Koppekums
[103 aHTVIXONMH3CTepPasHbIx Npenapatos, JIOK, HayaTo cHMxXe-
HVe [03 npegHW30MoHa. B fanbHenemM [03bl MpenapaToB U
cxema npviemMa nofompanmcb MHAMBWLAYanbHO, B 3aBUCMMOCTH
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HeBpoAOrung

OT KIMHWYECKOW KapTUHbI 3a00NeBaHms 1 ConyTCTBYIOLLIEN NaTo-
noruu.

Ha 101- feHb co AHsA rocnutanvsaummn 6onbHas BbincaHa B
YAOBNETBOPUTENBbHOM COCTOAHUN. Ha MOMEHT BbIMWCKM COXpa-
HANaCb YMEpPEeHHas Mbllle4Has YTOMAAEMOCTb [IOTOYHO-
NNUEBOW 1 CKeNETHOW MyckynaTypsl. Mo knaccndurkaumm MGFA
TAXKECTb COCTOSIHMSA OLeHMBanach kak lllb knacc. Mo pekomeHna-
LMW1 npofomkana npuHMMaTh MPeAHU30MI0H Mo yObiBatoLLEN
cxeme, KanvMMWH 6 [03 eXeOHeBHO U npenapatbl Kanus.
PekoMeH0BaHO HabntoAeH e y HEeBPOIIOra Asls KOppeKLUmmM 03
AX3M U rIIOKOKOPTUKOUIOB.

[Npy oCcMoTpE Yepes 6 MecsLIeB COCTOsIHME BOMbHOM ObINO CTa-
OunnbHbLIM 1 cooTBeTcTBOBaO b Knaccy no MGFA, oTmevanacs
3HauuTeNbHas KOMMeHcaums 3abonesaHus. MogaepxuBaioLLias
Tepanus coctaBnana 240 Mr kanrmMmHa 1 30 Mr npefHU30JI0Ha B
CyTKW. Tlpn ocMOTpe Yepe3d 12 MecsiLeB COCTOsHWE OOMbHOM
Obino cTabunbHoe, TaxecTb cooTBeTcTBOBana b knaccy no
MGFA. MopnepxuBatoLLiasa Tepanua coctaBnsna 120 mr kanum-
MUHa 1 20 Mr NPeaHN30MI0Ha B CYTKN.

Bropou auiyyan

BonbHom A., 39 ner. MepBble CMMNTOMbI 3ab0NEBaHNS OTMe-
Yaet c anpens 2007 r., koraa BnepBble NOYYBCTBOBAI K BeYepy
MOBbILLEHHYIO YTOMAAEMOCTb B PyKaX M HOrax v 3aTpygHeHve
pe4u npw oyivTensHoM pasrosope. B mae 2007 r. rocnutanmsn-
POBaH B PaOHHYIO KIIMHMYeCKyo 6onbHULY, rae Obln nocTas-
NeH AnarHo3 mmactenus. MNprHuman 60 MrkannmMrHa * 2 pasa
B CyTKW, MOC/Ie Yero OTMETUN He3Ha4uUTenbHOe Yny4LleHM e,
B aBrycre 2007 r. rocnutanusuposaH B JIOKB, roe noce npo-
BefeHus KT-nccnegoBaHms y 6onbHOro obina AMarHoCcTMpoBa-
Ha rnepniasns TMMyca, Mo NOBOLY KOTOpOW Obina nposeaeHa
TUMIKTOMUS (FUCTONOMMYECKOe 3aKiiodeHe — rnepniasus
TMMyca). B nocneonepaumoHHom nepuode y 6onbHoro pas-
BUNCH MMacTeHndecknii kpu3 (knacc V no MGFA), koTopbii
ObIN ycnewHo KynupoBaH. BbinucaH B ceHTabpe 2007 ¢ peko-
MeHgaumMaMu nprema 240 Mr KanummHa B cyTkmn. C okTabps
2007 B CBSI3M C yXy[LUEHMEM COCTOSIHUS K NIEYEHMIO [0OaBeH
npeaHn3onoH — 80 Mr B CyTKW C MOCTENEHHbIM CHUXKEHNEM
[03bl B Te4eHWe rofa Ao NonHoM oTMeHbl. Ha doHe nposoam-
MOW Tepanium CoCcTosiHMe BOMbHOMO CTabKM3MPOoBanoch. [o3bl
1 CXeMa npvemMa npenapaToB NoAOMpanics NHAMBUOYAILHO,
C YHETOM KIIMHUHYEeCKOW KapTWHbI 3a00neBaHNs 1 COnyTCTBYIO-
LLer natonorm. HempopomkuntensHoe nprMeHeHue asatuo-
MpWHa NPUBENO K Pa3BUTUIO BbIPaXKeHHbIX MOOOYHbIX ABIIEHMIN
B BUE TOLUHOTbI, 6OMen B MblLLLIAX 1 CyCTaBax, Yo 0byCIoBM-
J10 OTKa3 NaumeHTa OT fallbHeNLLIero npremMa LMTocTaTnHeckmx
npenaparos.

C Hosbps 2008 . COCTOAHME BHOBb CTano yXyAWaTbcs,
Hapodia MbllieyHas ClabocTb B CkeneTHoW Myckynatype. Ha
oHe OPBW 3.12.08 pa3Buncs M1macTeHU4eckv Kpms3 C HapyLue-
HeM yHKLMM abixaHus (knacc V no MGFA). BonbHon Obin
rocnutanusmposaH B JIOKB, roe nposBoannacs Tepanus npeg-
H13onoHoM, AX3I1, pecnmnpatopHasa nogaep>ka npyt moMoLm
MBJ1. Beinvcar 23.12.09 . B yO0OBNETBOPUTENIBHOM COCTOAHWMN
(knacc IV no MGFA) ¢ pekomMeHAaLUMaMmn nprema npeaHm3ono-
Ha 60 Mr 1 6 ctaHgapTHbIX 803 AX3IT, Npy NOMbITKE CHUXEHWS
003 OTMEeYanocb 3Ha4YuTenbHOe yXyALeHne COCTOAHWS.
YunTbiBash 310Ka4ECTBEHHOCTL TedeHWst 6onesHn, C MHPOPMN-
POBaHHOrO cornacmst 6ofbHOro BbINO NPUHATO peLleHye O Npo-
BeAEHUM WMMYHHOCYNPECCMBHOM Tepanum  pUTyKCMMabom
(«Mabtepa»).

BonbHom ObIN rocnntanuamposaH B JIOKE 1 20.01.09 r. npo-
n3BefieHa nepsasi BHyTPUBEHHAN UHDY3Us puTykcumMaba 1000
Mr. B TedeHre nocneayioLnx aHen o6bekTMBHO Hapocsa cina B
CKeNeTHOWM MycKynaType, yny4iimnace oHaums. Josbl nognep-
>KMBatOLLEV Tepanim b CHKeHb! 10 30 M npefHMU3050Ha 1
180 Mr kanuMmHa B cyTki. CnycTs 14 oHen npomssefeHa BTopas
BHyTpVBEHHas UHDY3Ms puTykcMaba 1000 Mr, nocie KoTopow
cocTosHUs BonbHOro yny4LmMnock Ao knacca lllb no knaccudu-
Kaumm MGFA. Hadata nocreneHHas OTMeHa MpedHM30JI0Ha,
noaaep>XrBaloLLas A03a KanMMmHa coctaBsmna 180 mMr B CyTKU.

B manbHemLiemM cocTosHMe BOMbHOrO CTabunM3MpPoBanocs 1
NPV MOBTOPHbIX OCMOTPax Hepes 1, 6 1 10 MecaLeB ocTaBanioch
CTabunnbHbIM — knacc Ilb no MGFA npu noctosHHOM nprieme 180
MF KaIMMKHa B CyTKM.

25.12.2009 r. y 6onbHOro Obin BbISBIEH caxapHbid anaber I
TMMa, Ha hoHe AeKOMMEeHcaLmM KOToporo B ceHTsbpe 2011 T.
CocCTosiHME BHOBb yxyaLmnocs (IVb no MGFA), nosemnacs cna-
©0CTb NPW FMOTaHUM U HapyLLIEHWE 3BY4HOCTU rofnoca. bonbHowm
Obin rocnntanuanposaH B JIOKB, roe 6bino nposeaeHo 4 kypca
0bMeHHOro nnasmMadepesa 1 KoppekLms 403 MHCYNMHOB. Mocne
MPOBELEHHOrO fle4eHUs CTeneHb TAXECTU MUACTEHI YCTaHOBM -
nack Ha yposHe knacca Illb no MGFA. bonbHow Obin BbiMKcaH
14.01.10 ¢ pekoMeHOdauven nprema 180 Mr KanMmmHa B CyTKN.
Mpw NoBTOPHOM OCMOTpe B okTsiope 2011 1. 1 aBrycte 2012 T.
COCTOsIHME OCTaBanoch CTabubHbIM 1 COOTBETCTBOBANO Kiaccy
llb no MGFA, oTMevaeTcs ycTomdvBas MeaMKaMeHTO3Has
pemMuccms Ha oHe npuema 180 Mr KanmmuHa B CyTKU.

OGcy>xpeHve

BrnepBble NonoxmTenbHbIN 3chekT pUTyKcMMaba y BonbHbIX
MUCTeHMel Bbin oTMedeH Gajra ¢ coaBTopamu B 2004 r. B npu-
BeEeHHOM aBTOPaMI KIIMHUYECKOM CJTyHae COYETaHMA HEXOLX-
CKVHCKOM NIMMOMbI 1 PE3NCTEHTHON MUACTEHNM Obin OTMEYeH
3HAYUTENBHbIV PErPecc MUACTEHUHECKMX CUMMTOMOB U CHUXe-
HMEe TUTPa aHTUTEeN K aLeTURIXoNMHOBbIM pelientopam (AchR)
nocre AByX KypCoB MMMYHHOCYMPECcmn putykcmabom [7].

Mocne 3Toro pasnmMYHbIMKN MCCefoBaTeNbCKUMM KONNeKTU-
BaMV Takxke ObInv NprBeaeHbl NpUMepbl MPUMEHEHS PUTYKCHK -
Maba y GONbHbIX MWACTEHVEN, KOTOpble MOKasann BbICOKYIO
3(PPeKTMBHOCTL NpenapaTta npyi Pe3nCTeHTHLIX hopMax Mma-
CTEeHUN B BRvKanLLIeM W OTAANIeHHOM Meprofdax, ¢ BO3MOXHO-
CTblO 3HAYUTENILHOMO CHUXKEHUA [03 TTIOKOKOPTUKOMOOB W
MMMYyHoAenpeccaHTos [8, 9, 10, 11, 12, 13, 14].

Nowak ¢ coasTopamu B 2011 1. [15] onybnukoBanu pesyrnbTa-
Tbl MCCrefoBaHNA 14 MauMEHTOB C PE3UCTEHTHOW MUACTeHVen,
NOMYYMBLUMX TPW LMKNa BeAeHVs pUTyKcMMaba. OauH LmKn
OnMnca 4 Hepenu W BKITIOYan eXeHedenbHoe B/B BBeleHWe
puTyKCMMaba B fiose 375 Mr/m?, MHTepBarbl MexXay LKnamm
COCTaBUN 6 MecALEeB. B pesynbraTte aBTOpbl OTMEYAIOT Y BCeX
NaUMEHTOB YCTOMHMBOE KIMHUYECKOE YIyHLLIEHWE, a TakKe CHI-
>KeHue 03 WAK OTMeHY MMMYHOCYnpeccBHOM Tepanuu. [o3a
NPeaHM30/I0Ha YMeHbLUMMAchk B cpedHeM Ha 65,1%, 85,7% un
93,8% nocne 1-, 2- 1 3-ro UMKIIa Tepanmm pUTykcuMabom cooT-
BETCTBEHHO. TakXe OTMeYeHO [OCTOBEpPHOE CHVDKEHWE TUTPa
aHTUTEN K aLeTUIIXOIMHOBBIM peLenTopaM B cpefHem Ha 52,1%
nocrne BTOPOro LyKNa Tepanmm putyKCMabom.

Maddison ¢ coastopamu 2011 T. [6] NPVUBOANT faHHble nccre-
ZoBaHMs 10 GONbHbIX C TAXKENOM Pe3nCTEHTHOM hopMOon MUa-
CTEHUM C BbIPaXeHHbIMW OynbOapHBIMU  HapyLLUEHWAMU 1
2 BonbHbIX C cMHOPOM JlambepTa-/AToHa, NoNyYMBLUMX PUTYK-
cMab Mo TOW e CxemMe, YTO U B NpeaplayLLeM UCCefoBaHNUM.
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Mo faHHbIM aBTOPOB Hepes 4—18 Mecsues y 3 (25%) naLyveHToB
OoTMeYanach MofHas peMuUccUsa CUMNToMoB. Hepes 12-48 meca-
LieB MONOXMTENbHBIV 3PMEKT B BUAE perpecca MmMacTeHU4eckx
CIMMATOMOB W CHUXEHWA [03 MMMYHOAENPeCcCaHToOB OTMEHasIca
ele y 5 (42%) 6onbHbIX, OOHOMY M3 KOTOPbIX YAanoCh MOIHO-
CTbIO 0OTKa3aTbCA OT exXeMecaqHbIx Kypcos BBUII. Hawmnydiwive
pe3ynbTaTtbl OblMM JOCTUMHYTbI Yy OOMbHBIX C aHTUTENaMu K
MbILUeYHOM TupokmHase (MuSK-no3uTneHon MmacTeHven). Y
OONbHbBIX C CUHLPOMOM JlaMbepTa-ToHa oTMe4anacs NonoXm-
TefbHas [OMHAMWKa, HO A0OWUTbCS PEMMCCUM He yaanoch.
YXyALeHVe 0TMeYanoch y 0fHOro 6oNbHOrO.

[aHHble 06 oTAaneHHbIX pe3ybTaToB NPUMEHEHs PUTYKCA-
Maba Obinu onybnukoBaHbl Diaz-Manera ¢ coaBTopamu B
2012 r. [5]. bbo nokasaHo, 4To 13 17 NaLUVeHToB, NOy4aBLUMX
puUTyKCMMab, depe3 31 Mecsl, ynydllieHne oTMedanocs y 16.
OpHako Ins 6 M3 HWX moTpeboBanack MOBTOpHas Tepanus.
ABTOpPbI OTMEYAIOT NPENMYLLECTBEHHOE Yy4LLEHME Y BONbHBIX C
MuSK-no3nTMBHOM MUACTEHMEN MO CPaBHEHWIO C BONbHbIMMK,
VMEIOLMMY aHTUTeNa Tonbko K AchR.

[pyrMy aBTOpamMK MPVIBOASATCA MOXOXMEe pe3ynbTaThl Ha
MeHbLUMX MO COCTaBaM rpynnax Wnn y eauHU4HbIX NaLyeHToB
[8,9,10,1,12,13,14].

TakunmM 00pasoM, DONBLUMHCTBO MCCIIeLOBATENEN CXOOATCS BO
MHEHWW O AOCTAaTO4HO BbICOKOW 3(DPEKTUBHOCTV MPUMEHEHMS
puTyKCMaba B BrivkanLLem 1 OTAaneHHbIX neprogax y oonb-
HbIX C PE3NCTEHTHBIMW (POPMaMK MUACTEHWMK. [TpKn 3TOM HacTb
aBTOPOB OTMEYaeT Jydlive pe3ynbTathl y GofbHbIX MuSK-
NO3UTUBHOW M1acTeHmen [5, 6].

3aknoyeHue

B oboux NpefcTaBneHHbIX HamK Clyqasix OTMEYaeTCs Bblpa-
>KEHHbIV MONOXUTENbHbBIN Pe3ynbTaT B BUAE YMeHbLUEHNs CTe-
MeHWN TAKECTU MUACTEHMYECKX CUMIMTOMOB U CHUXKEHMS 00be-
Ma  noandepXWBaloLWen  MeaMKaMeHTO3HOW  Tepanuu.
[poOeMOoHCTPMPOBaHa BO3MOXHOCTb MPUMEHEHNSA PUTYKCUMA-
6a y BOMbHOM C MUACTEHUYECKMM KPU3OM U COMYTCTBYIOLLMM
cvHOpoMoM MapdaHa, Pe3nCTeHTHOM K 0ObIMHOW Tepanuu.
MokasaH MoNoXuTenbHbIM 3deKkT y BonbHOrO Co 3noKaye-
CTBEHHOW (POPMOW MUACTEHUM B BRVKanLLIEM U OTAANeHHOM
nepuropaax.

YuuTbIBas OTCYTCTBME B HacTosiLLiee BpemMs DOMbLUMX paHAo-
MM3MPOBAHHbBIX UCCIEOOBaHWN MO AAHHOW TeMaThKe Henb3s

HeBpoAorus

OIHO3HAYHO rOBOPUTB O CTeneH 3ththeKTUBHOCTL pUTyKCMaba
npu nedeHnn 6oMbHbIX MracTeHen. OAHAKO, C y4eTOM AaHHbIX
NUTEPATYPHBIX WUCTOYHUKOB, MOXHO CYMTaTb OMpPaBAAHHBIM
npyMeHeHue puUTyKcMaba ans neveHms GombHbIX C TAKEebIMM
Pe3UCTEHTHbIMM (hOPMAMU MUACTEHN. o
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