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Myasthenia gravis e HeBpoJOrHYHO 3a00JIIBaHE, KOCTO CE Cpella pAAKO B olImara
[IpaKTUKa W TOBA 3aTpyJHSABAa HEroBaTa JUarHo3a U JiedeHHe. Brlpekn ye uma IHpoKo
pasnpoCTpaHEHO ChIIaCHE€ OTHOCHO M3II0JI3BAHETO HA MHOI'O MEJUMKAMEHTH 3a JICUEHUE Ha
MHACTEHHsI, HAMa MEXIyHApOJHO MpPUET cTaHmapT 3a ToBa. Twil kato myasthenia gravis e
XETEepPOreHHO 3a0oJIsiBaHe, HE ChIIECTBYBAa Hail-IoOBbp TepamneBTUYEH MOAXOJ 3a BCUYKH
nagueHTH. MajkoTo paHJIoOMU3MpaHU MPOYyYBaHMS NPU TE3U NALMEHTH MMAaT OrpaHUYEHa
o6o6mmenoct. HekoHTponupanuTe npoy4yBaHHUs ca ¢ OrpaHHueHa 3HauuMocT. HacrosmusT
KOHCEHCYC € ChbOOpa3eH ¢ MEeKAyHapOIHUTE NPENOPBKU U JIMYHUS HU ONUT M UMa 32 LeJl J1a
HACOYH KIMHHUIKCTHTE OTHOCHO MOJX0/a 3a AMArHOCTHKA U JieueHue Ha myasthenia gravis.

Muacrenuss rpaBuc (MI') e aBroumyHHO 3a0o0isiBaHe, TPUYMHEHO OT aHTUTENA
mpoTuB anerwixoimHoBuTe pernentopu (AChR), myckymHo-crienuduyHaTa THPO3UH KHHA3A
(MuSK) wu gpyru AChR-cBbp3aHu mOpoTeMHM B IOCTCHHANTHYHATa MeMOpaHa.
Xapakrepuzupa ce ¢ 00JIeCTHA yMOpPSIEMOCT Ha HalpeyHo-HaOpasJeHara MycKyjiarypa U
MYCKYJIHa CJ1a00CT, MOpad HApYIICHO NpelaBaHE HA HEPBHHUTE MMITYJICH Ha HHUBOTO Ha
HEPBHO-MYCKYJIHUSI CUHAIIC.

BoaecTHocTrTa € oKkoJio 15-25/100 000, ¢ rogummHua 3ab6onssemoct ot 1 Ha 100 000
HaceneHue. Haganoro Ha 3a6onsBanero npu aHTu-AChR ¢opma e GuMonanHo — ¢ paHeH UK
okoJ10 30 ronuHu U KbeeH — okoo 70-80 roguuu. B EBpona noBeueTo nanueHTH ca ¢ Hayano
Ha oriakBaHusTa cies 50 roguiiHa Bb3pact. [Ipy MuacTeHus ¢ paHHO HayaJlo OTHOILIEHUETO
Ha JKEHU KbM MBKe € 3:1, T0KaTO IpU MUACTEHHUS C KbCHO HA4YaJIO CTPaJaT M0-U4ECTO MBIKETE.
dakTopuTe Ha OKOJHATa cpeja ca Bce omle ciaado npoydeHu. MIT ¢ antu-MuSK antutena
nMa reorpadcko paznuuue B EBpomna ¢ xapakTepeH I0KHO-CEBEpEH I'PaJMEeHT — Hali-MHOTO
ciydau ce HaOmogaBaT B Cpeln3eMHOMOpUETO, a Hail-Mainko B CKaHIUHABCKUTE CTPaHHU.

ETnoJsiorusita € cBbp3aHa ¢ BIUSHUETO HAa TeHETUYHU U ()aKTOPH Ha OKOJIHATA CpeJia.
JlokazaTesncTBO 3a TOBA € KOHKOpAaHTHOCTTa OT 35% mpu MOHO3UroTHH U 5% mnpu
XEeTepO3UTroTHHU OJm3HaLu 3a pazsutue Ha MI'. OTKpUTH ca MHOXECTBO I€HH, BKIIOUUTEITHO
HLA renu, oTroBopHHU 32 NOBUILIEHUS PUCK 3a pa3BuTHe HA MI'. JlokaTo HAKOU OT TSAX BOIST
710 pa3IM4yHM aBTOMMYHHH 3a0oJiBaHus, APYru ca mno-cneunpudnu 3a MI' u onpenenenu
tunose MI'. [1osioBUTE XOPMOHHU CBIIO UIPasT poiid 3a npeaucnosunuara keM MI'. Te morar
a OOACHAT M Pa3IMYHOTO TOJOBO pasmpereNieHHe MpU MHACTEHHs ¢ PaHHO Hayalo U
MHUACTEHHs C KbCHO HAYaJI0 U MO-BUCOKOTO Pas3NpOCTpaHEHHE Ha 3a00JISIBAHETO Cpell MIIaau
KEHM W TakuBa cieja paxnaHe. [Ipenmonara ce pondta Ha pa3iMYHU BUPYCH, aTaKyBallld
tumyca. Hskom wuMyHOTepanmuu @pPOTUB TYMOpPH, KakTO M JApYyTM aBTOUMYHHH U

PEBMATOJIOTUYHH 3a00JISIBAHUS MOTAT J1a MHAyImMpar myasthenia gravis.



IIaTorene3ara e c aBTOMMYyHHa, TP yyacTHe HAa TUMYyCHaTa kJe3a. Hapymenuero Ha
HEPBHO-MYCKYJIHOTO IIPEJaBAaHE € CBbP3aHO ChC 3HAUUTEIHA PEAYKIMS Ha KOJIMYECTBOTO Ha
AIleTWIXOJMHOBUTE PELENTOpPH B MOCTCHHANTHYHATa MeMOpaHa Ha HEPBHO-MYCKYJIHHS
CUHANC. YBpPEKIAHETO C€ IbDKM Ha aHTUTAJIO-MEIUUPAH M KOMIUIEMEHT-3aBHCUM
aBTOMMYHEH OTTOBOp C MPOAYKIMS Ha aHTUTeNa. [locaennure Morat fa ce pa3iensT Ha JBe
TOJIEMH TPYIH — aHTUTENa KbM TPaHCMEMOpPaHHU MM BHHITHO-KIETHYHU MMPOTEUHU U KBM
BbTpeKieTh4HU. [IbpBarta rpymna anturena naronorunyau 3a MI™ nupextHo (kato antu-AChR
aHTHUTeNaTa) WKW UHAUPEKTHO (KaTto aHTU-MuSK aHTHTeNna W aHTU-JIMIIONPOTEHH CBbP3aH
nentun 4 (LPR4) antutena) 3acsarat pynknuara Ha AChR B HepBHO-MYCKYJIHHUSI CHHAIIC,
KOETO BOJAM JI0 HapylleH HOHEH TPaHCHOpPT Ipe3 MYyCKyJHara MeMOpaHa M HaMmalleHa
MYCKYJIHa KOHTPaKUUsi. AHTUTENA KbM BBTPEKICTHYHUTE MPOTEUHU (TUTUH, PUAHOIUHOBU
pelenTopy, KOPTaKTHH) Hall-BEpOSITHO HE ca maroyiornyHu 3a MI', Ho MoraT J1a ce u3non3Bat
KaTo KIIMHUYEH MapKep 3a ONpe/Ie/IsTHE Ha TEKECTTa Ha 3200 IsIBAHETO, HAJTMYUETO HA TUMOMA
wm muomnatus. [lopagu cBosita BHCOKa CeUM(UYHOCT, MOCIEIHUTE HE Ca 3aCTHICHH B
KJIMHUYHATA MTPaKTHKa.

IMoarpynu ma myasthenia gravis
Myasthenia gravis ¢ pauno nauano

[TatmenTtute ¢ Ta3u Gpopma HabposBat okoino 20% ot Bcuuku 60HU. OTHOIIEHUETO
Ha MBXeTe KbM KeHute e npuonusurento 3:1. Ta3zu popma ce acormmupa ¢ HLA-BS, DR3 u
JIpyTd aBTOMMYHHU T€HHH pHUCKOBH JOKycH. [Ipu Tsax ca Hanmunu aHtu-AChR anTHuTena.
[TaumenTHTe ¢ TUMOMA Ca M3KIIIOUEHH OT Ta3H rpymna. Bp3MOKHO € HaJIu4MeTo Ha TUMYCHa
(dhonuKynapHa XUnepIuia3us.

KnuHu4HO mbpBHUTE CUMIITOMH BB3HUKBAT Ipeau S0 roaumiHa Bb3pacT. XapakTepHa
€ TeHepaJu3upaHa MYyCKyJHa claboCT, KaTo IsyiaTa KIMHUYHA KapTHHA ce pa3rpblla B
I'BPBUTE TPU TOJAMHU Ha OosecTTa. XapakTepHa € U KOMOPOUIHOCTTA C APYTH aBTOMMYHHH
3a00JIBaHHUS.

Muacmenusa zpaguc ¢ KbCHO HAYAN0

[TaruenTure ¢ Ta3u ¢popma mpeacraBisBaT okoso 40% ot Bcuuku 6oy, Hammanu ca
anTu-AChR anTuTena. 3a00sBaHETO € MO-YECTO IPH MBKETE U MOKa3Ba cliada acoIuaIus ¢
Hakou HLA rermm (B7, DR2). Psaako ce cpema TUMyCHa MaTONOTHS, MOPaad KOETO
MAIMEHTUTE HE OTTOBAPAT Ha THMEKTOMHS.

KnuHuyHO mbpBHUTE CUMIITOMM HACcTHNOBAT ciiell SO roguniHa Bb3pacT. XapakTepHa €
reHepaTn3upana MyCKyJIHa claboCT, KaTo Is1aTa KITMHUYHA KapTHHA Ce Pa3Tphllia B IbPBUTE

TpU T'OAWHU HaA Ooiecrra.



Muacmenusa zpasuc, c6vp3ana ¢ MUMOM

Ta3u popma ce mpuema 3a napaHeoruracTHuHo 3abossiBane. Tumom ce cpema rpu 10-
15% oT nmarmeHTUTEe C MUaCcTEHUs IrpaBuC. Pa3znpocTpaneH e npu BCUYKU Bb3PACTHU C €IHAKBO
pasmpeneneHre 1Mo 1ojd. MwuacTeHuss TpaBUC € Hail-uecTo CpellaHeTO aBTOMMYHHO
3abonsaBaHe, cBbp3aHo ¢ TUMOM. [Ipu 30% oT manueHTuTe ¢ HAJIMYEH TUMOM Ce Pa3BUBa
muacteHus: rpaBuc. [Ipu moutu Bcuuku OonHu ce HabOmromaBar aHTH-AChR anTuTena w
resepanusupana gopma Ha 3abonsBanero. [Ipu HamMUMe HA THMOM MOTaT Jla Ce YCTAaHOBST
pa3nuy4HU BUAOBE aHTUTeNa. B cepyma Ha okoiio 30% oT manueHTuTe MoJI0KUTETHN Ha aHTH -
AChR, ce moka3Bar ¥ aHTU-TUTHH aHTUTeNa. Te ca HauyHu B 10 85% OT OOJIHUTE C TUMOM-
acollMMpaHa MUACTEHUs. AHTU-PUAHOINH aHTUTENA ce oTKpuBaT 1pu 70% OT malueHTuTe ¢
anTu-AChR 1 THMOM. AHTH-KOPTAaKTHH aHTHTENa ce HamupaT npu 20% ot manueHTute 6€3
antutena cpemy AChR u MuSK, kakto u npu 5% ot namuentute ¢ antu-AChR. B
pYTHUHHATA MPaKTUKA T€3H aHTUTENIa HE CE U3CIIeABaT.

Muacmenus zpasuc, acoyuupana c anmu-MuSK

MuSK e nporenH, KOUTO ce eKcpecupa B IOCTCHHANTUYHATA MYCKYJIHa MEMOpaHa U
ydacTBa B moaabpskaneto Ha pynkuuara Ha AChR. Oxomno 1-10% ot naruenture ¢ MI™ umat
antu-MuSK anturena. Psako ce HabmonaBar antu-MuSK n antu-AChR anTuTena npu enqux
Y ChIIM nanuent. [1pu Te3u nanueHT He ce HabJro1aBa TUMYCHA TATOJIOTHS U ChOTBETHO HE
ca TOKa3HH 332 THMEKTOMHUS.

KnuHu4HO manueHTuTe MoKas3BaT 3acsraHe MpeJuMHO Ha Oyli0apHUTE M KpaHUATHU
Myckynmd. Okono 1/3 or mamueHtuTe MMaT nro3a M jaumuonusd. B moseue ot 40% ot
MalUeHTUTe ce HabJfoJaBa KaTo MBPBU CUMIITOM OyinbapHa CiialOCT KaToO MOXeE J1a ce
YCTaHOBH OIII€ JIUIIEBa, (papUHTeaTHa U c1aboCT Ha €3HKa, 3a€THO ChC CIA0OCT B IUHHATA U
nuxaTeliHaTta MyckyjiaTtypa. KpaliHunure psako ca 3acerHaTi.

Muacmenusa zpaguc, acoyuupana c anmu-1L.RP4

Cpema ce mno-uecto npu xenure. LRP4 ce ekcrpecupa B mocTCHHaNTHYHATa
MYCKyJIHa MeMOpaHa U MpeJICTaBIIsIBa PEIENTOp, OaronpusTcTBall akTuBUpaHeTo Ha MuSK,
KOWTO € HeoOX0oauM 3a moAabspkaneTo Ha ¢pyHkiusata Ha AChR. ArTturena ce ycraHoBsiBat
npu 2-27% ot mnanuentute, HeraTuBHU 3a aHTU-AChR wu antu-MuSK. IIpoyuBane
ycraHoBsiBa aHTH-LRP4 anturena mpu 15% ot maumenture ¢ antu-MuSK, mpu 8% ot
nanuenTu ¢ anTu-AChR antutena u npu 4% OT MaNMEHTH C APYTH HEBPOUMYHHH OOJIECTH.
[Ipu oxoso 2/3 OT mamueHTUTe TUMYCHT € aTpoduyeH W HOpMaJieH 3a Bb3pacTra, HO ca
JOKJIa/IBaHU U Clly4au ¢ TUMYCHA xurnepiuiazus. [Ipy maiika yacT oT HallMEHTUTE C MUACTEHUS

Ce YCTAaHOBSBAT AHTU-ATPUH AHTUTENNA, OOMKHOBEHO B KoMOuHaIus ¢ antu-MuSK wnu anTu-



LRP4 u psaxo ¢ antu-AChR.

KauMHUYHO TOBEYETO OT MAIMEHTHUTE ca C OYHA WM TeHepajIu3hpaHa MYCKYJHA
cimabocr. Ipu oxono 20% ce HaOr01aBa caMo 04HA €1abocCT.
AHmMuUmMAN0-He2amueHa 2eHePaIU3UPAHA MUACTEHUS ZPABUC

[pencTaBnsiBa XeTeporeHHa rpymna, KaTo HIKOW MAlMeHTH MMAaT aHTHTENa C HUCHK
a(bI/IHI/ITCT HJIM C HUCKAa KOHIOCHTpaluA, HEAOJOBUMA C HACTOAINWUTC MMYHHH TCXHOJIOTUH.
Hsaxkou IIallUEHTHU MOorar aa HUMaT HaTOJOTMYHM aHTUTCIIa KbM HGI/IZ[GHTI/I(bI/IL[I/IpaHI/I [0)11(§]
antureHu. [Ipu Te3u marmeHTH TpsaOBa 1a ce U3KIII0YAT APYTHU 3a00JIABaHUs, HAIOJ00SBAIIN
myasthenia gravis.
Ouna muacmenus zpasuc

Cpelia ce BbB BCSIKA BB3pacT, MO-4€CTO MPH KeHUTE. [Ipu moBedye OT MoJOBHHATA
nanueHTu ce HaomoaaBat antu-AChR antuTena, nokaro antu-MuSK ce cperiar psako.

KJIMHUYHO OYHATAa MyCKYJIHA CTa00CT € Hall-ueCTUAT HaYalleH CHMIITOM, HO CaMoO TIPU
15% oT manueHTHTe 3acSAraHeTO OCTaBa caMoO B ouuTe. [Ipy marMeHTUTe ¢ H30JMpaHa OvHa

¢opmMa e MOBHUIIIEH PUCKBT 3a Pa3BUTHE Ha FeHepanu3upaHa Gopma Ha 3a00JIIBaHETO.

TexkecTra HA MHACTEHHATA CC OIIpEAaAciA I10 L[06pe [o3Harara y HaC CKaJla Ha
Ossermann, HaIoCJICAbK IIO-4€CTO C€ H3I0J3Ba KIHMHHWYHATa KJIaCI/I(l)I/IKaIII/DI Ha

Awmepuxkanckata ponjanus no MI' (taba. 1).

Tabn. 1. Knunnuna knacupukanus Ha AMepHkaHckara (OHIAIMS 110 MHACTEHMS

rpasuc (Myasthenia Gravis Foundation of America, MGFA Clinical Classification)

Kuaac I — BcskakBa ouHa ciaboct

Kaac II - Jleka renepanu3upana MycKyJiHa c1abocT. Mojke Jja € HaJMuHa M OYHA MyCKYJTHa

cJ1a00CT OT BCAKAKBA TEKECT

Kaac II a — IIpenrmHo ca 3acerHatv KpalHUIMTE, aKCUaTHATa MyCKYJIaTypa UJIv U JBETE.

Moxxe 1a ca 3acerHaTu B O-MaJIka CTENeH opodapuHreanHara, IuxaTesiHaTa MyCKyJaTypa

WIH U JABETE

Kaac II 6 — [IpenumMHo ca 3acernatu opogapuHreainara, 1uxareJHaTa MyCKyIaTypa Uil

u JBere. Moske ChIIO Ja ca 3aCerHaTh B MO-MaJika WM €HaKBa CTENEH aKcuajaHaTa U

MYCKyJIaTypaTa Ha KpalHUIIUTE

Knac III — CpeaHo-Texka MycKylHa cnabocT, 3acsramia Japyra OCBEH O4YHaTa

MycKyJaTypa. Moxke ChIIO /1a € 3acerHara ouHaTa MyCKyJaTypa B pa3jlyHa CTeleH



Kaac III a — IIpeoGnagaBamio 3acsirane Ha MyCKyJaTypaTa Ha KpailHUIUTE, akCUaIHATa
MYCKyJIaTypa WJIu U JBeTe. Moke B Io-Majka CTeIeH Jia € 3acerHara opodapuHreanHara,
JMXaTeIHATa MyCKyJIaTypa UJIu U JBETE.

Kuaac III 6 — [IpeoGnamaBaiio e 3acernara opoapuHreanHara, JuxarejiHata MycKyJatypa
WM U JBeTe. Moxke ChIo a ca 3aCEerHaTy B [10-MaJIKa UM €IHAKBa CTEIICH aKCUalHaTa U
MYCKyJlaTypaTa Ha KpalHULIUTE UJIU U JIBETE.

Kaac IV — texxka MmyckyiHa c1abocT, 3acsrainia Ipyra OCBeH ouyHaTa MycKynatypa. Moxe
CBIIIO Ja € 3acerHaTa OyHaTa MyCKyJaTypa B pa3jIM4Ha CTEIECH

Kaac IV a — [IpeobnagaBamio € 3acerHara MycKyJaTypaTa Ha KpalHUIIUTE, aKCHalTHATa
MyCKyJlaTypa WM U JiBeTe. Moxe B [0-MaJika CTEIeH Jia € 3acertara opodapuHreaiHara,
JUXaTeHaTa MyCKyJlaTypa UJIu U JIBETE.

Kaac IV 6 — [Ipeo6nanaBaiio e 3acernarta opodapruHreanrHara, iuxareliHaTa MyCcKyJaTypa
WM U JBeTe. Moxe ChIIo Jia ca 3acerHaTa B [0-MaJjlKa WM €JHAKBa CTEIEH aKCUaJIHATa U
MyCKyJaTypaTa Ha KpalHULIUTE U U JIBETE.

Kaac V — [Ipu u3Bbpiiena opo-rpaxeanHa HHTyOaIus, ¢ win 6€3 MexaHU4Ha BEHTHIIAIH,
C M3KJIIOYEHHE HAa UHTYOHpaHe NMpU PyTUHHU [TOCTONEPATUBHU T'pyxku. M3non3BaHeTo Ha

Ha30-racTpaiHa coHaa 6e3 naTyOarus kiacudumupa manuenra B Kinac IV 6

JAnarnosa
Knunuuno ocHOBHATa TpOsiBa € HACTHIIBAHETO HA OBbp3a yMOPSIEMOCT Ha MYCKYJIUTE
IIPY AaKTUBHOCT, KaTO Hal-4e€CTO €€ 3acAraT MyCKYJIUTE HHEPBUPAHU OT KPAaHUAJIHUTE HEPBU
(KH), myckynuTe Ha Tpyna M MPOKCHUMAJHUTE MYCKYJIM Ha KpailHMLUTe. BBHIIHUTE OYHU
MYCKYJIM U JIEBATOPBT Ha KJeraya ce 3acaraT Hail-uecTo U B Hali-TeKKa CTeneH. XapakTepHO
e, ue ce HaOro/1aBa B €THAKBA CTEIICH MTO3a Ha KJIEMauyuTe W HAPYIICHNUE B 3aTBAPSHETO HA
ouHara 1enka (m. orbicularis oculi), mpu 3ama3eHW 3€HUYHU PEAKIMH HA CBETIWHA H
aKOMOJIallusl ¥ HaJM4YUe Ha JUIUIONUS, JIbJDKAIA Ce HA MpeyMopa Ha pa3jIMyHH MYCKYJIHH
rpynu. 3a OTKpHUBaHE Ha o4Ha (Gopma Ha 3a00JIBAHETO MoOraT Jia c€ MPHJIOXKAT U HIAKOU
KIIMHUYHU TECTOBEC:
e 3acuiBaHEe Ha T03aTa (CHMIITOM Ha 3aBecara) — BIIONIABAaHE HA MTO3aTa B IMO-MaJKO
3aCErHaTOTO OKO, IIPY TOBJHMTaHe Ha KJIerayda Ha M0-3aCerHaToTO OKO
e Tect cnex—nonoOpsiBaHe ¢ MOBeye OT 2 MM B ITo3aTa ciie]l 2 MUHYTHO NPUIIOKEHHE
Ha JIeJ] BbpXY opOuTara/kienadya
MyckyiHaTa yMOPSIEMOCT C HaMaJIeHa CHJIa B JIMIIEBATa M IbBKAaTEIHATa My CKyJIaTypa

3aTPpYAHABAT XPAHCHCTO U NIPpHUAABAT HA JIMICTO XaAPAKTCPCH XUITOMUMHWYCH BU, ITIOHAKOTA C



MpUAbPKaHE Ha JI0JIHATA YEJIIOCT MOopaad HEBB3MOXKHO 3aTBapsiHE Ha ycTtara. Hapyriena e
¢doHamuATa C HOCOB, HAaKbCaH J0 HEBB3MOXKEH TroBOp. B mo-Hampennamurte ciaydaun e
3aTPyAHEHO I'bJTAHETO, YECTO TEYHOCTHTE M3JIM3AT Mpe3 Hoca Ha OomHute. HeBb3mMoxHa €
(brexkcusiTa Ha MIKATA CIOHTAHHO M CpPEUly CHIPOTHBA W IALMEHTUTE YECTO 3ama3BaT
MOJIOKEHWETO Ha IJaBaTa KaTo CH IoMaraT ¢ pbka. B MO-KbCHU eTamu ca 3aTpyAHEHH
CpEecBaHETO Ha KOcaTa, XpaHEHETO, TOBOPHT, M3KAYBAHETO 10 CTHJION U CTABAHETO OT JIETJIO.

Jlpyra xapakTepHa KJIMHHUYHA OCOOCHOCT € 3aCHJIBAHETO Ha CUMITOMHUTE B XO/Aa Ha
JIeHs TIOpaid IpeyMopa Ha ONpEeesIeHH MYCKYJHHU TPYIU — HAIIPUMEP Ha BBHHIIHUTE OYHU
MYCKYJIM TP YETeHE W TJIeJaHe Ha TeNIeBU3Ms, Ha MYCKyJIuTe Ha (oHauusTa cliel Io-
MPOABJKUTENIEH Pa3roBOpP WK Ha IPOKCUMAIHUTE MYCKYJIM Ha KpallHUIUTE clie]] pru3ndecka
aKTUBHOCT. HsiKOM manumeHTH uMaT BIIOIIaBaHE PAHO CYTPHH, KOETO CE CBBbpP3Ba M10-CKOPO C
HeJ0CTaThuHa MPOIBIKUTEIIHOCT Ha e(heKTa Ha BeuepHaTa J03a MeAuKaMeHT. B HayanoTo Ha
3a00JIIBaHETO U MPU MO-TIEKUTE My (OPMHU MYCKyJTHaTa yMopa ce€ IPEoA0sIBa CPABHUTEITHO
OBp30 clie MOKoH (MprtokeHue 3).

He ce nabmoaBa npomsina B peduieKcHaTa JSHHOCT, CeTUBHATA (DYHKIIHS, KAKTO U Ha
JIEIHOCTTA Ha CHPIIETO U HA TTIAJAKUTE MYCKYIIH.

Tecmose ¢ amnmuxonurecmepasuume unxubumopu (AXM - neostigmine,
edrophonium) ce mpoBexxaar cieq u3MepBaHe Ha MYCKYJIHATa CHJIa ¢ IMHAMOMETPUS WK Ha
BUTAJIHUS KamalUTeT Mpead U cjel IMPUWIOKEHHE Ha ChOTBETHHUA MeauKkaMeHT. ToBa
TECTyBaHe MOXeE Jla ce MPOBe/ie ChC neostigmine, MPUIIOKEH UHTpaMycKynHo (1,5 mg) umu
6aBHO BeHO3HO (0,5 mg). [TonoOpenueTo cienBa aa ce oryere OT 15-Ta MUHYyTa 10 2-Usl Yac
clie[l amiMKauusaTa. 3a NOpeJoTBpaTsABaHE Ha MYCKapMHOBHTE e(eKTH € JKejaTesHa
npeMenukanus ¢ atropin. OT4nTaHeTo Ha NOJOOPEHUETO MOXKE J1a CTAHE KIIMHUYHO, HO € I10-
nobpe To na ObAe MOTBBPIEHO enekTpoMuorpadcku. HeraTMBHHAT TecT He M3KIIOYBA
Hanmnuueto Ha MI', HO e HacouBal 3a ThpceHe Ha Apyra MpUYMHA 32 MYCKyJHaTa Ci1adocCT.
[Topaau HanMure HAa HEXKETTaHU PEaKIMH B IPAKTHKaTa Ce U3MO0J3Ba TECT C ITprema Ha 1 Talur.
pyridostigmine (60 mQ) u oTunTaHe Ha KIMHUYHO Mog00peHue cien 45-60 MuH.

Tumvp na anmumenama TpsOBa 1a ce U3CIeABa IPU BCUYKHU MAIMEHTH C KIMHUYHA
aHamHe3a, npenanonaramia MI. Tlpu moBeuero mnarmueHTd ce HaOmromaBat anTu-AChR
aHTHUTENa, a TPU HETaTHBEH pe3ynTar ce m3ciensar aHTu-MuSK. Twit karo B HayanoTo
aHTHUTeNaTa MOKE Jla HE C€ YCTAHOBSAT U J1a c€ TIO3UTUBHUPAT B MOCIEACTBUE, € HEOOXOAUMO
NIPY HaYaJIeH HeraTUBEH PEe3yJITaT, 3CIIEBAHETO Ja ce MoBTOpH ciies 6 Mecenia. AHTH-AChR
u antu-MuSK aHTHTENna ca MHOro crnenupuyHd ¥ B ChUYETAHUE C IMOAXOJAI] KIMHHUYCH

MpETJICH HAa IIPAaKTUKa MMOCTABAT JUArHOo3ara myasthenia graViS. TouHOCTTa HA AUArHOCTHKA



Ha anTu-AChR upe3 umynonpenunurupai meton (RIPA) Bapupa mexay 97-99%. Muoro
PSKO MOTaT Jia ObAaT OTKPUTH U MIPU MALMEHTH C JIaTepaiHa aMHOTPOQHUHA CKIEPO3a U IPU
TaKMBa C HAJMYECH TUMOM (TE€3H MAalMEHTHTE ca M3JI0KEHW Ha PUCK OT pa3BuTHe Ha MI).
AnTH-MuSK anTuTena HUKOra He ca HaMupaHu u3BbH MI'.

Enexmpomuocpaghckomo mecmysane € HaW-ueCcTO HW3MOJ3BAHUAT METOJ 3a
YCTAHOBSIBAHE HA HApYyIICHHWs B HEPBHO-MYCKYJIHOTO IpeaaBaHe. BriouBa peneTHTHBHA
HepBHa enekrpoctumynanus (PHC) ¢ wucku wectotu (1-3-5 Hz) u oTunTane Ha TUNUYCH
JEKPEeMEHTEeH OTroBOp (CHajaHe Ha aMIUIMTyJara) Ha CyMapHUS MOTOPEH aKIMOHEH
noteniman (CMAII). Hanwme e mosnokurteneH AeKpeMeHT B A0 95% ot ciaydaute ¢
reaepanmsupana Gopma Ha MuacteHuss u npu 40% or manueHtute ¢ oyHa (opma. 3a
noJioxkuTeNeH ekpemeHT (1:5) ce mpuemar croitnoct Haxt 10% cnajaHe Ha aMILIUTY1aTa.

[To-uyBcTBUTENIEH M crHenu@UUEeH METOJ 3a YCTAaHOBSABaHE Ha CyOKIMHUYHU
HapylleHus: B HEPBHO-MYCKYJIHOTO mpenaBaHe ¢ EMI' Ha eIMHMYHO MYCKYJIHO BJIAKHO
(single-fiber). To3u meron e monokuTedaeH npu 96% OT MALUEHTUTE C TeHepaU3UpaHa
¢dopma Ha muacterus u ipu 80% ot cirydaute ¢ ouHa popma. OueHsIBa HEPBHO-MYCKYJIHUST
jitter. Tlpu mwuacTeHus: TOW € aOHOPMHO YBEJIMYCH, JIOPU W B KIMHUYHO HE3aCErHATH
MycKyIHU Tpynu, ipu kouto PHC He moka3Ba 1eKpeMeHT.

KT na npeonus meouacmunym 3a YCTAaHOBSBaHE Ha THMOM WJIM XHUIEpIUIA3Hs Ha
TUMyCHaTa JKJie3a ¥Ma CBHIIECTBEHO 3HAYeHWe B JWarHocTukara. CXeMaTHYHHST

AITOPUTBMBT 34 JUAIHOCTHKA Ha MI' e NMpEACTAaBCH Ha (1)1/11". 1

@ur.1. AaropursM 3a AMarHoctuka Ha MI'



( Kmitunyen narepH, Hacoupauy MI' )

b

Macnenpane Ha anTH-AChR 1 W
antu-MuSK anTuTena J TTONOKUTETHN

Curypua MI' )

3

E
k EMTI - peneTHTHBHA CTUMYy/IaluA j

|

(EM[' Ha eIMHHYHO MYCKYIHO BJIaI(HO)

( Tect c AXM )—»C Br3moxua MT %
Q6ekTUBHO

IlexpemeHT

Yeenuuen "jitter”

KIMHUYHO I Jla
nopobpeHue
Acumerpuuna QayKTyHpaia
Na
He J He
y ( 4
( MT - cna6o BepoATHa j ( CT ywnmn MPT na MeanacTuHym )

JudepeHnuaiHa 1MarHo3a
Juarnosara Ha MI' B HKOM ciy4an Moske /1a ObJie MHOTO Tpy/Ha, mopaau ¢akra, ye

penuna 3a00JisiBaHUS NMPOTHUYAT ChC CIAOOCT Ha MycKynuTe, uHepBupanu ot KH unm Ha
MYCKYJIUTE Ha TAJI0TO M KpailHuuuTe. B Xo1a Ha HIKOM aBTOMMYHHH 3a00JIsIBaHUS MOXKeE J1a
ce BKJIFOYM KaTO ChIIbTCTBAI Iporec 1 MI', koeTo 3aTpyIHsABa IOCTaBSIHETO HA JUarHo3ara
— HapuMep MpHU XUIO- U XUIIEPTUPEOUIHN CHCTOSHUSA, JIYILYC U JIp.

MHoro gecto npu oyHata ¢popma Ha MI" ce Hanara ja ce U3KJI0YaT APYTd NPUYHHH,
BOJICIIM JI0 MOJOOHM OIJIaKBaHUS — HAASJIPEHH YBPEXAAHUS NPU PA3IUYHHU 3a00JIIBaHUS
(mporpecupamia  HajsgApeHa  BbHIIHA  O(PTaJIMOIUIETHs,  CIUHOLlepedenapHa U
onuBoLepedenapHu aTpoduu, Mpouecu B TOPHUTE OTACTU Ha MO3BbYHHS CTBOJI C pa3ivyHa
€THOJIOTHUs), OYHA (OopMa Ha MYCKyJHaA AUCTPOQUS, MHOKECTBEHA CKJIEepO3a, CUHAPOM Ha
Guillain - Barre (okynodapunreanes u Miller - Fisher Bapuanr).

B mmpoxara audepennumanHa nuarHoza Ha MI momajgaT u BpOJEHH, TEHETHYHO
00yCJI0BEHM MHACTEHHU CHHJIPOMH, MUTOXOHJpPUATHU 3a00JIIBaHUS U OKyJo(apHHreanHa

MYCKYJIHA JUCTPOQUSL.
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[Tpu Texko, mpenuMHO OyI0apHO MHACTEHHO 3acsTraHe, € HE0OXO0IMMO J1a Ce HapaBu
nudepeHnragHa IUardo3a ¢ MPOIEeCH, KOUTO AaHTAXHPAT MO3BYHHUS CTBOJI — TYMOpPHH,
CHJIOBH, aMHOTpO(dUYHA JTaTepaTHa CKIIepO3a U Jp.

['enepanusupanata cnaboct npu MIT TpynHoO ce pasrpaHuuaBa oOT M0J00HA
CUMITOMAaTUKA MPU MUOMATHH, TOJTUMUO3UTH, XUIIEPTUPEOUAn3bM, cuuapoMm Ha Guillain -
Barre, nophupuHOBa MOTWHEBPOIIATHUS, XUTIEP- U XUIIOKATHEMUYHA TIEPUONYHA MTapaIn3a.
3a mpaBWITHO TTOCTABSIHE HA IMarHO3aTa € He0OX0UMO J1a ce 00bpHE BHUMAHHE HA PA3JIUKHUTE
B pedyiekcHaTa 1eifHOCT, CETUBHOCTTA, MApPAKJIMHUKATA U €JIeKTPO(U3HOIOrHYHATA HAXO KA.

Hskon TOKCHMYHM yBpeXZaHHWs Ha HEPBHO-MYCKYJIHOTO TIIpelaBaHe WM Ha
nepudepHUTEe HEPBU MOTaT Ja WUMUTHUPAT MHUACTCHHS — TU(TEPHEH TOKCHH, OOTYJIHUHOB
TOKCWH, WHCEKTHUIHUIN, AHTUOWOTHIIM, yXamBaHUS OT 3MHUU M Tasy, pacturencH D -
tubocurarine u ap.

Docghopoopeanuynume 6eujecmea, W3NOA3BAHU KaTO TMECTUIUAU, HHXUOUpAT
HeoOpaTMMO  alleTHIXOJIMHEecTepa3aTta. le ce abcopOupar mpe3 Oemmst  Jpo0,
TaCTPOMHTCCTUHAIHUAS TPAKT W KOXaTa, CIeJ KOETO NPEIU3BHKBAT MYCKapUHOBU U
HUKOTHHOBH e(ekTu. [Ipu Tekku oTpaBsHUS HACTHIIBA JCTIPECHS HA AUXATEIHUS LIEHTHD B
npoabaroBatusi Mo3bkK. Cren OocTpus TOKCHMYEH mepuoja B cieaBamute 24-96 daca ce
Ha0JIt0/1aBa MPOTPECUBHA MYCKYJIHA €1a0O0CT, a MO-KhCHO C€ pa3BHBa JUCTAIHA aKCOHHA
MTOJIMHEBPOIIATHsI, KOSATO € IMO-M3pa3eHa 3a KpakaTa, OTKOJIKOTO 3a pblere. Eexture Ha
BCcUYKHU (pochopoopraHMyHU BElIecTBa C U3KIOUEHNE HAa HEPBHO-TIAPATUTHUYHUTE Ta30Be ca
MIPEXO/IHU.

[lpu cunopoma na Lambert-Eaton cwvuio ce HabmronaBa HapylleHHE Ha HEBPO-
MYCKYJIHOTO TIpeJaBaHe W MHACTEHOIOJ00HA KapTHHA, KOSTO MMa TUIWYHH KIMHUIHH U

eNEeKTPOPUZNOIOTHUYHU paznuku oT MI'.

Jleuenue
Hacoyeno e kbM mocTurane Ha 3aJ0BOJIUTEIEH KOHTPOJ HAa CHMIOTOMHUTE U
MUHMMH3UpPAHE Ha PUCKA OT HEXKEJaHW JIEKapCTBEHU peakiuu. Tasu 1en Moxe Ja ce
MOCTUTHE 4Ype3 MHAMBHUAYaJeH TepaneBTU4YeH nojaxon. MI' ce Tperupa ChINIaCHO CXOJIHU
MPUHIMIKA, 1O TOoJisiMa CTEeTNEeH HE3aBUCHMMO OT cTaryca Ha aHThrenara. JledeOHUTE
CTpAaTeTUUTE MOTAT Ja ObJaT pa3feieHH Ha CHMIITOMAaTHYHO JIEYCHHE, KOETO YJIECHSBA
HEPBHO-MYCKYJIHOTO IIp€AaBaHe M UMYHOCYIIPECUBHO JICUEHUE, HACOUYEHO KbM IO IEKAIIUA

MaTOJIOTUYEH UMYHEH OTroBop (dur. 2 u ¢wur. 3).
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@ur. 2 AnropuTsbM 3a Jieuenne Ha MI

Nokaszana nuarnosa Muacrenua rpasuc

-

JanousaHe HA AHTHXOMM HECTEPAZHO MEYEHHE H
DECB}I{HEHE‘ 34 THMEKTOMMA {I'[PH PaHHO HAYAMO
HIH HAMHYHE Ha T]-'IMDM:]'

:

Ha HPD,..‘T,'I:-J'J}E{TIEE.HE‘ Ha
Knnanuna pemucna | aHTHXONHHECTEPASHOTO
NEeYEHME

[

JanouBanHe HA NEYEHME C KOPTHREOCTEPOHAH

i 1 [Tpogensasane Ha
a
KOPTHEOCTEPOMIHOTO
Hobsp KNTHHHYEH OTTOBOp —————— P .
nederne (Hai-HUCKK
BBIMOMHO JOFH
He

JanouBaHe HA NEYEHME C 43ATHONPHH

-

NocraTbuen edert

¢HE

A. Banousane Ha MEYEHME C JPYT
HMYHOCYIIPECOD
E. [Tpeonenka Ha guardosara

Na

HPDHLJ'I)KEBEHE Ha MEMEHMET

3

®ur. 3. AnroputhbM 3a JieueHUE Ha TeHepatu3upana u ouna MI'

AJIropuTHM 32 JIeYeHHe Ha reHepajm3upana myasthenia gravis

1. 3amouBane Ha JieueHue ¢ pyridostigmine

2. Tlpu nammentn ¢ antu-AChR anTHTeNa 1 Ha BB3pacT o S0 roauHU Aa ce 0OMUCITH

TUMEKTOMMUA.

3. AKO cuUMOTOMHUTE HEe ce oOBiazedar c pyridostigmine ce 3amoyBa J€YEHHE C

KOPTUKOCTECPOUAH.
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4. Axo cMMNITOMUTE C€ Bb3BBPHAT MIPH HaMaJsiBaHE Ha J03aTa Ha KOPTHKOCTEPOUTUTE
Ha 7,5 — 10 mg/nueBHo (15-20 mg npu antepHUpaiia cxema) UM MmoBeye, ce 3armouBa

U UMYHOCYIIPECHUBHO JICUCHHC.

AJITOPUTHM 32 JIeyeHHe Ha 04Ha myasthenia gravis

1. 3amouBane Ha sieueHue ¢ pyridostigmine

2. Axo cuUMOTOMHTE HE ce oOBjiaaeiaT ¢ pyridostigmine ce 3amouyBa JIEUEHHUE C

KOPTUKOCTCPOUIHU.

3. AKO0 cUMITOMHTE C€ BB3BBPHAT MMPU HAMAISIBAHE HA J]03aTa HA KOPTUKOCTEPOUJUTE HA
7,5 — 10 mg/auenHo (15-20 mg mpu anTepHHpaIia cxema) WiId MOBeYe, CE 3aro4Ba M

HMYHOCYIIPECUBHO JICUCHUC.

4. llpu namuentu ¢ aHtu-AChR anTtuTena u ouna ¢opma Ha MI, KOUTO HE OTroBapsT
aJcKBaTHO Ha JiedeHWe c pyridostigmine W KOUTO ca C KOHTPAWMHIUKALUU 32
UMYHOCYTIPECUBHO JICUCHHUE WIN ca pe)paKTEPHHA HA TAKOBA JICUCHHE WJIM IO OTKA3BarT,

MOXKC Oa CC IMPUII0KHU TUMCKTOMUS.

Cumnmomamuuno neuenue

Anmuxonunecmepasnume cpeocmaa OJI0KHpat obpatumMo eH3uMa
alleTHIIXOJMHecTepas3a v 3a0aBAT XUpoiar3aTa Ha alleTuxoiuHa. Hali-uecto B mpakTukara ce
usnoms3Ba pyridostigmin (Mestinon, Kalymin). Pyridostigmin e cpeactso Ha u3zbop 3a
CHUMIITOMAaTHYHO JieueHre Ha MI' ocoOeHo B paHHUTE €Tany Ha 3a00JSIBAHETO W TPH JIEKH,
ocoberno ounu popmu Ha MI'. O6uyaiinara qo3a Ha pyridostigmin e 30 mg 10 90 mg Ha 4-6
gaca. MeaukaMeHTHT ce TUTpUpa A0 Hal-HHCKaTa e(ekTUBHA Jo03a. B Hauanoto Ha
JICUEHHETO U TpH THo-iekute GopMu Moxe na ce 3anouyde ¢ 30 mg (1/2 tabn.) 3-4 nbTH
JTHEBHO, CJIe/l KOeTo Moke Ja ce moBuiu g0 60 mg (1 Tabn.) 4 mbTH JHEBHO U KOTATO €
Heooxoaumo 10 90 mg 4-5 metu AHeBHO. EdekThT HAa MeuKamMeHTa 3anousa cien 20 MUHYTH
C MaKCUMyM Ha MbPBUS Yac U MPOABIDKUTETHOCT 3-4 yaca. [Ipu HenocTaTbueH eeKT Moxke
Jla ce YBEIMYHU €IHOKpATHATA 1032 WK J1a CE ChKPaTH UHTEPBAIBT MEXKAY MPUEMaHUTE JJO3H.
MakcumanHaTa eIHOKpaTHa /103a MPH MO-TOJEMH MHTEpBaIM Ha npuiarade € 180 mg. 3a
BEUCPHHSI TIPHEM € JOIMyCTUMO TMpPHJIOKEHHEe Ha TaOJeTHH (GOpPMH C KOHTPOIHPAHO
0cBOOOKIaBaHe (He ca HATMYHM B HamaTa ctpana). [Ipu moBumaBane Ha qo3aTa ChIECTBYBA
OMAaCHOCT OT pa3BUTHE Ha HEXENaHW JEKapCTBEHHM peaklMH, OT CTpaHa KakKTo Ha
HUKOTHHOBHTE M Taka U Ha MYCKapUHOBUTE perenTopr. TakuBa HE)KEITAHH PEAKITUH PSJIKO
ce mosiBsiBaT nipu 103 oz 300 mg/aHeBHo. Hali-uecTuTe MyCKapuHOBH SIBJICHHS Ca YPEBEH

XUINICPMOTUIIUTCT (CTOMaH_IHI/I KpaMlIIu, ,Z[I/IapI/ISI), YBCIIMYCHO CJIHOHOOTHACIAHEC, IMOBUIICHA
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JIUXaTelHa M TacTPOMHTECTHMHAJIHA cekpeuuss U Opaaukapaus. OCHOBHUTE HUKOTHHOBU
CTpaHWYHH SIBJICHHSI Ca MYCKYJTHHM (DaCIUKYJIAllUd U KPaMIld. XOJIHHEPTUYHUTE KPHU3U C
TEXKO KIMHHYHO YBPEXKJaHE B JHEIIHO BPEME Ca PEJKH, MOPaay PAHHOTO BKIIFOYBAHE HA
MMYHOCYTPECUBHA TEPAIHs, KOSITO HaMaJIsiBa Hy»KJaTa OT BUCOKH JJO3M HA CAMITOMAaTUYHOTO
neuenue. Ilpu manumentn ¢ aHtu-MuSK MI, aHTUXONMHECTEPA3HOTO JI€YECHUE HE Ce
MPEenopbUBa, MOpaau Hee()EKTUBHOCT M MOBUIIICH PUCK OT MOSIBA HA CTPAHUYHU PEAKIIHH.
Hmynocynpecusno neuenue

W3non3Ba ce mpu BCUYKU MAalMEHTH, MPU KOUTO HE € MOCTUTHAT 33J0BOJIMTEJICH
pe3ysiTaT OT MHPUIIOKEHHETO Ha aHTUXOJMHecTepa3zHo JedeHue. Koprukoctepouaure u
azathioprine ca ynekapcTBa Ha bpPBH W300p 32 UMyHOCyHpecus npu nanuentd ¢ MI. [lpu
KOHTPAWHIUKAIMK, HETOJIEpUpaHE WM HEJOCTAThYCH KOHTPOJ Ha 3a00JIIBaHETO IIpH
aJIeKBaTHU J03M OT TE€3M MEIWKAMEHTH, MOTaT Jla Cce MPUJIOXKAT JAPYTH UMYHOCYNPECUBHU
nekapcTBa. MenukaMeHTH Ha BTOpa JHHHS ca cyclosporin A, methotrexate, mycophenolate
mofetil, tacrolimus, rituximab, cyclophosphamide (npunosxenue 2).

Kopmuxocmepouono (KC) nedenue ce 3amo4uBa, Korato e(heKTbT OT CAMOCTOSTSIIHOTO
MPUJIOKEHHWE Ha aHTUXOJMHECTEPa3HU CPEACTBA MM KOMOWHAIUSATA UM C TUMEKTOMHS €
He3agoBonuTeneH. KopTukocrepouaure wuMar JAeWCTBUE BbpPXY MMYyHHaTa CHCTEMa
MOCPEACTBOM MHAyIHpaHe Ha T-muM@oIMTHATA amonTo3a M MOTUCKAHE HA TPAHCKPUTIIUATA
Ha BB3MAINTETHA [TUTOKUHA. [IpoydBaHUS ca MOKa3aiu Mo00peHNe MPU KOPTHKOCTEPOUTHO
JIeYeHHEe Ha MAlMeHTU ¢ oyHa (opma Ha MuacTeHus. Mma gaHHH, Ye NEYEHHETO Ha OYHA
¢dopma ¢ KC HamansBa yectoTata Ha TeHEpaIM3UpaHeTo Ha 3abomsBaHeTo. [IpunoxkeHueTo
Ha KOPTUKOCTEPOHIM MOKE JIa CTaBa BHB BBH3XO/ISIIN WIH HU3XO IS TO3UPOBKH. B IbpBHS
ciy4aid mpu reHepanm3upana ¢opma ce 3amouBa ¢ 10-20 mg prednisolone m mo3ara
MoCTeneHHo ce mokaua (10 mg ceqmuvHo uiu mo-6aBHo) 10 60-80 MY eTHOKPATHO AHEBHO.
[Tpu antepHUpAaIus MOAX0/I C€ peayBarT JACH C IIbJIHA 1032 U JISH C HUCKa J03a (MoXxe 1a 0b1e
MO-HUCKA OT OCHOBHATA WJIM HyJeBa). MakcMMamHaTa J03a ce 3abpika JI0 HaCThIIBAaHE Ha
edeKT, Tpaen| Hail-Maliko 2-3 Mecella U OCTETIEHHO e HamMaJlsiBa 3a MECEIIH /10 Haill-HUCKaTa
edextuBHa no3a. [Ipu ounara ¢opma mo3ara Moxke J1a ce ToKauBa Mmo-0bp30 (Ha 5 AHH) U
CUMIITOMHTE 4YECTO C€ KOHTPOJUpPAT OT MO-HUCKKM MakcumanHu no3u (50-60 mg).
HamansiBaHeTo Ha KOPTUKOCTEPOUIUTE CTaBa M0-0aBHO OT MOKauyBaHeTo WM. lIpumepHa
cXeMa 3a HamallsiBaHe Ha KOPTHKOCTEPOWIHOTO JICUCHHWE € CHW)KaBaHe Ha jo3ata ¢ 10
mg/meceuno o 40 Mg 3a anTepHUpANTUs JICH, CJIe]l KOETO HaMaJsiBaHe ¢ 5 MQ/MEeCeuHo 110
20 mg 3a antepHuUpalus IeH, cliel] KOeTOo HamaisBaHe ¢ 2,5 mg/meceuno ao 10 mg B

AITCPpHUpAIUs IOCH. Ilox 10 Mg B alTCpHUpAIIMA [CH, HAMAJIIBAaHCTO CE€ HU3BBpIIBA C 1
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mg/MecedHo, 10 TOCTUraHe Ha MoAabprkalia 1o3a ot 7-8 mg. HamansBanero Moxe n1a ctaBa
AJITEPHUPALIO C HyJIeBa WJIH MO-100pe ¢ pelyBaHe Ha MO-BUCOKA U MO-HUCKA 103a. EQeKkThT
OT KOPTUKOCTEPOUIHOTO JICUEHHE HACTBIIBA 32 OKOJIO Mecell (4-16 cenmuiiy) u nmogoOpeHue
ce ycraHoBsiBa ipu okosio 70-80% ot nanuenture. Bucoknre HaYaaHU MapeHTEpalIHU JO3U
methylprednisolone (100-120 mg urbason i.v.) morar ga moBemaT 10 ITbPBOHAYAIHO
BJIOIIABAHE HA CHMIITOMAaTHMKaTa M HM3UCKBAT MOHUTOpHpaHE B OOJHUYHO 3aBEICHUE C
BB3MOKHOCT 3a JuXaTreiiHa peaHuMarys. OOMKHOBEHO ce HM3IOJ3BaT 3a KPUTHUYHO OOJIHU
MauMeHTH B KOMOMHALMA C JpYrd TepanmeBTUYHM MeToau (ruiazmadepesa u/wim
UMYyHOIJI00yMHM). B TO3u cirydaii cies mocTuraHe Ha TepaneBTUUEH eeKT, 103aTa ChIo ce
HamaJsiBa 10 HAa4YMHA yKa3aH mo-rope. HeoOxoamMo e na ce B3eMar 1OJ BHUMaHHE U
CTpaHHUYHUTE €QEKTH Ha NPOABIDKUTEIHOTO KOPTUKOCTEPOUIHO JICYEHHE — aKHe,
0CTEONopo3a, HaJlaBaHe Ha TEIJO, NMOBUIIABaHE Ha apTEPHATHOTO HalAraHe, CTOMAIIHO-
YpEeBHU YCIIOKHEHHUS, Pa3BUTHE Ha JAMA0ET, MUOMATHs, KaTapakTa, rliaykoMa, TPEBOXKHOCT,
nenpecus, Oe3cbHUE, TICMX03W W JAp. ToBa Hajmara CHCTEMHO OrpaHHYaBaHE Ha
BBIJTICXUAPATHTE U COJITA, KAKTO U NMPUIOKEHUE HA aHTHALMIHN CPEJCTBA, U3IIOI3BaHETO HA
ButaMuH D wu Oudochonarn mpu NaNMEHTH, MOIydYaBalld HPOABIHKUTEIHO
KopTukocTtepouu. [Ipu mamueHTu chCc 3axapeH auabeT He ce MPEeropbuBa AITEPHUPALIO
JIeYeHHE C KOPTHKOCTEPOMIH, a BCEKHIHEBHO IMOPAAM IO-I00pHsS KOHTPOJI HAa KpbhBHATA
3axap.

W3non3BaHeTo Ha  UMYHOCYNPECUBHU  MEIUKAMEHTH, E€OHOBPEMEHHO  C
KOPTHKOCTEPOUTUTE, CE€ 3ar04YBa MPH KOPTUKOCTEPOUJIHU HEKETaHHW PEaKlUd, CYMTAHU 3a
3HaYMMH OT TAallMeHTa WA JIeKyBallWs JIeKap, TpPH HEaJeKBaTeH OTrOBOP KbM
KOPTUKOCTEPOMJHOTO JICYCHHE WJIM KOraTo € HEBB3MOXKHO HaMmalsiBaHe Ha
KOPTHUKOCTEPOUTHOTO JIeUeHHE, TOopaau peuuauB Ha cumnromute (Hany 15-20 mg
MOAIBPIKAIIO KOPTUKOCTEPOUIHO JICUEHHWE CE€ CMsATa 3a WHAMKAIMS 3a 3alo4BaHe Ha
UMYHOCYTPECUBHO JICUEHHUE).

Azathioprine e myprHOB aHajJOr, KOWTO JEHCTBa KaTro IMypHHOB AHTArOHUCT M
unxubupa cunresara Ha JIHK u mponumdepanusra Ha kiaetkuTe. Toil ce mpuema 3a
MMYHOCYIPECHUBHO CPEACTBO Ha MbpBHU M300p npu OonHu ¢ MI'. Jloka3aH e KaTto cTepoui-
IAA110 JISYSHUE B paHIOMHU3UPAHO MpoyuBaHe. JleueHuero ¢ Hero ce 3amoysa, korato KC
HE MOTar Jla ce HaMaJsaT B Oe30macHu 1031 Win eqHoBpeMeHHo ¢ KC mpu mamueHTn ¢ puck
3a CTpaHW4YHHU peakiuu. 3amousa ce ¢ 50 mg (1 Tabi1.) BeIHBXK JHEBHO, CIIE KOETO Ce TTOKaYBa
¢ 50 mg/cenmu4HO 10 AocTUraHe Ha HHUBA OT 2,5 MQ@/Kg/nHeBHO. Ta3u m03a ce moabpxa 3a

10-12 wmecema, ciaex KoeTro mocTeneHHO ce HamaiasBa n0 1 mg/kg/mueBno. Hawamuusr
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TepaneBTUUEH OTroBOp ce HabmomaBa ciex 4-12 mecema OT HAYANOTO Ha JICUEHUETO C
MakcumaieH edekr cien 6-24 mecena. ChIeCTBYBaT 10Ka3aTENCTBA €, U¢ KOMOMHALUATA OT
KC c azathioprine e mo-edekTuBHa, C MO-ABJITH TMEPUOJH HA PEMHUCHUS U C TO-MAJKO
CTpaHMYHHU pEaKIM¥ B CpPaBHEHHWE C MOHOTepamus. HsAKONKo mpoyuyBaHHs ca TOKa3alH
e(EKTUBHOCT M HaMaJIeH PUCK OT MPOrpecHs MPH JeueHHe Ha ouHa Gopma Ha 3a00JISIBAHETO
¢ azathioprine. Psi3koTo cripane Ha jeueHue ¢ azathioprine Mmosxe ja 10Beze 10 MOsIBa WU
BJIOIIABAHE HA MHUACTEHHUTE CHUMITOMH, O Pa3BUTHE HAa MHUACTEHHA KpH3a, JAOPU IpU
MAIMEeHTH C MbJIHA WM CTAOWMJIHA KIMHMYHA pemucus. Hskou manmeHTH MoraTr ga mMat
HETMOHOCHMOCT KbM azathioprine, mposiBsBaill ce B MBbPBUTE 2 CEAMHUIIM Ha JICUCHHUETO C
IPUNIONIOIO0HN CHUMITOMH — TeMIIepaTypa, HEepas3MoJIoKeHne W MoBpbinaHe. Hexxenanure
peaKIyy ce U3pa3siBar B JICBKOIICHUS, aHEMUS, TPOMOOILIMTONICHHSI M XETIaTUT, MTOPAJN KOETO
€ HeoOXOJIMMO H3CJIC/IBAHETO Ha ITbJIHA KPhBHA KAPTHHA M YEPHOJIPOOHA (PYHKIUS TpEIu
3all0YBaHe Ha JICYCHUETO, CJIe]] KOETO CEIMHYHO 3a ITbpPBUTE 4 CEIMHIM, Ha 3 Mecela B
IbpBaTa TO/AMHA, CIIEA KOETO Ha 6 Mecera. YBEIMUECHHETO Ha YEPHOAPOOHHUTE €H3UMH Ce
HOpMallM3upa ClieJ HaMalsiBAHE Ha J103aTa, JIOKaTO MEPCUCTHPAIIUAT XEMaTUT WIN
MaHKpPEaTUT ca MHAUKAIMS 3a CIIHpaHe Ha MeauKkaMeHTa. Azathioprine tpsioBa n1a ce Hamaiy,
KOraro JjeBkouuTuTe cramsar mox 4 x 10°/L u na ce CIIpe MpH crajane noxg 3 x 10%/L. [Ipu
MAIMEeHTUTE, 3all0YBAIlY JICYCHHE ¢ azathioprine e >kenarenHo W3CleABaHE 3a TeHETHYCH
BapuaHT Ha eH3uma TtuonypuH C-meruntpancdepasa (TPMT), koiiTo uHaKTUBUpa
azathioprin. Ilpu reHeTUYHO HUCKO HMBO HAa CH3UMa € BH3MOXKHA TEKKA MHEIOCYIPECHBHA
peakius, Mopaau KOeTo Te3W MallMeHTH He TpsAbBa na ce yiekyBaT ¢ azathioprin. Hskomn
NalMeHTH, TPH JIBITOCPOYHO JiedeHue ¢ azathioprin, pa3BHBaT KOXKHH XHIIEPKEPATO3H U
KO>KHH TYMOPH, KOETO Hajlara nmepronJHaTa OlleHKa Ha ChCTOSHUETO Ha KOXKaTa.
Cyclosporin e uMyHOCyTIpecuBeH areHT, KOiTo motrcka T-kieTbuHata QyHKIUS Ype3
MHXHOWpaHe Ha KalllMHEeBpUHHaTa curHaim3amus. EdukacHocTTa My mpH JeuyeHUE Ha
MHUACTEHUS TPaBUC € MOTBBPACHA B MAJIKO PAaHIOMH3HPAHO MPOYYBaHE, HO ca HEOOXOAUMHU
TOMBIIHUTEITHH TI0-MamaOHu n3cienBaHus. B mpoyuBaHe rpynara manueHTH, JEKyBaHU ChC
cyclosporin, € moka3zajia noJoOpeHue B MyCKyJIHaTa CHJIa M HaMaJsiBaHEe HA TUTHPA HA aHTHU-
AChR anTHTENa, B CpaBHEHHE C KOHTPOJIHA TPpyIla MalnueHTH. JIeueHneTo 3amousa ¢ 1034 OT
3-5mg/Kkg, paznenenu B 1Ba npuema. [logodpenue npu euenue ¢ Cyclosporin ce HaOmo1aBa
mo-0bp30 — Hai-uecTo B pamkuTe Ha 4-8 ceamuid. Cren MOCTUTAHETO My Ce€ 3alodvBa
HamassBaHe Ha jo3ata j0 2-2,5 mg/kg B nBata otaennu npueMa. Hexxenanute peakimun oT
JIeYeHHEeTO ca ToBedye, B cpaBHeHHe c azathioprine. Te BKIIOYBAT ONOPTIOHHUCTUYHHU

UHEKINH, MUEIIOCYTIPecHsl, XUIepTpodus Ha BEHLUTE, raCTPOMHTECTUHAIHN HapyIICHUS,
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HEe(POTOKCUYHOCT C XUIEpKaIMEeMHUs M apTepuanHa xumneproHusa. Hsxom cneunmpuunn
CTpPaHUYHM pEaKLUU ca TPEMOpP, CHIKEH ENWIECNTUYEH Mpar U psSAKO Bb3HUKBAHETO Ha
oOpatuma 3ajHa JeBKoeHIedanonaTus. ToBa, 3aeJHO C MHOXXECTBOTO B3aUMOCHUCTBUS C
JpYyTH JIEKapCTBa, MIPABU JIEYEHUETO C cyclosporin orpaHMuYeHO 3a MalbK OpOi MallMEHTH C
MI', mpu Heycnex Ha Tepamus ¢ Ipyru Jekapcra. JKenmaTeneH € mepuoguyeH KOHTPOJ C
u3cieBaHe Ha JIEBKOIIUTUTE, YepHOApOoOHAaTa U ObOpeuHa QyHKIHS.

Mycophenolate mofetil ¢ umyHOCynpecuBeH MeIMKaMEeHT, KOWTO MHXUOHMPA CUHTE3a
Ha IypUHOBHUTE HYKJIEOTUAU U HapyllaBa CEJIEKTUBHO Npojudepanusara Ha JTUMQPOLUTHTE.
JIBe paHIOMHM3MpPaHH IPOYYBAHUS HE Ca YCTAHOBWIIN JIOIIBJIHUTEHA 1Tos13a Ha Mycophenolate
mofetil karo MoHOoTepanusi cupsimo prednisolone wim karo cTepouI-mALAIl MEAUKAMEHT.
Haii-BeposiTHO HeraTuBHUA pe3yJTaT C€ ABJDKM Ha JW3aiiHa HA NPOYYBAHUATA, Th KaTo
MHOYKECTBO MO-MaJIKU APYTH Ca I'o MOCOYMIM Karo e(uKaceH Npu HNalMEeHTH C MUACTEHUS
I'PaBUC, BKIIFOUUTEIHO C TEPaAeBTUYHO-PE3UCTEHTHO MTpoTHYaHe. [lommycka ce U3M0a3BaHeTo
Ha MEJMKAMEHTa NpU HETOJEepUpaHEe WM JIUIICA Ha OTrOBOp IpH JieueHue ¢ azathioprine.
Jleuennero 3amoyBa c 103 ot 500 My/nHeBHO ¢ mokauBane 10 1,5-2 g/nueBHo. EdextuBHOCT
HacThIIBa ciex 2-3 Mmecella, ¢ MakcuMaiHa noji3a cien 6-18 meceua. Enqno mpoyuane e
ycraHoBuiI0, 4ye Mycophenolate mofetil e epekTuBHO CTepoHA-IIANANIO CPEACTBO U MPH
IBITOTOIUIIHA Tepanusl Ha ouyHa opMa HAa MHACTEHHs rpaBuc. [Ipu Hero moagbppikamara
no3a ¢ 6wia 1 g/nHeBHO. CTpaHUYHUTE peaKIMd OOMKHOBEHO Ca JICKHM M PSIAKO MOoraT Ja
BB3HUKHAT MHUEJIOCYIPECUS] U XEMaTOTOKCHUYHOCT. JKenaTenHo € mpociensBaHe Ha IbIHA
KpbBHA KapTHHA IIPYU 3all04YBaHE Ha JICYEHUETO, CJIE] KOETO CEAMMYHO 3a YETUPH CEAMMIIH,
ClIe]] KOETO JIBa ITbTH MECEUYHO 3a J[Ba Mecella, Ce/l KOETO MECEUHO 3a IIbpBaTa rojivHa 1 Ha
BCEKH 6 Mecella cieJl TOBa.

Methotrexate e umyHocympecop, koiito naxudupa cuatesa Ha JJHK, PHK u npotennn
U BOJM JI0 HAMaJsiBaHe Ha mposndepanusaTa Ha auMdoruTute. Belpeku ye npoyyBaHHsTa
OTHOCHO e(prkacHoCTTa Ha methotrexate npu JiedeHre HAa MUACTEHUSI Ca OCKBIHHU, OPATHUST
methotrexate moke aa ce TPWIOKHU KAaTO CTEPOUI-INAJAAIIA Teparnus MPH TMAlMeHTH C
reHepajJ3upaHa MUACTEHUs TPaBHC, KOUTO HE TOJEpUpaT WM HE OTroBapsAT Ha APYTH
CTepOUI-LIAJAIIN MEAUKAMEHTH ¢ MO-100bp KiMHU4YeH npodui. Jleuenue ¢ nosum 7,5-25
mg/cenmMuuHO, B KOMOMHamus ¢ ¢ojueBa KHCEIHMHA, € MOoKa3alo e(UKacHOCT KaTo
MMYHOCYTPECUBHA Tepanus Ha BTOpa JIMHUS 3a JieueHue Ha Mmuactenus. [lopaau mo-mankoro
B3aUMOJICHCTBHS C JIPYTH JiekapcTBa, methotrexate ce mpeamounrta mpen cyclosporin mpu

BB3pPaCTHU IMOJIUMOD 61/II[HI/I MMaluCHTH.
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Cyclophosphamide e cunen cynpecop Ha B-nmumdonnuTHaTa akTHBHOCT M CHHTE3a Ha
aHTHUTENa, a BbB BUCOKH 103U uMa edekr u BepXxy T-numdporutute. Panmomusupano
MPOYYBAHE € YCTAHOBUJIO 3HAYMMO TOJOOPCHHE B MYCKYJIHATa CWJIa M M3MOJI3BaHE Ha TO-
HUCKA J103a KOPTHUKOCTEPOHJI NPHU MAIMCHTH, NpPUEMAIld JBaTa MEIUKaMEHTa, CIIPSIMO
wranebo Tpymna, MpUeMania camMoO KOPTHUKOCTepOWA. BEHO3HOTO NpHIIOKEHHE Ha
cyclophosphamide mo3BonsiBa HamansBaHe Ha Jo03aTa Ha KOPTUKOCTEPOHWIUTE, Oe€3
BIIOIIABaHE B MYCKyJTHaTa cuiHa. [lopagy BHCOKHS PUCK OT TOKCHYHOCT, BKIFOUBAII
CyIpecusi Ha KOCTHUSI MO3bK, OTIOPTIOHUCTHYHH HH(DEKIINU, TOKCUIHOCT Ha TUKOYHUS MEXYD,
PHICK OT Bb3HUKBaHE Ha HEOTIA3U1, MEJMKAMEHTHT CE U3IT0JI3BA TIPH MMAIUCHTH C MUACTCHUS
IpaBHC, KOUTO HE TOJICPUPAT WIIK HE OTTOBAPAT Ha TEPaIvs ChC CTEPOH I TUTIOC azathioprine,
methotrexate, cyclosporin u mycophenolate mofetil.

Tacrolimus wuuxuOupa mnponudeparmsta Ha aKTHBUpPaHUTe T-KICTKH, dYpe3
KaJl[MHEBPUHHATA CUTHaNu3auusa (1mogoO6HO Ha JeiictBuero Ha cyclosporin). Hskonko
MIPOYYBAHMS Ca YCTAHOBWIIM KIIMHUYHA T10J132 OT MeKaMeHTa (3-5 MQ/AHEeBHO) MU JICUCHUE
Ha TEparieBTUYHO-PE3UCTCHTHA MHACTEHUs TpaBuc. [lopaam CXOIHOTO CH JCHCTBHE KaTO
cyclosporin, CTpaHHYHHUTE JICKAPCTBEHU PEAKIMH ChHIIO Ca CXOJHH W Ca CHIIHO J[030-
3aBucuMH. Tacrolimus e Hedpo- U HEBPOTOKCHYEH M B3aMMOJICHCTBA C MHOKECTBO JIPYTH
JIEKapcTBa.

Rituximab e antu-CD20 MOHOKJIOHAIHO aHTUTSIIO, KOETO BOAU 1O HaMajsiBaHe Ha B-
mumbonutute. V3nom3Ba ce mNpu TNAUEHTH, KOUTO Ca PE3UCTEHTHH Ha CTaHJIapTHA
MMYHOCYTpECHs, B Ba pekuMa — 375 Mg/m?/ceIMUUHO 3a 4eTHPH TTOCITIEI0BATETHN CEIMMUIIM
i o 1 000 mg Ha bpBH 1 TTeTHaAeceTH JcH. [loBedeTo manueHTn ce HyKIasaT OT oBeye
ot 1 xypc Ha nedenue. [lopaau nurca Ha yCTAHOBEH MPOTOKOJ PEIICHUETO 3a IMOBTOPHU
KypcoBe ce B3MMa Ha 0a3a Ha KIMHUYHOTO HaONIOJIeHHWE W U3cle/lBaHe Ha B-kineTbuHaTa
cyonomynanus. MexIyHapoJIHUTE MPENophKYU ca B M0J13a Ha 3all0UYBaHe HA PAaHHO JICUYEHHE C
Rituximab npu manmentn ¢ antu-MuSK aHTHTENna, KOUTO MMAT HE3a0BOJIUTEIIEH KOHTPOI
clie]] MbpBOHAYAIHATa UMYHOCYIIpecus. E(QUKacHOCTTa B NIPOYYBAHUS TPHU TEPAITEBTUIHO
pesuctenTHa aHTH-AChR MuacTeHus rpaBuC € HeCHT'ypHa, HO JjedeHue ¢ Rituximab ce
MpreMa KaTo OMIUS aKo APYTHd MEAUKAMEHTH He Ce TOJIEpUpAT A00pe WK He ca I0CTaThYHO
epexTuBHM. JloKjazmBaHW ca TPH  Clydas Ha  T[POTPECHMBHA  MyJTH(OKATHA
neBkoeHledanonaTusl MpU MAalWEeHTH Ha JjedeHue c¢ Rituximab wu mnpexamecTsaio
UMYHOCYTIPECUBHO JICYCHHE C IPYTH MEIUKAMCHTH.

Eculizumab e moOHOKIOHATHO aHTHUTSIO, KOETO CE€ CBBp3Ba KbM mporeuH C5 u

npeaoTBparsiBa AKTUBUPAHCTO Ha KOMIUIMMCHTA. PaHI[OMI/ISI/IpaHI/I IIpoyuBaHud Ca
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YCTaHOBWJIM TOJ3U IPH JICYEHUE Ha MALUEHTH C TepalneBTHUYHO-PE3UCTEHTHA MUACTEHUS
rpaBuc. [IpemoppuBa ce 3amouBaHe Ha JjedeHue ¢ Eculizumab, npu TepaneBTUIHO
pe3uctenTHa, ¢ HanuuHu aHTu-AChR anTuTena, reHepanu3upaHa MHACTCHHUS T'PABUC, CIE]
Heycnex C Apyrd MMYHOCYNPECHBHU MeIuKaMeHTH. [Ipenn 3amouyBaHe Ha JIEYEHHETO €
XKEJaTeJIHO B HE I0-KbC OT JBYCEIMHYEH IIEpUO] J1a Ce€ IPOBEAE BaKCHHAIMs INPOTUB
MEHUHIOKOKOB MEHMHIUT. HeoOxoaumu ca AONBIHUTEIHY IPOYYBAHUS 3@ YCTAaHOBSIBAHE Ha
IIPOABJDKUTEHOCTTA HA TEpanusiTa, HE00X01MMa 3a JOCTUTaHE U NOIbpXKaHE Ha KIIMHUYHA
e(pEeKTUBHOCT, KAaKTO W IPOYYBaHMS BBPXY pa3jiMyHa OT TEparneBTUYHO-PE3UCTEHTHA
MHUacTeHUs (Hamp. KpU3M Ha 3a00JI1BaHETO, KaTO HayaJleH MEAMKAMEHT IPU TE€PareBTUYHO
He-pe3ucTtenTHa MI).

Tumexmomus TpsAOBa 1a ce€ MPUIIOKH MPU MOYTH BCUYKU NALUEHTH ¢ TUMOM. Beuuku
NAIMeHTH Ha KOUTO UM NPEACTOM THUMEKTOMHs TpAOBaT Ja MMar cTabuJIeH KOHTPOJ Ha
MHACTEHHUTE CUMITOMM, TIOCTUTHAT NEPUOINIEPATUBHO C IIPABUIHO JeueHue. [lpu nanuenTu
c renepanmsupana MI' u Hammunu antu-AChR antuTena, Ha Bp3pact mexnay 18 u 50 roaunw,
TUMEKTOMUSATA € JKEJIATEeJIHO /1a C€ NPUJIOKU B PAHHUTE €Tany Ha 3a00JIsiBaHETO, KaTo ce
pazuMta Ha NOJOOpPEHHME B KIMHUYHUS U3XO0J M HaMalsBaHe Ha HYXIUTE OT
MMYHOCYIIPECUBHO JICU€HHE, KaKTO U HY’)KJaTa OT XOCIUTAJIM3alus NpU ek3alepoOanus Ha
3abomnsBanero. [lom3uTe OT TMMeKkTOMHs Tpu THanueHTH Hax S50 roaMIIHAa BB3pacT U
JBJITOTOJTUIIIHA IaBHOCT Ha 3a00JIIBaHETO € BCe olle criopHa. Hakou npoy4yBaHus ca OTKpHIN
JBITOTO/IUIIIHA 10132 cJie]l TAMEKTOMMS IIPU MalMeHTH ¢ OYHa (hopMa Ha MHUACTEHHsI TPaBUC
n a"HTu-AChR aHTHTena, KakTo M HaMalsBaHE Ha 4YecTOoTaTa Ha TIeHepalu3upaHe Ha
3a0ongBaHeT0. BbIpeku ToBa HEe ce MpenopbuBa THUMEKTOMHUSA NpU O4YHA ¢opMmMa Ha
3a00JI1BaHETO, OCBEH P MOJ0paHU NAMEHTH C TepareBTUUHO-PE3UCTEHTEH X0A. [lanHuTe
OT JauTepaTypata cpen nanueHTH ¢ aHTU-MuSK MIT He ca ycTaHOBMIM MON3U OT
THUMEKTOMUSATA, OPaZAN KOETO TS HE € MOAXOASIA 3a TAX. PETpoCIeKTHBHO NpoydBaHe €
MOKA3aJi0 CXOJHU pEe3ydTaTh cjell TUMEKTOMMsI MpU 3-TOJUIIHO NpPOCIEsBaHE IpU
nanueHTH ¢ aHTU-AChR anTuTeNna u npu antutsano-HeratuBHU. [logoOpenue nim pemucus
clIe]] TAMEKTOMHUS ca IMOCTUTHATU NIpH 57% OT aHTUTANO-HEraTUBHUTE U nipu 51% oT aHTH-
AChR mno3uTHBHM mTalnMeHTH. Bbhopeku mumcata Ha paHIOMU3HMPAHU TNPOYUBAHUS,
TUMEKTOMUSATA MOKE J1a C€ MPUII0KH MTPU MAIIMEHTH 0€3 OTKPUTU aHTUTEA.

TpaHccTEepHATHUAT IOCTHII 33 TUMEKTOMHS CE€ W3MOJI3Ba IIMPOKO, HO B IOCJIETHO
BpeMe II0-MajJKO HWHBa3MBHHUTE TMpPOILEIypU KaTO TOPAKOCKOICKa M poOOTU3HMpaHa
TUMEKTOMMS, HAaBIU3aT B KIMHUYHATA NpakTuka. IIpenopekure ca 3a mM3non3BaHe Ha IO-

MaJIKO HHBAa3WBHUTC TCXHUKU, ThH KaTo T€ ca J0Ka3aJll CXOJHU pe3yiiTaTu C NO-arpCCUBHUTE.
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[IpemaxBaHeTO HAa TUMOMA C€ W3BBPILBA C LIEJ IPEMaxBaHE HA TYMOpa U MOKE J]a HE JI0BEJIE
no nmogoopenue Ha MI'. I{smaTa TuMycHa *xJie3a TpssOBa a ObJie OTCTpaHEeHA 3a€/THO C TyMOpA.
[To-HaTaTHIIHOTO JICYCHNE HA THMOMA 3aBUCH OT XUCTOJIOTUYHATA KIacH(PHUKAIUS U CTCTICHTA
Ha XHpypruyHa exkcumsus. HembiaHo pesenupaHute THMOMH TpsOBa Ja ce JIEKyBar clej
oreparys ¢ UHTePAUCHUIUIMHAPEH MOIX0 Ha JIeueHue (Jrpuerepanus, xumuorepanus). [lpu
MAIMEHTH B HANpeIHAIa Bh3PacT WM MOJUMOPOUIHH MAIUSHTH ¢ TUMOMA MPU TTOAXO/ISIIT
KIIMHUYCH CTaTyC MOeE Jia ce OOMUCIIH MaJraTUBHA JThueTepanus. Mallku THMOMH MOTaT Ja
ObaaT npocieaeHu 0e3 JeueHne, OCBEH aKo He Ce YBEIHYaT WM He CTAaHAT CUMITOMATUYHH.

Ilooovporcawyu  mepku. Bbrnpeku numcara Ha yOeIWTEIHH JOKa3aTeJICTBa B
JUTEeparypara, ce mpearoiara mojJoKUTeNIeH eeKT BbpXyY 3a00JBaHETO OT pelylupaHe Ha
TEJICCHOTO TErI0 W MoauduKamus HAa JHEBHaTa akTUBHOCT. CKOpOINHO TPOYYBaHE €
MOKa3ajo A00bp ToJepaHc, NOJ0OPEHO Ka4eCTBO Ha JKUBOT U MOJ0OpPEHa MYCKYJIHA CUJIa TIPU
MalUMEeHTH C JIeKa CTEeNeH Ha 3a00JsIBAaHETO, MOAJIOKEHM Ha KOHTPOJHMPAHU TPEHHPOBKU
CPaBHEHU C TaKWBa, MOMJIOKEHU CaMO HA CTaHIApPTHO JjedeHue. Hsakonko mokianga ca
MOCOYMJIM TIONI3M OT YIPAKHEHHS 3a JUXaTelHaTa MycKyjaTypa. BaxHo 3HaueHwe uma u
OecenaTa ¢ MalyeHTa BbPXY €CTECTBOTO Ha 3a00JIsIBAHETO, IPOMEHUTE B HAUMHA HA KHUBOT,
BB3MOXHUTE HAYMHH Ha JICUCHUE, KAKTO U Bb3MOKHHUTE €()eKTHU HA TIPUEMaHU MEAUKAMEHTH
M CyOCTaHIIMM BBPXY XOJa HA MHACTEHUsATA (MEAMKAMEHTH, KOUTO Morat aa BiomaTt MI™ u
QITEpHATUBHU MEAUKAMEHTH - TIPHIIOKEHUE 1).

Hosu mepanuu. Bbnpekun uye HWMYyHOCYNPECHBHHUTE areHTH ca e(QEKTUBHU MPHU
MoBeYeTO ManueHTu ¢ MI', MHOTO OT TSX ca CBBbP3aHH C ABITOCPOYHH CTPAHUYHU €(PEKTH,
4YecTO HEMOHOCHMMU 3a nanueHtute. OT Apyra crpaHa € HEOOXOAMMO JIBJITO BpeMe, 3a Jia
nocturHat epekTuBHOCT. C HampeabKa B TPAHCIAIMOHHUTE U3CIEBAHUS U Bh3MOXKHOCTTA
3a pa3paboTBaHe Ha HOBH JIEKapCTBa CE€ JIOCTHUTA JIO MO-HACOYCHH TEPAleBTHYHU CPEJCTBA,
KOUTO MOrar Jia mpoMeHST Obaemiero Ha jedeHuero Ha MI'. Hskou ot uscienBanute B
MOMEHTa MEIMKAMEHTH BKJIIOYBAT WHXUOUTOpPH Ha TepMHuHAIHMS KomruieMeHT C5, Fc
pelenTOpHy MHXUOWUTOpHU, areHTH 3a u3uepnBaHe Ha B knerkure (antu CD19 u 20 u
MHXHOUTOpU Ha (akTopa 3a aKTUBHpAHE Ha B-KIETKUTE), MPOTEO30MHU HHXUOUTOPH,
Tepanuu, 6a3upaHu Ha IUTOKWHU U T-KIIeTKU (XMMEepHa aHTUTEeHHA penenTopHa T-kieTpyHa
Tepanus), TPUIOKEHHE Ha TMOAKOXKEH UMyHOrnoOynuH. IloBeueTo OT Te3W HOBU
MEIUKaMEHTH MMAaT MPEIUMCTBA TMpej] KOHBEHIIMOHATHOTO UMYHOCYTPECUBHO JICUEHHE 3a
MI' nmo oTHomIeHHWE Ha MO-OBP30TO HAYaJIO Ha JEWCTBHE, OJarompusareH npodui Ha

CTPAHUYHHUTC C(I)CKTI/I 1 NIOTCHIIMAJIa 3a TpaﬁHa " OBJITOCPpOYHA pCMUCHS.
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MuacTeHusi rpaBuC U OPeMEHHOCT

Hayunara nuteparypa € OCKbJIHA M HE MOXeE Jia J1aJie OCHOBAaHUE 3a MPEMOPbKH Ha
0a3ara Ha KIMHUYHU npoy4yBaHusa. CuuTa ce, 4e MUACTEHUSATa HE Ce€ BIOIIABa MO BpeMe Ha
OpeMEeHHOCT, HO I0-4eCTO ce HabromaBaT ek3alepOauuu ciel paxkaaHeTo. MwuacreHus
IpaBUC Ce Cpella PAIKO, TOPaIu KOETOo JIMICBa crienuduyHa nHdopMalus 3a MeAUKaMeHTHUTE
o BpeMe Ha OpeMEeHHOCT. MHOro OT JaHHUTE ca EKCTPANoJUpaHd OT MPOyUBAHHS 3a
ynoTpeba Ha HMMYHOCYIPECAaHTH MpPU JPYyTd ABTOMMYHHH 3a00NsBaHUS O BpeMe Ha
OpEMEHHOCT.

Ilpeou bpemennocmma MallUEHTKUTE B I€TEPOIHA Bb3PACT CJe/[Ba J1a C€ MOCHhBETBAT
C JIEKYBAII[Us CH HEBPOJIOT U J1a MOJTy4yat WH(OpMAaIKs 3a JISYUSHUETO 110 BpeMe Ha OPEMEHHOCT
Y Bb3MOXKHHUTE CTPAHUYHH €(eKTH OoT Hero. ONTUMaiHo € OpeMeHHOCTTa J1a Ob/ie TUIaHupaHa
MpH cTabUIM3UpaHa MUACTeHUsI. AKO ce 00CHkK/1a TAMEKTOMUSI, IIPABHITHO € TS J1a Ce TIPOBEe
npenu OpemeHHocTTa. TpsOBa fa ce ompeenu ChbCTOSHUETO Ha IIUTOBUAHATA XKIiIe3a Mpean
3a0peMeHsIBaHETO, KaTo CJIE/IBA JIa CE IOCTUTHE eyTHpouieH craryc. [larmuentkure TpsiOBa na
MOJy4yaT WHCTPYKLUMH Ja He TMPEeKbCBaT JeicTBamara MMYHOCYIPECHBHA Tepamus |
pyridostigmine o Bpeme Ha OpemeHHOCT. [Ipu mianupane Ha GpeMEHHOCT € YMECTHO Jia ce
n30srBaT MeIMKaMEHTUTE C U3BeCTeH TeparoreHeH edekt (methotrexate u mycophenolate
mofetil). Ako Te He MOTaT J]a Ce CIpaT € yMECTHO Ha KSHUTE J1a ce J1ajie HHPOpMAIUsI OTHOCHO
pHCKa 3a TUI0/Ia M HEOOXOIMMOCTTA 32 KOHTPAIICTIIIHSI.

Ilo epeme mHa OpemennHocmma JTEUEHHETO CIIeIBA Ja C€ OCBUIECTBSIBA OT
MHTEPANCIUILTMHAPEH €KUIT BKJIFOYBAIL] HEBPOJIOL, JIMYEH JieKap, THHEKOJIOT U aHECTE3HOJIOT.
BpemennuTe CcbCc craOmiiHAa MHACTEHUs Hal-4eCcTO HsAMAaT BIOIIABAHHWS MO BpeMe Ha
OpeMeHHOCTTa U paxaaHero. [lanmenTkure TpsOBa 1a ObaaT HHGOPMUPAHU J1a HE IPOMEHST
TepanusTa cu 1 4e ynorpebara Ha prednisolone, azathioprine, cyclosporine u pyridostigmine
e Oe3omacHa 3a TIX W 3a 1wiona (tabn. 1). Koprukocrepounure ca MMyHOMOAYIUPAIIO
cpenctBo Ha u3b6op. XKenmarenHo e mpu HeoOXoAMMOCT aa ce mpriarat camo npes I u 111
TpUMECTBP, B O-HUCKHU A03U. B EBpona azathioprine ce npeamnucsa mupoko Ha OpeMeHHU U
€ HEeKOPTUKOCTEPOHIeH UMyHOCympecop Ha n360p. B CAILl chbusaT MeAMKaMEHT ce CUMTa 3a
BHCOKO PHCKOB M He ce mpuiara. [laiueHTkure ¢ HerlaHupaHa OpeMEHHOCT Ha JIeYeHHE C
methotrexate u mycophenolate mofetil TpsO6Ba na 3HasT 3a TeparoreHHHA edekT Ha
MEIMKaMEHTHTE M 4e He TpsOBa Te Ja ce CIHpar PsS3KO TOpaId PUCK OT BIIOIIaBaHe, Oe3 Ipu
TOBA J1a MOXKe J1a Ob/ie n30erHaT TepaTOTEHHUAT UM €(EKT.

Tupounanara ¢pyHkuus TpsiOBa Ja ce MpOCIEAU MO BpeMe Ha paHHaTa OPEMEHHOCT,

0COOEHO aKo HE € H3CJICABaHa IIPCABAPUTECIIHO.
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bpemennute ¢ MI' TpsiOBa BHUMATETHO JIa C€ MPOCIEAsIBaT 3a UHPEKIINH, 0COOCHO Ha

ypUHApHUS TPAKT U IPU HAJIMYKME HAa TaKKUBa, TPAOBA BEAHAra Jia c€ JEKyBaT ¢ aHTUOMOTHIIH.

HaHI/IeHTKI/ITe H JICKyBalllugd CKUII TpH6Ba Aa pasnojiarat ¢bC CIHUCBK 3a MCIHUKAMCHTUTC,

KOMTO MOTar jJa Biomar myasthenia gravis.

YMecTHO € poBeKIaHe Ha CKeHep Ha uioga Ha 12-ta u 20-Ta rectallmoHHa CEAMUIIA.

Crnen 24-ta recralyioHHA ceIMUIlA TPsOBa N1a ce CIEIAT JABIDKEHUATA HA Iuiona, a 2-4

CCAMUIM MPCAN PAKAAHCTO Ia CC YCTAHOBH pasMEpa Ha MaTKara — 3a IMOJIUXUAPAMHUOH U

noaBrHOCT Ha (peryca. [Ipu manmentku ¢ MI psiiko ce cperia Kato ycaoKHEHHe Ha I10a

aptporpumno3a. [Ipu Hanuure Ha OPEMEHHOCT C apTPOrpuIo3a TpsiOBa aKTUBHO J1a C€ ThPCU

MHACTEHHUS Yy Mailkara.

Tabmuma 1. CurypHOCT Ha MeTUKaMeHTUTE 3a Jedenne Ha M1 ipu OpemMeHHOoCT U

KBbpPMCHE
MenukameHT Hexenanu peakiuu 3abenexka VYrorpebda VYrorpeba
npu npu
OpeMEeHHOCT | KbpMEHE
Pyridostigmine | He ca noxiagBanu O6wuuaiina ynorpeba. Ja a
Morar na ce 06CchIsT MO-
YEeCTH MPUEMHU.
Prednisolone JluncBar yoenuTeHu VYrorpeba B Muaumanan | [a a
JAaHHU 32 JTUIEBO- BB3MOXKHU J03H.
YeIOCTHU AKTHBHO ThpPCEHE HA
MaspopMaIvH. reCTallMOHEH JIUa0eT.
[ToBuiIeH puck ot
recTalMoOHEH THaleT,
XUTICPTOHUS U
nH(peKIun
Azathioprine JleBkOoTICHUS Ob6wuyaitna yrorpeoa. Ha na
MounuTopupane Ha
JIEBKOLIUTH U
YepHOAPOOHHN EH3UMHU
Cyclosporine/ IToBuieH puck ot OO6uyaiina ynorpeoa. Ha hit|
Tacrolimus recTaioHeH quadeT MonuTtopupase Ha
P TaKPOJIUMYC TIEBKOIINTH,
YepHOAPOOHH, KpeaTHHUH
" qualer.
Mycophenolate | Teparorenen puck Cnupane Ha nedenuero u | He HEW3BECTHA
mofetil n3uucieH a0 25% 3amo4YBaHe Ha APYro IO

BB3MOXKHOCT IIpEaN
opemenHoctrta. He ce
CIUpa PSI3KO MPHU
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HEIlJIaHUpaHa
OpEeMEHHOCT.

Methotrexate Tepatorenen puck IIepuon Ha ouncrTBaHe He HE
n3uucieH Ao 15 - 20% | npeau OpemeHHOCT — 3
mecena. He ce cniupa
PA3KO IpU HEIUIaHWpaHa
OpEeMEHHOCT.

NutpaBenoszen He ca noxmaaBanu Ha na
UMYHOTJIOOYJIMH

3a pascoanemo cneiBa Ja ce MOACUTYPST MOAXOAAIIU YCIOBHSI C BB3MOXHOCT 3a
WHTCH3UBHU TPHKU 32 MaiikaTa 1 0€06eTo — THHEKOJIOT, aHECTE3U0II0T, HEOHATOJIOT, HEBPOJIOT
Ha pasnoioxeHue. llpum xeHute chC cTaOWiIHa MHACTEHHS TpsAOBa Ja Ce€ MpEarodeTe
BarMHaJIHO pakaaHe. Lle3apoBo cedyeHue ce MmpeanpremMa camo Mo aKylIIepCKH MOKa3aHHs.
XKenure TpsabBa na mpombKaT mpueMa Ha pyridostigmine mo BpeMe Ha pa)KIaHEToO.
[TanmeHTKUTE, KOUTO IPUEMAT XPOHUYHO cTepouau (>7,5 n <15 mg), € yMecTHO J1a ojryyar
3a PaXKIaHETO CTPEC-/103a KOPTHKOCTEPOUI.

MHOro OT aHEeCTeTHIMTE, KOUTO CE€ MpueMar 3a MPOTHUBOMOKA3aHH, MOTaT Ja ce
ynotpe0sBaTr 0e3 mpoOieM MpH MOAXOASIIO MOHUTOpHpaHe. Bbopeku ToBa, Korato e
BB3MOXKHO C€ MPENNOYHnTa eNuaypajHa/CliHaNHa, npen obma anecte3us. CraHmapTHa
MpakThKa 3a obma aHecteswss € yBoh ¢ thiopental umu propofol, mocmenBanu ot
JEeNosIpU3Npal] MYCKyJIeH pelakCaHT 3a HWHTyOamusaTa. AHecTe3usita ce MOIAbpKa C
WHXaNAIMOHHU aHEeCTeTUIM M OmuouaAu. l[lanMeHTkuTe ca MHOTO YYyBCTBUTEIHH KbM
HEJICTOJISIPU3HPAIIIITE MYyCKYITHU PETTAKCAHTH, KOUTO TPOBa J1a ce MpHiIarar B O-HUCKH 1031
1 Ja ce u30sTBaT 1o Bb3MOXKHOCT. TpsiOBa /1a ce n30srea ynorpedara Ha MarHe3ueB cyidar 3a
npodunaktuka Ha exnamrcus. [Ipu Hanmuyre Ha eKIaMICHs C I'bpYOBE, MarHe3uen cyndar
clieqiBa Jla ce Mpuiiara ¢ MOBUIIEHO BHUMAHUE U MPU HAJIWYUE HA YCIOBUS 32 UHTyOAlMs U
BEHTHJIAIHSL.

[Tpm marMeHTKy ¢ MUACTEHHS TPsAOBa BUHATH JIa C€ MMa TPEIBHUJ, Y€ ChIICCTBYBa
BB3MOXKHOCT 3a npexoona Heonamanna MI', HE3aBUCUMO OT TEXeCTTa Ha 3a00JIBaHETO Ha
Maiikata. 3a00JIIBaHETO C€ XapaKTepu3Hpa C XUIOTOHHUS, MYCKylHa cinaboct, OynbapHa u
JMXaTeTHa HEeJI0CTAaThYHOCT, TOPAJIH KOETO PAXKIaHETO TPsIOBa J]a Ce OCHIIECTBSABA B KIIMHUKU
C BB3MOYKHOCT 32 HEOHATAIHA PECyCIUTAIIHS.

Cneo pasxcoaremo.

Cvcmoanuemo na maiikama TpsiOBa BHUMATEIHO J1a C€ MPOCIeNsBa, Thil KaTo clex

paXJaHEeTO MOXKE Jla HACTBhIM BJIOLIABAaHE, OCOOCHO NMPHU XUPYPrudyHa MHTEPBEHIUS WM
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Hanmnuue Ha nHeknus. [Ipu nanuentku ¢ MI™ TpsiOBa na ce HachpuaBa KbpMEHETO, KOETO HE
€ MPOTUBOIIOKAa3aHO MpH npreM Ha prednisolone, azathioprine u pyridostigmine.

Cvcmosanuemo Ha dememo MOXKE J1a BIIOIIN YaCOBE JI0 HAKOJIKO THU CJie] paXJaHETo,
CbC CHMIITOMHUTE Ha MpexoJHa HeoHaTalHa MuacTeHus. CHCTOSIHHETO HE KOpeaupa ¢
TeKeCcTTa Ha OoyiecTTa Ha Malkara. YMECTHO € MOHHTOpHpaHe Ha OebOeTo 3a OynbapHH U
JMXaTeTHW OTKJIOHEHUS 3a okojo 2-3 nuHu. Haii-BHUMarenHoO cienBa jJa ce MpocieasBar
neuata Ha maiikute ¢ MUSK ¢opma va MI, Thii kaTo npu 15X ce HaOto1aBaT Hall-CepHO3HU
HapyuieHus. Yectorara Ha HEOHAaTaIHa MUAcTeHUs € Mexay 9 u 30%.

Jleuennero Ha HeOHATaJIHAaTa MHACTEHUS € MOAAbPIKAII0 — HA30racTpaliHa COHJA 3a
XpaHeHe u IpreM Ha pyridostigmine 1 aJIeKBaTHO MOAIbpPKAHE HA auiaHeTo. [Ipu mo-Texku
cllyyal MOXKE Jla ce OOChIM MPHIOKEHHWE Ha MMYHOBEHHWH. TpaHc(]y3HMOHHOTO JieueHue
clie[[Ba Jla ce Mpuiara camo Mo U3KIIOYeHHE MPU MHOTO TeXKHU ciydau. [IpoBexaanero Ha
EMI u3uckBa crienuaiHyd YMEHHS U € TPYAHO MPUIOKHMO, HO OCTaBa €UHCTBEHHUIT METO]
3a IMAarHOCTHKA B HEOHATAHUS TIEPHOI.

Brrpekn ue HeoHaTamHaTa MHACTEHUS KaTo ISUTO € MPEeXo/Ha, Mpu OedeTa Ha MaiiKu
C aHTUTeNa KbM (DeTaTHHs allEeTUIXOJIMHOB PELENTop, MOXKE Jla c€ pa3BUe MPOIbIDKUTEIHA
MHUOMATHUs ¢ BesioapUHTeanHa HeI0CTaTbYHOCT.

Muacmenus 6 demcka év3pacm ce cpema paako (10% ot BCUUku cirydan), Mo-4ecTo
NpU KUTAWCKH JIela, KaTo B TOBEUETO ciay4yan Qopmara ocraBa oOuHA. J[MarHOCTHYHUST
IpOoIIeC MPOTHYA KaTo MPU Bb3PACTHU, HO CEPOHEraTUBHUTE CIIyyaH ca MoBeue, KOeTO Hajlara
U3CeBaHMs 3a AHTUTENa WM 32 KOHI'€HUTAJeH MHMACTEHEH CHHAPOM, HE3aBHCHMO ue
MOCIIEIHUAT HE € OMJT OTKPHT ciel paxaaHeTo. [Ipu merna chuio cinesa 1a ce ThPpCH TUMOM,
HO TOH € MHOTO TO-psJIKa MaToJIOTHs B Ta3u Bb3pacT. CIIOHTaHHATa PEMHCHS Ce Cpella To-
4ecTo U TpsOBa /a ObJe HApaBeH OMUT Ja C€ CIECTH TepanuiTa ¢ UMyHOCYIPECAHTH, aKo
TOBa € Bb3MOXKHO. BB3MOXKHU ca KbCHU MAJIMTHEHU YCIIOKHEHHUS NPpH JiedeHue ¢ azathioprine.
[Ipu nmema ¢ mepcucTUpalia CHMITOMATHKA BBIIPEKH ONTUMAITHO METUKAMEHTO3HO JICYCHHE,
MOXeE 1a 00CHIN TUMEKTOMHUSL.

Koneenumannume muacmennu cunopomu ca XeTeporeHHa rpyrna ot peiki ChbCTOSIHHS,
KOUTO C€ XapaKTepu3nupar ¢ MUacTeHHa CUMIITOMATHKa ITPH pakJlaHe, B paHHA IETCKa Bb3PacT
U 1o-kbCHO. TummuHo ce HaOmomaBaT mro3a, odTanMorierusi, OynbapHa auchyHKUUS,
CTPUIOP U TO-PSAKO TUXaTeTHa HelocTaThbuHOCT. CHHIPOMBT BB3HUKBA TIOPAIU Pa3IHIHH
MyTallid B TEHUTE CBBbP3aHU C MPOTEHHHUTE Ha AaIleTUIXOJIMHOBHUS pEIENnTop, HE €
MMYHOMEIMHMPAH M TOpaJd TOBAa HE C€ IMOBIUSABA OT MMYHOMOIYJIHUPAIIO U CYNPECHBHO

JICUCHUC. CI/IH)IpOM’BT ¢ TPYACH 3a JUArHOCTHKA U € 00EKT Ha JIEHHOCTTa Ha BHCOKO
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CHelHali3UpaHu LIEHTPOBE IO HEBPOMYCKYIHHM 3abonsBaHus. [ToHskora KOHreHUTAIHUS
MHUACTEHEH CHUHAPOM CE€ IpOsABsIBa IO BpeMe Ha OPEMEHHOCT M cie]] paxnaaHe. PUCKbBT 3a
IIpelaBaHe Ha CHHJpOMa Ha IJI0Ja € HUCBHK, a MAllMEHTKUTE C€ TPETUpaT KaTo TaKuBa C

ABTOMMYHHA MUACTCHUA.

MuacTreHHA U X0JIMHEPTUYHA KpUu3a

Muacmennama kpuza (MK) e kmuHuYHA TuarHos3a JeduHUpaHa KaTo pa3BUTHE HA
JMXaTelHa HeJOCTaThYHOCT U HEOOXOJMMOCT OT HEMHBA3MBHA WJIM MHBAa3WBHA BEHTUJIALIUS
nipu 60Hu ¢ MI. MK nactbnBa npu okono 15-30% ot OosnHUTE ¢ MHAacTEeHUs, Hal-4ECTO B
I'BPBUTE 2-3 TOAUHU CIIE] MOCTaBsHE Ha JuarHo3ara. MHOro psako Moxe Ja Oblie mbpBa
nposiBa Ha 3a00ssiBaHeTo. BuHaru ce ycraHoBsiBa (PM3NYECKH H/HIT EMOLMOHAIIEH CTPEC KaTo
NpUYMHA 32 Bh3HUKBaHe Ha kpuzata. [Ipu Hag 30% oT kpu3uTe ce Kacae 3a MHQEKIHs, Hall-
yecto OemoapoOHa. Ha BTOpo MSCTO ce yCTaHOBSBAT aCHUPALMOHHU ITHEBMOHUTH MpPH
BioieHa OyinbapHa ¢yHKUMsS ¥ Ha (oHA Ha UMyHocynpecus. Jpyru mpuyuHU BOACIIN JO
KpHu3a ca omepamuu, OpeMEeHHOCT, yroTpeda Ha MEeIUKaMEeHTH, BUCOKA TeMIIepaTypa, JOMI
KOHTPOJI HA OCHOBHOTO 3a00JIsIBaHe, eMOIIMOHaJIeH nucTpec. [lpu manuenTn ¢ Texxku Gopmu
Ha MI, kpuzara MOXe Ja ce MpeAu3BUKa OT TPEIIKH B JEYECHHETO ¢ KOPTHUKOCTEPOUIN U
alleTUIIXOJIMHECTEPa3HU UHXUOUTOPH.

3annaweawama muacmenna Kpu3za ce 1epuHUpa KaTo ObP30 KIMHUYHO BIIOIIABAHE
Ha MI, koeto 6u Moryio fa moBeAe Obp30 (MHM, CeAMUIM) 10 Kpusa. ,depBeHu Quarose’ 3a
3arulalBalia MUacTeHHa KpH3a ca:

o @DeOpUITHO ChCTOSTHUE ¢ MH(EKIM JeKyBaHa ¢ aHTUOMOTHULIN B MIPEIXOTHUTE 2 CEAMULIU
e OO0parHa acriupanus — U3IM3aHe Ha XpaHa M TEYHOCTH Mpe3 Hoca

e 3arpyIHEHHE B NMPETIBIIAHETO — MOYNCTBAHE HA T'HPIIOTO WM KAIUISTHE TIPU XpaHEeHe

e 3arpyAHEHO OTKalUIsSHE

e AdonnuHa Au3apTpus — oTcaabBaHe Ha Ilaca IPU FOBOPEHE U HOCOB TOBOP

e VBHCBaHE Ha IVIaBaTa HaMpea — U3pa3eHa c1adoCT B eKCTEH30pUTE Ha IIUsATa

e VBHCBaHE Ha JOJIHATa YEIIOCT U HOBOIOSBMIIA CE JIUIIEBA CI1aboCT

e [IpomeHu B nuxaTeqHUTE apaMeTpH — Harp. BuTaneH karnauutet noa 20 ml/kg terno

Xonunepeuuna Kpusza MOXe Ja ce pa3BUe NpHU IpENOo3UpaHe Ha JIEYEHHETO C
KOPTUKOCTEPOUM U AlleTUIXOIMHECTepa3Hu uuxuburopu. IIpu Hest MyckynHara cinabocT u
JMXaTeHaTa JeKOMIIEH Al ca MPUIPYKEHH OT MyCKapuHEepruyHH (MHO03a, OpaauKapiaus,

auapuda, raJcHe, IMOBUIIICHA cCallvBalus, 3a4C€pBCHa MW TOILIA KO)Ka) U HUKOTUHCPIUYIHU
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(kpammu, dacuukynamnun) 0ene3n Ha Impeno3upaHe. XOJIWHEPTHYHUTE KPU3U Ca MHOTO I10-

pPCAKH OT MHUACTCHHHUTC W KIIMHWUYHO HC BHHAru cC€ pasjindaBar JICCHO. IToBumienara

cajimBalys, KoATO € OCHOBCH Ocner Ha XOJIMHCPruiHaTa Kpus3a, TpyaHO MOXKC Jida CC OTIpaHU1iU

OT 3aTpylHeHoTO npertbiiaHe Ha cekpetu npu MK. Hespomoruuynara nudepenmuanna

JAWuarHo3a Ha KpU3HUTC W APYIH 3a00J1sIBaHUS BoACIIM OO0 OCTpa MYCKYJIHaA ciabocT ca

00001eHn B Tabmuna 2.

Tabnumna 2. ludepennumanio nuarnoctuaan 0ene3n Ha MK u octpa myckyiHa ciraboct

Kiannnuna onenka

MuacreHHa Kpu3a

XOJ'[I/IHepl"I/I‘lHa Kpu3a

Cunjapom Ha

Guillain-Barre

BbHuina 70% - Camo nipu BapuaHT

odTanMoIuIerus Miller-Fisher

3eHuuu Hopmainnu, peaktuBau | TecHu, peakTuBHU Hopmainnu, Mmoxe na ca
HEpPEaKTUBHU

[ITo3a 70-80% - +/-

MyckyiHa cradoct 100% ++ +++

Pacuukyanum 1o HE +++ +/-

KpalHULIUTE

Konenen pednexc ++ ++ -

Pednexc na Babinski - - -

CeTtuBHOCT HOpMa Hopma [Tonsikora Hapymiena

ABTOHOMHH CUMITTOMH - F +++ +

*[TamenTtute ¢ MK mMorar a ©Mat aBTOHOMHU CUMIITOMH 10 APYTY IPUYHUHHU — TaXUKapAUs

IIpU CCIICUC, TCMIICPATYpa, XUITOKCHA.

Kuananyna HHonumuo3zur Boryanszsm BoJsecrtu Ha BoJsecTn Ha
OLIEHKA ABHUIaTeTHUSA MHeEJIOHA
HEBPOH
BbHina - ++ - -
odTamTMOoTUIeTHs
3eHunu Hopmainu, Hunarupanu, Hopmainu, TecHu, peakTUBHU
pEaKkTUBHU HEPEaKTUBHU pEaKTUBHU
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ITro3a - +/- - +/-
MyckynHa cinadoct | +++ +++ +++ +++
dacuukyaanu no | + - +++ +/-
KpallHULIUTE

Konenen pedmexc | + - +++ nim - +++ wm -
Pedrnekc na - - + +/-

Babinski

CeTuBHOCT HOpMa MIPOMEHEHA Hopma CETHUBHO HHUBO
ABTOHOMHU - +++ - +

CHMIITOMH

Jleyenune Ha Kpu3uTe
[Tpu Hanuuue Ha ,,uepBeHH (praroBe™ 3a 3arialiBalla Kpyu3a U AMHAMUYHO BIIOIIABaHE
Ha CUMIITOMHUTE MAIMEHTUTE TpsiOBa BeiHara ja ObJaT XOCHUTAIN3UPAHU B OTAEICHUS UIIH
KJIMHHUKH 32 MHTEH3UBHH T'prkH. TpsOBa Ja ce MOHMTOPUPAT CTPUKTHO IO OTHOLICHHE Ha
rbJITaTeNIHATa U AUXaTeaHaTa (PyHKIU:
e [lpu 3arpynHeHMs B I'bJITAHETO — [IOCTABSHE HA Ha3oracTpajlHa COHJA 3a XpaHEeHEe U
IIPUEM Ha MEIMKAMEHTH.
e [lpu nunca Ha Texxka Aucdarus ¥ HayalHa JUXaTejlHa JEKOMIIEHCAIUs MOXe J1a ce
MpeIlprueMe ONUT 32 HEMHBa3WBHA BEHTUJIAIMS, KOSITO MOXE /la CIeCTH WHBa3MBHATa
BEHTHJIALMS [TPU TOJIsIM Opoit OOTHH.
e Kpurepuure 3a mpeanpueMaHe Ha MHTyOaluss W M3KyCTBeHa OenonpoOHa
BEHTHJIALMS Ca U3BECTHU Ha CIELUAINUCTHTE [0 peaHMManus. MuacTeHHaTa Kpu3a obaue
€ KJIIMHUYHA JAuartos3a. B coyuyanre ¢ myasthenia gravis 1aHHUTE OT MYJICOKCUMETPHUATA U
M3CIIE/IBAHETO HAa KPBHBHUTE I'a30BE HE ca JOCTAaThYHM 3a MOHUTOpHUpAHE Ha OONHUS U
onpesensHe Ha WHIMKALMUTE 3a MHTYyOAlus, ThbH Karo ClaJaHeTO Ha KHUCIOpOAHAara
carypauus u PaO;, kakro n nokausanero Ha PaCO», HacTBIIBaT KbCHO B X0/1a HA Pa3BUTHE
Ha kpu3ara. Hanmnunero Ha HopmainHa carypanus 1 PaCO; He U3KiI10uBa MMacTEHHA KpU3a.
W3cnenBanero Ha BBHUIHUTE MapaMeTpyd Ha JUIIAHETO (BUTAJEH KamauuTeT U
OTpHUIaTeJIHa CHJIa Ha BIUIIBAHE) € MPENOPbUUTENHO HAa BCEKH 2 yaca, HO € TPYAHO
KJIMHUYHO OCBIIECTBUMO B YCJIOBHATA Ha CIEIIHOCT U IPENOPBKUTE ca IPHUETH B
MpaKTUKaTa OT MPOYYBAHUS MIPH MALMEHTH cbC cuHApoM Ha Guillain-Barre. [Topaau numnca
Ha KJIMHUYHU NpoyuBaHus npu namueHtd ¢ MK Te3u kputepuu ca mUpOKO MPHUETH B

npakTukara (tabmuua 3). [IpakTHdecko MNPHIIOKEHHWE HAMUPAT HAKOM TO-JIECHU 3a

27



ymoTpebda TecToBe, Karo TECT Ha €IHOKpATHOTO BauIiBaHe (,,single-breath test”). Ilpu
€IHOKPAaTHO BJMIIBAHE MAlMEHTHT C€ Kapa Ja OpoH, KaTo HOPMAJIHUTE CTOWHOCTHU €a JI0
Hajg 40. [Ipyra Bb3MOXKHOCT € Jla HaKapaMe MalHeHTHT J1a MoeMe JIbJI00KO Bb3AYyX U Ja
3abpku Abxa cu. CtoitHocTH mon 10 ceKyHIu MoKa3BaT 3HAUMTETHO HaMaJIeH BUTAJICH
KaranuTeT. JlombaHuTenHa nHGopMaIys HA 1aBa BIOIIABAHETO HA JUXaTeJIHATa YeCTOTa,
IMXATeTHOTO YCHUJME C Yy4yacTHe Ha JONMBJIHWUTENIHA JUXaTelHa MYyCKyJarypa |
NPUHYAUTEIHO TIOJIOKEHWE B JIEIOTO. V3cimenBaHeTo Ha  JUINAHETO, KapIuo-
peCnupaTopHOTO MOHUTOPUPAHE, HEBPOJIOTHUHUTE CUMIITOMU (OYHH JIBHXKEHUS, HAIUYHE
Ha guchonus u gucharus, cmaboct B mUATa U KpaWHHUIMTE, (aciuKyaanuu) u
aBTOHOMHATa (QyHKOHS (Taxu- W OpaguKapaus, PUTHBMHU HAPYIICHUS, XUIOTOHHS,
XHIIEPTOHHUS, H3MOTSIBaHE) 0pOpMs KpailHaTa KapTHHA HA MUACTCHHATa KpHU3a.

e [Ipu unTyOanus npu Bb3MOKHOCT c€ U305TrBa JOMBIHUTEIHA MYCKYyJIHA peaKcarus.
B ycrnoBusita Ha kpu3a TpsOBa Aa ce n30ArBaT ACTIONAPU3UPAIINTE MyCKYITHH PETIaKCaHTH,
ThH KaTO OTTOBOPHT KbM TIX € HempeaBuauM. Jlo3uTe Ha He-IenoaspU3UpaLIUTe
pellakcaHTH ce pelylupar 10 Hail-manko Y2 ot obuuaitnure. [Ipu maunentu ¢ MK moxe
Ja ce W3moi3Ba OymHa cemarus ¢ obOe30omsiBane ¢ propofol, fentanyl, remifentanil,
Oensonuasenunn, lidocaine minu ketamine.

e  Pexxumu Ha BeHTUJIAIMS — OAXOSIIN ca OOAMIIBAHE MO HAISITaHEe, PAHHO BKIIIOYBAHE
Ha aCHCTUPAHU PEKUMHU T10 HATISTaHE, 3aAbJDKUTETHI CHHXPOHU3UPAHU PEKUMHU 110 00EM.
e UYecTo M3MON3BaHU B MHTEH3MBHATA Tepanus MEAUKAMEHTH, KOUTO MOTaT Jia BIOMIAT
MHUACTEHHSITa ca aMUHOTIMKO3UAM, XHHOJOHHU, MAaKpOJIUIU, AHTUKOHBYJICAHTH, OeTa-
OJ0KepH, BKITFOUUTETHO 3a JIOKATHO MPHIIOKEHUE, aHTUAPUTMHYHU, MYCKYIIHU PEIaKCaHTH,
KOHTPACTH U Jp.

e Excrybammsita ce M3BBpIIBA NPU CTAOMIHH NapaMeTpy Ha BBHINHOTO JWIIAHE H
3aJI0BOJIMTENIHA KalTMYHA (PyHKIUS.

e Panna TpaxeoToMmus ce mpeanpremMa IpH odepTaBaiia ce IpoIbKUTEITHA KPH3a.

e HeoOxomuMo € mpocieasBaHe Ha JuxareaHata QYHKIUS — MOHHTOPHUPAHE,
peHTreHorpadus, HaJu4re Ha Jeaup Ha poHa Ha OenoapoOHa BEHTHIIALUS.

e JleueHue Ha CHITHTCTBALINTE YCIOKHEHHS — WH(EKIIMHU, EIeKTPOIUTEH IrcOanaHc,
XUMOMPOTEUHEMHUSI, CHITBTCTBAIM 3a00JsiBaHUs, CTpec, OOEe3IBMKBaHE, NPECTON B

HMHTCH3UBHA KJIIMHUKA.

Tabnuua 3. [Tapamerpu nmoka3Baiiy npara 3a BEHTUIATOpHO noarnoMarane npu MK
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Kpurepnii/Tect Hopma Heo0xonumoct ot Excrybanus

UHTYOAIUs1/BEeHTUIIAIUSA

BuraneH kamauurer >60 ml <20 ml >25 ml

ml/kg TenecHo Terio

Herarusno nandrane npu | >60 cm <20-30 cm >40 cm

paumiBaue cm H,O

ITo3utuBHO HanAraHe >100 cm <40 cm >50 cm

nipu u3aumBane cM HoO

Tect Ha €IMHUYIHOTO o 40-50 Ho 15-20 -

BIHMIIIBAHC - 6poeHe

Jleyenuemo no eépeme na MK wn nipu 3amnamBaia MK € MynTUMOAanHO ¥ BKIIFOUBA

OocTpa CHMOTOMAaTHYHA MW CTHOJIOTMYHA Tepamwus, 3alo4yBaHe Ha  JIBJITOCPOYHA

MMYyHOCYyTpecHupala Tepanus 1 HHTeH3UBHO JieueHUe (BUXK MO-TOpe).

o Ocmpama cumnmomamuyna mepanus BKIOuBa pyridostigmine Tabn. mpe3 ycTara wid
npe3 conna 3-6 mptu o 60-90 mg mpu MakcuMaiHa no3a 540 mg nueBHO. Moxe na Ob1e
3aMecTeH ¢ BeHOo3eH pyridostigmine B ChOTHOIICHHE KbM IepopanHus karo 1:30 (ue e
Hajw4deH y Hac). Pyridostigmine Moxe na Ob/e 3amecTeH ¢ neostigmine ammrynu 0,5 mg 1
ml karo mepopanHara go3a ot 360 mg pyridostigmine nHEBHO ce paBHsBa Ha 4,5 mg
JTHEBHO neostigmine BEHO3HO WM MycKynHO. [loBuiieHata OpoHXHMamHa CEKpeIus OT
MIPUIIOKEHUETO Ha MapeHTepamHuTe Gopmu Moxe na Obae mommusHa oT 0,5 mo 1 mg
atropine TMoOmkokHO. [IpM manuMeHTH, KOWUTO BeYEe ca WHTYOMpaHH € YMECTHO
XOJIMHECTepa3Hara Teparus /1a ce CIpe 3a JICH-/Ba.

o Ocmpama emuonocuuna mepanusi Ha MK ocHoBHOTO e ¢ mnazmadepe3a U HHTPaBEHO3HU
uMyHOTITOOyTMHE. KM MOMEHTA JTMTICBA KATETOPHUYEH OTTOBOP KOW OT JIBaTa METO/A € TO-
e(eKTHBEH, C JIeKa TeHIEHIUS 3a Mo-100bp U Mo-0bp3 edekT oT adepe3ara Npu HaATUUUE
Ha MOBEYE PUCKOBE (CErcuc, TPyAEH JOCTBI) U TPYIHOCTU MPH HEHHOTO NMPHIIOKEHHUE.
EdexTbT 1 Ha nBeTe JieueHWs] HACTHIIBA B PaMKHTE Ha JHU 0 CEIMHIIA, KOETO JlaBa
BB3MOKHOCT Ha JIPYTUTE UMYHOMOIYJTHPAIIX TePAITNH JIa 3aIl0YHaT J1a IeicTBat (Tadnuma
4). KypcbT Ha nedyeHue BKIouBa 5-6 miasmadepesu wiu 0,4 g/kg/nen MHTpaBeHO3HU
MMYHOITIOOYJIMHU 3a 5 TMOCJIeI0oBaTeIHH [HU. JleueHHeTo ¢ MUMYHODIOOYIMHH HE €
MOAXOAAIIO Tpu ObOpeuyHa HemocTaThb4YHOCT. [lpw 3amumamBama Kpu3a jgo3ara Ha

MMYHOTJIOOYJIMHUTE MOXKe J1a ce pexyrupa 1o 1,5 — 2 mg/kg/nen 3a 2-3 gaum.
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o umpasenosna nync mepanusi ¢ methylprednisolone ce muTUpa B HAKOW MPOYyYBAHUSI.
Jo3zata e 500-2000 mg/neH B nmpoabKeHUE Ha 3-5 TOCIIeIOBATEIIHUA THU, TTOCJIEIBaHA OT
HaMaJsiBaHe 10 Pa3IMuHU cXeMU. To3M pexuM Ha JICUeHHE MOXKe J1a I0BEIE 10 PEXOIHO
BJIOIIABaHE HA MUACTEHHUTE CHUMIITOMH, MMOTEHIMATHO MHIYLMPAIIM MHACTEHHA KpHU3a
nopaju JAUPEKTeH MeMOpaHeH e(eKkT Ha KopTukoctepouautre. OCBeH ToBa oOcCTpara
CTEpPOUIHA MUOTIATHSI MOXKE Ja IOTIPUHECE 3a LISTIOCTHOTO BJIOIIABaHE HA KIIMHUKATA B Ta3U
cutyauus. Hamame TM4eH omuT ¢ TO3M peXuM Ha Jedenue npu MI u cuurame, 4e Toii 6u
MOT'BJI J]a C€ U3M0J3BA CaMO IIPH SIBHU MHACTEHHU KPU3U U B KOMOMHAIHS C Ta3mMadepesa,
MMYHOQJICOPOLIMSl WJIM HMHTPABEHO3HAa MMYHOIIOOYIMHOBAa Tepamusi B HMHTEH3UBHO
OT/IEJICHUE.

o Jlvazocpouna umyHomooyiupawia mepanus

1. KopTtukocTtepouu — pu 3ar04BaHe Ha JIEYEHUETO, 0COOCHO C M0-BUCOKHU 103U MOXeE

Ja ce HaOJojaBa MbPBOHAYAIHO BIIOIIABAHE HA CUMIITOMUTE. Tepanusra ycloBHO ce
paszelns Ha TakaBa IIpH BIIOIIaBaHE 0€3 JuXaTeslHa HEAOCTAaTbUHOCT U MPH KpHU3a C
U3KyCTBEHA BeHTWIauus. B mbpBus citydail ce mpeanpuema nokayBaHe Ha J03aTa ChC
ceamMuuHo yBenuuyaBaHe oT 10 mg prednisolone (exBuBaieHT Ha 2 Talll. OT JPYrUTe
KOpTHKOCTEpouau) J0 obma ngo3a 60 mg exXeIHEeBHO WIM alTEpHUPAILO.
HamansBanero Ha qo3ara craBa mo-0aBHO Ha 2-3 CEAMMUIIM ChC 3abpKaHE HA HAKOU
7034, ako e HeoOxoxuMo. Ilpu kpu3a M MHTYOUpaH HalMEHT JICYUCHHETO MOXKeE Ja
3alo4YHe ¢ BHCOKHU /103U KopTHkocTepous — 100 mg prednisolone nmu 80-100 mg
methylprednisolone, kato no3ara ce Hamanssa Ha 10-14 1uu 10 20-40 mg, a HO-KBCHO
¥ Ha TI0-TOJIEMH WHTEPBAIIH.

2. Azathioprine — 3amouBa ce ¢ 50 mg ceaMuuHO TIpe3 mhpBara ceamuia, 100 mg mpes
Bropara u a0 150 mg mpe3 Tperara ceamuua. HeobGxomumo e wu3cienBaHe Ha
TUMQOIUTHUTE, JIEBKOLIUTUTE M TpaHCAMMHA3UTe 6-8 CeAMHUIM Cllel] Ha4ajJoTo Ha
TepanusaTa U KOPEKIHsI WM CITUpaHe Ha JEYCHUETO Npu oTKIoHeHus. [Ipu Hannume Ha
TPMT (tuomypun C-metunrpancdepasza) AeHUIUT aNTESpPHATUBHO MOXE Ja Ce
usnon3ea mycophenolate mofetil.

3. Rituximab (HsimMa omoOpeHue 3a Ta3u MHAWKAIMA) — B CIy4yail Ha HEMOBJIMsBAIIA Ce
MK npu onTuMaHo JedeHne, MOXKe JIa C€ MUCIH 3a €CKaJupailia Tepamnus ¢ rituximab
1 g nBykpaTHO tipe3 14 nHM, KaTo J03aTa MOXKE Ja C€ MOBTOPH ciiel | roguHa Win npu

ITOKa4YBaHC Ha CD19, KaKTO U IMPU BB3BPBHUIAHC HA CUMIITOMUTC.

Tabnuma 4. Bpeme 10 HacThBaHe Ha eeKTa Ha TEPAMUHUTE 32 MUACTEHUS
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Bua repanus Bpeme 10 epext
[Tna3zmadepesa/mmynoadbcopOrust Hsixonko U
WHTpaBeHO3HN UMYHOTTIOOYIMHA Hsxonko naun
Koprukocreponau Mecen — Bb3MOKHO € ITbPBOHAYaIHO BIOLIABAHE
Azathioprine 6-12 mecena

Myasthenia gravis B yciioBusita Ha Covid 19

Covid 19 e HoBO 3abomsBaHe BcienacTBue Ha KopoHaBupyc (SARS-CoV-2),
MPEIN3BUKBAI TEKBK OCTHP AuUXareieH cuHApoM. CHMITOMUTE ca B pa3nYHA CTETECH Ha
M3pa3eHOCT M BKIIOYBAT TeMIlepaTypa, Kaluiuia, Auapus, 3aryba Ha BKyC W OOOHSHHE,
nuxateliHa JiekoMiieHcanus. [1o HacTosIeM oYt BCHYKU CTPaHU 110 CBETa ca 00XBaHATH OT
3a00JsIBaHETO M TO € 00siBeHO 3a manaeMusi or C30. KbM MOMeHTa He ChIIEeCTBYBAT JaHHU
KaKk BUPYCHT 3acsira OomHuTe ¢ MI' M Te3n Ha MMYHOCYNPECHBHO JiedeHUE. TeopeTuuHO
nanueHTute ¢ MI™ yecto ca Ha UMyHOMOAyIUpaIla U CyNpecupalia Tepanus U Morar jaa
pa3BUSAT C1a0OCT Ha JUXaTelHaTa MyCKyIaTypa, KOeTo OU JOBENIO 10 MO-TEXKKO MPOTUYaHEe Ha
UHQPEKIUATA.

CrpIiecTBYBaT MHOXKECTBO TEPANeBTUYHHM MPeTopbKu 3a Jederne Ha Covid 19, xoeto
BOJIU J10 OOBbpKBaHE HAa MPAKTUKYBAIIHUTE JIeKapy. JIMIcBaT CUCTEeMHM JIUTEPATYPHU JaHHU 32
neyerne Ha MI'" m Covid 19, mopagu koeto Haif-pasymHO OM Omio jaa ce cma3Bar
HaIMOHAJIHUTE MPENOPBKY 3a JICUCHHUE U Ha JIBEeTe 3a00JI1BaHMs.

Jleuenue. Tlantmentutre ¢ MI' cnenBa Aa HE MPEKBCBAT CUCTEMHOTO CH JiedeHUE 0e3
npenopbKa OT JIeKyBalll Jekap. ToBa ce oTHacs B Hall-royisiMa cteneH 3a pyridostigmine. Axko
ca Ha UMYHOCYIIPECHUBHO JieueHHe, nanueHture ¢ MI, TpsioBa oco6eHo cTporo aa cra3Bar
COLlMaJIHA AUCTAHIINA, BKJI. TPaJCKU TPAHCIIOPT U JIEKAPCKH MpeTyie/iy JIMIE B JIUIIE, aKO TOBa
€ Bb3MOXXHO. [Ipu crimpane Ha UMyHOCYITPECHPAILIOTO JISUEHHUE CIIEBA /1a CE TPEIEHIT MHOTO
TOYHO TTOJI3UTE M PHUCKOBETE.

[Ipu mpoBexaHe Ha JieueHHE C BJIMBAaHHUS Ha MMYHOIIOOYJIMHU U Tuta3Madepesa
TpsiOBa ce MpEIeHH pHCKa OT 3apa3sBaHe MPU OOMHUYHO JieueHHe. KbM MOMeHTa JumcBat
JIaHHM, Ye 11a3mMadepesara 1 HHTPAaBeHO3HUTE UMYHOTIIOOYIMHN HOCST JOITBJIHUTENIEH PUCK
3a uadpeknust ¢ Covid 19. Ilo mpuHIMI Te3W JeUeHus ClIe/iBa Ja CE 3amas3siT 3a MalUeHTH C
OCTpH BIIOIIABaHMs M KpH3H. [1o n3KiItoueHne Te Morar Jia ce MpoBeXJIaT U KaTo MOoAIbpIKalia

TCparus, Npyu HAJINIHUEC HAa IMPOTHUBOIIOKA3aHWA 3a APYT BUI JICUCHUC. KbM MoMeHTa nHIIcBaT
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JaHHU, Ye nHXuOupaneto Ha C5 ¢pakuusTa Ha KOMIUIEMEHTa ¢ eculizumab, Moxe n1a 1oBene
710 TIO-4eCTH MHQEKIUU | 110 Jiomr uzxox npu Covid 19.

Oco0eHo BHUMaHHE TPsOBa Na ce oOpbIa MpU HEOOXOJMMOCT OT 3arovBaHe Ha B-
KJIeThUHA Tepanus (He € HaJlM4YHa B HalllaTa CTpaHa) U M0 Bb3MOXKHOCT, MPH JIUIICa HA PUCK
OT KpHU3HU, HAYaJIOTO U clie/iBa Ja ObJie OTI0XKEHO.

CpencrBara 3a nedenue Ha Covid 19 (chloroquine, azithromycin, aHTUBUPYCHU) ca C
HeJoKa3aH e(PeKT U Hal-uecTo ca B CHUCHhKA Ha MEAMKAMEHTHUTE, KOUTO Biomasar MI.

Bakcunayusa we OuBa na ce W3BbpIIBA C KUBU BakcMHHU. Cropen MHOCIEAHHUTE
npenopbk Ha MGFA (Amepukanckara (GoHIanuys mo MUACTCHHs TPABHC) HATMYHUTE KbM
MOMEHTAa BaKCHHU ca 0€301acHH 3a MPUIIOKEHUE.

Axo nmaruenTute ¢ MI, Bce mak ce 3apassT ¢ BUpyca, JaHHUTE KbM MOMEHTA COYart, 4e
CUMITOMATHKATa Hail-4yeCcTo € JieKa U TPsiOBa Jla ce cielBaT MEeKIYHAPOAHUTE U HALIMOHAIHU
npenopbku 3a jeyeHue Ha MI. Moxe na nMa HeoOXOAMMOCT 3a MOKauBaHE Ha J03aTa Ha
KOPTUKOCTEPOUIUTE. AKO IMAlMEHTHUTE ca C TE)KKA CUMITOMATHKa, Te TpsOBa Ja Obaar
XOCTUTAIM3UPAHU ¥ TIPH HATMYWE HA CETICHC, UMYHOCYIIPECHBHATA TePAITHs MOYKE BPEMEHHO
na ce crupe. CrannaptHoTo JeueHue ¢ azathioprine u mycophenolate mofetil moxe ga 6b1e
MPOABIKEHO, Thil Karo e(eKThT OT J03aTa € MPOTpaxUpaH U OUMCTBAHETO OT edeKTa Ha
MeIMKaMeHTa OU OTHEJIO MHOTO BpeMe ITPH PUCK OT 3ary0a Ha TPYIHO IOCTUTHATATA C MECeIN
UMyHOCyTpecrs. BHuMaremHo TpsiOBa ja ce mpereHsIBa HaMaIsIBaHETO WU YBEIMYaBAHETO

Ha J03aTa Ha UMYHOCYIIPECAHTHUTC.

Jlureparypa

1. Evoli, A., Antonini, G., Antozzi, C., DiMuzio, A., Habetswallner, F., lani, C.,
Inghilleri, M., Liguori, R., Mantegazza, R., Massa, R., Pegoraro, E., Ricciardi, R.,
Rodolico, C. Italian recommendations for the diagnosis and treatment of myasthenia
gravis. Neurol. Sci., 2019, 40, 6, 1111-1124.

2. Gilhus, N.E., Tzartos, S., Evoli, A. et al. Myasthenia gravis. Nat. Rev. Dis.
Primers, 2019, 30, 5.

3. Gilhus, N.E., Verschuuren, J.J. Myasthenia gravis: subgroup classification and
therapeutic strategies. Lancet Neurol., 2015, 14, 10, 1023-1036.

4. International MG/COVID-19 Working Group, Jacob, S., Muppidi, S., et al.
Guidance for the management of myasthenia gravis (MG) and Lambert-Eaton myasthenic
syndrome (LEMS) during the COVID-19 pandemic. J. Neurol. Sci., 2020, 412, 116803.

32



5. Jaretzkim A, 3rd, Barohnm R,J., Ernstoff, R.M., Kaminski, H.J., Keesey, J.C.,
Penn, A.S., Sanders, D.B. Myasthenia gravis: recommendations for clinical research
standards. Task Force of the Medical Scientific Advisory Board of the Myasthenia Gravis
Foundation of America. Neurology, 2000, 55, 1, 16-23.

6. Je, G., Ghasemi, M. Myasthenia gravis and pregnancy. World J. Obstet.
Gynecol., 2020, 9, 1, 1-10.

7. Kerty, E., Elsais, A., Argov, Z., Evoli, A., Gilhus, NE. EFNS/ENS Guidelines
for the treatment of ocular myasthenia. Eur. J. Neurol., 2014, 21, 5, 687-693.

8. Lacomis, D. Myasthenic crisis. Neurocrit. Care, 2005, 3, 3, 189-194.

9. Melzer, N., Ruck, T., Fuhr, P., Gold, R., Hohlfeld, R., Marx, A., Melms, A.,
Tackenberg, B., Schalke, B., Schneider-Gold, C., Zimprich, F., Meuth, S.G., Wiendl, H.
Clinical features, pathogenesis, and treatment of myasthenia gravis: a supplement to the
Guidelines of the German Neurological Society. J. Neurol., 2016, 263, 8, 1473-1494.

10. MGFA Official Statement on the COVID-19 Vaccine for the MG Community
(Updated on February 11, 2021).

11. Narayanaswami, P., Sanders, D.B., Wolfe, G., Benatar, M., Cea, G., Evoli, A.,
Gilhus, N.E., llla, I., Kuntz, N.L., Massey, J., Melms, A., Murai, H., Nicolle, M., Palace,
J., Richman, D., Verschuuren, J. International Consensus Guidance for Management of
Myasthenia Gravis: 2020 Update. Neurology, 2021, 19, 96, 3, 114-122.

12. Norwood, F., Dhanjal, M., Hill, M., James, N., Jungbluth, H., Kyle, P.,
O'Sullivan, G., Palace, J., Robb, S., Williamson, C., Hilton-Jones, D., Nelson-Piercy, C..
Myasthenia in pregnancy: best practice guidelines from a U.K. multispecialty working
group. J. Neurol. Neurosurg. Psychiatry, 2014, 85, 5, 538-43.

13. Osserman, K.E., Genkins, G. Studies in myasthenia gravis: review of a twenty-
year experience in over 1200 patients. Mt. Sinai J. Med., 1971, 38, 497-537.

14. Ramos-Fransi, A., Rojas-Garcia, R., Segovia, S., Marquez-Infante, C., Pardo,
J., Coll-Canti, J., Jerico, 1., Illa, 1., Aguilo, A.M.A., Alberola, B.L., Blanco, B.J., Pons,
C.C., Diaz-Manera, J., Torron, F.M.R., Sobrino, G.T., Caravaca, G.M.T., Sola, G.A.,
Gutierrez, G.G., de Munain Arregui, L.A., Pineiro, M.A., Grimon, M.M.D., Munoz
Blanco, J.L., Negro, P.A.L., Querol, L., Mantecon, S.T. Myasthenia gravis: Descriptive
analysis of lifethreatening events in a recent nationwide registry. European Journal of
Neurology, 2015, 22, 1056-1061.

33



15. Roper, J., Fleming, M.E., Long, B., Koyfman, A.. Myasthenia Gravis and
Crisis: Evaluation and Management in the Emergency Department. J. Emerg. Med., 2017,
53, 6, 843-853.

16. Sanders, D.B., Wolfe, G.1., Benatar, M., Evoli, A., Gilhus, N.E., llla, 1., Kuntz,
N., Massey, J.M., Melms, A., Murai, H., Nicolle, M., Palace, J., Richman, D.P.,
Verschuuren, J., Narayanaswami, P. International consensus guidance for management of
myasthenia gravis: Executive summary. Neurology, 2016, 87, 4, 419-425.

17. Skeie, G.0O., Apostolski, S., Evoli, A., Gilhus, N.E., Illa, 1., Harms, L., Hilton-
Jones, D., Melms, A., Verschuuren, J., Horge, H.W. European Federation of Neurological
Societies. Guidelines for treatment of autoimmune neuromuscular transmission disorders.
Eur. J. Neurol., 2010, 17, 7, 893-902.

18. Sussman, J., Farrugia, M.E., Maddison, P., Hill, M., Leite, M.I., Hilton-Jones,
D. Myasthenia gravis: Association of British Neurologists' management guidelines. Pract.
Neurol., 2015, 15, 3, 199-206.

19. Stetefeld, H., Schroeter, M. SOP myasthenic crisis. Neurol. Res. Pract., 2019,
19, 1.

[Mpunoxenne 1 MenukamenTu, odocTpsiiu myasthenia gravis - Bb3MOXXHU MEXaHU3MH Ha
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MeaukameHTH 000CTPSIII MUACTEHUSTA

AJITepHATHBHMU JIEKAPCTBA

. AHTHOMOTHIHM

HapymaBat HepBHO-MYCKYJITHOTO
npenaBaHe. EQEKThT € Bb3MOKHO 1030-

3aBHUCHM.

Amunorauko3uman: Amikacin, Gentamicin,
Kanamycin, Neomycin, Netilmicin,
Streptomycin, Tobramycin

HeHHIIH.]'[HHPI: C BHHUMAaHHUC IpU TCIKKaA
muacteHus;  Ampicillin - camo mon
Ha6J'IIO,I[eHI/Ie U OLOCHKa Ha MHACTCHHHUTC
CUMIITOMHA

XWHOJIOHU/MHXHOUTOPH HA THpa3aTa
Ciprofloxacin, Levofloxacin, Enoxacin,
Ofloxacin, Norfloxacin, Moxifloxacin
Kapo6anenemu: Imipenem + Cilastatin,
Meropenem

Keroauau: Telithromycin

Jlunko3zamuau: Clindamycin, Lincomycin,
Neomycin + Bacitracin, Erythromycin,
Clarithromycin, Azithromycin,
Roxithromycin

Terpamukaunu: Minocycline, Doxycycline
(BHMMAaTETHO NMPY KOMOMHHUPAaHHU ITperapaTy)
Metronidazole

AHTUMHKOTHIIH:

Itraconazole, Fluconazol, Amphotericin B

AMuHOTIMKO3MAK: Paromomycin
Hedamocnopuuu:  Ceftriaxone, Cefalotin,
Cefotaxime, Cefuroxime, Cefoxitin,
Amoxicillin/Clavulanic acid, Kefandol,
Cephalexin

Chloramphenicol

Nitrofurane

Glykopeptide

Teicoplanin

Vancomycin

Fosfomycin

Oxazolidinone

Linezolid

Cyadgonamuam: OT IpakTHKaTa — Bb3MOXKHHU
npobjaemMu IMpu KOMOMHUpPAHUTE MpernapaTu:
Sulfamethoxazole + Trimethoprim
Trimethoprim —  6Ge3  mpobiemu  mpH
MOHOTepanus, oco0eHO Npu HH(MEKUUHu Ha
IINKO4YHAaTa CUCTEMA

Rifampicin, Ethambutol

Pyrimethamine + Sulfadoxin

Streptogramine

AHTHMaAJNIAPUITHM: Oxkca3oJauanau

Proguanil Linezolid

Chinine Aztreonam

Chloroquine Atovaquone, Ketoconazole,  Caspofungin,
Nystatin, Terbinafine
Mefloquine

AHTUBHPYCHHU MEIUKAMEHTH: Hsawma | Acyclovir, Ganciclovir, Famciclovir,
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HaOJIOICHUsT 32 BIIOIIABaHE HA MUACTEHUS
rpaBUC

XHWB aHTMBMPYCHHU CPeICTBA: CHIIOTO

AHTHXEJIMUHTHH:

Pyrantel Pamoate

Valacyclovir

Zidovudine, Lamivudine +  Zidovudine,
Abacavir, Efavirenz

I/IHXI/Iﬁl/ITOpI/I Ha HEBpaMHUHHa3aTa:
Oseltamivir, Zanamivir

(Ipu 1pyru aHTUBUPYCHHU IIpenapaTH, CbIIacHO
OoImMTa A0 C€ra, CbhIIo0 HsiMa OIIaCHOCT OT
BJIOIIIaBAHC HA MHUACT CHI/IHTa)

Mebendazol, Niclosamide, Praziquantel

Il. Mycky/JHHn pejlakCaHTH

biiokupane Ha HEPBHO-MYCKYJIHOTO

npcaaBaHe

Suxamethonium, Gallamin, Chlormezanone,

Dantrolene

Baclofen, Tizanidine

Ilog aHecTe3MOJIOTMYEH KOHTPOJI MU CTPOro
YKa3aHueC 3a ceaauus nmpean aHeCTC3uA
Tetrazepam

3a  penakcamusi:  Alcuronium  chloride,
Atracurium, Pancuronium bromide,

Vecuronium bromide

I1l.  CbpaeyHo-cb10BU MeTUKAMEHTH

AHTHAPDUTMHUIIU:

bnokupane w/mnu unxubupane Ha AChR
peuenTtopu

BJ'IOKepI/I Ha HATPHUCBUTEC KaHAIN

Chinidine, Ajmalin, Procainamid, Lidocain,
Propafenone, Mexiletine

bera-00xepu:

Propranolol, Metoprolol, Pindolol, Sotalol,
Metoprolol, Atenolol, Bisoprolol,
Oxprenolol, Carvedilol

E.Hmcepu Ha KAJIUMECBUTEC KaHAJIN:

Digitalis

ACE nnxubduropu:

Captopril, Lisinopril, Ramipril, Enalapril
AHIMOTEeH3UH-pelenTOPHU 0JIOKepH:
Candesartan, Valsartan, Losartan

HenTpanHo aeiicTBali CUMIIATHUKOJIUTHLINS
Clonidine, Moxonidin, a-Methyl Dopa,
Reserpin-Mefrusid

Anda-penentopHu 0J10Kepu:
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Nifedipine,  Nisoldipine,  Nitrendipine, | Prazosin, Doxazosin, Urapidil
Nimodipine, Amlodipine Phenoxybenzamine, Bunazosin
Dihydralazin, Minoxidil, Na nitroprusside
Juyperuumu: Spironolactone
Benzothiadiazine, Furosemid, ETakpunHoBa KucennHa
Acetazolamide, Torasemide Piratenid
IV. AHTHKOHBYJICAHTH + CeaTHUBU

Benzoanazenunn: Midazolam
Diphenylhydantoin
Ethosuximide

Gabapentin

Paraldehyde

Maruesues cyidar

Carbamazepin, Oxcarbazepine
Banmnpoesa kucennHa
Lamotrigine

Levetiracetam

Topiramat

Pregabalin

Primidone/ bapOutypatu B HUCKH 103u. MoOXe

Ja nMa HpO6JI€MI/I IIpU BUCOKH O03U

V.

CHuKaBaIIH X0J1eCTePoJia U TPUTJIHIEPHINTE

Cratunu: Hama

erowasam Muacmenus epaguc

ookazamejicmed

oa

Atorvastatin, Lovastatin, Pravastatin
duodparu: Bezafibrate, Etofibrat, Fenofibrate

AHuoHo0OMeHHH cMosn: Cholestyramine

Nuxuduropu Ha pe3opOuusTa HA
xojecreposa:  Ezetimibe, Ezetimibe +
Simvastatin

VI.

HCI/IXOTPOHHI/I MECAUKAMCHTH

Hamanseam cunmesa u oceoboscoasarnemo

Ha ayemuixojiuH, Hapyuwaeane Ha

HEPBHOMYCKYIHOMO npedasane

JlutueB kapOoHaT Levomepromazine
Haloperidol Thioridazine

Chlorpromazine

TpUUMKINYHU

Imipramine, Amitriptyline, Clomipramine

Ben3onuazenunu: Lorazepam, Alprazolam

Buspirone

AHTUACNIPECAHTH:

Tpunukanynu anTujaenpecanTu: Mianserin,
Maprotiline hydrochloride, Trimipramine

Nuxubutopn Ha o0paTHOTO 3aXBallaHe Ha
Escitalopram,

CepOTOHMHA: Citalopram,

Fluvoxamine, Fluoxetine, Paroxetine, Sertraline
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Droperidol
Amphetamine

CpII0 TaKka B HUCKH J03M:

Chlordiazepoxide, Chloralhydrate, Mirtazapine,

Reboxetine

VII.  AnTupeBmMaTu4HM JexkapcTBa/ HecTepouHu NpOTHBOBBH3NAINTEIHH JEKapCTBA

HamansgBane Ha BB3MOXKHOCTTA 3a CBBpP3BAHC
Ha allCTHJIXOJINHA. HamansaBane Ha

MeMOpaHHaTa Bb30yIMMOCT

Thiopronine
Chloroquine
D-Penicillamine
Colchicine

C’LI["bp)KaH_II/I XWHHH JICKapCTBa U HAIITUTKH

Acetylsalicylate acid
Indomethacine
Diclofenac
Ibuprofen

COX-2 uaxudburopu

VIII. Cna3zMoJuTHIU

Bw3mooicro e NPUIOINCEHUEMO HA ampOnuH 6
HUCKU 003U npu  CulHu XOJUHEPSU4HU
CMparHu4HU ed)ekmu uiu  XOJauHepcUuvyru
Kpu3su

N-Butyl scopolamine Bromide

Oxybutynin

Tolterodine

Ipratropium bromide

Chinine

Drofenin

Papaverine

IX. Anajareruuu

Morphine

Flupirtin maleat
Metamizol
Propyphenazone (?)
Codeine (?)

Acetylsalicylate acid
Buprenorphine
Hydromorphone
Indomethacin
Levomethadone
Oxycodone
Paracetamol
Pethidine
Piritramide

Tolidine
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Tramadol

X. Kanku 3a oun (C MOBUIIICHO BHUMAHHUE IIPH OYHA MUACTCHUS rpaBnc)

Bera 610kepu: Timolol, Betaxolol
Guanidine sulfate

Kamnku 3a o4u, chabprKamy NUIOKapIuH
Buumanue npu KOMOMHHMpaHU IIpenapaTi,
CbAbprKalllH KOPTUKOCTCPOU N u

agTuOHoTUIIN!

Xl.  Xopmonu

[Iporecteponu

Konrtpauentusu c €CTPOreH! +
IIPOreCTEPOHHU

Koprtukocreponau

TupouaHu XOpMOHHU

XIl.  AHTHNAPKWHCOHOBH MeIMKAMEHTH
MycKkapMHOBH AHTATOHHUCTH: L-Dopa
Trihexyphenidyl JlonmamuHoBu  aroHucTH:  Bromocriptine,
Budipine Lisuride, Pramipexole, Ropinirole
Amantadine Biperiden (?)
Rasagiline, Rotigotine
Entacapone
XI.  Jdpyru nexkapcrBa

Aprotinin

Botulinum Toxin

D, L-Carnitine

Ciclosporin (?) MHOTO psiAKO

NHpaynupana oT quTpaT XUMOKAJIIUEMHAS 32
AHTUKOATYJIallis, HaIp. MpU TIazMadepesa
Interferon Alpha 2b

Interferon Beta 1b

KOHTpaCTHI/I BCIIICCTBA, ChAbPIKAIIN fIO,I[
KopTtukocrepounu (mox KOHTPOJ, TOpagu

pUCK OT BJIOIIaBaHEC B Ha4YaJOTO Ha
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JICYECHUETO)
JlexapcTBa chabpIKal MarHE3UN
HukotuHoBM mactupu
Piperazine
Pyrantel Pamoate
CpenctBa 3a CbH U
Zolpidem, Zopiclone
Nuxubutopn Ha

TOYKa”

TPAHKBUJIAHTH:

“UMyHHaTa KOHTpPOJIHA

HpI/IJ'IO)I(eHI/Ie 2. Hpernez[ Ha HAJIMYHUTC UMYHOCYIIPECUBHU MCIUKAMCHTHU 34 JICUCHUC Ha

myasthenia gravis

B-xinerpuHara

CH3UMH, apTCpualiHa

JlekapcTBoO MexaHu3bM Ha Crpannynmn IIporuBonoka3anus
aeficreue peakuuun

Azathioprine [IypuHoB ananor | YBenuuaBane Ha | Hapymena 4yepHoApoOHa
WNuxubupa 4epHOAPOOHUTE byHKIMS, JIEBKOIIEHMUS,
cuntesa Ha JIHK | ensumu, rajcHe, | MAJIMTHCHU
HamansBa T- wu | makporuTo3a, XEMaTOJIOTUYHU 3a00JsIBaHUS
B-knerpunara MaHKPEaTHT, WM HHUCKAa AaKTUBHOCT Ha
nponudepanust | ajonenus THOIYPUH

MeTuaTpaHchepasza

Mycophenolate Nuxubupa I'anene, nuapus, | Hamnyen TyMOD,

mofetil MypuHOBaTa JIEBKOTICHMS, JIEBKOIIEHUS, IPEIN 3a4€BaHe
CUHTE3a yBEIMYaBaHE Ha | WJIM 110 BpeMe Ha OpeMEHHOCT
Hamansa T- wu | uepHOApOOHUTE

nponudepanus | XUIEPTOHUS

Cyclosporine WNuxuburop Ha | Hedporokcmunoct, | Hapymena O0BOpeuHa
KaJII[MHEBPHHA apTepuaiHa GYyHKIUS, TeXKKA apTepHaiHa
Hamanssa XHUIIEPTOHHMS, XHUIIEPTOHHMSI, HATMYCH TYMOP
TPAHCKPUIIIIHATA | XUTIEPTPUX03a,
Ha IL-2 XUTIEPIUTa3Us Ha
biokupa BCHIIUTE, 3aMasiHOCT,

40




aKTHBalyATa Ha

r1aBo00IIHE,

T-xineTkure eHIedaronaTus

Tacrolimus Nuxubutop Ha | ApTepuanHa Hapymiena O0bOpeuHa
KaJIIUHEBPUHA. | XUIEPTOHHUS, TpeMOp, | QyHKIHUS, TEXKa
Hamanssa nuaoer, XUIIEPTOHHS, CHHIPOM Ha
TPAHCKPHUILUATA | HEHPOTOKCHYHOCT, BpozeH nbisr QT-unTepBan,
Ha IL-2 MHOKapaHa TYyMOp
brokupa xuneprpodus,
aKTHBAaIMATA Ha | eHIedanonaTus
T-xierkure

Methotrexate AHanor Ha | Ctomatut, Tranene, | Hapymena 4yepHoApoOHa
donara 3aryba Ha  Koca, | GyHKIuUsA, JTUCHYHKIHUS Ha
Hapymasa [IHK | neBkonenus, KOCTHHSL ~ MO3BK,  IIpeau
CHHTE3aTa OJIUTOCTIEPMHS, 3a4eBaHe WIM IO BpeMe Ha
Hamanssa T- u | yBenuuaBaHe Ha | OpeMeHHOoCT
B-knerpunara YEPHOIPOOHHUTE
nponudepanus | eH3UMHU

Cyclophosphamide | Ankamu3suparg I'anene, nospbiiane, | Hapymena YepHOPOOHA
areHT Tpecka, 3aryba Ha | QyHKIMS, TUCQYHKUUS Ha
HapymaBa JIHK | koca, 4epHOApoOHa | KOCTHUS ~ MO3bK,  IMpeau
peTuTUKaIHsITa mucyHKIus, 3a4eBaHe WJIM IO BpeMe Ha
[ToTucka moBeue | MOBUIIaBaHE Ha | OpeMEeHHOCT
B-, otkonkoro T- | uepHoapoOHUTE
KJICTKUTE CH3UMH, [UCTHT,

OJIUTOCTIEPMHS,
MUEIOCYTIPECHS

Rituximab Antun-CD20 Nudy3nonnu HeyTpornenus,  wucxemuyHa
MOHOKJIOHQJIHO | peaKI1H, XUMOTOHUS, | 0OJIECT Ha CHPIIETO, 3aCTOMHA
AHTHUTSIIO JICBKOTICHUS,  JIEKH | ChbpJieYHA  HEJIOCTaTHYHOCT,
N3uepnBa B- | undexuum, aputmuu, | mpead  3ayeBaHe MM IO
KJICTKUTE  4pe3 | IUCIHed, BpeMe Ha OpeMEeHHOCT
IIUTOTOKCUYHOCT | PeaKTHBAIUS Ha
u nposokupa | HBV, HCV u JCV,
aronTo3a ChpAcUYHA
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HEAOCTATBYHOCT

[Tpunoxxenue 3.

CkaJjia 3a 00eKTHBHA OIEHKA HA MUACTCHUSA I'PABUC

Hme va nanuenra -----

Toaunn MenaukameHT m—=n Jlekap m—en
Tect Touku Jlata u yac
ITpo6a ra Barre (1 1.3a 10 S) 0-15
IIpo6a Ha Mingazzini (1 t.3a5s) | 0-15
[loBourane Ha riaBara:

HeBb3M0xHO 0
c/y coOCTBEHA TEIKECT 5
c/y ChIpOTHBA 10
CaMOCTOSITEHO CTaBaHE OT
JIETHAJIO TIOJIO’KCHUE:
HeBb3M0OxHO 0
BB3MOYKHO 10
Hapymenns Ha OKyOoMOTOpHKaTA!
Huronus
IITo3a 0
Hopwma 5
10
3arBapsiHE HA KIIEMauuTe:
be3 mokpuBaHe Ha KOpHEs 0
C nmokpuBaHe Ha KOpHes 5
Signe de cils 7
HOpMa 10
JIbBUCHE: HEBB3MOXKHO 0
Jlomo 5
HOpMa 10
I'biiTane: HeBb3MOKHO 0
Jlomo 5
Hopma 10
I'oBop: HEBB3MOXKEH 0
Hocos 5
Hopwma 10
Mennkanms
Buranen kanmanurteT
Juxarenna yectoTa




