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OCHOBHI NOJ1I0XXeHHSA

» MiacTteHia (myasthenia gravis) - ue piakicHe ayToiMyHHe 3aXBOPIOBAHHSA,
nif, 4ac AKOro NOpPyLYETbCA HEMPO-M'AI30Ba NepeAaya B NOCMYroBaHUX
M’'A3ax

* LllopiyHa 3axBOPOBAHICTb CTAHOBUTbL Npnban3Ho 2-8/1 000 000.

 [poABNAETLCA BTOMOI Pi3HOro CTYNeHo Ta c/1abkKicTio B M'A3aX, AKa
MOCKJIOETLCA Mif YaC HaBaHTa)XeHHA Ta MPOXOANTb MNiC/IA BiAMOUYMHKY.

» [1Bi ronoBHi dopmu:
> 0YHa ¢popMa (621m3bko 15% BMNaaKiB) obMexyeTbca cnabkicTio
M'A3iB OKa

o reHepasnizoBaHa; CMMNTOMM, 3a3BNYai 6isiblL BUPaXeHi B
MPOKCMMaNbHNX M'A3ax nJieyemn Ta Tasy.

 JlikyBaHHA npoBoAnTbLCA daxiBLAMN 3 HEBPOJIOTIT.

* lMoTpibHO NaM’ATaTK, WO NALEHTM 3 MiaCTeHI€l AyXXe YyTAMBI A0 Ail
NneBHMX NpenapaTiB, TOMy Nepej No4YaTkoM NPUMOMY HOBOIO NnpenapaTy
3aBX/M NOTPIOGHO NepeBipnUTH, YN BiH HE NPOTMNOKA3aHNIM Npu
MiacTeHil!
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ETionoria

* Y BUnNaaKky reHepanizoaHoi ¢opmu yacto (y 80% nauieHTiB)
BUABNIAKOTHCA aHTUTINNIA 10 HEPBOBO-M'A30BUX aLLETUJIXOIHOBUX
peLenTopiB, MPU OYHIN - TNLLE Y NOJIOBUHW NALLIEHTIB.

* BKW3HAYalOTb TAaKOX aHTUTINIA A0 aHTU-MCK (M'a3oBo-cneundiyHa
KiHa3a).

e AcouinoBaHa 3 TKAHMHHUMK Tunamu HLA B8 1a Dr3.

 Tinepnnasia TMmyca BUABNAETbLCA NpnbN3HO y 70-80% naLi€eHTIB 3
MiacTeHiero, npnban3sHo y 10% sunaakis — Ao6poAKicCHa TUMOMa.
3axBOPHOBAHHA MOXe He PO3BMBATUCb BNPOAOBX NEpPLUMX POKIB Micns
BUABNEHHS TUMOMM.

CnmnTomMm

* Moyke NoYMHATHUCh. AK cnabkKicTb nMLie oaHOro m'asy abo rpynmn m'asis.
o J1BOIHHA B O4ax, OAHOCTOPOHHIN NTO3

o BynbbapHi cMMNTOMM, FYrHABICTb rO1I0CY Ta MOBM, BTOMA Nif, Yac
pPO3MOBM

o CnabkicTb MiMiYHMX M'A3iB: rinoMimia, rpumaca/cBmncT
HEMOXK/INBI

o CnabkicTb M'A3iB WK, KiIHLIIBOK Ta CTEroH

* CMMNTOMM Y Pi3HMX NALLIEHTIB MOXYTb BYTU PiSHUMMN.
CynyTHi po3nagn

* Y NAUIEHTIB 3 MiaCTEHIE YacCTille, HiXX Y peLUTN HAaCeIeHHSA,
3yCTPIYalOTbCA iHLWI QYTOIMYHHI 3aXBOPIOBAHHSA.
o TupeoignT, apTpuT, CUB, NepHiulio3Ha aHeMis, ueniakis, CMHAPOM
LLerpeHa

LiarHocTuka e

* KNiHIYHO 3HAYMMWNM € 3HMXKEHHSA CMIN M'A3IB Nijg Yac MioCTMMYnALIi

« Enlon®-tect (paHiwe Tensilon®-TeCT): eapodoHin, iHribiTop
X0JliHeCTepasun KOpOTKOI Ail

KomeHTap ekcnepta. [liarHOCTUYHMI 3aCib eapodOHin CTaHOM Ha
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28.02.2019 B YKpaiHi He 3ape€ecTpoBaHNM AK NiKapCbKn 3acCib.

* AHTWUTING A0 aUETUIXONIHOBMX peLLenTopiB B CUPOBATLi Ta, AKLLO
noTpibHo, aHTNU-MCK

* HewnpodisionoriyHi TecTn: MiacteHiuyHa, abo axutrtep-EHMTI, Bktovae
rOJIKOBY Ta CTUMYAALiIMHY EHMT,

NndepeHuinHa giarHocTuKa

* Mionarii, Mio31TH, MiaCTEHIYHNN CNMHOPOM, BPOAXKEHA MiaCTeHiIf,
cmHapoM lieHa-bappe, noniHeBpUTKY, NYX/IMHK B AiNAHLI cTOBOYpa
MO3KY (AKLLLO CNOCTepiraoTbCs 04YHi Ta bynbbapHi cUMNTOMM), PO3CiIAHNN
cknepos, BAC, rinokaniemis, rinokanbLiEMIf, FiNOMArHieMis, rinoTmpeos,
CMHAPOM €MOLINHOro BUropaHHA, Aenpecia, BpoA>XeHa KOCOOoKiCTb/
retepodopin

* [leHiynnamiH Moxe CNpOBOKYBATU NPOAYKLiO aHTUTIN A0
ALEeTUNXONTIHOBUX peLLenTopiB Ta NOSABY CMMNTOMIB MiacCTeHil.

JIiKyBaHHSA sl

* CMMNTOMATMYHE NiKYBAHHA: aHTUXOJIIHECTEepa3Hi npenapatn [[5e|Al

(Mestinon®, Mytelase®, Ubretid®), edenpuviH,TeodiniH, npenapatu
Kaniwo
o [Mepeno3yBaHHA aHTMXOJIIHEPA3HKMX NPENapaTiB MoXe
CMPOBOKYBATWN XONIHEPTIYHMIN KPKU3, AKMN BAXKO BigPIi3HNUTK Big,
MiaCTEHI4YHOro Kpusy.

o CMMNTOMM Nepeno3yBaHHA: Aiapes, M'A30Bi NOCiNyBaHHSA,
cyloMKn M'A3iB, rinepcanisalis Ta M'A30Ba C/1abKiCTb, AKi
NOCMIIOIOTLCA NIC/IA NPUMOMY NMpenaparTy.

KomeHTap ekcnepta. Mestinon® - ToproBesibHa Ha3Ba J1iKapCbKOro
3aco6y 3 Mi>XHAPOZIHOO HEMATEHTOBAHO HAa3BO MiPUAOCTUIMIH;
Mytelase® - ToproBe/sibHa Ha3Ba NikapCbKOro 3acoby 3 Mi>KHapoA4HOO
HernaTeHTOBAHOI HAa3BOK aMbBeHOoHiyM, AKNI cTaHoM Ha 01.03.2019 B
YKpaiHi He 3apeecTpoBaHnii; Ubretid® - ToprosesibHa Ha3Ba
Nikapcbkoro 3acoby 3 Mi>KHapOAHOI HENATEHTOBAHO HA3BOK
AVNCTUIMIH, AKMK cTaHoM Ha 01.03.2019 B YKpaiHi He 3apeeCcTpOBaHNN.
Nikapcbkni 3aci6 edeapurH ctaHoM Ha 01.03.2019 B YKpaiHi
33pEECTPOBAHNN TiNIbKWN Y CKNAAi KOMBIHOBaHMX JlikapCbKMX 3acobiB.

* TuMeKTOMIA y BUNaaKy reHepasizoBaHol MiaCTeHil
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 [MpU3HaYeHHSA iIMyHOCYNPEeCMBHUX NpenapariB: NOTPiOHO BUKIHOUYUTHU
HAABHICTb BOTHWLL, iHeKLiT nepes No4aTKOM NPUNOMY
o KopTuKoCTepoian nepopasibHO abo BHYTPilLHbOBEHHO Yy dOpMi
nynbc-Tepanil [[5%e|C]

o A3aTionpuH; ebeKTMBHICTb BiAMIYAETLCA NIMLLE Yepe3 6 MicauiB
* Mna3madepes (B nepLly Yepry nifg 4ac MiacTeHIYHOro Kpu13y) [5552(D] .

e BHYTPIilLHbOBEHHUI iIMYHOTI00YNIH [A%2|C] AK aIbTEepHATMBA

MiacTeHiYHnn Kpu3

* |HdeKuUia - ue HANMNOLWMPEHILINA NPOBOKYHUYNIA YUHHUK: MHEBMOHIS,
CUHYCHT, iHdeKLUIT ce4oBMBIAHUX LWNAXIB, iHPeKLiT kopeHs 3yba.

* OCHOBHMIM CMMNTOM - BUpaXkeHa cnabkicTb M'A3iB, TAKOX C1abKicTb
ANXanbHNX M'A3iB Ta 6ybbapHi CUMNTOMMU, KPiM TOTO - 36y KEHHS,
NITAMBICTb Ta TaxikapAis.

* JliKkyBaHHSA
o PecnipaTopHa NigTPUMKA HE3ANEXKHO Bif, NOKA3HUKIB KNC/TIOTHO-
JNIY>KHOI piBHOBAru

o MpoBOANTbLCA NAPEHTEPAsIbHE BBEAEHHS aHTUXOJliHeCTEePa3HMX
npenaparTis (MpM3HA4YalTbCA NiALWKiIpHO abo
BHYTPIiLLHbOM'A30BO)

> MMna3madepes 3a HEOOXiAHOCTI, 3 0AHOYACHMM MOYATKOM
NPMMNOMY iIMyHOCYNPECMBHMX NPENaparTiB NOCTINHO

[MporHos

* [Micna TMMeKTOMIi cnocTepiraeTbcs noainweHHA NpubnamsHoy 70%
NauieHTiB Ta 61M3bKO Y 25% A0CATAETLCA PEMICiS.

Ocob6auBi npobemu

* |HdeKUiHi 3aXBOPIOBAHHSA
o 3a3BMYai NOCUNIOKOTb NPOSIBU 33XBOPIOBAHHA

° AKLLO0 He NPOBOANTLCA iIMyHOCYNpeCMBHA Tepanis, NalieHTa
BaKUMHYIOTb Bif rpmny
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o He npn3Ha4yaloTb BigxapKytoudi 3acobmn abo NpoTMKALLIbOBI
npenapaTu LeHTpasibHOI Aii. TeodiniH abo epeapmrH NpoOBOKYIOTb
6ynbbapHi cuMnToMmM Ta cnabkicTb AMXaNbHUX M'S3iB Nig Yac
nepebiry iHbekuUin.

* |HWi NnpenapaTmn
o ABCOJIIOTHO NPOTMMNOKA3aHi: MOP®iH, NEHILUWNAMIH, XiHIAWH,
rabaneHTVH, XJIOPOXiH, NpenapaTun NiTito, 6OTYNOTOKCMH, TAKOX
aMiHOMNiKO3NAM Ta Makponiau (TeniTpoMilnH BKHOYHO), oaHaK
3a3BNYaN AONYCKAETLCA NPU3HAYEHHA €PUTPOMILIMHY.

o BUKOPUCTOBYIOTbLCA 3 06epeXxHicTio (MOXYTb MOCKIHOBATH
cumnTomn): 6eta-610kaTopm, 6,10KaTOPM KasibLiito,
6eH30/ia3eniHn, opasibHi KOHTPALLENTUBK, CyNbda,
TeTPaUNKIiHN, GTOPXIHOJIOHM, 30/10TO, KOPOTKOAiOYi CHOAiVHI,
AHANbreTUKM LEeHTPANbHOI Ail, CTaTUHKN

o Be3nevyHi Ana BUKOPUCTAHHA: ibynpodeH, napaLetamor

o Be3neyHa gonomora npu 6e3CoHHiI: aHTUrCTaMiHHI NpenapaTu 3
celaTUBHUM epeKkToM

 BariTHicTb Ta nosiorn BUMararoTb Harnaay daxisua. lpyaHe
BUro40BYBaHHA MOXe 3iNCHI0OBATUCL 6e3 ocobimBocTen.
> Y HOBOHApOAXXEHNX MOXe PO3BMBATUCb TPAH3NUTOPHA

HeoHaTa/IbHa MiacTeHiA (QHTUTINIA A0 aLLeTUIIXOJTIHOBNX
peuLenTopiB NepeAaloTbCa Big MaTepi Yepes NAaLeHTy).
CvMnTOMM PO3BMBAtOTLCA 3 3 NO 6 AeHb Bif HAPOAKEHHSA Ta
3HMKAaTb NPpNB6N3HO Yepes 3 TUXKHI. ToMy nopoainnsa 3
MiaCTeHi€0 NOBUHHA 3a/IMLWLATUCbL B YMOBAX CTALLiOHApY
BNPOAOBX 6 AHIB MiCa8 NosoriB.

* FAKLLO NJIAHYETLCA NPOBEAEHHSA aHecTesil, MeAMYHMN NepCcoHan
060B'A3KOBO NOBNHEH BYTN NOIHPOPMOBAHUM, L0 NALEHT XBOPI€E HA
MiacTeHito. MNoBifibHe BiAHOBJIEHHA NicN1A aHecTe3il MoXe byTn nepLunm
NpPOsAIBOM MiacCTeHil.

Nornap 3a 3ybamu

* AHTMXONiIHECTepa3Hi NpenapaT NOoTPibHO NpUNMAaTK 33 OAHY FrOANHY A0
NpoBeAEeHHA CTOMATOIONIYHUX Npoueayp.

* MicueBa aHecTe3ia (nigokaiH + agpeHaniH) nigxoamTb Aaa 6inbLIOCTI
naLieHTIB.

KomeHTap ekcrepta. AipeHasiiH - TOproBe/ibHa Ha3Ba J1ikapCbKoro
3acoby 3 Mi>XKHapOoAHOI HenaTeHTOBAHOI Ha3BOoo eniHedpyH.
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* [lauieHTaM 3 BUPAXXEHMMWN CMMNTOMAMM MIACTEHIT CTOMATO/IOrIYHA
[0MOMOra NOBMHHA H34aBAaTUCb B YMOBAX CTaLLiOHapYy.

MiacTeHiYHun cnHapoM — cMHApPOM JlambepTa-IToHa

[s6552'1D]

* Bkpaw piako (ToYHa NoLWmMpeHicTb HEBiOMA)

« [Bi dopmu:
o lMapaHeonnacTnyHa
= Moxe MaHidecTyBaTH Lie A0 PO3BUTKY NYXJMHWN.

= MpnbnnsHoy 60% nauieHTiB BUABNAKOTb APiIOHOKITUHHY
KapLUWHOMY JiereHb, aJie MoxXe byTu NoB'A3aHum 3
IHLWWUMW NYXJIMHAMMW.

o AYTOIMYHHi 3aXBOPOBAHHSA, LLIO He MOB'A3aHi 3i 3/10AKICHNMMU
HOBOYTBOPEHHSMM

[NoB'A3aHi pecypcu

» KokpaHiBcbKi ornaamn [5e8 2 |Myasthenia gravis and my...]

Nokasosi ornagn Duodecim

« Jlokasoswuin ornag 05449. Signs, symptoms, and simple tests in the diagnosis of
myasthenia gravis.
JaTa oHoBneHHs: 2007-04-02
PiBeHb goka3oBocTi: C
Pe3stomMe: Some symptoms (speech becoming unintelligible after prolonged periods)
and signs (peek sign) may be useful to confirm the diagnosis of myasthenia gravis,
while the results of some tests (ice test, sleep test, response to anticholinesterase
agents) may be useful to rule-in or rule-out the condition.

« Jlokasosuii ornag 05868. Immunosuppressive agents for myasthenia gravis.
Jlata oHoBneHHA: 2008-02-28
PiBeHb gokasoBocTi: C
Pestome: Ciclosporin as monotherapy or with corticosteroids and cyclophosphamide
with corticosteroids may improve myasthenia gravis. Evidence on the benefit from
azathioprine, mycophenolate mofetil or tacrolimus is insufficient.

« Jlokasosuii ornag 06967. Acetylcholinesterase inhibitor treatment for myasthenia
gravis.
JlaTta oHoBneHHsA: 2015-01-23
PiBeHb foKa3oBOCTI: A
Pe3stome: Acetylcholinesterase inhibitors are effective in improving sypmtoms in
myasthenia gravis.
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« Jlokasosuii ornag 04811. Corticosteroids for myasthenia gravis.
JaTta oHoBneHHA: 2011-09-13
PiBeHb gokasoBocTi: C
Pestome: Corticosteroid treatment may have short-term benefit in myasthenia gravis
compared with placebo.

« Jloka3osuin ornag 03675. Plasma exchange for myasthenia gravis.
Jlata oHoBneHHsA: 2011-05-18
PiBeHb goka3soBocTi: D
Pestome: Evidence is insufficient on the efficacy of plasma exchange to improve short-
or long-term outcome for chronic myasthenia gravis or myasthenia gravis exacerbation.

« [Joka3osuit ornag 05897. Intravenous immunoglobulin for exacerbations of
myasthenia gravis.
Jlata oHoBneHHsA: 2012-12-21
PiBeHb pokasosocTi: C
Pestome: Intravenous immunoglobulin (1VIg) is probably of limited benefit for
exacerbations of myasthenia gravis (MG). In chronic MG there is insufficient evidence
from RCTs to determine whether IVIg is efficacious.

« [okasosuit ornag 06834. Treatment for Lambert-Eaton myasthenic syndrome.
[aTa oHoBneHHs: 2011-05-17
PiBeHb gokasoBocTi: D
Pe3tome: In Lambert-Eaton syndrome 3,4-diaminopyridine might possibly improve
muscle strength scores over days and iv. immunoglobulin (IVlg) compound muscle
action potential (CMAP) amplitude up to 8 weeks, although the evidence is insufficient.

ABTOPCbKi NpaBa Ha OpuriHasbHi TeKCTN HanexaTb Duodecim Medical Publications, Ltd.
ABTOPCbKi MpaBa Ha AOAaHi KOMEHTapi ekcnepTiB Hanexxatb MO3 YkpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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