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dakTbl 06 ayTOMMMYHHOM
3a60n1eBaHMM MMACTEHUSA rpaBuUcC
ANA NalueHTOB U UX cemMen

Munacrtenuns rpasuc (MIN)

HasBanue Myasthenia gravis IIporcXouT oT
TpeYecKUX U JIATUHCKUX CJIOB, 03HAYAIOIIUX «TsDKeJsIas
MblIIevHas cabocTh». Hanbosiee pacipocTpaHeHHAs
dopMa MHUACTEeHUHU I'PaBUC — 3TO XPOHUYECKOe
ayTOMMMYyHHO€e HepBHO-MBIIIIEUHOE PacCTPOMUCTBO,
XapaKTepHusyIollleecs IIepeMesKarolercs

€/1a60CTBI0 IIPOU3BOIBHBIX MBIIIIEUHBIX IPYIIIL
PacripocTpaHeHHOCTh MUaCTeHUU rpaBuc B CIIIA
oleHHUBaeTcsa IpuMepHO B 20 Ha 100 000 yesioBex.
OfiHaKo, BepOSATHO, 3a60JIeBaHHe JUarHOCTUPYeTCS
He/I0CTaTOYHO, U aKTHUeCKas paclpoCTPpaHeHHOCTh
MOJKeT OBIThH BBHIIIIE.

YT10 BbI3bIBAET AYTOMMMYHHYIO
MUACTEHUIO FpaBuc?

HpOI/IBBOJILHLIe MBIIIITBI BCETO TeJIa KOHTPOJIUPYIOTCA
HEPBHBIMU UMITYJIbCaMU, UCXOAAIITUMHU U3 T'OJIOBHOI'O
Mo3ra. ITH HUMITYJIBCBI ITIPOXOJAT II0 HEPBaM 10 MeCT
HX BCTPeYH C MbIIII€YHBIMU BOJIOKHaMH. HepBHBIe
BOJIOKHA HE COeIUHATCA HAaIIPAMYIO C MBINI€YHBIMU
BOJIOKHaAMH. Memy HHMMH CyIIeCTBYeT IIPOCTPaHCTBO,
Ha3blBaeéMO€ HEPBHO-MBIIIIEYHBIM COEJUHEHNEM.

Koria HepBHBIN UMITYJIbC JOCTUTaeT HEPBHOTO
OKOHYAHMUS, OHO BBIJIe/IIeT XUMUUECKOe BeII[eCTBO

— aIleTHUJIXOJINH. AIIeTHJIXO0JINH IIepeceKaeT 3T0
IIPOCTPAHCTBO U JOCTUTAET PeLelITOPOB Ha CTOPOHE
MBIIIIEYHBIX BOJIOKOH. Korjia ;ocTaTouHO0e KOJTMY€eCTBO
PenenTopoB aKTUBUPYETCS alle THUIXOJIMHOM, MBIIIIIIA
cokparniaercs. IIpyx MHacTeHUH IPaBUC KOJIUYECTBO
PeLerITOpOB Ha HEPBHO-MBIIIIEYHOM COEUHEHUN
COKpairaeTcs IIpuMepHO Ha 80 %. 3T0 yMeHbIlIeH1e
IIPOUCXOJUT II07 BO3/IeHICTBUEM aHTUTEJI, KOTOPhIe
paspylIanT Wik 6JI0KUPYIOT PEIleITOPHBIE YIaCTKU.

AHTHTeJIa — 9T0 GeJIKH, UTPAIOIIIHe KIIYEBYI0 POJIb
B IMMYHHO# CHCTeMe. B HOpMe OHH HaIlpaBJIeHbI
TIPOTHB UY>KEPOIHBIX 6EIKOB, HA3bIBaEMbIX
QHTHUTEHAaMH, KOTOPBIE aTaKyIT OpraHu3M. K Takum
Yy>KePOIHBIM GeIKaM OTHOCSTCS 6aKTEePHH U BUPYCHI.

AHTHTesIa IOMOTAI0T 3aIIUTUTH OPTaHU3M OT 3THX
4y,KepOoAHBIX 6esIKOB. IT0 He BITOJIHE IIOHATHBIM
IpUYMHAM HMMYyHHas CHCTeMa YesioBeKa C
MHUacTeHHeH IpaBUC BrIpabaThIBaeT aHTUTeIa
TIPOTHB PeIeNITOPOB Ha HEPBHO-MBIIIIEYHOM
CHHAIICe. ITU aHOMaJIbHbIe aHTHUTeIa MOKHO
00HAPY’>KUTH B KPOBU Y MHOI'HX ITallleHToB ¢ MI'. B



HacCTosiI[ee BpeMs CYIIeCTBYIOT TP KOMMepUYeCKUX
TecTa JJIs1 BbIABJIEHU TaKUX aHTUTeJI: aHTUTeJIa K
aIeTUIXOJIUHOBEIM perieniTtopaM (AChR), anTHTE A K
MBIIIEeYHO-CIIeGUUecKol THpo3uHKuHa3e (MuSK) u
aHTUTeJIa K 6esIKY 4, CBI3aHHOMY C JIMIIOIIPOTEMHOM
HU3KOH I71I0THOCTH (LRP4). 3TH aHTUTeJIa paspylIaroT
PpeLenToOPhI W /IeJIal0T UX Hel0CTYIIHBIMHU.
MeIIeuHasi c1a60CTh BOSHUKAET, KOT/la alleTUIX0JIHH
He MO0KeT aKTUBUPOBAaTh [OCTaTOYHOE KOJIUUeCTBO
PeLelITOPOB B HEPBHO-MBIIIIEUHOM CHHAIICe.

KnunHnyeckme ocob6eHHOCTU U
CUMNTOMBbI

MuacTeHUsI TpaBUC BCTpeUaeTesl y JIFieH Bcex pac,
060UX II0JI0B U B JIF060M Bo3pacTe. ITo 3a6oieBaHUE HE
TepefaeTcs 110 HAC/IeCTBY U He SIBJISIeTCS 3apasHbIM. B
PenKUx caydasx MHACTeHUsI MOYKeT IIopakaTh JII06YI0
MBIIIIITY, HaXO/[SIIIIYI0CS 10| BOJIEBEIM KOHTPOJIEM.
OZHAaKO HEKOTOpPEIE MBIIIIIE 3aeACTBYIOTCS Jallle,
BKJIIOYasi Te, KOTOPHIe KOHTPOJIUPYIOT IBIDKEHUS

IJ1a3, BeK, JKeBaHHUe, IJI0TaHMe, KallleJlb 1 MUMHUKY.
Taxoke MOTYT GBITh 3aTPOHYTHI MBIIIIIIBI, OTBeYaIOIIIHe
3a JBIXaHHUE U IBIDKEHUS PYK U HOT. CJ1a6oCcTh
IBIXaTeJIbHBIX MBIIIT] MOYKET IIPUBECTH K OJIBIIIKE,
TPYHOCTSIM IIPU IJIy60KOM B[OXe U KaIllTe.

MpeimreuHast c1ab6ocThb Ipu MI' ycrimBaeTcs IIpyu
IIPOJIOJDKUTEIBHOU MJIN II0BTOPSIOIENCS aKTUBHOCTHU
U COKpAIIaeTcs I10C/Ie IIEPHOJ0B OTABIXA. MBIIIIIEL,
KOTOpBI€e 3aTparuBaeT 60J1e3Hb, MOTYT B 3SHAUUTEIbHOMI
CTeIleHH PasInvaThCs y PasHbIX JIHOLeH Y HeKOTOPBIX
JIOfiet c1ab0CTh MOKeT OTPaHUYHNBAThCS MBIIIIIAMHY,
KOHTPOJIUPYIOIAMH ABH)KEHHUS IJIa3 U BeKH. ITa
dopma MUacTeHUU Ha3bIBAeTCs OKYJIIPHON GopMOK
MT. I'eHepanu3soBaHHasg ¢opMa MI' OTHOCHUTCS K

TeM ITareHTaM ¢ MI, y KOTOPBIX €J1a60CTh MBIIIIIT
pacrpocTpaHsieTcsl He TOJIBKO Ha 06J1acTh IJ1as. B
caMoH TsKesIoW popMe TeHepaar3oBaHHOU MI
TI0PayKarTCs MHOTHE IIPOU3BOJIbHbIE

MBIIIIIBI TeJIa, BKIIYasd Te,
KOTOpPBIe He0OXOUMBI
IUIs ibIXxaHus. CTelleHb
U paclpeiesieHHe
MBIIIIeYHOH CJIab0CTH
Y MHOTHX JIIOJei
HaXO[JUTCI MEXIY
9TUMH JBYMSL
KpauHoCTIMHU. [Ipu
CHUJIBHOM €1ab0CTH

U 3aTPYAHEHHOM
JIBbIXaHUU

00BIYHO TpebyeTcs
TOCITMTaIH3aIIHsL.




AuarHocTuka

BcTpeuaroTcs pasIYHbIe 3a60I€BaHMUS,
COIIPOBO’KAAIOIIHECS CIA60CTHIO0. I JUATHOCTHKH
MHacTeHHH rpaBuc (MTI), IOMHUMO IIOJTHOTO
MeIUITHHCKOTO 1 HEBPOJIOTHYECKOTO 00CIeI0BaHuU,
MOTYT UCIIOJIb30BAThCS PA3IMYHbIe METO/BI
IHarHOCTHUKY. HalprMep, MOYKHO ITIPOBECTH aHaIH3
KPOBH Ha BBISIBJIEHUE CIIEITUGUIECKUX aHTHUTEJL.

JreKTpoMHUorpaduyeckue uccaefoBaHus (AMI)
I103BOJIAIOT MOATBEPAUTE ArarHo3 MI' IIpu HaJIMUYUU
XapaKTepHBIX H3MeHeHU . BBefleHHe X1opusia
anpodoHud (Tensilon®) BHYTPUBEHHO TaKyKe
HCII0/Ib3yeTCsd KaK JUarHOCTHYeCKHUM MEeTO/: €CIH
TI0CJIe HHBEKIIUHM 0TMeYaeTCs yIydlleHHe MEIIIeYHOR
CHUJIBI, 3TO SIBJIIETCSA Ba’KHBIM IIPU3HAKOM B II0JIB3Y
nuarHosa MI'. OmHaKo, B psijie CIy4aeB, pe3yJIbTaThl
BCeX IIPOBeJIeHHBIX UCCIeJ0BaHUI MOTYT OBITh
OTpUIIaTeJIbHBIMU UM HeOJHO3HAYHBIMU, HECMOTPS
Ha KJIMHAYeCKYI0 KapTHHY, yKasbIBawInywo Ha MI'. B
TaKUX CUTYyallUsaX KIMHUYeCKHe JaHHble MOTYyT UMeThb
6oJibIlee 3HaUeHHUeE, YeM OTPHUIlaTeIbHbIe Pe3yIbTaThl
TEeCTOB.

JleyeHune

Ha aHHBIE MOMEHT JIeKapCTBa, CII0COOHOT0
TI0JIHOCTBIO U3JI€YUTh MUACTEHUI0 IPaBUC

(MI), He CyIIeCTBYET, OJHAKO CYI[eCTBYIOT

3¢ PeKTHUBHBIE METO/BI JIEUeHHUS, II03BOJIIOIIE
MHOI'MM I1alfeHTaM C 9TUM 3a60JieBaHHeM BeCTU
TI0JIHOLIEHHYI0 )KU3Hb. CTaHAapTHbIE IIOLX0/bI K
Tepalluy BKIKYAT MeJUKaMeHTO3HOe JIeUeHue,
TUM3KTOMMUIO, IUTa3Madepes (TakyKe U3BECTHBIN KaK
TepalleBTHYeCKHUU 00MeH ILIa3Mbl, COKpallleHHO
PLEX uu TPE) 1 BHYTPUBEHHOE BBefleHHUe
HMMYHOII06yIHHOB (IVIg). B HEKOTOPHIX CIyUYasix
MO>KeT HabJII0/[aThCs CIIOHTaHHOE YIy4IlleHHe
COCTOSTHUS MJIH Jla’Ke peMUCCHs 6e3 IIPUMeHeHUs
crienuUUecKO Tepalum.

Yaille BCETO B JIeYeHUH HCIIOIb3YIOTCS JIeKaPCTBEHHEIe
IIpelrapaThl. AHTUXOJIMHICTepasHbIe CpeficTBa,

TaKHe Kak Mestinon®, CII0CO6CTBYIOT YBeIUYEHUIO
BpeMeHH HaX0K/IeHHs alleTHUIXO0JINHA B HEPBHO-
MBIIIIEYHOM CHHAIICe, YTO II03BOJIIeT aKTUBUPOBATh
60JIb1ITee KOJIMYECTBO PellelITOPOB. /IJIs IIoaBIeHUS
T1aTOJIOTHYeCKOM aKTUBHOCTH UMMYHHOM CHUCTEMBI,
HabJrogaeMoii mpu M, MOTYT Ha3HadYaThCs
KOPTHKOCTePOUABI (HallpUMeD, IPeJHU30H) 1
HMMYyHO/IeIIpeccaHTsl (HanpuMep, Imuran®,
CellCept®). BHyTpUBeHHBIE HMMYHOIJIO0Y/IUHEI (IVIg)
HWHOT/Ia IPUMEHSIOTCS 711 BO3/LeMCTBHUS Ha QYHKITHIO
HJIM BEIPabOTKy aHOMaJIbHBIX aHTHTeJ. B ITocieiHee



BpeMs aKTHBHO HCC/Ie[yI0TCI MOHOKJIOHAIbHbIE
aHTHUTeJIa JJI1 UX BO3MOKHOI'O UCII0JIb30BaHUA B
JseqeHuU MI. PUTykcuMab 3apeKoMeH/[0BaJI cebst Kak
3¢ PeKTHUBHOE CPeJCTBO [JIs JIeUeHUs ITalJeHTOB C
MHacTeHueH IPaBUC, C II0JI0KUTeJIbHBIMU aHTUTEeJIaMHU
K MBIIIIeUHO-CIIeITUPUUEeCKON TUpOo3uHKHHAa3e (MuSK).
B HacTosIIlee BpeMs ero TaKXKe UCCIeyI0T

JIUIST UCTIOJTb30BaHUsI y ITaITUeHTOB C aHTUTEeJIaMU K
pelieniTopaM alleTH/IXOJINHA
(AChR). B 2016 roxy

6bLJI 0ZJ06pPeH HOBBIU
Tpemnapar I JeueHUs
MHacTeHUHU TpaBUC —
sKyIm3uMab (ToproBoe
HasBaHHe Soliris),
TIpeJHasHaYeHHBIY 1JIsT
marteHToB ¢ AChR-
TI0JIOXKUTEIbHOM pOpMOIt
3a60JieBaHUs, Y KOTOPBIX

He HabJII0jaeTcs aZleKBaTHOTO
OTBeTa Ha [pyTHe MeTO/bl
JIedeHUs.

TUM3KTOMHUS — XUPYPrUUecKoe yrajleHne
BHJIOUKOBOM >KeJIe3bl — TaKykKe SIBJISIeTCS

OJJHUM U3 MEeTO/|0B JIeUeHHUs], IPUMeHsIeMbIM Y
HEKOTOPHIX ITalfieHToB ¢ MI'. BUsIouKoBasd sKesesa,
pacroJioykKeHHas 3a IPyITHHOM, UTpaeT Ba)KHYIO

poJib B QYHKITMOHUPOBAaHUY UMMYHHOM CHUCTEMBL.
IIpy HaJIMYUH OITyXO0JIM BUJIOUKOBOU JKeJIe3bl

(uTo BcTpeuaetrcd y 10-15 % manueHTOB ¢ MI) ee
IIpaKTUYeCKH BCerja yAaldioT, TaK KaK CyIL[eCTBYeT
PHCK ee 3JI0KaueCTBEHHOI0 IIepepOorKAeHUs.
THUM3KTOMUS 9aCTO IIPUBOAUT K YMEHbIIIEHUIO
BBIPayKEHHOCTH CUMIITOMOB C1a60CTH, XOTS 3 PeKT
MOJKET IIPOSIBJIATHCS Yepe3 HeCKOIBKO MecsIleB I10CIe
orepanuy. Y HeKOTOPBIX ITalfHeHTOB CI1ab0CTh MOXKeT
TI0JTHOCTBI0 HCUE3HYTh. 9YPeKTUBHOCTH TUMIKTOMUN
BapbUPYeTCd B 3aBUCUMOCTH OT MHIUBU/YaJIbHBIX
0C00eHHOCTeMN KaK[[0ro YesioBeKa.

ILrasmadepes, uau 06MeH 11asMel (PLEX), Taxoke
MOJKET 0Ka3aThCs II0JIE3HBIM METOL0M JIeUeHUS
MuacTeHuH rpaBuc (MI). 3Ta IIporieypa 103BoJIsIeT
yAaJATh aHOMaJIbHble aHTUTEJ 1A U3 I1JIa3MbI

KPOBHU. VIIydIlleHUe MBIITIEYHOU CHJIBI MOYKET

OBITH 3HAYUTEILHBIM, OJHAKO eTr0 3QPeKT 00BIYHO
KpaTKOBpeMeHeH, II0CKO0JIbKY BbIpab0TKa aHOMaJIbHBIX
aHTHUTeJI IPO0/DKaeTCs. [ MoAepsKaHus apdeKTa
MOTYT II0TPe60BaTHCS IIOBTOPHBIE IIPOLIeTyPhL
11asMadepesa, 0C06eHHO B CIIy4dasx TSOKeJI0U
MBIIIEYHOU €1a60CTH WM I1epef IIpOBejleHueM
XUPYPrU4ecKOoro BMeIlaTeaIbCTBa.



PelteHus 0 BBI6Ope MeTO/[0B JIeUeHUsI OCHOBBIBAIOTCS
Ha IaHHBIX 0 eCTeCTBEHHOM TeueHUU MI'y
KOHKPEeTHOTIO ITal{leHTa U IIPOTHOSUPYeMOM OTBeTe
Ha pas/JIMYHbIe BU/BI TepaIui. [le/u JeueHus
TI00UpPATCS HHAUBUYAIBHO C yUeTOM CTelleHU
BBIPa)KEHHOCTU MBIIIEYHOH €1a60CTH, BO3pacTa

U I10J1a ITIAIIMEeHTa, & TaKXKe
CTelleHH GYHKIIMOHATbHBIX
HapyILIeHUuH.

OTpaciieBble KOMIIAHUKA
IIPOZ0JDKAIOT
paspabaTeIiBaTh HOBBIE
MeTO/IBbI JIeUeHU.
HarmpuMep, IperniapaTsl
VYVGART (BUBI'APT)

OT KOMIIaHUH

Argenx u Ultomiris
(YaToMupHC) 0T KOMIIAaHUN
Alexion 651111 0106 peHBI
VrpasieHHeM II0 KOHTPOJIIO 3a

IIpoAyKTaMH U jieKapcTBaMu CIIIA B 2021 u 2022 rogax
COOTBETCTBEHHO.

Ta———

MporHos

CoBpeMeHHbIe METOIBI JIEYeHUSI MHACTeHUH I'PaBUC
(MI) gBJIAIOTCS JOCTaTOYHO 3QPEeKTUBHBIMHY, UTO JaeT
GOJIBIITMHCTBY HaIleHTOB XOPOIITHe ITePCIIeKTUBEI.
TeM He MeHee, /TSI HEKOTOPBIX JIF/IeH CYIIleCTBYIOIIe
CIT0COGHI JIeUeHHUsI 0Ka3bIBAIOTCS HEJOCTATOYHO

3¢ PeKTUBHBIMU, U OHU MOTYT CTaJIKUBaTHCS C
Cepbe3HBIMU TPYJHOCTSIMU B BHIIIOJTHEHUU Jjajke
CaMBbIX 3JIEMEHTaPHBIX IT0OBCEHEBHBIX JeHCTBUH,
TaKUX KaK pacyechbIBaHHE BOJIOC.

HecMOTps Ha TO UTO COBpeMeHHBbIe MeTOAbI JIeYeHHs
He II03BOJISTIOT II0JIHOCTBI0 BEUIEUUTh MI, 11 HET
e/IMHOTO Cpe/iCTBA, KOTOPOe 6BLI0 6BI OIHHAKOBO
3QPeKTHUBHO U XOPOIIIO IIEPeHOCHUIOCH BCEMU
TaIjeHTaMH, MHOTHe JIIOAH ¢ MI' MOTYyT pacCUUTBIBaThL
Ha 3Ha4YUTeJbHOe 0cIabIeHre CHMIITOMOB MBIIIIEUHOM
ciabocTH. B psafe caydaeB 3aboeBaHHE MOKET
IIeEperTH B CTa[HI0 PEMUCCHUH, IIPU KOTOPOH JIeueHre
BpeMeHHO He TpebyeTcs. X0Ts JOCTUTHYTO yrKe
MHOTOg, BCe ’Ke 0CTaeTCsI MHOYKeCTBO HepeIlleHHBIX
BOIIPOCOB. He06X0[MMEI HOBEIE IIpeIapaTsl,
obJsrajaroriue 60sbnIelt 3G GeKTUBHOCTHI0 U MEHBIIINM
KOJIMYeCTBOM IT000YHBIX 3¢ HeKTOB. HccaemoBaHus
HUTPAlOT KJIYEBYI0 POJIb B IIOMCKE HOBBIX PeIlleHHI 1
MeTO/[0B Tepalliy MI', ¥ IepCIIeKTUBLI JaIbHEUIITNX
HCCIeloBAaHUU BBIIJIALAT BeCbMa 00Ha/[e)KUBaIolLIe.
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AMepPUKAHCKMK $OoHO MUCACTEHUU FPABUC
Hawe Bugenme: Mup 6e3 Ml

Hawa muccua: CosgaBaTtb CBA3K, MOBbILLATbL Ka4eCTBO
XKN3HU, COBEPLLUEeHCTBOBATb YXOA4, Ne4yunTb M

AaHHas ny6nvkaums npeaHa3HavYeHa A75 NpefoCcTaBIeHUS
006LLe MHPOPMALMN MMOXET ObITb NCI10/1b30BAHANCK/IOYNTE/IBHO
B 06pa3zoBare/ibHbIX yessx. OHa He yYnTbIBAeT MHANBUAYA/IbHbIE
MoTPEOHOCTM MAUNEHTA U HEe AO/DKHA C/IY>XXUTb OCHOBOW A1
MPUHATUS PELUEHWU O ANArHOCTUKE, YXOAE WU JIEHEHUN KAKOro-
/M60 3060/1eBAHUS. Takue peLueHUs AO/MKHbI MPUHUMATLCS
Ha OCHOBAHWW PEKOMEeHAAuu¥i Bpa4ya wiu MeaNUMHCKOro
PabOTHMKA, KOTOPbIK HENOCPEACTBEHHO 3HAKOM C MALUEHTOM.
Jllobble  CCbI/IKNW HA KOHKPETHbIA MPOAYKT, WUCTOYHUK W/n
€ero uCrio/ib30BAHME HEe MoApa3ymMeBaer ero ogobpeHue.
MGFA, ee areHTbl, COTPYAHUKM, AMPEeKTopd, MeanumHckui
KOHCY/IbTATUBHbIN COBET U €ro Y1eHbl He HECYT OTBETCTBEHHOCTU
3a /mobou  ywepb wau  0653aTe/1bCTBA, BO3HUKLUME B
pesynbTare UCr0/Ib30BAHUS AAQHHOM UHGopmaymn.

290 Turnpike Road, Suite 5-315
Bect60po, Maccauycetc 01581
800-541-5454 (ocHoBHOI TenedoH MGFA)
MGFA@Myasthenia.org

www.Myasthenia.org
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OpnobpeHo MeanUmHCKM KOHCY/IbTaTuBHbIM coBeToM MGFA
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