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3MICT

AKTyanbHiCTb:

I[HTErpaLiga MiXXKHaApPOOHMX NPOTOKONIB NiKyBaHHA MiaCTeHIii B YKPAIHCbKY
KMIHIYHY MPaKTUKY € HaralbHOK NoTPeboto. 3axia GOKYCYyETbCA Ha HOBITHIX
OAHMX WOoOo naToreHesy, AiarHoCTMKKM Ta dapMakoTepanii, Wo 4O3BONSE
NiABULLNTY ePEKTUBHICTb BeAeHHS MaLiEHTIB 3 LM opdaHHMM HEepPBOBO-

M'a30BU1M 3aXBOPKOBaHHAM.

MerTa:

CucteMaTmnsyBaTWM 3HAHHA MiKapiB LWOAO AiarHOCTUKM Ta NiKyBaHHA
MiacTeHii. HagaTt ornag akTyanbHUX MXXKHAPOAHUX KAIHIYHMX HACTaHOB,
NpeacTaBUTU CyYacHi anropmMTMmM BedeHHs NaLieEHTIB Ta 06roBopuTH

nigxogaw 0o Tepanii 4ng onTMMisaLii KNIHIYHOI NPaKTUKM.

NMuTaHHg, Wo po3rnapaloTbesa:

e {Ki OiarHOCTUYHI aNropUTMM peKOMEeHO0BaHI AN9 MaLieHTIB 3
MiJO3PO0K Ha CepPOHEraTUBHY MiaCTeHIt0?

e {Ki nepeBarv Ta obMeXxXeHHa Ma€ enekTpoHenpomiorpadia (EHMI) Ta
MeTod AOoCNiOXeHHA HePBOBO-M'A30BOI NepenaYvi (eKpeMeHT-TecT)?

e Ak 06paTy oNTUManbHy CTAapPTOBY Tepanito: aHTUXONiIHeCcTepasHi
rnpenapaT, KOPTUKOCTEPOIAM UM iX KOMBIHALLIA?

* dKi KpUTepii BUMG6oOPY iMyHOCYNpecunBHOI Tepanii opyroi niHii
(azaTionpuH, MikodbeHonaTy MopeTUs, TaKpoiimyc)?

* fKa pofib TMeKTOMIl y mauieHTiB 3 AChR-no3mntnBHoO Ta AChR-
HeraTMBHOI MiacTeHieo 6e3 TUMOMMN?

e {Ki cyYyacHi miaxoam 0o NiKyBaHHSA MiaCTeHIYHOIMO KPK3y: MOPIBHAMbHA
edeKTUBHICTb N1a3Madepesy Ta BBITM?

e ¢{Ka TaKTUKa BedeHHa NaLieHTIB, pedpaKTepHMX 00 CTaHOapPTHOI
iMyHOCYMNpecuBHOI Tepanii?

e AK 30iMCHIOBATU MOHITOPUHI 6e3MneKn JOBroTpmBanoi

iMyHOCYMNpecHBHOI Tepanii?



e OCobNMBOCTI MEHEMXMEHTY MiacTeHii y BariTHUX Ta B

nepionepalinHomMy nepioai.

CTpPpYKTYypa KOHCMEKTY:

» [liarHOCTMKaA MiacTeHil: ornaa MbXHapoOHUX Nigxonis

» [MpoBeaeHHa GapMaKoNoriyHOro TecTy

» [TpM3HAYEHHSA aHTUXONIHEeCTepPa3HMX MpenapaTiB

» [NpM3HaAYEHHA MMIOKOKOPTUKOCTEPOIaiB

» ANIFOPUTMM NOAAMbLUONO MliKyBaHHSA (TepaneBTUYHI LWWASXM)
» BeoeHHsa MauieHTIB 3 pe3nCTEHTHO GOPMOIO MiacTeHii

» anam Ta pekoMeHOoBaHI a)Xepesa O/19 CaMOBUBYEHHSA



MiacTeHis: ornaa CBiTOBUX
HacTaHoOB

IiarHocTuka MiacreHii: ornag MbKHapoaHUX

nigxopnis

[iarHocTmnka MiacTeHii (MIN) 6a3yeTbca Ha MOEAHAHHI KMIHIYHMX OaHWX, aHAMHe3y Ta
crneundidyHmx TecTiB. Pi3HI KpaiHM MatoTb CXOxKi, afie gelo BigMiHHI nigxoan o

nNioTBepIXKEHHS AiarHosy.

HiMmeubke HeBponoriyHe ToBapuctso (2023)

¢ OCHOBa AiarHo3sy: aHaMHe3 Ta ¢i3nKaibHi 03HAaKM BUCHAXTMBOI Ta AMHAMIUYHOI
M'A30BOI CNabKOCTI.
e NMiaTBepa)XeHHSa (MiHiMyM 13 HacTyNHUX):
o [liarHocTuka ayToaHTuTIN (AChR, MUuSK Ta iH.).
o EnekTpodisionoriyHe TectyBaHHSA (PUTMIYHA CTUMYAALLIA, IXXATTEP).

o MapMaKonoriyHe TecTyBaHHA (MPO3epPMHOBUI TECT).

KniHiyHMM npoTokon KasaxcTtaHy (2016)

[MpoToKoN BUAINSE 4 rpynu KPUTEPIIB, HA OCHOBI AKMX BU3HAYaETbCA AOCTOBIPHICTb

OiarHo3y:

1. KniHiyHi gaHi
2. ®apMaKonorivyHi (MposepuHoBa Npoba)
3. EnektpoMiorpadiyHi (OeKpeMeHT-TecT, mKuTTep)

4. IMyHOMOrIYHI (@HTUTING)

KinbKicTb KpuTtepiis JocToBipHicTb AiarHo3y

4 besnepeuHunn

3 [ocToBipHMIA



KinbKicTb KpuTepiiB JocToBipHicTb AiiarHo3y

2 MoyknmBumm

1 CyMHIBHUM

AnoHcCbKi KNiHIYHI pekoMeHaauii (2022)

ANOHCbKI rana/lamHKM MPOMOHYOTb KOMMNEKCHY OLLIHKY:

e A. CUMNTOMM: MTO3, AMMI0MNiF, CNabKicTb M'a3iB 0b6nm4yYda, An3apTRia, ancdaria,
CnabKicTb WKW, KiIHLiBOK, AMxanbHi po3nagn. XapaKTepHi nerka BTOMIOBAHICTb
Ta 0o6OoBi KONMBaAHHA.

¢ B. MaTtoreHHi aytoaHTuTina: 1o AChR a6o MuSK.

¢ C.MopyweHHa HEePBOBO-M'SI30BOI Nepeaayi: No3UTUBHI TECTU Ha
CTOMJTOBAHICTb MOBIK, MAKeT 3 NboaoM, eapodoHin (Tensilon), pyuTMiyHa
CTUMYNALIA, 36INbLIEHHA DXKUTEPY.

¢ D. MigTpuMyloUe 3aKJIIOYEHHS: MoKpalleHHs CTaHy nicns nnasmadepesy B

aHaMHesi.

OpaHo3HaYHUM piarHos (AnoHiq):
1. HagBHicTb cuMATOMIB (MYyHKT A) TA HadBHICTb aHTUTIN (MYyHKT B).

ABO

2. HagBHicTb cuMAToMiB (MyHKT A) TA MO3UTUBHI TECTU Ha MOPYLLUEHHS

HepBOBO-M'A30BOI Nepefadi (MyHKT C) TA BUKIIOUEHHS iHLWMX 3aXBOPIOBAHb.

KuTtancbki pekoMmeHgauii (2016)

¢ KniHiyHi cMMATOMMU: HEoOHOPIOHWW PO3MOAIN CNAabKOCTI, MiHUBICTD,
MOCUTEHHSA MPOTArOM AHA Ta MNicNa HaBaHTaXXeHHs.

+ (apMakonoriyHa BignoBiAab: MO3NTUBHWMN TECT Ha HEOCTUTMIH.

e EHMr: nekpeMeHT >10% Npu pUTMIYHIM CTUMYNALIT; >2 3aTpUMOK (>55 Mc) npwu
CTUMYNALLIT OOQMHOYHOIrO BOJSTOKHA.

¢ TecTu Ha aHTMUTINA (£): Anti-AChR, -MUSK, -LRP-4. Crniikep 3a3Hadag, o LRP-4

BKa3yeTbCA 9K "HEe OCHOBHWMIN" aHTUTINA.



Ak npoBecTn PpapMaKoNoriMHUM Tect?
MdapMaKooriYyHMM TecCT 3 iHribiTopaMKn aLeTUNXoniHecTepasn (Hanpwkiaa,
HEOCTUIMIHOM/MPO3EPUHOM) € BaXKITMBUM LiarHOCTUYHUM iHCTPYMEHTOM.

ﬂpaBVI}'IbHe OO3YyBaHHA Ta OliHKa € KPUTUNHHUNMN.

PekomeHpauii KasaxctaHy

[o3yBaHHSA (0,05% po34YUH HEOCTUIMiHY MeTucynbdaTy NiALWKipHO):
o Bara 50-60 kr: 1.5 mn
o Bara 60-80 kr: 2.0 mn
o Bara 80-100 kr: 2.5 Mn
o [Oitn:1.0 Mn

e OuiHKa: yepes 40-90 XBUNUH Micnga BBeOeHHS.

L[]

IHTepnpeTauis:
o Mo3uTuBHAa: NOBHa abo HEMOBHA KOMMeHCcaL,iad CUMMNTOMIB.
o CyMHIBHa: 4YaCTKOBa KOMMeHcaLliq.
o HeraTtmBHa: BiaCyTHICTb 3MiH.
e [1pun MyckapuHoBMx edekTax (bpaonkapaisa, rinepcanisauia) sBeoaars 0.2-0.5 mn

0.1% po34nHy aTponiHy.

Kutancbki pekoMeHpauii

e [o3syBaHHSA: 1.0-1.5 Mr HEOCTUIMIHY MeTuUNcynbdaTy BHYTPILLHbOM'A30BO O/14
popocnux. ditam 0.02-0.03 Mr/kr (He 6inblie 1.0 Mr).
e OuiHKa: KOXXHi 10 XBUIUH NPOTAroM 1 rogMHK. TecT NpoBOAUTbLCA Ha M'a3i 3i
3HAYHUMU CUMMTOMAMM (Hanp., M'a3u Wi, 4enbTonoaibHMN).
¢ IHTepnpeTauis:
o < 25% KoMMneHcauii: BUKAYaE giarHos.
o >60% KoMMeHcaUlii: NiaTBepaXXyE AiarHos.

o 25-60% KOMMeHcaLlii: CyMHIBHUM pe3ynbTaT, NoTpebye 000aTKOBUX TECTIB.

Ak nMPpMU3Ha4vatTun aHTMXOHiHeCTepa3Hi npenapaTM?
Migxio 4o MpM3HadYeHHa aHTMXoNiHecTepa3sHmx NpenapartiB (AXEN), nepeBakHO

NipMOOCTUIMiHY 6poMiay, BapitoeTbCH, ane KMOYOBMM € iHAMBIAyanbHUIM NiOGip

[O3W.

Benuko6putaHia (2015)



PekoMeHayOTb TUTPYBaTU 003y O/ MOLYKY HaMeHLWOoi edbeKTUBHOI:

1. CrapT: 30 Mr (Y2 TabBNeTKK) 4 pa3un Ha AeHb MPOTAroM 2-4 OHIB.
2.36inbwweHHs: 60 Mr (1 TabneTka) 4 pa3u Ha AeHb NPOTArom 5 AHiB.

3. Mopanbuie 36inbleHHS (3a noTpe6un): 90 Mr 4 pasun Ha AeHb MPOTATOM TUXKHA.

HimeuyuunHa (2023)

3aCTocyBaHHﬂ 3a1EXKUTb BiO TAXKKOCTI 3axBoOptOBaHHA. MakcMMasibHa o3a

NipUOOCTUIMIHY - 720 Mr/po6y.

KasaxcTaH (2016)

e TpwBanicTb Aii HEOCTUIMIHY 2-4 rof, NipWOOCTUIMIHY 4-6 roq,.
e MpUHUMN QO3yBaHHSA: HAaCcTyMHa 403a MPUIMMaETbca 3a 30 XBUTMH 00
3aKiH4YeHHSa aii nonepegHbOI.

e [laLieHTIB CcNig HaBYaTW CaMOCTIMHO KOPUIyBaTKM 403y 3aMeXXHO Bid CTaHy.

Mi>kHapogHUM KoHceHcyc (2020)

e XoniHepriyHi CMUMNTOMU Nepeno3yBaHHA MaNloMMOBIPHI Mpu go3ax < 300 mMr/

noo6y.
e OnTrManbHa 0o3a — 00 480 Mr/no6y.

e [l03a KOPUIYETbCS iIHOMBIAYaNbHO, 3aNEXXHO Bif, CMMMTOMIB.

Kutan (2016)

[o3y ninbupatoTb iHAMBIOyanbHO. MaKcManbHa o6oBa 0033 — 480 Mmr,

po3nofineHa Ha 3-4 MpUuMomMu.

3arajibHMM BUCHOBOK Luopgo AXEN

[oMiHye oyMKa, LLIO MaLLiEHT, Nicna HaBYaHHS, MOYKe CaM BM3HaYyaTK Yac Ta
0,03y MPUAOMY MpenapaTy B Me)Kax BCTaHOBNEHMX NikapeM. BayknnBo He
NPUIMMaTKL HaCTyMHY 003y, MOKK Ai€e nonepenHs, Wob YHUKHYTH

XOMIHEePriYHOro Kpuay.

AK NpU3Ha4vYaTU MNMIOKOKOPTUKOCTEpOoian?



MtokokopTmKocTepoign (F'KC) € ocHOBO IMyHOCYMPeCcKrBHOI Tepanii. ICHYIOTb Pi3Hi

CXeMu IX MPU3HAYeHHS.

Benuko6puTaHia

¢ CxeMma "noBinbHoro crapty": Noyat 3 10 Mr NpenHi3oNoHy Yepes AeHb,
36inblyBaTK Ha 10 MI KOXKHI 3 MPUMOMM 0O MOKPALLEHHSA CTaHY.

e MakcumanbHa po3a: 100 Mr yepes feHb abo 1.5 Mr/kr.

* 3HUMMKEHHS 003U MOYMHAETbCA NLLIE NicNa JOCArHEHHA peMicii MpoTarom 2-3

MicaLiB.

HiMeyuyunHa

e [o3a 0.5-1.5 Mr/kr Macwu Tina.
e CxeMa: 10-20 Mr/ooby, 36inbluytoum Ha 5-10 Mr Ha TXKOEHb 00 OOCSATHEeHHS:

peMicii.

KasaxcTaH

e 1 Mr/kr/no6y (He MeHLe 50 Mr). Mpu 3arocTpeHHi 60-150 Mr/goby 3 nepexomom
Ha MPUIMOM Yepes OeHb Yepes 5-7 gHiB.

e MiaTpuMylouva po3a: 20-30 Mr yepes feHb.

AnoHiqa

Oco6nuBun nigxig AnoHii

ANOHCbKI eKCcrnepTM BBaXXatoTb Tepanito BUCOKMMUM go3amMm TKC 3a cxeMoto
"eckanauii-geeckanauii' 3acTapinoo vepes 3HauHi NobivHi edbekTn. BoHU

peKoOMeHOYOTb:

* Husbkopo3oBa Tepanis: <5 Mr/0o6by nNpu ouHiIn dopmi, <10 Mr/0oby npu
reHepanizoBaHin (MakcuMyM 20 Mry BaXKKMUX BUMagKax).
e PaHHA KOMG6iHauia: OgHoyacHe abo paHHE NPU3HAYeHHs iHriGiTopiB

KanbLUWHEBPUHY (TaKpONiMyC, LIMKITOCMOPWH) pa3om 3 MKC.

Mi>KHapoaHUM KOHCEHCYC



e BapiaHT 1 (noBinbHUI cTapT): 10-20 Mr/0o6y, 36inblUyOYM Ha 5 M LLLOTVXKHS.
LlinboBa po3sa 1 Mr/kr.
e BapiaHT 2 (Bucokui ctapT): 60-80 Mr/oo6y, 3 noganbllMM Nepexonom Ha

MPUINOM Yepes AeHb | MOBITbHUM 3HUYKEHHAM.

Kntan

e 0.5-1.0 Mr/kr/po6y a6o 20 Mr/noby 3 NOCTYNOBUM 36iNbLUEHHAM Ha 5 M KOXHI 3

OHi 0o 60-80 mr.



KniHiyHuM Bunagok N21

MNauieHT

YiHKa

Ckapru

CMNTOMM reHepaniaoBaHOi MiacTeHii.

AHaMHe3

[eTani He BKkasaHo.

O6cCcTe)XXeHHSA Ta AocnigyXeHHs

- OuiHka 3a wkanoto QMGs (Quantitative Myasthenia Gravis score).
- OUiHKa 9KOCTi »XnTTa 3a WwkKanoto GRAS Quality of Life (moyaTkoBo 12
6anis).

- OLUiHKa NoBCcAKOEeHHOI akTUBHOCTI 3a LkKanoto NEGras ADL.

[OiarHos

leHepanizoBaHa MiacTeHiq.

JNIKYBAHH4A (neTtanbHoO)

MeauKaMeHToO3He:

* [MpegHi3onoH, noyaTkoBa 4o3a 80 Mr/noby 3 MOCTYNOBUM

3HMKEHHAM 00 40 mMr/goby.

OuHaMika Ta pe3ynbraTt

Ha Tni Tepanii oCAarHyTo CyTTEBOIO MoKpalleHHa cTaHy. NoKa3HUK 3a

LUKanot aKocTi XnTta GRAS nokpawmsca 3 12 4o 4 6aniB (UMM MeHLUe, TUM




Kpalue). 3a wranoto NEGras ADL Takoxk Big3HauyeHoO 3Ha4YHe MoKpalleHHs

0O HYNbOBOIO NOKa3HMKa 3a CMMIMTOMaMK. Lle OJEeMOHCTPYE ereKTl/IBHiCTb

Tepanii FKC.

PekoMeHpauii

Moganblue CroCTEPEXKEHHS Ta MOXXTMBE MOBINbHE 3HMYKEHHSA 403U
NpeaHi30/ToHY 40 MiHIManbHO ePeKTUBHOI.

Knio4yoBi BUCHOBKM 3 BUNAQKY

Tepania BUCOKMMM [03aMU [MTIOKOKOPTUKOCTEPOILIB € eeKTUBHO A9

OOCArHEHHA KOHTPOKO Had CUMMIMNTOMaMM MiacTeHii.

AK BUSHAYUTU NoJanblUMM WNAx?

AKLwo MoHoTepania AXEl Ta N'KC HegocTaTHA, MepexoaaTb A0 iIMyHOCYMpPeCMBHOI

Tepanii gpyroi NiHii. ANropMTMM OeLlo BiOpPI3HAOTLCA B PI3HUX KpaiHax.




KpaiHa /

OpraHisauisa

Il eTan

Il eTan

Benuko6puTaHia

HiMmeuyuuHa

KasaxcTaH

AnoHia

MibkKHapoaHumn

KOHCeHCYC

Kutam

MipnaoCTUIrMiH
(£ TMeKTOMIA
ona AChR+
MaLuieHTIB < 45

POKiIB)

FKC Tta/a6o
A3zaTionpuH (+
TUMEKTOMIA)
[00OaTKOBO A0
CUMMOTOMATUYHOI

Tepanmii.

AXETT +
npenapaTtm

Kasito.

MNpegHi3010H

[HLWI LMTOCTaTMKM
(MikodeHonaty
ModeTun,
LIMKnocnopuH,

Takponimyc).

[TTFOKOKOPTUMKOIAMN.

IMyHOCynpecia
(AzaTionpuH,
MikodeHonaty
ModeTun,
MeToTpekKkcaT Ta
iH.), AKLWO €
peumanB Ha o3I
npenHi3onoHy
>7.5-10 Mr/po6y.

LlnTocTaTnKmM
(A3aTionpuH,
MikodeHonaty
ModeTun,
LIMKnocnopwH,

LUnknodocdamia).

Ha nouaTKy XBOpo6U oapa3y KoMbiHOBaHa Tepanid: HM3bKi 003U

[KC + iHri6iTop KanbumMHeBpuHy (TakponiMyc/LInknocnopuH) +

AXETT.

AXET

IHriGiITOpW

[TIOKOKOPTUKOCTEPOIAM

KC + AzaTionpuH

HecTepoigHi
iMyHOCYMpecaHTun
(MOXKHa
npuvsHa4vaTK ak |l
eTan, akwo NKC

NPOTMMNOKa3aHi).

[HLWi



KpaiHa /

. . Il eTan Il eTan
OpraHisauiqa

XOﬂiHeCTepa3l/l LMNTOCTATUKWN.



KniHiyHUM BUMNagok N22

MNauieHT

YonoBik

Ckapru

CyTTEBI CKaprun, MoB'A3aHi 3 reHepasniaoBaHOK MiaCTeHIELO.

AHaMHe3

[eTani He BKkasaHo.

O6CTeXXeHHS Ta Aocnigy>KeHHSs
- OLUiHKa 9KOCTI XUTTS.

- OuiHKa noBcakaoeHHoi akTmBHOCTI (ADL).

- MOHITOPUHI MOKa3HUKIB GYHKLIOHYBAaHHA OpraHi..

OiarHos

leHepani3zoBaHa MiacTeHiq.

JNIKYBAHH4A (neTtanbHO)

MeauKaMeHTO3He:

e MeTuUnnpeaHi3onoH, MoYaTKoBa A03a 64 Mr/ooby.

e A3aTionpuH, 0o3a 250 Mr/ooby.

OuHaMika Ta pe3ynbraTu

CnocTepiranaca Nno3nTUBHa AMHaMiKa. o3y MeTuAnpenHi3onoHy BOanocs
MOCTYMOBO 3HM3UTU 3 64 MI 40 8 Mr. INicna 3HM»XeHHa 0o3un 'KC 6yno

TMMYacoBe MOripLUIEeHHA, OAHaK 3rogoM asaTionpUH MNPOABMB CBOLO Aito, i




CTaH cTabinizyBaBcs. Big3HayeHo cyTTeBe MOKpaLLeHHA GKOCTI YXUTTA Ta

MOKa3HWKIB MOBCAKOEHHOI akTMBHOCTI (ADL). NMoKa3HMKM QyHKLIIOHYBaHHSA
OpraHiB 3a/IMLWAaNMCa B MeXXax HOpMMU.

PekoMeHpauii

MpoaoByeHHA Tepanii a3aTionpPUHOM Ta METUNMPEOHI30TOHOM Y

NigTPMMYOYiv 0030, perynapHMii MOHITOPUHI CTaHy Ta NabopaTopHMX
MOKa3HUKIB.

KnouyoBi BUCHOBKMU 3 BUNAAKY

A3aTioNpuH € ePeKTUBHUM MpenapaToM APYroi MiHii, Lo J03BOMAE 3HAYHO
3HU3UTKM OO3Y CTepOiaiB. BaxknmeBo mam'atat Npo BiATEPMIHOBAHMM

noyaToK aii npenapaty (NoTpi6HO NodvekaTn edekTy).




KniHiyHUM BUMNnagok N23

MauieHT

YiHKa

Ckapru

CUMNTOMM reHepaniaoBaHoi MiaCTeHii, WO MOoraHoO KOHTPOSOBaNIMCS Ha

MoHoTepanii N'KC.

AHaMHe3

TpuBanum NpMmMoM NpeaHizonoHy. MiHiManbHa 0033, 40 9KOi BOaBallocs

3HU3UTK Mpenapart, cTaHoBMNa 28,5 Mr/noby.

O6CTeXXeHHS Ta AoCcnigXKeHHSs
- OUiHKa aKocCTi »XnTTa Ta ADL.

- 3aranibHUIM aHani3 KPoBi (reMornobiH, ePUTPOLUTU, NTENKOLIUTI).

- BioxiMiuHMIM aHani3 KPoBI (KpeaTuHiH, MMOKO3a, MeYiHKOBI MPo6bn).

[OiarHos

leHepani3zoBaHa MiacTeHid, cTepoin-3anexHa dopma.

JNIKYBAHH4A (neTtanbHO)

MeauKaMeHTO3He:

» [MpenHi3onoH (motodHa gosa 28,5 Mr/noby).
e Takponimyc (iHri6iTop KanbLUMHEBPUHY), TUTPOBAHO 003y 3-7 Mr/

no0y.

OuHaMika Ta pe3ynbraTt




Ha Tni gofaBaHHA TakponiMycy AOCArHYTO CyTTEBOMO Ta CTIMKOro
MOKpPALLEHHS: CKaprn MPaKTUYHO 3HUKAW. Lie 403BOAMMIO YyCAILWHO 3HU3UTK
003y NpedHi3onoHy 3 28,5 Mr 4o 15 Mr Ha go6y. MNokKpalmMnmca MoOKa3HUKM
AKOCTI XXnTTa Ta ADL. JTabopaTopHi MOKA3HMKK (reMOrnobiH, epUTPOLUTH,
NEeNKOLMNTU, KpeaTUHIH, MMoKOo3a, MeYiHKOBI Mpobu) 3anmLianica B HOPMI,

IO CBIA4YMTb MPO A06pYy NepeHOoCHMICTb Tepanii.

PekomMeHpauii

MpoaOoBXXeHHA KOMGiIHOBaHOI Tepanii 3 noganblMMM cripobamm

MOBINTbHOIO 3HUXXEHHSA 003U I'Ipeﬂ,HiBOJ'IOHy.

Knio4yoBi BUCHOBKM 3 BUMaOKy

[HriGITOPW KanbUMHEBPUHY (Takponimyc) € edbeKTUBHOLO orlLicto anqa
MaLuieHTIB 3i CTepoia-3anexxHOoK MiaCTeHIE0, Lo 003BONAE 3MEHLLNTM O03Y

FKC Ta OCArTU KPaLLOoro KOHTPOSO Hafd XBOPO6OIt0.

AK paTyBaTu NpU Pe3UCTEHTHIN dopmi?

Pe3nCcTeHTHa MiaCTeHIa — Lie CTaH, KoM CTaHOaPTHI CXxeMUM NikyBaHHSA He A4atoTb
GarkaHoro edeKTy. Y TakMX BMMadKaxX 3aCTOCOBYOTb GifiblL arpecrBHi MeToam

Tepanii.
Migxoaun po nikyBaHHA pe3NCTEHTHUX PopM:

¢ Benuko6puTaHia: NMoBepHeHHa 00 BUCOKMX 003 NPeaHi30/0HY, M1a3Moo6MiH,
BHYTPILLHbOBEHHUM iIMyHOTNIo6YNiH (BBIT) — ane nuvwe npu 3arocTpexHi, He aK
niaTpumytoda Tepania.

¢ HiMeuumHa: 36inblieHHA 0o3u AXEN go 720 Mr, iHMi6iTopy KOMMIEMEHTY
(ekynizymab), mooynatopu FcRn (edbrapTturimon), putykcmmab, BBIT,
nnasmadepes.

» KasaxctaH: BBIl (400 Mr/kr/go6y 5 gHis), "nynbc-Tepania" FTKC (1000-2000 mr),
nnasmMadepes (0o 5 npouenyp).

¢ dnoHiq: "PaHHe WBmakoaioye nikysaHHa" (EFT) — nnasmMadepes, BBIT, nynbce-
Tepania MeTUnnpenHi3onoHoM abo ix KoMbiHaLlia. NoBToptoBaTV A0

OOCATHEeHHA MeTK (0o3a NpeaHizonoHy <5 Mr/goby).



¢ MidxHapoaHUM KoHceHcyc: BBIlM, nnasmadepes, umknodocdamia, putykcrmmab.

e Kutam: lNynbc-Tepanis, putykcmnmab, BBIT, nnasmadepes.

BepaeHHa nauieHTiB Ha WWBJ1 (npoTokon KasaxcTaHy)

NB! Y nepioa npoBeaeHHd WTy4YHOI BeHTunauii nereHb (LLBJ1) mnoBHicTo
BUKNtOYaeTbca BBeaeHHA AXETN. OgHovacHe BukopucTtaHHa LLBJT ta AXEl €
HEeNPUMNYCTUMMM,

Micna ctabinisauii ctaHy NpoBoaATb NPoby 3 BBeaeHHAM AXE[T (HEOCTUIMIHY) i
TUMYaCOBMM BiOKMtOUEeHHAM Big anapaty LLUBJ (6e3 ekcTy6aLii). AKLWO nauieHT
MOYKe AMXaTW CaMOCTIMHO 1.5-2 roanHm, Mpoby NMOBTOPIOKOTb KijlbKa pa3iB Ha
no06y. AKLo cnpobu HeBaani, maLjieHTa 3HOBY NiakatodatoTb ao LB/ i He
BBOAATb AXEl 0o HacTynHOI 4o6U. AKLIO CaMOCTiMHE AMXaHHA He

BiAHOBMIOETLCA MPOTArOM 3-4 [i6, HaKNa4aloTb TPAXeoCTOMY.



KniHiyHMM BUNagok N24

MNauieHT

YiHKa

Ckapru

TKKMIN MiaCTEHIYHMI KPW3, LLLO NOTpebyBaB iIHTEHCUMBHOI Tepanii.

AHaMHe3

MNauieHTKa NepebyBana Ha WTYYHiMn BEHTUAALUIT nereHb (LLUBJ).

O6cCcTe)XXeHHSA Ta AocnigyXeHHs

OUuiHKa CTaHy B AMHaMILi, MOHITOPUHT BiTallbHMX QYHKLLIN.

[OiarHos

Pe3uncTeHTHa reHepasnisoBaHa MiacTeHiqd, MiaCTeHIYHUM KPK3.

JNIKYBAHH4A (neTtanbHO)

MeauKaMeHTO3He:

e [pegHizonoH 40 mr/ooby.

* BHyTpPiLLHbOBEHHMIW iIMyHOrNo6yniH (BBIT).
HeMeaukaMeHTO3He:

e [Mnasmadepes (PLEX).

e lTy4yHa BeHTMASALIA NereHb (LLUBJ).

OuHaMika Ta pe3ynbraT




Ha 1ni kom6iHoBaHoOI iHTeHcKBHOI Tepanii (BBIl, nnasmadepes, KC) cTaH
MaLIEHTKM 3HAYHO MOKpPALLMBCS. 3a3Ha4YaeTbCa, WO A03a NpeaHi30noHy (40
Mr) 6yna BiAHOCHO HEBUCOKOD A4 ii Macu Tina, Wo MigKpecntoe Kto4oBy
POMb 00OaTKOBUX MeToiB MikyBaHHA (BBII, PLEX) y nogonaHHi Kpu3y.

MNoKpaLlMNach AKICTb YXUTTA Ta iHLUI MOKA3HMKW.

PekoMeHpauii

MocTyrnoBe Biany4veHHa Big LB/, nigbip nigTprMylo4yoi iMyHOCYNpecmMBHOI

Tepanii.

KnioyoBi BUCHOBKM 3 BUNMaOKy

Kom6iHauia nnasmadepesy, BBII Ta TKC € edbeKTUBHO CcTpaTericto ansa

NiKyBaHHA MiaCTEHIUHOIo KpU3y Ta PE3UCTEHTHUX GOPM 3aXBOPIOBAHHA.




KniHiyHUM BMnapok N25

MNauieHT

YiHKa

Ckapru

Tarkka, pedpakTepHa A0 CTaHOaPTHOI Tepanii reHepanisoBaHa MiacTeHid.

AHaMHe3

MNauieHTKa NoTpebyBana BUCOKMX 003 'KC ana KOHTPOMo CUMMTOMIB (96

Ml METUNMPEeOHI30oHY Ha A06Y).

O6cTe)XXeHHs Ta gocnigyXeHHs

JoBroTpmBanmi MOHITOPWHI CTaHy 3@ AOMOMOIO0 LKA Ta KiHIYHKX

OaHWX.

OiarHos

Pe3ncTeHTHa reHepaniszoBaHa MiacTeHiq.

JNIKYBAHH4A (neTtanbHO)

MeauKaMeHTO3He:

* MeTunnpeaHi3onoH (moyaTtkoBa Ao3a 96 Mr/goby).
e Llnknodocdamig (mynbc-Tepania) y HakonmuyBanbHiM go3igo 12 r

MPOTANOM KiNlbKOX poKiB (2015-2021).

OuHaMika Ta pe3ynbraTt

Pe3ynbraT Tepanii umknopochamigom 6yB peHomMeHanbHUM. Boanoca

3HU3UTK 0O0BOBY O03Y METUNMPEAHI30MOHY 3 96 MI 40 4 MT. [JOCArHyTO




3HAYHOro MOKPaLLlEeHHA CTaHy 3a BCiMa MOKasHMKaMM, LLIO A03BOMNMIO
MauieHTLI NOBEPHYTUCA 00 HOPMANbHOMO XUTTA. BUKOpPUCTaHHA
cneuianizoBaHoi 6a3M gaHWX N4 BiACTEXXeHHA CTaHy nalieHTa 403BOMnMIO

06'EKTMBHO OLLIHUTU BUCOKY edDeKTUBHICTb TiKyBaHHS.

PekoMeHpauii

MpoOoOBXeHHSA CMOCTEPEXEHHS Ha MiHIManbHIM NIOTPMMYOYIM 003i

MEeTUNNPeaHi30M0oHY.

KnouyoBi BUCHOBKMU 3 BUNAAKY

Linknodocdamia Moxke 6yTM BUCOKOEDEKTUBHUM MpenapaTom ansa
NiKYBaHHSA HaNTAXUMX, pedpakTepHUX GOPM MiaCTeHIl, 403BOMAAOUM

AOCArTY TPMBANOI PeMiIcii Ta 3HaYHO 3MEHLLNTKM CTepOoiaHe HaBaHTa)XeHHS4.




rAUOU TA PEKOMEHAOBAHI O)XEPENA ANg
CAMOBUBYEHHA

KniHi4yHI rangm Ta npoTtokonu:

e Wiendl, H., et al. (2023). Guideline for the management of myasthenic
syndromes. Therapeutic advances in neurological disorders, 16.
(KepiBHMUTBO 3 MiKyBaHHSA MiaCTEHIYHMX CMHOPOMIB, HiMelbke
HeBpoJsioriyHe TOBAapWMCTBO).

e KAiHIYHMM NPOTOKON MiHICTEPCTBA OXOPOHM 300POB'A pecny6ikm
KasaxcTaH oo nikyBaHHA MiacTeHii (2016).

e Murai H, et al. (2023). The Japanese clinical guidelines 2022 for
myasthenia gravis and Lambert-Eaton myasthenic syndrome. C/in
Exp Neuroimmunol, 14(1), 19-27. (ANOHCbKI KNiHIYHI pekoMeHaaLii
2022).

e LiZY.(2016). China guidelines for the diagnosis and treatment of
myasthenia gravis. Neuroimmunology and Neuroinflammation, 3, 1-9.
(KnTamcbki pekoMeHgalii 3 4iarHOCTUKK Ta NiKyBaHHA MiacTeHii).

e Sussman, J, et al. (2015). Myasthenia gravis: Association of British
Neurologists’ management guidelines. Practical neurology, 15(3), 199-
206. (HactaHoBM 3 NikyBaHHA MiacTeHii, Acolialia 6pUTaHCbKMX
HeBpoOoriB).

e Narayanaswami, P, et al. (2021). International Consensus Guidance for
Management of Myasthenia Gravis: 2020 Update. Neurology, 96(3),
1M4-122. (Mi>kHapoAOHi KOHCEeHCYCHI peKoMeHaaLlii oo nikyBaHHA
MiacTeHii, oHoBNeHHSA 2020 poky).

PekoMeHpOoOBaHa nitepaTypa:

e |HboOpMaLid BiACYTHA Y HagaHMX MaTepianax.



KopUCHi oHNnanH-pecypcu:

* |HboOpMaLid BiOCYTHA Y HadaHMX MaTepianax.

JopaTKoBi MaTepianu ana NnornnéieHoro BUBYEHHS:

e |HboOpMaLida BiACYTHA Y HadaHMX MaTepianax.
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