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Myasthenia gravis € HEBPOJIOTHYHO 3a00JIIBaHE, KOETO C€ Cpella PSJIKO B olIiaTa
MPaKTUKa W TOBA 3aTPyJHSBAa HEroBaTa TUArHo3a W JiedeHHe. BBIpexku ue mma MIHMPOKO
PasnpOCTPaHEHO ChITIaCHe€ OTHOCHO HM3MOJI3BAHETO HAa MHOTO MEAMKAMEHTH 3a JIeYeHUe Ha
MHUACTCHHUsI, HIMa MEXIyHApOIHO MPHUET CTaHIApT 3a ToBa. Thi KaTo myasthenia gravis e
XEeTepOoreHHO 3a00JsiBaHe, HE ChIIECTBYBAa YHUBEPCAJIEH TEpaneBTHUEH MOAXOJ 332 BCHUKH
nanueHTH. MaiKkoTo paHJAOMHU3HpAHU MPOYYBAHHS MPHU TE3H MAlMEHTH MMAT OrpaHUYeHA
0000111€HOCT, 2 HEKOHTPOJIMPAHUTE NPOYUBAHUS ca C OrpaHWYeHa 3HauuMocT. HacrosimusT
KOHCEHCYC € choOpa3eH ¢ MEXIyHApOAHUTE NMPENOPHKU U JIMYHUS HU ONUT U MMa 3a LIel Ja
HaCOYH KJIMHHUIIMCTUTE OTHOCHO TI0JIX0/1a 32 IMarHOCTHKA U JIeUeHne Ha myasthenia gravis.

Muacrtenusi rpaBuc (MI') e aBrouMyHHO 3a00JsiBaHE, MPUYMHEHO OT AHTUTENA
npoTHB anetwixoauHoBuTe perentopu (AChR), myckynHo-cnienuduyHaTa THPO3UH KMHA3a
(MuSK) wu gapyru AChR-cBbp3aHM mpoTEeMHW B TOCTCHMHANTHYHATa MeMOpaHa.
XapakTepusupa ce ¢ 0ojiecTHA yMOPSIEMOCT Ha HampedyHo-HaOpa3JeHara MyCKyJlarypa H
MYCKyJIHA C1a0O0CT, MOpagy HApyIICHO MpeJaBaHe HAa HEPBHUTE MMITYJICH Ha HHUBOTO Ha
HEPBHO-MYCKYJIHUSI CHHATIC.

BoaectHocTTa € oxoiyio 15-25/100 000, ¢ rogummnua 3adoasemoct oT 1 Ha 100 000
HaceneHnue. Hauanoto Ha 3a0onsaBaneTo ipu aHTH-AChR dopma e Oumo1amHo — ¢ paHeH MUK
ok0110 30 ronuHu U KbeeH — okoio 70-80 rogunu. B EBpona nmosedeTo naueHTH ca ¢ Hadyajio
Ha orylakBaHusATa cies) S0 roguniHa Be3pacT. [Ipy MuacTeHus ¢ paHHO Ha4aao OTHOIICHUETO
Ha KEHU KbM MBke € 3:1, ToKaTo mpyu MHUACTEHHUS C KbCHO HAYaJlo CTPajaT MO-4YECTO MbXKETE.
dakTopuTe Ha OKOJIHATA cpeaa ca Bce omie cnabo npoyuenu. MIT ¢ antu-MuSK antutena
uMa reorpadcko pasnudue B EBpoma ¢ xapakTepeH H0KHO-CEBEpeH TPAJANECHT — Hali-MHOTO
ciydau ce HabmogaBaT B Cpeln3eMHOMOPHUETO, a Hail-Mainko B CKaHIUHABCKUTE CTPaHHU.

Etunonorusita e cBbp3aHa ¢ BIUSHUETO Ha TEHETUYHU U (DAKTOPH Ha OKOJIHATA Cpefa.
JlokazarencTBo 3a TOBa € KOHKOpAAaHTHOcTTa OT 35% mnpu MOHO3UToTHH U 5% npu
XEeTepO3UTOTHH ONM3HaIM 3a pa3Butue Ha MI'. OTKpUTH ca MHOXKECTBO T'€HU, BKIFOUUTEITHO
HLA renu, oTTOBOpHHU 32 NOBUILIEHUS PUCK 3a pa3BuTHE Ha MI'. JlokaTo HAKOU OT TSAX BOAST
70 pa3IMYHU aBTOMMYHHU 3a00JIiBaHUsI, IPYTH ca no-crneunduynu 3a MI' u onpeneneHu
tunoBe MI'. ITosloBUTE XOPMOHU CBHIIO UTPASAT POJIA 3a Mpearucno3ulusaTa kbM MI'. Te morat
Ja OOSICHAT M Pa3IMYHOTO IOJIOBO paslpeiesieHue MpU MUACTeHHs C paHHO Hayallo |
MHACTEHUS C KbCHO HAYaJI0 M MO-BHCOKOTO PA3NpPOCTpaHEHHE Ha 3a00JSIBAHETO Cpesl Mila i
KEHHM U TakuBa clied paxnaHe. [Ipenmonara ce ponsita Ha pa3IUYHA BUPYCH, aTaKyBaIlH
TuMyca. Hskom wuMyHOTepanmuu TMPOTUB TYMOPH, KAKTO M JPYrd aBTOUMYHHU U

PEBMAaTOJIOTUYHU 3a00JIsIBAHUS MOTAT Jla MHAYIHpaT myasthenia gravis.



IIaTorene3ara e c aBTOUMyHHa, TP y4yacTHE HAa TUMYyCHaTa kJie3a. Hapyuienuero Ha
HEPBHO-MYCKYJIHOTO IIpEJaBaHe € CBbP3aHO ChC 3HAUMTENIHA PEAYKILMS HA KOJTUYECTBOTO Ha
AIleTHJIXOJMHOBUTE PELENTOPM B TMOCTCHHANTHYHATA MeMOpaHa Ha HEPBHO-MYCKYIHUS
CHHAmNC. YBpPEXKIAHETO C€ IbDKM Ha aHTUTSIIO-MEIUUPAH M KOMIUIEMEHT-3aBHCHUM
aBTOMMYHEH OTTOBOpP C MPOAYKIUS Ha aHTUTeNa. [locnenHure Morar fa ce pa3iesnsiT Ha JBe
TOJIEMH TPYIH — aHTUTeNa KbM TPAaHCMEMOpPAaHHU WU BHHITHO-KIETHYHU NMPOTEUHU U KBM
BBTpEKJIeThYHHU. [IbpBata rpyna antutena natojaoruysu 3a MI' nupextHo (kato anTu-AChR
aHTUTeNaTa) WIM WHAUPEKTHO (kKato aHTU-MuSK aHTHTEeNna M aHTU-HUCKO-IUTBTHOCTEH
JUTIONPOTEHH penenTop-cBbp3aH npotenH 4 (LPR4) anturena) 3acsarar ¢pynkmusta Ha AChR
B HEPBHO-MYCKYJIHUSI CHHAIIC, KOETO BOJU JI0 HAPYIIIEH HOHEH TPAHCIIOPT Mpe3 MyCKyTHaTa
MeMOpaHa U HaMmalleHa MYCKYJIHa KOHTPaKIusi. AHTUTENAa KbM BbTPEKICTHYHUTE IPOTCHHH
(TUTHH, pUAHOJMHOBY PEIIENTOPH, KOPTAKTHH ) HAl-BEPOSITHO HE ca MmaTtojoruddu 3a MI', Ho
MOTraT Jia ce U3MOJ3BAaT KaTo KIIMHUYEH MapKep 3a OTpe/IeIIIHE Ha TEKECTTa Ha 3a00JIIBaHETO,
HAJTMYMETO Ha TUMOMa uinu Muomnarus. [lopanu cBosita BUCcOKa crieu(UIHOCT, MTOCICTHUTE
HE Ca 3aCTHIICHU B KIIMHUYHATA MPAKTHUKA.

IMoarpynu Ha myasthenia gravis
Mpyasthenia gravis ¢ panno nauano

[Manmentute ¢ Ta3u ¢popma HaOposiBaT 0koj0 20% OT Bcuuku 60HU. OTHOIIEHUETO
Ha JKEHUTE KbM MBxKeTe e nmpubimsurento 3:1. Tasu gopma ce acormupa ¢ HLA-B8, DR3 u
JIPYTH aBTOMMYHHH T€HHU PUCKOBH JOKycH. IIpm Tsax ca nHammuau aHtTH-AChR anTuTena.
[TaruenTHTEe C THMOMA Ca U3KJIIOYEHU OT Ta3u rpyna. Bb3MoXKHO € HaauuueTo Ha TUMYyCHA
(bonuKynapHa XunepIuiazus.

KimHUYHO MBpBUTE CUMITOMHU BB3HHUKBAT mpeau 50 roauinHa Bb3pacT. XapakTepHa
€ reHepaju3upaHa MYyCKyJiHa claboCT, KaTo IsulaTa KJIMHWYHA KapTHHA Ce pasrphblia B
I'bPBUTE TPU TOJAMHU Ha OosecTTa. XapakTepHa € U KOMOPOUIHOCTTA C APYTHM aBTOUMYHHH
3a00IIIBaHHUS.

Muacmenus zpasuc ¢ KbCHO HAYA10

[TarmenTure ¢ Ta3u ¢popma npeacrasisBaTt okosno 40% ot Bcuuku OosnHu. Hammunu ca
anTu-AChR anTuTena. 3a00ms1BaHeTO € MO-4€CTO MPU MBKETE U MTOKa3Ba ciada acoruanus ¢
uakon HLA renm (B7, DR2). Psagko ce cpema TUMycCHa MaToJIOTHS, TOPAaad KOETO
MAIMEHTUTE HEe OTTOBAPAT HA THMEKTOMHUSL.

KimHUYHO MBpBUTE CUMIITOMH HAcTHIBAT ciea S0 roauiiHa Be3pacT. XapakTepHa e
reHepaltu3upana MyCKyJIHa cllabocCT, KaTo 1sjiaTa KIMHUYHA KapTHHA Ce pa3rphllia B IbPBUTE

TPpHU TOJMHU Ha OOJecTTa.



Muacmenus zpasuc, cébp3ana ¢ mMUmMom

Ta3u dopma ce mprema 3a mapaHeoIuIacTUIHo 3a0omnsBane. Tumom ce cpema mpu 10-
15% ot marmeHTUTE C MUACTEHUS rpaBUC. Pa3nipocTpaneH e mpu BCUUKHU Bb3PACTH C €HAKBO
pasmpeneneHre 1Mo 1oj. MwuacTeHuss TpaBUC € Hail-uyecTo CpellaHeT0 aBTOMMYHHO
3a0oinaBaHe, cBbp3aHo ¢ TUMOM. [Ipu 30% OT marueHTHTe C HAIMYEH TUMOM CE€ pa3BHUBa
MuacteHus: rpaBuc. IIpum moutu Bcuuku OonHM ce HaOmogaBar aHTU-AChR anTuTena u
reHepanu3upana ¢popma Ha 3abomnsBanero. [Ipu HanmMYMe Ha THMOM MOTaT Ja C€ YCTaHOBST
pasznnuHu BUAOBE aHTUTENA. B cepyma Ha okoiio 30% OT manueHTUTE MOJIOKUTEITHU HAa aHTH-
AChR, ce noka3BaT ¥ aHTU-THTHH aHTHTENA. Te ca HaTuyHu B 10 85% 0T OOJTHUTE ¢ TUMOM-
acolMMpaHa MUAcTEeHUs. AHTU-PUAHOIMH aHTUTeNa ce oTKpuBar npu 70% OT manueHTuTe ¢
anTu-AChR 1 THMOM. AHTU-KOPTAaKTHH aHTHTENa ce HamupaT npu 20% oT nauueHTure 6e3
antutena cpeury AChR u MuSK, kakro u npu 5% ot mauuentute ¢ antu-AChR. B
pYTHHHATA MpPaKTUKa T€3H aHTUTENIa HE Ce U3CIIe/BaT.

Muacmenusa zpasuc, acoyuupana ¢ anmu-MuSK aumumena

MuSK e mpoTenH, KOWTO ce eKCIpecrpa B MOCTCHHANITUYHATA MYCKYJTHa MEMOpaHa 1
ydJacTBa B nojabprkaneto Ha pynaknusaTa Ha AChR. Okomno 1-10% ot nanuenture ¢ MI™ umat
antu-MuSK anturena. Psako ce HabmonaBar antu-MuSK n antu-AChR anTuTena nmpu enqux
1 cbiy nmanueHT. [Ipu Te3u narueHT He ce HabojaBa TUMYCHA MAaTOJIOTHUS U ChOTBETHO HE
ca MOKa3HH 32 THMEKTOMHUSI.

KnuHn4HO manueHTuTe Mmokas3BaT 3acsiraHe NpeJuMHO Ha Oyi0apHHUTE M KpaHUATHU
Myckyiau. Okono 1/3 oT mamueHTHTe MMAT nTo3a W Auruionus. B mosede ot 40% ot
MaIMeHTUTe ce HalJroJaBa KaTo IMbPBM CHUMIITOM OyibapHa ci1aboCT Karo MOXKE Jia ce
YCTaHOBH OIIIE JTUIIEBa, (apuHTeaTHa U CIa00CT Ha €3UKa, 3a€/IHO ChC cIab0CT B MIMIHATA U
auxarenHara MyckynaTtypa. KpallHuuuTe psako ca 3acerHaTH.

Muacmenus cpasuc, acoyuupana ¢ anmu-LRP4 anmumena

Cpema ce mno-uecto npu xeHure. LRP4 ce ekcrnpecupa B mocTcMHanTHYHATa
MYCKYJIHa MEMOpaHa 1 TPeJICTaBIISIBA PELETITOP, OJIaronpusTCTBAI aKTUBHUpaHeTo Ha MuSK,
KOWTO € HeoOX0IuM 3a MoabppkaneTo Ha ¢pyHkuuaTa Ha AChR. AHTHTENna ce ycTaHOBsIBAT
npu 2-27% ot mnauuenture, HeratuBHU 3a aHTU-AChR u antu-MuSK. IIpoyuBane
ycraHoBsiBa aHTU-LRP4 anturena npu 15% ot maumenture ¢ antu-MuSK, mpu 8% ot
naruenTy ¢ aHTu-AChR anturena u npu 4% OT NalMEHTH ¢ APYTH HEBPOMMYHHH OOJIECTH.
[Tpu okono 2/3 oT ManueHTUTe TUMYCHT € aTpOoUYEeH W HOPMAJCH 3a BB3pacTTa, HO ca
JIOKJIaJIBAaHU U CIIy4a ¢ TUMYyCHA Xunepiuiazus. [Ipu Manka 9act OT MalueHTUTe C MUACTEHUS

Ce YCTAaHOBSABAT AHTU-AaTPUH AHTUTENA, OOMKHOBEHO B KOMOMHaLUA ¢ aHTU-MuSK winu anTu-



LRP4 u psnxo ¢ antu-AChR.

KJII/IHI/I‘-IHO IIOBCYECTO OT IMAIIMCHTUTEC Ca C OYHA HWIIN reHepaanpaHa MYCKyJ'IHa
cnaboct. [Ipu okorno 20% ce HabnroaBa caMo O4Ha ci1aboCT.
AHMuUmMAN0-HecamueHa 2eHepatu3upana MUacmeHus 2pasuc

[IpencraBmsiBa xeTeporeHHa rpymna, KaTo HAKOW MAIlMeHTH MMaT aHTUTEIa ¢ HUCHK
a(bI/IHI/ITeT NI C HUCKA KOHI.[CHTpaI_II/IH, HEOOJIOBUMA C HACTOAIIUTEC HMYHHHA TCXHOJIOT'UH.
Hskou manueHTH Morar a MMaTr MaTOJIOTUYHH aHTUTENa KbM HEHJICHTU(QUIIMPAHU OIIe
antureHu. [Ipu Te3u manueHTn TpsOBa Ja ce U3KII0YAT APYTH 3a00JIsIBaHUs, HAMIOA00sBaIIN
myasthenia gravis.
Ouna muacmenus zpasuc

Cpemia ce BbB BCSKa BB3pacCT, MO-4ecTO TpH keHute. [Ipu moBede OT moloBHHATA
nanueHTn ce HaomogaBat anTu-AChR anTuTena, nokaro antu-MuSK ce cpemar psako.

KnnanuHo 0yHaTa MyCKyJHA CJTa00CT € Hall-ueCTUAT HadaJIeH CUMITTOM, HO Camo TIpH
15% ot mauueHTUTE 3acsraHeTo ocraBa camo B ounte. [Ipu manmeHTUTe ¢ M30IMpaHa OYHA

(opma e OBHUIIIEH PUCKBT 3a pa3BUTHE HA reHepalin3upana popma Ha 3a00JIIBaHETO.

TexecTTa Ha MHACTEHUSITA ce ONpeens Mo A00pe Mmo3HaTara y Hac cKajga Ha
Ossennann, HaIocCJI€CAbK II0-4€CTO C€ H3IM0JI3Ba KIMHHUYHATa KHaCI/I(bI/IKaI_[I/IH Ha

Awmepukanckara Gonganus no MI™ (taba. 1).

Ta6n. 1. Knmuanuna knacudukamus Ha AmepukaHckata (OHAAIUS M0 MHACTCHHS

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

Kuaac I — BcsikakBa ouHa craboct

Kuaac II - Jleka renepanu3upana MyckyiHa ciaadoct. Moxe fa € HaJTudHa ¥ O9HA MYCKYJTHA

c1aboCT OT BCSKAKBA TEKECT

Kuaac II a — [IpenumMHoO ca 3acerHatv KpallHULIMTE, akCHaJIHaTa MyCKYJIaTypa WIX U JIBETE.

Moske n1a ca 3acerHatu B [0-MajiKa cTereH opodapuHreaiHara, iuxaTeiiHaTa MycKyJjaTypa

WJIN U JIBETE

Kaac I 6 — [Ipenqumuo ca 3acerHatu opodapuHreantara, AMxaTeaHaTa MyCKyaTypa Uil

u JBere. Mo)ke ChIIO Aa ca 3acerHaTH B MO-MaJlka WM €IHAKBA CTENEH aKcHalHaTa U

MyCKyJaTypaTa Ha KpalHULIUTE

Kaac III — Cpenno-te’)xka MycKyiaHa ciabocT, 3acsramia Japyra OCBEH OdYHAaTa

MycKyJaTypa. Moxke ChIl0 2 € 3acerHara OuHaTa MyCKyJaTypa B pa3jiuyHa CTEIEeH



Kaac III a — IlpeoGnagaBamio 3acsiraHe Ha MyCKyJaTypaTa Ha KpallHHLUTE, akCHaIHATa
MYCKyJIaTypa WJIu U JBeTe. Moke B I0-MaJjika CTEIEeH Jia € 3acerHaTta opodapuHreanHara,
JUXaTeaHaTa MyCKyJlaTypa WA U IBETE.

Kuaac III 6 — [IpeoGnamaBaiio e 3acernara opodapuHrearHara, AuxarejHaTa MycKyJaTypa
WM U JBeTe. Moxe ChII0 Ja ca 3acerHaTH B I10-MaJIKa UJIM €IHAKBa CTEIIEH aKcuajaHaTa u
MYCKyJlaTypaTa Ha KpalHULIUTE UJIU U JIBETE.

Kaac IV — texxka MmyckyiHa ci1abocT, 3acsiralia Ipyra OCBeH O4HaTa MycKyJaTtypa. Moxe
CBILIO J1a € 3aCeTHATa OYHATa MyCKYJIaTypa B Pa3JINuHa CTEIICH

Kaac IV a — IlpeoGiagaBamio e 3acernata MycKyJjarypaTa Ha KpalHULIUTE, akCHaJlHaTa
MYCKyJaTypa WJIu U JABeTe. MoXke B I0-Majika CTEIEeH J1a € 3acerHaTa opogapuHreanHara,
JUXaTeaHaTa MyCKyJlaTypa WA U IBETE.

Kaac IV 6 — [IpeobnanaBaiiio e 3acernara opoapuHreantara, IuxaTeliHaTa MyCcKyJaTypa
WIM U BeTe. MOoXe ChIIO J1a ca 3acerHara B I10-MaJjlKa WM €JHAKBA CTENEH aKCUalHaTa u
MYCKyJIaTypaTa Ha KpalHULIUTE UIIU U JIBETE.

Knac V — Ilpu wu3BbpimieHa OpoO-TpaxeaqHa HHTyOamus, ChC WJIM O3 MEXaHHYHA
BEHTHJIAIMS, C HM3KJIIOYEHHE Ha UHTyOHMpaHe NpU PYTUHHHM TOCTONEPATHUBHHU TPHIKU.

W3znon3Banero Ha Ha30-TacTpasiHa coHaa 0e3 MHTyOauus kinacudunupa nanuenta B Kiac

IV6

JAunarnosa
Knunuuno ocHOBHaTa mposiBa € HACTHIIBAHETO Ha Obp3a yMOPSEMOCT Ha MYCKYJIUTE
IIPU aKTUBHOCT, KaTO HAal-4eCTO Ce 3acsAraT MyCKYJIUTE HHEPBUPAHU OT KPAaHUAIHUTE HEPBU
(KH), MmyckynuTe Ha Tpyma ¥ IPOKCUMATHUTE MYCKYJIM Ha KpalHULUTe. BhHIIHUTE OYHU
MYCKYJIHM U JIEBATOPHT Ha KJIENadya Ce 3acAraT Hal-4eCcTo U B Hall-TeKKa CTeNeH. XapaKTEepHO
e, 4e ce HaOIrofaBa B €JHAKBA CTETICH MTO3a HA KJICTIAYNTE M HapYIICHHUE B 3aTBAPSHETO Ha
oyHara menka (m. orbicularis oculi), mpu 3ama3eHW 3€HUYHHM PEAKIMM HAa CBETJIMHA W
aKOMOJAIUs U HAJM4YUe Ha JUIUIONHS, IbJDKAIla C€ HAa MPEyMOpa HA Pa3IMYHU MYCKYJIHU
rpynu. 3a OTKpHBaHe Ha Oo4yHa (opma Ha 3a0O0NABAHETO MOTaT Jla Ce MPHJIOKAT U HIKOH
KJIMHUYHU TE€CTOBE:
e 3acuiBaHe Ha NMTO3aTa (CUMIOTOM Ha 3aBecaTa) — BIIOIIABaHE Ha MTO3aTa B MO-MaJIKO
3aCerHaToOTO OKO, TP MOBJUraHEe Ha KJIeraya Ha M0-3aCEeTHaTOTO OKO
e Tecrc neq— nmogoOpsiBaHE C MOBEUE OT 2 MM B IITO3aTa CJIe]l 2 MUHYTHO TIPHIIOKCHUE
Ha Jie/l BbpXY opOuTaTa/Kiienaya

MyckynHaTa yMOpSIeMOCT C HaMajleHa CHUJia B JIMLIEBATa U IbBKAaTeIHATa MyCKyJaTypa



3aTpyJIHSABAT XPaHEHETO U MPHUAaBAT Ha JHUIETO XapaKTePeH XUITOMUMHUYEH BU/, TIOHAKOTa C
MpUABPKAaHE Ha JIOJNIHATA YETIOCT TOopaJr HEeBb3MOXKHO 3aTBapsiHe Ha ycrata. Hapymiena e
doHanMATa C HOCOB, HaKbCaH J0 HEBB3MOXKEH TOBOp. B mo-HampenHanuTe ciaydan €
3aTPyJIHEHO I'bJITAHETO, YECTO TEYHOCTUTE M3JIM3AT Ipe3 Hoca Ha OosHuTe. HeBb3MoOXKHa €
¢draexcusiTa Ha IMIKATA CIOHTAHHO M CpELly CHIPOTHBA M TMAIMEHTUTE YEeCTO 3ama3Bar
MOJIOKCHUETO Ha TJIaBaTa KaTo CH IMoMarar ¢ pbka. B TMO-KbCHU eTamu ca 3aTpyJHCHH
CpeCBaHETO Ha KocaTa, XpaHEHETO, TOBOPHT, M3KAUYBAHETO IO CTHJIOU U CTABAHETO OT JIETJIO.

Jpyra xapaktepHa KJIMHHYHA OCOOCHOCT € 3aCHJIBAHETO Ha CUMIITOMHUTE B X0J]la Ha
JIeHs TIopaid IpeyMopa Ha OMpPEeTIeHH MYCKYJHU TPYNU — HAIPUMEp Ha BBHHIIHUTE OYHU
MYCKYJIM TPU YETCHE W TJEAaHE Ha TeJIeBU3MS, HA MYCKyIuTe Ha (poHaIusTa Cien mo-
MPOIBIDKUTENICH PAa3roBOP WIIM Ha IPOKCUMATHUTE MYCKYJIH Ha KpallHUIUTE clie]] pru3ndecka
aKTUBHOCT. HSIKOM MmalmeHTH “MaT BIIOIIaBaHE PaHO CYTPUH, KOETO C€ CBBP3Ba MO-CKOPO C
HeZ0CTaThyuHa MPOIBIKUTEIHOCT Ha e(heKTa Ha BeuepHaTa J03a MeIuKaMeHT. B HayanoTo Ha
3a00JIIBAHETO U TIPU MO-TIEKUTE My OPMHU MYCKYyJTHATa yMOpa C€ MPEOA0sIBa CPABHUTEIHO
OBp30 cief MoKoH (MprioxeHue 3).

He ce nabmronaBa mpomsina B peyiekcHaTa IEHHOCT, CeTUBHATA (PYHKIIMS, KaKTO U Ha
JeHOCTTa Ha CHPLIETO U Ha TJIAAKUTE MYCKYJIH.

Tecmose ¢ anwmuxonunecmepasvume unxuobumopu (AXW - neostigmine,
edrophonium) ce mpoBexaar cieq U3MepBaHEe Ha MYCKYJIHATa CUjla ¢ AMHAMOMETpPHUS WM Ha
BUTAJIHUS KamaluTeT MpeAu M clel NPUIOKEHHE Ha ChOTBETHHS MeIWKaMeHT. Toa
TECTyBaHE MOJXKE Jla c€ MIPOBEJIE ChC neostigmine, MPUIIOKEH UHTPamMycKysHO (1,5 mg) wim
6aBHO BeHO3HO (0,5 mg). [TogoOpenuero cienBa ga ce ordere oT 15-Ta MUHYTa 710 2-Us Yac
Clie]l amIMKanusTa. 3a TPeNoTBpaTsBaHe HA MYCKApUHOBHUTE e(EeKTH e KelaTellHa
npeMenukanus ¢ atropin. OT4nTaHeTo Ha MOJOOPEHUETO MOXKE J1a CTaHE KIIMHUYHO, HO € T10-
nobpe To nga Obae MOTBBPIEHO eieKkTpomuorpadcku. HeraTMBHUAT TeCcT HE H3KIIIOYBA
Hanmuueto Ha MI', HO e HacouBall 3a ThPCEHE Ha Apyra MpUYMHA 32 MYCKYyJIHAaTa claboCT.
[Topann HanMure Ha HEXKETTAaHU PEaKIMU B TPAKTUKATa Ce U3MOJI3Ba TECT C Mpuema Ha 1 Tadm.
pyridostigmine (60 mg) 1 oTYMTaHe HA KIIMHUYHO 1ogo0penue cien 45-60 MuH.

Tumwvp na anmumenama TpAOBa J1a ce U3CeaABa MPU BCUYKU MAIlMEHTU C KJIMHUYHA
aHaMHe3a, Ipenoiaramnia Mmuacterus. [Ipu moBeuero manueHTH ce HabmogaBat antu-AChR
aHTHUTENA, a IIPU HEraTUBEH pe3yaTaTr ce usciensar aHTu-MuSK. Twil karo B HayasioTo
aHTHUTENIaTa MOXE Jla He CE YCTAHOBSAT U JIa C€ TO3UTHBUPAT B MOCIEACTBHE, € HEOOXOIUMO
MIPU HavaJeH HETaTUBEH PE3yJITaT, M3CIAEABAHETO Ja ce ToBTOpH cien 6 mecena. AHTH-AChR

n anTu-MuSK aHTHTenara ca MHOTO crelu(WYHA ¥ B CHUYETAHHE C MOIXOIAI] KIMHUYCH



TIperJie]] Ha MpaKTHKa MOCTaBAT AMarHo3ara myasthenia gravis. TouHoCTTa Ha TUMarHOCTUKA
Ha aHTH-AChR upe3 umynonperunurupan; meroq (RIPA) Bapupa mexny 97-99%. Muoro
pSAAKO MOTaT Ja ObIaT OTKPUTH U TIPH MAIMESHTH C JIATepaliHa aMHOTPOPUIHA CKIIepOo3a U MPU
TaKMBa C HaJIM4YeH TUMOM (Te3HM MAlMEHTHUTE ca M3JI0XKEHH Ha PHUCK OT pa3BuThe Ha MI).
AHTU-MuSK aHTuTEna HUKOra He ca HaMUpaHu u3BbH MI'.

Hespozpaghckomo uscnedsane e Hail-ueCTO U3MOIZBAHUAT METOJ 32 YCTAaHOBSABAHE HA
HapylIeHUs] B HEPBHO-MYCKYJHOTO IpeJaBaHe. BKo4YBa pemneTUTHBHA HEPBHA
enekrpoctumynanus (PHC) c¢ wuckm decrotm (1-3-5 Hz) m orumtane Ha TUNHYEH
JEKPEeMEHTEH OTroBOp (CHajaHe Ha aMIUIMTyJaTa) Ha CyMapHHsS MOTOPEH aKIHOHEH
norennuan (CMAII). Hamune e monokuteneH IeKpeMeHT B 10 95% OoT cioydauTe ¢
resepanusupada Gopma Ha MuacteHus u npu 40% ot manmeHTure ¢ ouHa Qopma. 3a
noJioxkuTesieH nekpement (1:5) ce mpuemar croitnoctu Hax 10% cnagane Ha aMIUIMTYAaTa.

[To-uyBcTBUTENIEH M crHenu@UUEeH METOJ 3a YCTaHOBABAaHE Ha CyOKIMHUYHH
HapylIeHHUs B HEPBHO-MYCKYJIHOTO IpenaBaHe € EMI Ha eIMHMYHO MYCKYJHO BIIAKHO
(single-fiber). To3u meroxn e monoxkuteneH npu 96% OT mauMeHTHTE ¢ TeHepaJu3upaHa
¢dbopma Ha muactenus u npu 80% ot ciayyaute ¢ ouHa ¢popma. OleHsIBa HEPBHO-MYCKYJIHUST
jitter. Ilpm mmacTeHuss To € aOHOPMHO YBENIHWYEH, JOPH M B KIWHUYHO HE3aCETHATH
MyCKyJHU TpynH, npu kouto PHC He noka3Ba 1eKpeMEHT.

KT na npeonuss meduacmunym 3a yCTaHOBSIBAHE Ha TUMOM WJIM XUIEPIUIa3usi HA
THMYCHATa kJie3a UMa ChLIECTBEHO 3HAUYECHUE B AHMarHOCTUKaTa. CXeMaTUYHUSAT aITOPUTHM

3a nuarHoctuka Ha MI' e nmpencrasen Ha ¢wur. 1

JAundepennuanna quaruosa

Huarnosarta Ha MI' B HsiKOM ciTydan MOXe Ja ObJie MHOTO TPYAHA, mopaau ¢akTa, ue
penuna 3a00ysiBaHMs MPOTUYAT ChC CNA0OCT Ha MyckynuTe, uHepBupann or KH wmmu Ha
MYCKYJIUTE Ha TSJIOTO M KpaitHuIuTe. B X012 Ha HIKOM aBTOMMYHHU 3a00JISIBaHUS MOXE Ja
ce BKJIIOYHM KaTo ChITbTCTBAII Mpoliec 1 MI', KoeTo 3aTpyaHsBa MOCTaBIHETO Ha AMAarHo3aTa
— HampuMep MpHU XUIO- U XUMIEPTUPEOUIHU CHCTOSHUS, JIYITYC U JIp.

MHoro 4ecto npu oyHara ¢popma Ha MI' ce Hanara fa ce U3KJIto4yar Jpyru NpuIrHH,
BOJICIIIM JIO TOJOOHM OIIAKBAHUS — HAASIPEHH YBPEKMTAHUS TPH PA3TUYHU 3200JISIBAHUS
(mporpecuparia  HajsApeHa  BBHINHA  O(TaIMOIUIETHs,  CIOUHOIEepeOenapHa U
onuBoIepedeapHi aTpoQuH, MPOLECH B TOPHUTE OTAETN Ha MO3BYHHUS CTBOJ C paziiMyHa
€THOJIOTHS), OYHa (hopMa Ha MYCKYJIHA JUCTPO(Hs, MHOKECTBEHA CKJIEPO3a, CHHIPOM Ha

Guillain - Barre (oxynodapunreanen u Miller - Fisher Bapuanr).



B mmumpoxkara audepeHnumanHa nuarHoza Ha MIT momagaT W BpOJEHHU, TEHETHUYHO
00yCIIOBEHN MUACTEHHU CHHAPOMH, MUTOXOHJIPHAITHU 3a00JIsIBaHUS U OKYyJIO(hapHHTeaTHa
MYCKYJIHA TUCTPOQUSL.

[Tpu Texko, mpenuMHO OyI0apHO MHACTEHHO 3acsTraHe, € HE00X0IUMO J1a Ce HalpaBH
nudepeHnragHa AUarHo3a ¢ MpOIecH, KOUTO aHTaXHpaT MO3bYHUS CTBOJI — TYMOpPHH,
CHJIOBH, aMHOTpO(UYHA JTaTepaTHa CKIIepo3a U Jp.

I'enepanusupanara crnaboct npu MIT TpyaHo ce pasrpaHuyaBa OT MoJ00HA
CUMIITOMATHKA MPU MUOMATUH, TIOJIMMHO3HUTH, XUTIEPTUPEOUIu3bM, cuHapoM Ha Guillain -
Barre, nopdupuHoBa mosMHeBpoOnaTus, Xunep- 1 XUMnoKalieMUyHa epruoAryHa mapainsa.
3a mpaBUIIHO MTOCTABSIHE HA AMArHO3aTa € He0OX0IMMO Ja ce 00bpHE BHUMAHKE Ha PA3TUKUTE
B pepriekcHaTa NeiHOCT, CETUBHOCTTA, MAPAKIMHUKATA U €NEKTPO()U3NOTOTHIHATA HAXO/IKA.

Hskon TOKCMYHM yBpeXIaHHsT Ha HEPBHO-MYCKYJIHOTO IIpelaBaHe WM Ha
nepudepHuTe HEPBU MOraT Ja MMUTUpAT MHUACTeHHs] — MUGTEpPUEH TOKCHH, OOTYJIHMHOB
TOKCHH, WHCEKTHIIUIW, AHTUOWOTHUIIM, yXalBaHWUsS OT 3MHUU M Masld, pactureneH D -
tubocurarine u jp.

Docgopoopeanuynume 6eujecmea, W3MOA3BAHU KaTO TECTULUAM, WHXUOUpAT
HEOOpaTUMO  aleTWIXOJWHecTepa3zara. Te ce abcopbupar mpe3 Oemmst  ApoO,
TaCTPOMHTECTUHANIHUS TPAKT W KOXKaTa, CIed KOETO MPEeIU3BUKBAT MYCKAPUHOBH H
HUKOTUHOBH e(dekTu. [Ipu Te:Kku oTpaBsHUS HACTHIIBA ACTIPECHUS HA AUXATEIHUS IICHTHP B
npoabaroBatusi Mo3bk. Cren ocTpus TOKCHMYEH mepuoa B cieaBamure 24-96 daca ce
Ha0It0/1aBa MPOrpecHBHAa MYCKYJIHa €1a00CT, a MO-KbCHO C€ pa3BUBaA JUCTallHA aKCOHHA
MOJIMHEBPOIIATHs, KOSATO € MO-M3pa3eHa 3a KpakaTa, OTKOJIKOTO 3a pblere. Edextute Ha
BcuukU (pochopoopraHMyHU BEIIeCTBa C U3KIIOUEHUE HA HEPBHO-TIAPATUTHYHUTE Ta30BE ca
MIPEXO/IHU.

[Ipu cunopoma na Lambert-Eaton cvuio ce HabOmomaBa HapylIeHHE Ha HEBPO-
MYCKYJHOTO TIpeJaBaHe M MHACTEHOMOJ00HA KapTHHA, KOSATO UMa THIHYHU KIMHUYHU H

eIeKTPOPUNOIOTUYHH paznuku oT MI'.

Jleuenue
HacoueHo € kbM MoOcTHraHe Ha 3aJ0BOJUTEICH KOHTPOJ HAa CHMIOTOMHTE |
MUHMMHU3UpPAHE Ha pUCKA OT HEXKEJNaHU JIEKAPCTBEHM peakiuu. Ta3u 1el MOXe Ja ce
IIOCTUTHEC I-Ip€3 I/IH,Z[I/IBI/I,Z[yaJIeH TepaHeBTI/I‘-IeH IIoaxoad. %18 Cce TpeTHpa CbIJIAaCHO CXOJHHU
MPUHIMIIA, [0 TOJsAMa CTEMEeH HEe3aBUCHMMO OT CcTaryca Ha aHTurtenarta. JledeOHuTe

CTpaTCruuTe Morat naa 6’b,HaT pasaciiCcHn Ha CUMITOMATH4YHO JICUCHUC, KOCTO YJICCHsBA
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HEPBHO-MYCKYJHOTO IIpeJaBaHe U UMYHOCYITPECUBHO JICUEHUE, HACOUEHO KBbM MO IeKAIIIHS

MaTOJIOTUYCH UMYHEH OTroBOp (¢ur. 2 u ¢ur. 3).

CUMITOMATHYHO JiedeHHe

Aunmuxonunecmepasnume cpeocmaa OJIoKHMpar oOpaTumMo eH3MMa
alleTHIIXOJMHECcTepa3a u 3a0aBAT XUIpoIr3aTa Ha arieTuxoiuHa. Hali-uecto B mpakTHKara ce
usnonm3Ba pyridostigmin (Mestinon, Kalymin). Pyridostigmin e cpenctBo Ha u300p 3a
CUMITOMAaTUYHO JieyeHHe Ha MI' 0coOeHO B paHHUTE eTanu Ha 3a00JSBAHETO U MPU JIEKH,
ocobeno ounu popmu Ha MI'. O6uyaitHaTa no3a Ha pyridostigmin € 30 mg 1o 90 mg Ha 4-6
yaca. MeQuKaMeHTBT c€ THUTpUpa A0 Haii-HHCKaTta epeKTHBHa nqo03a. B Havanoto Ha
JICYCHUETO W TpU mo-iekute hopmu Moxke na ce 3amoune ¢ 30 mg (1/2 tabn.) 3-4 bt
JTHEBHO, CJIe KOeTO Moke aa ce moBumu 10 60 mg (1 Tabn.) 4 mbTH THEBHO U KOTATO €
Heooxoaumo 10 90 mg 4-5 mbetr AHEBHO. EdekThT Ha MeMKkamMeHTa 3anouBa cien 20 MUHYTH
C MaKCUMyM Ha ITbPBUS Yac ¥ NPOAbIDKUTETHOCT 3-4 waca. [Ipu HemocTarbueH eeKT Moxke
Jla c€ yBEJIMYM €JHOKpaTHATa J103a WIH JIa C€ ChKPAaTU UHTEPBATHT MEXIAY IPUEMAHUTE 103H.
MakcumanHaTa eIHOKpaTHa J103a MPHU MO-TOJEMH MHTEpBaM Ha mpuiaraHe € 180 mg. 3a
BEUEPHHUS IMpPHEM € JOMYyCTUMO IMpHJIOKEHHEe Ha TalbJeTHHu (GOpMH C KOHTPOJIHPAHO
0cBOOOXKIaBaHe (He ca HATMYHM B HamaTta ctpana). [Ipu moBuiaBane Ha 103aTa ChIIECTBYBa
OMAacHOCT OT pa3BUTHE HA HEXEJIAHW JIEKAPCTBEHU pPEAKIUU, OT CTpaHa KaKToO Ha
HUKOTHHOBHUTE U TaKa U Ha MYCKapHWHOBUTE perenTopu. TakuBa HEXEIaHU PeaKU PSIKO
ce mosiBsiBaT nipu no3u moj 300 mg/aHeBHo. Hali-uecTrTe MyCKapuHOBH SIBJICHHS Ca YPEBEH
XUMEPMOTHIUTET (CTOMAIIHU KpaMIH, IUApHsi), YBEIWYCHO CIIOHOOTACISHE, MOBHUIIICHA
JIUXaTelHa M TacCTPOMHTECTUHAIHA cekpeuus u Opamukapaus. OCHOBHUTE HUKOTHHOBH
CTpaHWYHH SIBJICHHSI ca MYCKYJIHHU (acUUKyIallud U Kpammu. XOJIHMHEPTMYHUTE KPHU3U C
TEXKO KJIMHUYHO YBpPEXJaHE B JHEUIHO BpEeME ca PelKH, MOopaayd PaHHOTO BKJIIOYBAHE Ha
MMYHOCYTIPECHBHA TEPAIHs, KOSTO HaMaJsiBa Hy>KJaTa OT BUCOKHU 1031 HA CHMIITOMAaTUYHOTO
nedenue. Ilpu namuentn c¢ anTH-MuSK MI', aHTMXONMHECTEPA3HOTO JIEUEHUE HE Ce
MpenopbyBa, Nopaau Hee()eKTUBHOCT U MOBUIIIEH PUCK OT MOsIBA HA CTPAHUYHU PEAKIIHU.

Tapzemnama cumnmomamuyna mepanus ¢ MOHOKJIOHAIHU GHMUmMeENd, KOUMO He
MoOuguyupam umyHonamonouama ce npuigara Ipu KOHTPAWUHIUKALMU, HETOJEpUpPAHE
WM HEAOCTaThueH KOHTPOJ Ha 3a00JIIBaHETO MPHU MpHJIaraHe Ha aJeKBAaTHU 03U OT
AHTUXOJIMHECTEPA3HUTE CpelncTBa. Morar jga ce no0aBAT WHXHOUTOPU Ha TEPMHUHATHUS
koMmruiemeHT C5, Fc penentopHutre MHXUOUTOPU M WHAKTUBHUpAIIM LUTOKHUHHUTE, KaTo

efgartigimod alfa, zilucoplan, rozanolixizumab.
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Mooyramopume na neonamannus Fc peuenmop (FcRn 610kepu) ce mpuiarat npu

BHUCOKO aKTHBHa TeHepanmu3upaHa muacteHuss ¢ AChR-anturena. Cevp3Bar ce ¢ Fc
perienTopa U ro OJOKHpAT, KaTo MO TO3M HAYMH aKTUBUPAT JETPAJAMPAHETO M HaMassBaT
HUPKyJIUpaluTe HUBa Ha maroreHHute IgG u moTuckaT akTUBUPAHETO HA KOMILIEMEHTa
. ToBa BoM 110 MOBIWSBAaHE HA TPUTE MATOTCHETHYHU MexaHu3Ma npu nanueHtu ¢ AChR-
MO3UTUBHA MHUACTEHHUS - OJOKaJa Ha HEBPOMYCKYJTHHUTE CHHAIICH, WHTEPHAIU3ALUS H
nectpykiust Ha AChR u aktuBupane Ha komrementa. Heonaramuust Fe penientop (FcRn)
€ OTTOBOpPEH 3a TpaHc(epa Ha MaYMHHUTE AaHTUTENA IPYU MUACTEHHUSI KbM HOBOPOJICHHUTE JIelia.
FcRn e excripecupan B pa3nuyHM KJIETKH (BKJIIOUMUTEIHO €HAOTEIHUTE) U ThbKaHU U Urpae
ponsi B peuukivpanetro Ha IgG, moBumaBaliki HETOBHSI MOTYKUBOT B KPHBOOOPAIICHHUETO,
KaTo HamalisiBa Heromata jerpagaiusi B nu3o3zomute. FcRn cenextuBHO ce cBbp3Ba ¢ I1gG
aHTHUTeNaTa U T Mpeana3Ba oT JJU3030MHa JIerpajalius, KaTo Mo TO3M HaYUH ' PEeHUKInpa B
KpbBHaTa IupKyanus. He Mmogudumpar uMyHONaToIOTUsITa IPU MUACTEHHUSI, IIOPAIH KOETO

CC MpeNnopbHUBAT KATO JOMMBJIHCHHUC KBbM CTaAHAAPTHATA TCPAIIA.

Bucoxo akTnBHa renepanusupana MI' moske na 0be nepuHMpaHa KaTo:

o VYmepena unu Texkka MI' (>MGFA 11 06) u/niu oHe nBe TEXKKHU BIONIABAHMS/MUACTCHHN
KPU3H, H3UCKBAIIU TePaIus ¢ MHTPABEHO3HN UMYHOTJIOOYJIMHY WU adepe3a, B pAMKUTE
Ha e]lHa TOJIMHA CIIe]] MOCTaBsSHE Ha JMArHO3aTa, BBIIPEKU aJ[eKBaTHA CHUMIITOMATHYHA,
KOPTHKOCTEPOUIHA ¥ UMYHOCYTIpecHpaIia Tepanus

e [lepcuctupaniu 3Ha4MMU 3a exKeAHEBHOTO (yHKIMOoHHpaHe cumnToMu (ZMGFA 11 a) u
TEXKO BJIOIIaBaHE/MUACTCHHA KpH3a B paMKHUTE Ha MOCJIETHATa KaJeHAapHa TOJAWMHA,
BBIPEKH aJCKBaTHa CHUMIITOMATHYHA, KOPTHUKOCTEPOHMIHA M HMMYHOCYIIpecHupania
Tepanusi.

e [lepcuctupamm 3HAYUMHU 32 E€XKETHEBHOTO (YHKIIMOHHWPAHE CHMIITOMH, JOPH U TpU
neka/ymepena ¢popma Ha 3a0onsBaneTo (XMGFA II a), 3a moBeue OT 2 TOOUHU, BBIIPEKU

ACKBATHA CHUMIITOMATHUYHA, KOPTUKOCTCPOUAHA U UMYHOCYIIpCCHUpallla TCparus.

Efgartigimod alfa (Vyvgart — Argenix B.V.) e Fc dparment nHa yoBemko IgGl
AHTUTSIIO, Ch3/IaJICH ¢ MoBUIeH ahuHUTET KbM HeoHaTaHus Fc penentop (FcRn). CBbp3Ba
ce ¢ FcRn, koeTo Boau 10 HamalIsBaHE HAa HUBATa Ha LUpKyaupamus IgG, BKIOYUTENTHO HA
natorennute IgG aBroanTuTena. He moBnusiBa HMBaTa Ha OCTAHAJIUTE UMYHOTJIOOYJIMHU

(IgA, IgD, IgE unu IgM) nnu Ha anGymuHa.
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Pazpemen ot EBponeiickaTta areHius no jekapcrara npe3 2022 r. KaTo J0mbJaBalla
Tepamnwusi KbM CTaHJapTHATA Tepanus 3a JeUeHEe Ha Bh3PACTHH MAlMEHTH C TeHepaTu3upaHa
myasthenia gravis, KOUTO ca MOJIOKUTEITHHU 32 AHTHUTENA CPEILy PELENTOPH 33 ALETHIXOINH
(AChR).

Knmuanunoto mpoyuBane ¢daza 3 ADAPT npu mnamueHTH C reHepaiu3upaHa
muacteHus no3uTuBHU 32 AChR anTuTena moka3sa nmogoOpeHne Ha KIMHUYHUTE CUMIITOMH
Y HaMaJsBaHE Ha KOMUYeCTBOTO Ha aHTHTenata cpeury AChR. Hagamoro Ha otroBopa ce
Ha0nroaBa B paMKUTe Ha 2 ceamuid cien HadanmHata wHbysus npu 84% ot AChR
Cepono3uTUBHUTE pecronaepu. KiinnnyHara epeKTUBHOCT € MpociiefieHa B MPOIbIKEHNE Ha
HaJ 1-3 roguHU B IPOIBIKEHUETO HA KIIMHUYHOTO mpoyuBane - ADAPTH.

[Ipunara ce B no3a 10 mg/kg karo 1-uacoBa MHTpaBeHO3HA MH(QY3Hs, HA [UKIU OT
MH(QY3UN BEAHBXK CEIMUYHO B MPOIBIDKEHHWE Ha 4 CeAMHUIM NpPHU II'bPBOHAYAIHO TpPH
¢buKcupaHu 1HKbBJIAa Ha OpuiiokeHue mpe3 4 ceamuuu. CreABalid LUKIN Ha JIEYEHHE ce
MpHUJIarat ChbriiacHO KIIMHUYHATA OlleHKa. Moke Ja ce mpuiiara u moJIKOXHO.

Haii-uecro HabmiomaBaHuUTE HEXENAaHU pEaKIUM ca TiaBobonue, WHPEKIUH Ha

TOPHUTC AUXATCJIHU IIBTHIIA U HA IIMKOYHUTC IIbTUIIA.

Kpurepumn 3a 3anouBaHe Ha JieueHHe HAa MUACTeHHs rpaBuc ¢ efgartigimod alfa

I. BkirouBammu

1. Bucoko aktuBHa reHepanuszupana MI' ¢ AChR-anTuTena nmpu HegocTaTbueH KOHTPOJ Ha
3a00JIIBAHETO C aJIeKBaTHA CTAHIAPTHA TEPAITHSI

2. [NanmeHTH ¢ HEeXEJIaH! PEeaKINK W/UIU MPOTUBOIIOKA3aHUS 32 CTaHAApTHA TeParTHs

3. HeoOX0IMMOCT OT BUCOKH JI03W KOPTHKOCTEPOUIU KaTo Mmoabprkama tepanus ( >10 mg
prednisolone)

4. myHOCynpecuBHa Tepamus 3a Nepuoj no-aeiasr ot 10 rogunu

5. JIumca Ha U3KIIOYBALIU KPUTEPUU

[TarmenTn, KOUTO OTroBapsAT Ha | WM moBede KpuTepuu 1-4 M U3NBJIHABAT KpUTEPUHN S ca
MoKa3aHu 3a JeveHue ¢ efgartigimod alfa.

I1. U3kiarouBamm

1. IaruenTn moxa 18 roguamn

2. ITauyieHTH C OTpHUILIATEIIHU PE3YATATH OT CEPOJOTHYHHU TECTOBE 3a HAJIMYME HA aHTUTENA
cpemy AChR

3. Huga na cepymen IgG <6 g/L

4. IMaumenTu ¢ renepanusupana MI™ knac V cnopenq MGFA knacudukanusira
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5. [TanmenTn nekyBaHM ¢ mia3mMadepesa uiu HHTPABEHO3HW UMYHOTJIOOYJIMHU B PAMKUTE Ha
1 Mecer mpeau 3amoYBaHe Ha JICYCHUETO

6. [larnieHTH TIEKyBaHU C MOHOKJIOHATHA aHTHUTENA B PAMKHUTE Ha 6 Mecera peIn 3ario4YBaHe
Ha JICYEHHUETO

7. TlammmenTn c akTUBHa Xematut B wuHeknus, ceponmo3utuBHU 3a xemaTuT C wim
nuarHoctunpanu csc CITMH

8. [TameHTH ¢ aKTUBHA OAaKTEepHAHA, BUPYCHA WM I'bOMYHA CUCTEMHA MH(EKIIHS

JleueHue He ce MPUJIAra UJIM aKO € 3alI0YHATO ce CNHPa NMPHU:

1. 3abpeMeHsIBaHE Ha MAlIUEHTKA

2. CepHO3HU CTpPaHMYHHU PEAKIHH OT JICUCHUETO W CEPUO3HM WH(MEKIHH MO BpeMe Ha
JICYCHUETO

3. CucteMHO HecIa3BaHe Ha JieueOHaTa cxeMa OT OOJIHHUSA

4. JInmica Ha KIIMHUYHA e(beKTI/IBHOCT OT JICUCHHUETO CJIEA ABAa HMKDBJIAa HA ITPUITOKEHUC

Heo0xonnmu u3cieqBaHus 1 KOHTPOJIHY NperJieu npu JedyeHue ¢ efgartigimod alfa

I. IIpeau 3ano4BaHe HA JIeYEHHETO:

1. Axryanau wuscnenBanusi (1o 1 - MeceyHa MaBHOCT) HA MBJIHA KPbBHA KapTUHA C
mudepeHnamTHo OpoeHe, CEpyMHHM TpaHCaMHUHA3W, OWIMPYOWH, Yypes, KpeaTWHHH,
eJEeKTpoauTH, cepymen I1gG

2. CkpuHHUHT 3a jaTeHTHH uH(pekuuu, ocodero xematutr B, C u HIV. Ilpu manuentu c
aKkTHBHa MH(eKIMs npuiiokeHnero Ha efgartigimod alfa Tps6Ba 1a ce 0TioXHM 10 OBNIaIsIBaHe
Ha nH(peKuaITA.

I1. Ilpeaun Bcexku mocJieaBanl HUKbJI HA HHPY3us:

1. IIKK ¢ nudepenuumantno 6poexe

2. CepyMHM TpaHCaMHUHAa3H, OMITUPYOUH, ypes, KpeaTHHUH, enekTponuTti, CRP

Rozanolixizumab (Rystiggo - UCB Pharma) e xymanmsupano antu-FcRn IgG4
MOHOKJIOHQJIHO AHTHUTSIO, ChC cuieH aduuHuter KbM FcRn penenropurte. Hamansgsa
cepymHara KoHleHTpauus Ha IgG, BkmtounTenHo Ha nmaroreHHuTe IgG aBToaHTUTENA, Ype3
WHXUOUpaHe Ha cBBbp3BaHeTO Ha IgG ¢ Heonatamuus Fc penentop (FcRn). Toma Bogm mo
OBp30 U yCTOMYMBO HaMallsIBaHE Ha 0OLIUTE cepyMHH KoHIeHTpanuu Ha IgG ¢ 45% cnpsamo
M3XOJHOTO HMBO B paMKUTE Ha | ceiMulia U MakCUMallHO HamasieHue ot 73% cnen okoiio 3
ceqmui. Crieql cnupaHe Ha MPUIOKEHUETO, KOHIleHTpauunTe Ha IgG ce Bb3CTaHOBSABAT 110

W3XOJHUTE HUBA B PAMKHUTE HA MPUOIM3UTEITHO § CEIMMIIH.
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Pa3pemien e 3a ynmorpeba B EBponeiickusi ¢cbro3 oT Hauanoto 2024 r. B3 OCHOBa Ha
JaHHWUTE 32 €UKACHOCT M O€30MMacHOCT OT Mpoy4uBaHeTo ¢aza 3 MycarinG - paHJOMU3UPAHO,
JBOMHO-CIIATIO, IUIANE00-KOHTPOIMPAHO, TPU MAIUEHTH C TeHepalu3upaHa MHUACTCHHS,
nookuteaHu 3a anturena cpenry AChR wmm MuSK. Jleuyenuero nemoHCTpupa 3HaYUMU
MOAOOPEHUsT CIPSIMO M3XOJHOTO HHUBO B CpenHUTe oreHkH mo ckamute MG-ADL, QMG,
MGC u MG Symptoms PRO, karo oTroBopsT € 0bp3, ¢ MOAOOpEHHs CHpSAMO IIanedo,
HaOo1aBaHu omle Ha 8-us JIeH. Pe3ynaTarure mpu manueHTUTE, TOJOKUTEIHN 32 aHTUTENA
cpemy MuSK, ca cxogHu ¢ Te3u B 00111aTa MOy JIAIHS.

Rozanolixizumab e moka3aH KaTo IONMBIHCHHE KBbM CTaHJAapTHATa Tepamus 3a
JIeYeHUE Ha TeHepaTu3upaHa MUACTEHUS TPABUC MPU BB3PACTHH MALMEHTH, MTOJIOKHUTEITHH 32
aHTUTeNa cpeuyy anetwixoiauHoBuTe perentopu (AChR) wumm  cpemry MyckysHO-
cnenuduanara Tupo3unknHaza (MuSK).

[Ipunara ce xaro moakoxHa nHQPy3us B 7103u okono 7 mg/kg (7 mg u 10 mg/kg ca c
enHakBa e(heKTUBHOCT), HA IUKIX OT | MHPY3US ceAMUYHO B MPOIBIDKEHUE HA 6 CEAMUIIH.
CrnemBaiy UK c€ MpUIaraT Bb3 OCHOBA HA KIIMHUYHATA OIICHKA.

Haii-yecTo ch001maBaHuTe HEXKEAHU PEAKIUK ca TJ1aBOOOIHE, TUapUs U THPEKCHS.

Kpurepumn 3a 3anouBaHe Ha JieueHHe HA MUACTEHHS TpaBuc ¢ rozanolixizumab

I. BkirouBammu

1. Bucoko aktuBHa reHepamuzupana MI' ¢ antutena cpemry AChR nmpu HemoctarbueH
KOHTPOJI Ha 3a00JIsIBAHETO C a/IeKBaTHA CTAH/AAapTHA Teparus

2. Bucoko axktuBHa re"epanusupaHa MI' ¢ antutena cpemyy MuSK npu HemoctarbueH
KOHTPOJI Ha 3a00JIIBAHETO C aJieKBaTHA CTaHIapTHA TEpaIus

3. [TarueHTH € HEXellaHU peaklMU W/WIN MPOTUBOIIOKA3aHUS 33 CTaHAApTHA Teparus

4. HeoOX0aMMOCT OT BUCOKH 103U KOPTUKOCTEPOUIM KaTo Hojabpxkama tepanus ( >10 mg
prednisolone)

5. UmyHocynpecuBHa Tepanus 3a nepuoj no-abiabr ot 10 roguau

6. JIunca Ha M3KIIIOYBALIM KPUTEPUU

[TarmenTH, KOUTO OTroBapAT Ha | MM MoBede KpuTepuu 1-5 M U3NBIHABAT KpUTEpUH 6 ca
MMOKAa3aHU 3a JieueHue ¢ rozanolixizumab.

I1. M3xia0uBamu

1. ITanmentn nox 18 roguau

2. ITauvieHTH C OTPUILIATENIHU PE3YATATH OT CEPOJOTMYHHU TECTOBE 3a HAJIIMYME HA aHTUTENA

cpenry AChR wunm cperry MuSK
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3. Huga na cepymen IgG <6 g/L

4. Terno mox 35 xr

5. IMauuenTu ¢ renepanmsupana MI™ knac V cnopenq MGFA knacugukanusira

6. [TanmenTH 1ekyBaHM ¢ m1a3mMadepesa uiu HHTPABEHO3HW UMYHOTJIOOYJIMHU B PAMKUTE Ha
1 Mecer mpeay 3amoYBaHe HA JICYCHUETO

7. IlanieHTH TIEKyBaHU C MOHOKJIOHATHHA aHTHUTEJA B PAMKHUTE Ha 6 Mecera MpeIn 3ali04BaHe
Ha JICYUCHHUETO

8. Tlammentn ¢ akTHBHA XxematuT B wHekmus, cepomo3utuBHU 3a xematut C wiam
nuarnoctunupanu cs¢ CITNH

9. IlanmeHTH ¢ aKTHBHA OaKTepHaiHa, BUPYCHA WIM I'bOMYHA CUCTEMHA MH(EKIIHS

JleyeHue He ce MPUJIAra WU aKO € 3aM0YHATO ce CUPA NMPu:

1. 3abpeMeHsIBaHE Ha MAlUEHTKA

2. Cepno3HH CTpaHWYHU PEAKIHUHU OT JICYCHHUETO M CEPUO3HH HHQGEKIMU IO BpeMe Ha
JICYCHUETO

3. CucremMHO Heclia3BaHe Ha jieueOHaTa cXxeMa OT OOJIHMS

4. JInmica Ha KIIMHUYHA e(beKTI/IBHOCT OT JICUCHHUETO CJICA TpX HUKbJa Ha ITPUITOKCHUC

Heo0xoquMu u3cieBaHUs 1 KOHTPOJIHU MperJien MpHu JedyeHue ¢ rozanolixizumab

I. Ilpeau 3ano4yBaHe HA JJeYEHHETO:

1. Axkryanau wuscnenBanHusi (1o 1 - MeceyHa MAaBHOCT) HA MbJIHA KPhBHA KapTUHA C
nudepeHnnaTHo OpoeHe, CepyMHU TpaHCaMWHAa3W, OWIMpyOWH, Yypes, KpeaTHHUH,
enexktpoautu, cepymen IgG, CRP

2. CkpunuHr 3a nateHTHH HMHpeknuu, ocodbeno xenatut B, C m HIV. Ilpu namuenTtn c
aKTHUBHA MH(EKIHs TPUIOKEHUETO Ha rozanolixizumab TpsiOBa J1a ce OTJIOKH 10 OBJIa/IIBaHE
Ha uH(peKuusTa.

IL. Ilpeau Bcexku mocJieaBanl HUKbJI HA HHPY3Hs:

1. IIKK ¢ nudepenumnantno 6poeHe

2. CepyMHM TpaHCaMHUHAa3H, OMITUPYOUH, ypes, KpeaTHHUH, enekTponuTti, CRP

Komnremenmuume uquéumopu CC IIpuJjiarat Ipru BUCOKO aKTHBHA I'CHEpATIU3HUpPaHa

muactennst ¢ AChR-anturena. He ce mpwmarar npu nanuentu ¢ antu-MuSK anturtena ot
IgG4 cyOkmac, KOMUTO HE akKTUBHpAT KoMIuleMeHTa. lloTMckar aKTHBUpAaHETO Ha
KOMILJIEMEHTA, KOMTO BOJIU JI0 yBpea Ha MeMOpaHaTa 1 MOp(hoJIOTusiTa HA HEBPOMYCKYJTHUTE

cuHanicn. HamansgBaT NOKaJgHOTO BB3MaJCHHE MW XEMOTaKCHYHATa aKTHBHOCT Ha
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KoMIuieMeHTHHS dakTop Sa (C5a) B HeBpoMyCKyTHUTE cuHancu. OCHOBEH PUCKOB (DaKTop €
MOBHILICHUAT PUCK OT MEHMHI'OKOKOBa MH(eKIUs, KOiTo Hanmara BakcuHaius. [lopaau Tosa,
4ye He MOAU(UIMPAT UMYHONATOJOTHATAa IPU MHACTEHHS CE IMPENnopbhbuBa €IHOBPEMEHEH
MpHeM Ha UMYHOCYTIPECOPH.

Zilucoplan (Zilbrysq - UCB Pharma S.A.) e cHHTeTHYEH MaKpOLUKINYCH MENTH C
15 aMuHOKHCENMHHU, KOUTO MHXHOUpa eeKTuTe Ha KOMIUIEeMEeHTHHS IpoTenH C5 upe3 1BoeH
MEXaHM3bM Ha JIeHCTBUE, KOETO BOAM /10 HaMalliBaHE Ha 00pa3yBaHETO M LIMUTOJMTHYHATA
aKTUBHOCT Ha MeMOpaHHO atakyBamius komriekc (MAC).

Onobpen e ot EBponeiickata areHuus 1o Jiekapcrsara npe3 2023 r. Bb3 OCHOBa Ha
JTaHHUTE 3a ePUKACHOCT U Oe3omacHoCT oT poyuBaHeTo RAISE - pangoMusupano, ABOHHO-
cisino, Tianedo-KoHTpoaupano, ¢asa 3 npoyusaHe. EGQeKkThT oT jieueHHueTo, OIeHEH upe3
MpoMsHaTa CIIPsIMO U3XOJHOTO HUBO B cpeaHaTa orieHka no ckanute MG-ADL, QMG, MGC
u MG-QoLI15r, moka3Ba 3HauMMO NOAOOpeHHE, KaTo 3amouBa Obp30 Ha ceamuua |1,
IIpOJBbJIXKaBa J1a HapacTBa J0 ceaAMMIA 4 U ce 3ama3Ba 10 ceamuna 12.

[Tpunara ce B no3a 0,3 mg/kg KaTo moIKo)KHa WHKEKIIHS BEAHBXK JHEBHO. Haif-uecTo
ChOOIIIaBaHNUTE HEKETAHH PEAKIMH Ca peaKlUy Ha MSICTOTO Ha MH)KEKTHpaHe U MHPEKINUU Ha
TOpPHUTE IWXaTeNHU nbTuIna. [lpeau 3amouBane Ha TepanusaTa MalMeHTUTe TpsiOBa 1a ObaaT
BakCMHUpaHU cpemry Neisseria meningitidis.

Zilucoplan e moka3aH e KaTo IOBIHCHUE KbM CTaHJIapTHATA TEPAIus 3a JICYCHUE Ha
reHepaiu3upaHa MUACTECHUS TPAaBUC NPU Bb3PACTHHU MAllMEHTH, MOJOKUTEIHU 32 aHTUTENa

cpery auetmixonruHoBus perentop (AChR).

KpuTepun 3a 3anouBaHe Ha JiedeHHe HA MUACTeHHs rpasuc ¢ zilucoplan

1. BkiarouBamu

1. Bucoko aktuBHa reHepanusupana MI' ¢ antutena cpemry AChR npu HemoctarbueH
KOHTPOJI Ha 3200 ISIBAHETO C a/IeKBaTHA CTAH/AapTHA Teparus

2. [TanmeHTH ¢ HeXeJlaH! pPeaKIMK W/UIU MPOTUBOIIOKA3aHUA 3a CTaHAapTHA Tepanus

3. HeoOX0IMMOCT OT BUCOKH JI03W KOPTHKOCTEPOUIU KaTo Mmoabprkama tepanus ( >10 mg
prednisolone)

4. ImyHOCynpecrBHA TEpAIus 3a Nepuo nNo-abiabr oT 10 rogunu

5. lokymeHTHpaHa BakcHHAIMS cpenry Neisseria meningitidis

6. JIunca Ha M3KIIIOYBALIY KPUTEPUU

[TarmeHTH, KOUTO OTTOBApAT Ha 1 UM noBeue Kputepuu 1-4 ¥ U3NMBIHIBAT KPUTEPUU S5 U 6

ca MokKa3aHu 3a JieueHue ¢ zilucoplan.
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1. U3kiarouBamu

1. IaruenT mox 18 roauamn

2. [larueHTH ¢ OTPUIIATENTHU PE3YITATH OT CEPOJIOTMYHU TECTOBE 3a HATMYKME HA aHTUTENA
cpemy AChR

3. [TanmenTn ¢ renepammzupana MI™ kiac V ciopen MGFA knacudukarusata

4. [NanmeHTH JIeKyBaHU C mia3Madepesa Wik HHTPABEHO3HU UMYHOTJIOOYIMHH B PAMKHUTE HA
1 Mecer mpeau 3anoYBaHe Ha JICYCHUETO

5. IlanyienTH TeKyBaHU C MOHOKJIOHAIHUA aHTHUTENA B pAMKUTE Ha 6 Mecella pe/ind 3ari0ouBaHe
HAa JICYCHUETO

6. [TanienTu ¢ akTuBHA XenaTuT B nHbeknms, cudumuc, cepono3utuBHy 3a xematut C wim
nuarsHoctuuupanu cee CITMH

7. AHaMHE3a 32 MEHHHTOKOKOBa HH(EKITHS

8. [laniueHTH ¢ akTMBHA OaKTepUaTHa, BAPYCHA WM I'bOMYHA CUCTEMHA MH(EKITUS

JleyeHue He ce MPUJIAra UM aKO € 3aM0YHATO ce CIUPA NMPu:

1. 3abpemeHsiBaHE HA MAlMEHTKA

2. CepHO3HH CTpPaHMYHHU PEAKIHH OT JICYEHHUETO U CEPUO3HU HH(MEKIHH MO BpeMe Ha
JICYEHUETO

3. CucreMHO Heclia3BaHe Ha jeueOHaTa cxema OT OOHUS

4. Jlunca Ha KITUHUYHA €()EKTUBHOCT OT JICYCHHETO B paMKHTE Ha 16 cenMuiu

Heo0xoquMu u3cieABaHUs 1 KOHTPOJIHU NperJieaun npu jJgedenue ¢ zilucoplan

I. Ilpeau 3ano4yBaHe HA JIeYEeHHETO:

1. Axrtyamam wu3cneaBanus (mo 1 - MeceyHa JaBHOCT) Ha TBJIHA KpbBHAa KapTHHA C
nudepeHnnaTHo OpoeHe, CepyMHU TpaHCaMWHAa3W, OWIMpPYyOWH, Yypes, KpeaTHHUH,
esnekTponntH, cepymeH IgG, CRP

2. CkpunuHr 3a nateHTHH uMHpeknuu, ocodbeno xenatut B, C m HIV. Ilpu namuentu c
aKTHBHA WH(OEKIUS MPIWIOKEHUETO Ha zilucoplan TpsOBa 1a ce OTIIOXKH 10 OBJIAJsIBaHE Ha
UHEKIUATA.

I1. IIpeau BcAKO MOCJIEBALIO JICYEHHE:

1. IIKK ¢ nudepenuumanto 6poexe

2. CepyMHH TpaHCaMHUHAa31, OMIIUPYOUH, ypesi, KpeaTuHH, enekTponut, CRP

HNmyHocynpecuBHO Jie4eHHe

H3non3sa ce IIpyu BCUYKH IMAOUCHTH, IMPU KOHUTO HE € IIOCTUTHAT 3aA0BOJIUTCIICH
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pe3ynTaT OT NPUIIOKEHHETO Ha AaHTUXOJMHECTepa3Ho JieueHue. Koprukocrepouautre u
azathioprine ca JiekapcTBa Ha IIbPBU U300p 32 UMyHOCYIIpecus npu nanueHtu ¢ MI'. Jlpyru
MMYHOCYIIPECUBHM MEIMKaMEHTH Ha BTopa JHHHA ca cyclosporin A, methotrexate,
mycophenolate mofetil, tacrolimus, rituximab, cyclophosphamide (nmpunoxxenue 2).
Kopmukxocmepouono (KC) neuenue ce 3amouna, Korato €)eKTbT OT CAMOCTOSATEITHOTO
MPUJIOKCHNE Ha aHTUXOJMHECTEPa3HU CPEJCTBA WM KOMOHWHAIMATA UM C TUMEKTOMHUS €
He3amoBonuTeNneH. KopTukocrepouauTe uUMaT ACWCTBHE BBPXY HMyHHATa CHCTeMa
MOCPEACTBOM MHAyLHpaHe Ha T-nuM@oruTHaTa anonTo3a U MOTUCKaHEe Ha TPAHCKPHUIIUATA
Ha BB3NAIMUTEIHU UTOKUHU. [IpoyuBaHus ca nokaszaiu nogo0peHue npu KOPTUKOCTEPOUTHO
JIeYeHUE HA TMAIMEeHTH ¢ oyHa (opma Ha MuacteHus. MimMa naHHM, 4e JICYCHHETO HAa OYHA
dopma ¢ KC nHamansiBa dectorara Ha TeHEpaIN3UpaHeTo Ha 3a0omnsBaHeTo. [IpunoxkeHueTo
Ha KOPTUKOCTEPOHUIHU MOKE /1a CTaBa BbB Bb3XOSIIN WM HU3XOIAIIM T0O3UPOBKU. B mbpBUs
ciyyail mpu reHepanm3upaHa ¢dopma ce 3amouBa ¢ 10-20 mg prednisolone um mgo3ara
MOCTENeHHO ce okauBa (10 mg ceqmuaHo wiu mo-6aBHo) 10 60-80 mg eTHOKPATHO JHEBHO.
[Tpu anTepHUpaIys MOAXO] C€ pelyBar JIeH € ITbJIHA /1032 U JISH C HUCKA J103a (MOe J1a Obie
MO-HHUCKa OT OCHOBHATAa MJIM HyJieBa). MakcumanHaTa J03a ce 3aJbpiKa J0 HacThIIBaHE HA
edeKT, Tpaenl Hail-MaJiko 2-3 Mecela U TIOCTETICHHO Ce HamMaJlsiBa 3a MECEIIH /10 Hal-HUCKaTa
edextuBHa no3a. [lpu ounarta ¢opmMa go3ara MOXKe J1a ce MoKauBa mo-0bp30 (Ha 5 AHM) U
CUMIITOMUTE YECTO C€ KOHTPOJUPAT OT IO-HUCKM MakcuMaiHu 1o3u (50-60 mg).
HamansiBaneTo Ha KOPTUKOCTEpPOMIUTE CTaBa MO-0aBHO OT MOKauBaHeTo UM. lIpumepHa
CcXeMa 3a HaMallgBaHe Ha KOPTUKOCTEPOMIHOTO JICUEHHWE € CHIKaBaHe Ha no3ata ¢ 10
mg/meceuHo 10 40 mg 3a anTepHUpAIIHs JeH, cell KOeTO HaMallsiBaHe ¢ 5 mg/MecedHo 10
20 mg 3a anTepHUpaIus JIeH, CJIeJ KOeTO HamalsBaHe ¢ 2,5 mg/meceuno mo 10 mg B
antepHupanusa ned. [long 10 mg B anrtepHupamms AeH, HAMAISIBAHETO CE€ M3BBPIIBA C 1
mg/MecevHo, 10 TOCTUTaHe Ha TMOJThprKalla g03a ot 7-8 mg. HamansiBaneTo Moxe /1a cTaBa
AJITEPHUPALIO C HyJIeBa WM MO-100pe ¢ pelyBaHe Ha MO-BUCOKA U MO-HUCKA 103a. EQeKThT
OT KOPTUKOCTEPOUIHOTO JICYCHHE HACTBIIBA 32 0K0JI0 Mecel (4-16 cenmuim) u nmonoOpeHne
ce yctaHoBsiBa Ipu 0koi0 70-80% ot nanueHture. Bucoknre HauamHu napeHTepaIHu 103U
methylprednisolone (100-120 mg urbason i.v.) mMorar nma aoBenaT a0 ITbPBOHAYAITHO
BJIOIIaBaHE HA CHMIITOMAaTHKaTa M W3MCKBAaT MOHUTOpUpaHEe B OOJHUYHO 3aBEICHUE C
BB3MOXKHOCT 3a JuxaTeiHa peaHuMmarus. OOMKHOBEHO C€ HM3I0JI3BAT 32 KPUTUYHO OOIHH
NalMeHTd B KOMOMHALMs C JPYTHM TepaneBTHYHM Meroau (mazmadepesa u/wim
UMYHOTJIOOyTMHM). B TO3M cimyuai ciieq1 mocTurane Ha TepaneBTHUeH e(eKT, J03aTa ChIIo ce

HaMajsiBa 1O HayWHA yKa3aH mo-rope. Heobxogmmo € ma ce B3emaT 1Moj BHUMaHUE W
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CTpaHUYHHUTE €(PEeKTH Ha MNPOABIKUTEIHOTO KOPTUKOCTEPOUIHO JIEYEHHE — aKHEe,
OCTEOI0pOo3a, Ha/lJaBaHe Ha TErjo, MOBHUINABAHE HA aPTEPHATHOTO HAJIATaHE, CTOMAIIHO-
YpEBHU YCIIOKHEHUS, pa3BUTHE Ha AMA0ET, MUOTATH, KaTapakTa, TiaykoMa, TPeBOXKHOCT,
nenpecusi, 0Oe3chbHHE, ICUXO3M W Jp. ToBa Hamara CHUCTEMHO OIpaHHYaBaHE Ha
BBIVIEXUIPATUTE U COJITA, KAKTO U MPUIIOKEHUE HA aHTUALIUIHU CPEACTBA, U3MOI3BAHETO HA
ButaMuH D u Oudochonarn mnpu DaANMEHTH, MOJydyaBalld  MPOIBIDKUTETHO
KopTtukoctepouan. Ilpu manmeHTH che 3axapeH auabeT He ce MpernopbyuBa aJTEPHUPAIIO
JIeYEHHE C KOPTUKOCTEPOHU, a BCEKHAHEBHO IMOPAau IMO-I100pUs KOHTPOJ Ha KpbBHATA
3axap.

W3non3zBaHero Ha  MMYHOCYNPECUBHM  MEIMKAMEHTH, €JHOBPEMEHHO C
KOPTHUKOCTEPOUJUTE, CE 3all0YBA IIPU KOPTUKOCTEPOUIHU HEXKEJIaHW pEeaKlUu, CYNTAHU 3a
3HAYUMHU OT TAalMeHTa WU JIeKyBalllui JieKap, IpHU HEaJeKBaTeH OTrOBOp KbM
KOPTHUKOCTEPOUJHOTO  JICYEHHWE MM KOraTo € HEBb3MOXKHO HamalsiBaHEe Ha
KOPTUKOCTEPOUJAHOTO JIEYCHHE, IOpaad peuuauB Ha cumnTomute (Hax 15-20 mg
MOAIBPIKAIIO KOPTUKOCTEPOMIHO JIEUEHUE CE€ CMATa 3a MHAMKALUSA 3a 3alo4yBaHe Ha
UMYHOCYTPECUBHO JICUECHHUE).

Azathioprine € TypuHOB aHAJIOT, KOWTO JEWCTBa KAaTO IYPUHOB AHTAarOHHCT H
naxubupa cunrezata Ha JIHK wu mpomudepaunmsta na knerkure. Toit ce mpuema 3a
MMYHOCYIIPECHUBHO CpPEACTBO Ha IbpBU U300p mpu Oomuu ¢ MI'. /loka3aH € KaTto cTepous-
QA0 JIEYEHUE B paHAOMU3UPAHO MpoyyuBaHe. JleueHneTo ¢ Hero ce 3anousa, korato KC
HE MOTar Jia ce HaMaJIsIT B 0e30macHu 103 win enqHoBpeMenHo ¢ KC mpu nanueHTu ¢ puck
3a cTpaHUYHHU peakiuu. 3amoysa ce ¢ 50 mg (1 Tabi.) BeIHBXK JHEBHO, CJIEl KOETO CE TOKa4Ba
¢ 50 mg/ceamMuyHO 10 AocTUraHe Ha HHUBA OT 2,5 mg/kg/mHeBHO. Ta3u n03a ce moabpika 3a
10-12 mecema, ciaemx KOETO TOCTENEHHO ce HamaisBa 1o | mg/kg/mueBHo. Hauamuusar
TepaneBTUUEH OTroBOp ce HabmromaBa ciex 4-12 mecema OT HAYaAJIOTO HA JICUEHUETO C
MakcumaleH epekt cinen 6-24 mecerna. ChInecTBYBAT J0Ka3aTENICTBA, Ye KOMOWHAIMATA OT
KC c azathioprine e mo-edekTuBHa, C TO-ABITH TEPUOIM HA PEMHCHUS U C IMO-MAJIKO
CTpaHWYHHM pEaklUd B CpaBHEHUE C MOHOTepamnus. Hskonko mpoydBaHHs ca MoOKazaiu
e(EeKTUBHOCT ¥ HaMaJIeH PUCK OT MPOTPECHs MPH JICUeHUE Ha ouHa (hopma Ha 3a00JI5IBaHETO
¢ azathioprine. Psi3koTo cniupane Ha JieueHue ¢ azathioprine Moe J1a JI0BeIe 10 MOsBa WU
BJIOIIABaHE HA MHUACTEHHUTE CHUMITOMH, JI0 Pa3BUTHE HA MHACTEHHA KpU3a, JOpU NpU
MAIMEeHTH C IbJIHA WM CTaOMIHA KIMHMYHA pemucus. Hskou mammeHTH MoraT Ja umar
HETIOHOCUMOCT KbM azathioprine, mposiBsBaIl ce B IMbPBHUTE 2 CEIMUIIM Ha JICUCHUETO C

IpUNONOJ00HN CUMITOMHU — TEMIIepaTypa, Hepas3loJiokeHHe U moBpbllaHe. Hexenanute
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peaxkuuu ce u3pa3aBar B JIEBKOIIEHUS, aHEMUSI, TPOMOOIIUTOIIEHHUS U XeMaTUT, MOPaal KOETO
€ HeoOX0IMMO M3CIIEIBAHETO Ha IThJIHA KPBbBHA KapTHHA M YEPHOAPOOHA (YHKLHUS Mpenu
3all0uBaHe Ha JICYEHUETO, CJIe]] KOETO CeIMHYHO 3a IbpBUTE 4 cenMuIy, Ha 3 Mecena B
bpBaTa rojiMHA, ciel KOeTo Ha 6 Mecela. YBETUYEHHETO Ha YEPHOAPOOHUTE €H3UMHU Ce
HOpMaJM3upa cjell HaMajasiBaHE Ha J03ara, JO0KaTO MEepPCUCTUPAIIMAT XEMaTUT WIH
MaHKpEeaTUT ca MHAUKAIMS 32 CIIMpaHe Ha MenukaMmeHnTa. Azathioprine TpsiOBa 1a ce HaMmanw,
KOraTo JeBKoIuTUTe craguat noa 4 x 10°/L u ja ce cnpe npu cnanane mox 3 x 10%/L. Tpu
MalMEeHTHUTE, 3arouBaIly JieueHue ¢ azathioprine e kemaTtemHo M3CIeBaHE 3a TeHETUYEH
BapuaHT Ha eH3uMma TtuonypuH C-metuntpancdepaza (TPMT), koilTo wWHaKTUBHpA
azathioprin. [Ipu reHeTHYHO HHCKO HMBO Ha €H3MMa € Bb3MOXKHA TEXKa MUEJIOCYIIPECHBHA
peakiys, Mopaau KOeTO Te3W NalMeHTH He TpsOBa ga ce jekyBaT c¢ azathioprin. Hsxou
MalUeHTH, TPU IBIATOCPOUYHO JIeUeHHE ¢ azathioprin, pa3BUBAT KOXHHU XHUIIEPKEPaTO3W U
KOXHHM TYMOpH, KOETO Hajlara mepuou4HaTa OlleHKa Ha ChbCTOSTHUETO Ha KOXKaTa.

Cyclosporin € UMyHOCYTIDECUBEH areHT, KOUTO noTucka T-kinerpbynara GyHKIus ype3
uHXHOWpaHe Ha KaJllMHEBPUHHATa CcUTHanmm3anus. EdukacHocTTa My mpu JedeHue Ha
MHUACTEHHS TPABHC € MOTBBbPJICHA B MAJIKO PaHIOMHU3UPAHO MPOyYBaHe, HO ca HEOOXOAUMHU
JOMBIHUTETTHN MO-MalaObHu u3cienBanus. B mpoyuBaHe rpymnara naiueHTH, JEKYBaHH ChC
cyclosporin, e mokasana momodpeHne B MyCcKyJTHaTa CUjia M HaMallsIBaHE Ha TUThpPa HA aHTH-
AChR anTHTeNa, B CpaBHEHHE ¢ KOHTPOJIHA IPyIa NAleHTH. JIedeHnero 3amno4sa ¢ 1034 OT
3-5 mg/kg, paznenenu B n1Ba npuema. [logoopenue npu neuenue ¢ Cyclosporin ce Habr01aBa
mo-0bp30 — Hal-yecTo B pamkuTe Ha 4-8 ceamunu. Crel MOCTUTAHETO MY C€ 3aro4Ba
HaMaysiBaHe Ha jo3ata a0 2-2,5 mg/kg B aBa oTaenHu mpuema. HexemnaHurte peakuuud OT
JIeYEHHETO ca ToBedye, B cpaBHeHHE cC azathioprine. Te BKIIOYBAT ONMOPTIOHHUCTUYHU
MH()EKINHU, MUEIOCYTIPEcHsi, XUMepTpopusi Ha BEHIUTE, FaCTPOMHTECTUHAIHUA HapyILICHHUS,
HEe(POTOKCUYHOCT C XHUIEpKAIMEMHUs U apTepuainHa xumnepTroHus. Hskxou crenuduynu
CTpaHWYHH PEaKIUU Ca TPEMOp, CHIDKCH eMWICNTUYEH Tpar W PSAIKO BH3HUKBAHETO HA
oOpatuma 3ajHa JeBKoeHIedanonarus. ToBa, 3aeTHO C MHOXKECTBOTO B3aWMOJICHCTBHUSA C
JPYTH JIEKapCTBa, NMPaBH JICYCHHUETO ¢ cyclosporin orpaHuyeHo 3a MaJbK OpOM MalMeHTH C
MTI', npu Heycrnex Ha Tepanus ¢ JIpyTrH JiekapcTBa. JKemareneH € MepuoJuyeH KOHTPOJ C
W3CIIe/IBaHE HA JIEBKOIMTHUTE, YePHOIpoOHAaTa N ObOpeyHaTa (PyHKIIHS.

Mycophenolate mofetil € UMyHOCYIIPECHBEH MEIUKAMEHT, KOMTO HHXUOMpA CHHTE3a
Ha TIypUHOBUTE HYKJICOTUIN M HAPYIIABa CEICKTHUBHO MpoiudepanusTa Ha TUMQPOIUTHUTE.
JIBe paHIOMHU3UPAHU IPOYUYBAHUS HE Ca YCTAaHOBIIIM IOMBbIHUTENHA MToj13a Ha Mycophenolate

mofetil kaTo MoHOTepanus crpsmMo prednisolone WM KaToO CTEPOUJ-IIAMISAIL MEIUKAMEHT.
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Haii-BeposiTHO HEraTUBHMSAT pe3yiTaT c€ IbKM Ha JU3aiiHa HA MPOYy4YBaHUATA, Thid KaToO
MHOKECTBO TO-MAJIKU JAPYTU Ca TO MOCOYMIIA KaTo €pUKACEH MPH MAIUEHTH C MUACTCHHS
IpaBUC, BKIIFOUUTEIHO C TEPANEBTUIHO-PE3UCTEHTHO MpoTHUYaHe. J{omycka ce N3Moa3BaHeTo
Ha MEJMKaMEHTa MU HETOJIEpUpaHEe WIIM JIMIICAa Ha OTTOBOp MpH JiedeHue ¢ azathioprine.
Jleuenuero 3amousa ¢ 1o3u ot 500 mg/mHeBHO ¢ mokayBaHe 110 1,5-2 g/nueBHo. EdexkTuBHOCT
HacThIBa ciex 2-3 Mecena, ¢ MakcuMaiHa noi3a cien 6-18 meceuna. EqHo mpoyuBane e
ycranomuiio, ye Mycophenolate mofetil e edpekTuBHO cTEepOMA-IIAAANIO CPEICTBO U IPHU
IBJITOTOUIIIHA Tepanusi Ha o4Ha Gopma Ha MuacTeHus rpasuc. [Ipu Hero mogabpikamara
no3a ¢ owra 1 g/maeBHO. CTpaHUYHUTE PEaKIIMU OOMKHOBEHO Ca JIEKH M PSAIKO MOraT Jia
BB3HUKHAT MHEIOCYIPECUsI U XEMaTOTOKCHYHOCT. JKenaTenHo € mpociesBaHe Ha IbIHA
KpbBHA KapTHHA MPU 3aM0YBaHe Ha JICYCHHUETO, CJIe]] KOETO CEAMHYHO 33 YETUPH CEAMHUIIH,
clie]] KOeTO JIBa ITbTU MECEUHO 3a JIBa Mecella, clie]] KOeTO MECEYHO 3a IMbpBaTa ToAnHa U Ha
BCEKH 6 Mecella cjiel TOBa.

Methotrexate e umyHocympecop, koiito nuxubupa cuatesa Ha JJHK, PHK u nporennun
¥ BOJIM JI0 HaMallsiBaHE Ha mpoiudepanusara Ha TuMEPOIUTUTe. BhIpekn 4e mpoyduBaHHsITA
OTHOCHO e(prkacHOCTTa Ha methotrexate rpu Je4eHre Ha MUACTEHUSI Ca OCKBIHH, OPATHUST
methotrexate Moke Ja ce NMPUIIOKH KAaTO CTEPOMJI-IIAJANIA Tepanus TMPH IMAlUeHTH C
reHepaIn3upaHa MUACTCHHs TPAaBHC, KOUTO HE TOJEPUPAT WIM HE OTrOBApSAT HA JPYTH
CTepOUI-LIAAIIN MEAUKAMEHTH C MO-100bp KiuHHuYeH npoduin. Jleuenue ¢ no3um 7,5-25
mg/CeIMUYHO, B KOMOHWHAIUs ¢ (QojMeBa KHUCEIWHA, € I0Ka3alo €(PUKACHOCT KaTo
MMYHOCYNpECUBHA Tepanus Ha BTOpa JIMHUS 3a JIeueHue Ha Mmuactenus. [lopaau mo-mamkoTo
B3aMMOJICHCTBHS C JIPYTH JIeKapcTBa, methotrexate ce mpenmounta npex cyclosporin mpu
BB3PACTHH MOJTMMOPOUTHY MAIIUCHTH.

Cyclophosphamide e cunen cynpecop Ha B-nmumdornuTHaTa akTHBHOCT U CHHTE3a Ha
aHTHUTENla, a BbB BUCOKM 103U uUMa edekT u BbpXy T-numdornutute. Panmomusupano
MPOYYBAaHE € YCTAHOBUJIO 3HAYMMO TMOJ00peHHe B MYCKYJTHATa CHJIa M M3MOJ3BaHE HA IO0-
HUCKA /1032 KOPTUKOCTEPOHW I MpH MalMEeHTH, MPHEMAaId [[BaTa MEIUKAMEHTa, CIPSMO
mianedo Tpyma, MpHeMalia camMo KOPTUKOCTepoua. BeHO3HOTO mnpuiiokeHwe Ha
cyclophosphamide mo3BosisiBa HamansiBaHe Ha Jo3aTa HAa KOPTUKOCTEPOHWIHTE, Oe€3
BJIOIIaBaHE B MYyCKyjHaTa cuiaHa. [lopagu BHCOKHS PHUCK OT TOKCHYHOCT, BKJIIOYBAII
CyIpecHs Ha KOCTHHSI MO3bK, OTIOPTIOHUCTUYHH HH(PEKIIUU, TOKCHYHOCT Ha MTUKOYHUS MEXYD,
PHUCK OT Bh3HUKBaHE Ha HEOIIa3UH, MEIUKAMEHTHT C€ M3I0JI3BA MPH MAIIUEHTH C MUACTECHUS
IpaBHUC, KOUTO HE TOJIEpUPAT WK HE OTTOBAPSAT Ha Tepamus ChbC CTEPOU U TUTIOC azathioprine,

methotrexate, cyclosporin u mycophenolate mofetil.
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Tacrolimus wnHxuOuUpa mnponudepanuara Ha aKTUBHUPAHWUTE T-KIETKH, Ype3
KaJIMHEBPUHHATA CHUTHATW3anus (Mogo0HO Ha JeicTBueTo Ha cyclosporin). Hskomko
MPOYYBAHHUS Ca YCTAHOBIIIN KIIMHUYHA TTOJ13a OT MeANKaMeHTa (3-5 mg/AHEeBHO) MU JICUSHUE
Ha TEpareBTUYHO-PE3UCTEHTHA MuacTeHus rpaBuc. Ilopaau cxoIHOTO cu JeicTBHE KaTo
cyclosporin, cTpaHWYHHUTE JEKApCTBEHU pEAKIMH CHIIO Ca CXOAHM U Ca CHIIHO [030-
3aBucUMH. Tacrolimus € Heppo- U HEBPOTOKCHYEH U B3aUMOJICHCTBA C MHOXKECTBO JIPYTH
JIeKapcTBa.

Monoknonannume anmumena mapzemupawiy UMYHHAMA cucmema ¥Mar
MpPeIMMCTBA Mpej, KOHBEHIIMOHATHOTO UMYHOCYIPECUBHO JICUEHHE MO OTHOILIEHHE Ha TO-
OBp30TO HaAyalo Ha JEHCTBHE, CEJIEKTHUBHO JeicTBHe, OnarompusteH mnpodun Ha
CTpaHUYHHUTE €(PEeKTH W TMOTEHIMAla 3a TpaiHa W IBJITOCPOYHA peMHUCHs. Bbopeku ue
MMYHOCYTPECUBHUTE areHTH ca e(peKTUBHU IIPU OBEUETO MAMEHTH C MUACTEHUSI, MHOTO OT
TAX Ca CBbP3aHU C ABJITOCPOYHU CTPAHUYHU €(PEKTH, YECTO HEITOHOCUMHU 3a marueHTure. Ot
Jpyra cTpaHa € Heo0X0UMO JIBJITO BpeMe, 3a Aa TOCTUTHAT eeKTuBHOCT. [Ipunarar ce mpu
BHCOKO AaKTUBHO 3a0oisiBaHe, pePpakTepHO KbM CTAaHAAPTHUTE HMYHOCYIIPECHBHH
MEINKaMEHTH.

Pedpaxmepnu rkvm cmanoapmuomo neuenue ca 10% OT nDalMEHTHTE, KOUTO
OTrOBapsAT Ha 5 KpUTEpHUs: -HE OTTrOBapsAT aJeKBaTHO Ha CTaHAAPTHOTO JICUYCHUE, -
HEBBH3MOKHOCT 32 HAMAJISIBAHE HA UMYHOCYTIPECUBHOTO JIedeHHE 0€3 KIMHUYCH MPUCTHI WIH
HE0OXOIUMOCT OT MpHUJIaraHe Ha CIAacUTENHA Tepanusi (MHTPABEHO3eH HWMYHOTJIOOYJIHH,
PLEX wim umyHOaacopOIIus ), -HaTu4Ire Ha TEXKKH I HEMOHOCHUMH CTPAHHUYHH €(EKTH OT
MMYHOCYTIPECUBHATA WM CHMIITOMATUYHA TePaIusl, -HaTuIre Ha KOMOPOUTHU 3a00IIsIBaHS,
OTpaHUYABAIIM MPUTIATAaHETO HA KOHBEHIIMOHAIHA TEPAIWsl, -4€CTH MHACTCHHU KPU3H TpU
MpujiaraHe Ha CHMIITOMAaTHYHA WK UMYHOCYTIpecBHA Tepanus. PedpakTepHa MuacTeHus ce
Ha0JIr0/1aBa MO-4€CTO MPH KEHU U TIPH marueHTu ¢ anTu-MuSK anTurena.

Rituximab ¢ antu-CD2(0 MOHOKJIOHATIHO aHTUTSIIO, KOETO BOJAU 10 HaMajsBaHe Ha B-
mumdonuture. M3mom3Ba ce NpuU TAIUEHTH, KOUTO Ca PE3UCTEHTHU Ha CTaHAapTHA
MMYHOCYTIPECHS, B IBA PeXKUMa — 375 mg/m?/ceIMUYHO 32 YeTUPH TIOCIEN0BATEIHN CEIMHUIH
i o 1 000 mg Ha nbpBU U NeTHaeceTH AeH. [ToBeueTo manuenTu ce HyXAasT OT MOBeue
ot 1 xypc Ha neuenue. [lopaau nurca Ha yCTaHOBEH MPOTOKOJ PEIIEHUETO 3a MOBTOPHU
KypcoBe ce B3uMa Ha 0a3a Ha KIMHHUYHOTO HAONIOJCHHE W W3Clie[BaHE Ha B-kieTbuHaTa
cyonomyanus. MexIyHapoIHUTE MPENOPHKH ca B M0JI3a Ha 3alI0YBaHE HA PAHHO JICUYCHHE C
Rituximab npu nanuenty ¢ antu-MuSK anTuTEeNa, KOUTO UMAT HE3aJ0BOJIUTEICH KOHTPOI

clie]] MbpBOHAaUaIHaTa UMyHocymnpecus. EdukacHoCTTa B mpoyuBaHUs MpU TEParieBTUYHO
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pesuctenTHa aHTU-AChR MuacTeHust rpaBuc € HecUrypHa, HO JiedeHue ¢ Rituximab ce
HpI/IeMa KaTo OIIIHUs aKo ;[pyrI/I MCINKAMCHTH HEC CC TonepnpaT ;[06pe HUJIK HE Ca JOCTATBhUYHO
epextuBHH. JloKNmazBaHM ca TP ChOy4yas Ha  TPOrpecHMBHa  MyJTH(OKaTHA
neBKoeHIedanonaTusl Mpu TAalMeHTH Ha JedeHne ¢ Rituximab u mpenmecTBamnio

UMYHOCYTPECUBHO JICYEHUE C IPYTU MEIUKAMEHTH.

Tumexkromus

Tps0Ba fga ce mpUIIOKK MIPU MOYTH BCUUKHU MAIlMEHTH ¢ TUMOM. BCHYKYM MalMeHTy Ha
KOUTO MM MPEICTOM TUMEKTOMHS TpsOBaT Ja uMaT CTaOWJIeH KOHTPOJ Ha MHUACTEHHUTE
CUMIITOMH, IIOCTUTHAT II€PUONEPATUBHO C IMpaBWIHO JeueHue. Ilpm mnamuentu c
renepanusupana MI™ u Hanmunu antu-AChR antuTena, Ha Bp3pact Mexay 18 u 50 rogunu,
THMEKTOMUSTA € JKeIaTeHO /a ce NMPUJIOKM B PaHHUTE €Tanu Ha 3a00JIsiBaHETO, KaTo ce
pazuuTa Ha TMOAOOpEeHHWE B KIMHUYHMS U3XOJ M HaMalsgBaHE HA HYXIUTE OT
MMYHOCYIIPECUBHO JICUEHUE, KaKTO U HY)KJaTa OT XOCHHTAIM3aLUs MPH eK3anepbanus Ha
3abomnsBanero. Ilom3uTe OT TUMeKkTOMHs TpU THanveHTH Hax S50 roauiIHa BB3pacT U
IBJITOTOUIIIHA JABHOCT Ha 3a00JIsIBAHETO € BCE OIIIE CIIOpPHA.

Borpeku numcara Ha paHIOMH3UMPAHU MPOYUYBAHHS, TUMEKTOMHUSATA MOXE Ja ce
MIPUIIOKH TIPH MALMEHTH C TeHepanu3upana Gpopma Ha MuacTeHus, 6e3 oTkpuTH anTu-AChR
aHTHUTEJA, IPH JIUICa Ha e()eKT OT MPUIIOKEHA UIMYHOCYTIPECHBHA Teparts.

He ce mpemnopbuBa THUMEKTOMHUS IpU OouyHa (Gopma Ha 3a00JSIBAHETO, OCBEH IpPH
nmoaOpann manueHTH ¢ aHTU-AChR anTuTena m numnca Ha e(exT OT JICYCHHETO C
AHTUXOJIMHECTEPAa3HU U UMYHOCYNPECUBHU MeIMKaMeHTH. Hskou mpoyuBaHus ca OTKpUIN
IBITOTOIUIIIHA TI0J13a CJIe]l TAMEKTOMMS IIPU MAlMeHTH ¢ OYHa (hopMa Ha MHACTEHHSI TPAaBUC
M KaKTO ¥ HaMajsiBaHE Ha 4YecToTaTa Ha reHepaiu3upaHe Ha 3aloinsBaHero. [laHHUTE OT
nuTteparypara cpea nanueHTu ¢ antu-MuSK MI' He ca yCTaHOBWIIM MOJI3U OT THMEKTOMUSITA,
IIOpajy KOETO TS HE € MOAXOoJsIIa 3a TAX. PETPOCIEKTUBHO MIPOYYBAHE € MTOKA3aJ0 CXOAHU
pe3yaTaTu cie] THMEKTOMUS NpU 3-TOAMIIHO MpociieasBane npu nanueHTd ¢ antu-AChR
aHTHUTeNla U MPU AHTUTSUIO-HeraTuBHU. [logoOpeHue uim pemMucHs ciel TUMEKTOMHUS ca
nocturHaTi npu 57% oT aHtuTAno-HeratuBHUTEe U Tpu 51% or aHTH-AChR mno3utuBHH
MAlUEHTH.

He ce npenopbuBa TUMEKTOMHUS ITpU NAIMEeHTH ¢ aHTU-LPR4 u anTu-agrin anturena.

TpaHccTEpHATHUAT IOCTHII 33 TUMEKTOMHS CE€ M3MOJI3Ba IIMPOKO, HO B IOCIIETHO
BpeMe TI0-MajJKO HWHBAa3UBHHUTE MPOILEIypU KaTo TOPAKOCKOIICKa M PpoOOTU3MpaHa

TUMCKTOMMSI, HABJIUW3aT B KJIIMHUYHATa IIpaKTHKa. HpeHOp’BKI/ITe ca 3a H3IOJ3BaHC Ha II0-
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MaJIKO MHBAa3WBHHUTE TEXHUKH, Thi KaTO TE Ca JOKA3aJIM CXOIHH Pe3yITaTH C I0-arPECUBHUTE.
[IpemaxBaHeTO Ha THMOMA CE M3BBPILIBA C LIEJI TPEeMaxBaHe Ha TyMOpa U MOXKEe /1a HE TOBEE
1o nonoOpenue Ha MI'. Llgnara TumycHa skjie3a TpsiOBa 1a ObJie OTCTpaHEeHa 3a€THO C TyMOpa.
[To-HaTaTHIIHOTO JIEYCHNE HAa THMOMA 3aBHCH OT XHCTOJIOTHYHATA KJIacH(DUKAINS U CTEIICHTA
Ha XUpypruyHa exkcuusus. HembnHo pesenmpaHuTe THMOMH TpsiOBa Ja ce JIEKyBaT Cie[
orepanus ¢ UHTEPAUCUUIUIMHAPEH TOJX01 Ha JeueHue (Jrpuerepanusi, Xumuorepanus). [lpu
MAIMEeHTH B HaNpeaHata Bb3pacT UM MOJTUMOPOUIHN MAMEHTH C TUMOMA IMPH MOJIX OS]
KJIMHUYEH CTaTyC MOXeE Ja ce OOMMCIIN MaJHaTHBHA JIbueTepanus. Majaki THMOMH MOTrar Jia

6L,I[aT IMPOCICACHN oe3 JICYECHUEC, OCBCH aKO HEC CC€ YBC/IMYAT UJIKM HE CTaHAT CUMIITOMaTUYHU.

Hoxabpxamm MepKHa

Bbnpeku nuricara Ha yOeIUTEHM JTOKa3aTeJICTBA B JUTEparypaTa, ce IMpeirnosiara
MOJIOKUTEEH €(GeKT BBpPXYy 3a00JIBaHETO OT peaylupaHe Ha TEJIEeCHOTO TErjio |
MoauduKays Ha THEBHATA aKTUBHOCT. CKOPOIITHO MPOYYBaHE € MOoKa3aio 100bp ToJepaHc,
MoI00pEHO KayecTBO HA KMBOT M MOI00peHa MYCKYJTHA CHJIa TIPU TAIIMEHTH C JIeKa CTEICH
Ha 3a00/sBaHETO, TMOJJIOKEHH Ha KOHTPOJMPAHW TPEHUPOBKHM CpPaBHEHHW C  TaKWBa,
MOJIJIOKEHU CcaMO Ha CTaHAApTHO JiedeHue. HsKogko nokiaza ca MOCOYMIIM TMOJI3U OT
YIpaXHEHUS 32 JUXaTelHaTa MycKyjarypa. BaxHo 3HaueHne uma u Oecenara C MarueHTa
BT;pxy €CTCCTBOTO Ha 3a6OJISIBaH€TO, HpOMeHI/ITe B Ha4YMHA Ha )XHUBOT, Bb3MOXKXKHUTC HAYMHU
Ha JICYCHHE, KAKTO U Bb3MOKHUTE €(DEKTH Ha TPUEMaHU MEIUKAMEHTH M CyOCTaHIIUN BbPXY
X0Jla HAa MHUACTeHUsATa (MEAMKaMEeHTH, KOUTO MoraT naa Biomar MIT m anTepHaTHBHU

MEJIMKaMEHTH - pUjIokeHue 1).

MuacTeHusi rpaBUC U OPeMEHHOCT

Hayunara nuteparypa € oCKbIHA M HE MOXKE J]a J1aJile OCHOBAaHUE 3a MPENOpPbKU Ha
63.33.Ta Ha KIIMHUYHU ITPOYUBAHMH. Cunra CC, 4C MHUACTCHUATA HC CC BJIOIIABA IO BPCMC Ha
OpeMEHHOCT, HO TO0-4eCTO ce HabIIomaBaT ek3alepOanuu ciel pakaaHeTo. MwuacTeHus
IpaBUC Ce Cpella PAIKO, OPaIn KOETo JIMICBa crenrpuyHa nHpopManus 3a MEIUKaMEHTHUTE
0 BpeMe Ha OpeMEeHHOCT. MHOro OT JaHHUTE ca EKCTpaloJHpaHu OT IMPOyuYBaHUS 3a
ynorpeba Ha HUMYHOCYNPECAHTH MpPH JPYyrd aBTOMMYHHHU 3a00isiBaHMS O BpeMe Ha
OpeMEHHOCT.

Ilpeou bpemennocmma MaMEHTKUTE B JIETEPOIHA Bb3pacT cjeBa Ja C€ MOChBETBAT
C JIEKYBalIHs CU HEBPOJIOT U J]a ody4yaT MHPOopMalus 3a JIeYEHUETO M0 BpeMe Ha OpEMEHHOCT

Y Bb3MOXXHHUTE CTpaHUYHU eekTu oT Hero. OnTuManHo e OpeMeHHOCTTa J1a Ob/ie TUIaHupaHa
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pH cTabuIM3UpaHa MUacTeHusl. AKO ce 00ChkK/1a TUMEKTOMHSI, IPABUITHO € TS J1a Ce IPOBEe
npenu OpemeHHocTTa. TpsiOBa Ja ce onmpeneNn ChbCTOSHUETO Ha MIUTOBUIHATA JKIIe3a TPEIn
3a0peMeHsIBAHETO, KaTo CJIe/[Ba J]a CE IOCTUTHE €yTHPOUICH cTaryc. [lamuenTkure TpsiOBa ga
MojlydyaT HMHCTPYKIMH Ja He IMpeKbCBaT JeHCTBalllaTa HWMYHOCYNpPECHBHA Tepamus Hu
pyridostigmine 1o Bpeme Ha OpemeHHOCT. [Ipu mianupane Ha OPEMEHHOCT € YMECTHO Jia ce
n30sTBaT MEIMKAMEHTUTE C M3BECTeH TeparoreHeH edekr (methotrexate u mycophenolate
mofetil). Ako Te He MOTaT J]a ce CIpaT € yMECTHO Ha KEHUTE J1a ce 1ajie MHPOpMAaIIis OTHOCHO
pHCKa 3a TUI0/1a ¥ HEOOXOAMMOCTTA 33 KOHTpAIleTIIIHS.

Ilo epeme Ha OpemenHocmma JEUEHUETO CIIe[iBA Jla CE€ OCBIIECTBSIBA OT
WHTEPIUCIUTUIMHAPEH KU BKIFOYBAILl HEBPOJIOT, TUYCH JIEKap, THHEKOJIOT ¥ aHECTE3HOJIOT.
bpemennuTe chC cTaOWiIHa MHACTEHHS HAH-4ecTO HSAMAT BIOMIABAHUS IO BpeMe Ha
OpeMeHHOCTTa U paxaaneTo. [larmenTkuTe TpsiOBa na ObaaT HHGOPMUPAHU Ja HE IIPOMEHST
TepanusTa Cu 1 4e yrnoTrpedara Ha prednisolone, azathioprine, cyclosporine u pyridostigmine
e Oe3omacHa 3a TAX W 3a 1wioga (tabm. 1). Koprukocrepoumure ca MMyHOMOAYIUPAIIO
cpenctBo Ha u36op. JXKenmaremHo € mpu HEOOXOAMMOCT na ce mpuiarat camo mpe3 I u III
TPUMECTBp, B TO-HUCKHU 703U. B EBpona azathioprine ce nmpeanucsa mmpoko Ha OpeMEHHH U
€ HEKOPTUKOCTEepOuIeH uMyHocynpecop Ha n3oop. B CAILl chuusaT MeukaMeHT ce cuuTa 3a
BHCOKO PHCKOB U He ce mpuara. [lalineHTKkuTe ¢ HeIUlaHupaHa OpEMEHHOCT Ha JICUCHUE C
methotrexate u mycophenolate mofetil Tps6Ba na 3HasT 3a TeparoreHHHs e(eKT Ha
MEMKaMEHTHUTE U Y€ He TPsOBa Te Ja ce CIUpar psA3Ko MOpaau PUCK OT BiOlIaBaHe, 0e3 mpu
TOBA J1a MOXKe J1a ObJ/ie n30erHaT TepaTOTEHHUAT UM €(EKT.

Tupounanara ¢pyHkuus TpsiOBa Ja ce MPOCIEAM 1O BpeMe Ha paHHAaTa OPEMEHHOCT,
0Cc00EHO aKo He € U3CIeBaHa MPEABAPUTEIHO.

bpemennute ¢ MI' TpsiOBa BHUMATETHO J1a C€ MPOCeasiBaT 3a HHPEKIINH, 0COOCHO Ha
YpPUHApHUS TPAKT U IPU HAJM4YME HA TaKMBa, TPAOBa BeJHAra J1a ce JIeKyBaT C aHTUOUOTHUIIH.
[TarueHTKUTE W JEKyBallvs €KUM TPsiOBa Ja pasmoiiaraT ChC CHUCHK 32 MEIUKAMEHTHUTE,
KOWUTO Morar jaa Biomat myasthenia gravis.

YMeCTHO € poBeKIaHe Ha CKeHep Ha 1uioga Ha 12-ta u 20-Ta rectallmoHHa CEAMUIIA.
Crnen 24-ta recralliOHHa CeIMUIIA TPsIOBA Ja c€ CIENAT JBIDKEHUATA Ha IUiofa, a 2-4
CeJIMULIM TIPEU PaXKIAHETO Ja Ce YCTAaHOBH pa3Mepa Ha Markara — 3a MOJIUXUAPAMHUOH U
NoABIKHOCT Ha ¢etyca. [Ipu manumentku ¢ MIT psiiko ce cpela Kato yCIoKHEHUE Ha 1071
aprporpumno3a. [Ipu Hanuure Ha OPEMEHHOCT C apTPOTpHUIo3a TPsiOBa aKTUBHO Ja C€ ThPCU

MHACTEHHUs y Mailkara.
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Tabmuma 1. CurypHoCT Ha MeTMKaMeHTHUTE 3a jJeueHue Ha MI™ mpu GpemMeHHOCT 1

KbpPMCHE
MennkamMeHT Hexenann peakuun | 3adesie:xxka Ynorpebda Ynorpebda
npu npu
OpeMEeHHOCT | KbpMeHe
Pyridostigmine | He ca noknaaBanu Oo6uyaiina ynorpeoa. Ha Ha
Morar 51a ce 00CHIAT MO-
YECTH MPUEMHU.
Prednisolone JlunicBat yoenutennu | Ynorpeba B MunuManau | [la na
JAaHHU 32 JTULEBO- BB3MOKHU JI03H.
YeN0CTHU AKTHBHO ThpCEHE Ha
Mashopmarmu. recramyoHel aualer.
[ToBumien puck ot
recTallMOHEH THa0eT,
XUIEPTOHUS U
nHpeKIUn
Azathioprine JleBkonenus Ob6wuyaitHa yrorpeoba. a Ha
Monuropupane Ha
JIEBKOLIUTH U
YepHOAPOOHHU CH3UMU
Cyclosporine/ [ToBuIIeH pUCK OT Oobwnuaiina ymorpeba. Ha Ha
Tacrolimus recTtaioHeH nquadeT MoHuTtopupase Ha
npu Tacrolimus JIEBKOIIUTH,
4epHOAPOOHH, KpEaTHHUH
" nuader.
Mycophenolate | Teparorenen puck Cnupane Ha neyenuero u | He HEU3BECTHA
mofetil n3arcieH 1o 25% 3alo04YBaHe Ha APYro Mo
BB3MOXKHOCT NN
opemennoctTa. He ce
CIHpa psI3KO MpHU
HeIUTaHWpaHa
OpEMEHHOCT.
Methotrexate Teparorenen puck [Tepuon Ha ouncTBaHe He He
m3uncieH a0 15 - 20% | mpenu 6pemeHHOCT — 3
Mecena. He ce cipa
PS3KO TpU HETUTAHUpaHa
OpeMEeHHOCT.
HNutpaBeno3en | He ca noxnagsanu Ha Ha
UMYHOTTIOOYITUH

3a paoswcoanemo cnenpa Ja ce MOJICUTYPAT MOAXOASAIIN YCIOBHUS C BB3MOXKHOCT 3a

WHTEH3UBHU I'PIKM 3a MalikaTta U 6€0eTO — TMHEKOJIOT, aHECTE3HOJI0T, HEOHATOJIOT, HEBPOJIOT
Ha pasmonoxeHue. [Ipu keHUTE ChC CTAaOMIIHA MHUACTCHHs TPSOBa 1a c€ MpeIrnodyere

BarvHaJlHO paXJaHC. I_[e3ap0Bo CCUCHUC CC MpcAIpUCMa CaMO IO aKYHICPCKU IMOKa3aHH.
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Kenute TpsOBa ma mpoabkar mpuema Ha pyridostigmine 1Mo BpeMe Ha paxaaHETo.
[TaneHTKUTE, KOUTO MTpUEMAT XPOHUYHO cTepouan (>7,5 u <15 mg), € yMecTHo aa moiayyar
3a pakJJaHETO CTPEC-7103a KOPTUKOCTEPOU .

MHoOro ot aHecTeTHLMTE, KOUTO CE€ MpueMaT 3a MPOTUBOMOKAa3aHH, MOraTr Ja ce
ynoTpe0siBaT 0e3 MmpobjaeM TpH TOAXOASIIO MOHUTOpHUpaHEe. BbIpeku ToBa, KOrato €
Bb3MOXKHO C€ MPEANOYHTa eNuaypaliHa/CIHMHaNHa, npen obma anecre3us. CraHmapTHa
IpakThKa 3a obOma aHecre3us € yBoj c thiopental umm propofol, mocnenBanu ot
JenosIpU3npan MYCKyJeH peJakcaHT 3a HHTyOamusTa. AHecTe3usitTa ce MHOIAbpKa C
WHXAJAMMOHHU aHecTeTUH M onuouau. [lanueHTkuTe ca MHOrO YyBCTBUTEIHU KbM
HEACTIONSIPU3UPAIINTE MYCKYTHH PETTaKCAaHTH, KOUTO TPsIOBA Ja Ce MpUJIarat B MO-HUCKH JJO3H
1 J1a ce n30ATBar 1o Bb3MOKHOCT. TpsiOBa fga ce n30sarea ynorpedara Ha Marae3ueB cyidar 3a
npodunaktuka Ha exiamrcus. [Ipy Haiuune Ha eKJIaMIICUsl ¢ ThpPUOBE, MarHe3ueB cyidar
clie[[Ba Jla ce Impujiara ¢ MOBUILIEHO BHUMAaHUE U MPU HAJIUYUE HA YCJIOBHS 3a MHTYOAIus u
BEHTUJIAIIHS.

[Ipn mamueHTKH ¢ MHACTEHUs TPsOBAa BHHArM Ja C€ MMa MPEABHJ, Y€ ChIIECTBYBa
BB3MOXKHOCT 3a npexoona neonamanva MI', He3aBUCUMO OT TEKECTTa Ha 3a00JsIBAHETO HA
Maiikara. 3a00JsBaHETO C€ XapaKTepu3upa C XUIOTOHHUSA, MYCKyJdHa cliabocT, OynbapHa u
JUXaTelHa HeJ0CTaThUYHOCT, TOPaJIH KOSTO paXKIaHEeTOo TPsiOBa /1a Ce OCHIIECTBIBA B KIIMHUKH
C BB3MOXKHOCT 32 HEOHATAJIHA PECyCLUTALIHSL.

Cneo pasxcoanemo.

Cvcmosanuemo na matikama TpsiOBa BHUMATENHO Ja C€ MPOCIEiBa, Thil KaTO MOXeE
Jla HACTBITH BJIOIIABaHE, 0COOCHO MPH XUPYPrHYHA UHTEPBEHIIHS WM HATMYUE HA HH(EKIHsI.
[Tpu maumentku ¢ MI' TpsiO6Ba 1a ce Hachbp4YaBa KbPMEHETO, KOETO HE € IPOTUBOIOKA3aHO TIPU
npueM Ha prednisolone, azathioprine u pyridostigmine.

Cvcmosanuemo na Oememo MOXE Ja CE€ BIOIIM YacoOBE [0 HSKOJIKO IHH Ciel
paXIaHETO, ChC CHUMOTOMHTE Ha TpPEXOAHAa HeoHaTasHa MHAcTeHHs. CBhCTOSHHETO He
KOpenupa ¢ TeXecTTa Ha 0ojecTTa Ha Maiikara. YMECTHO € MOHHUTOpUpaHe Ha Oebero 3a
OynmOapHM W JMXATEJIHW OTKJIOHEHMs 3a Okojio 2-3 nmHu. Haii-BHMMarenHo cienBa jaa ce
npocienssar nenara Ha maitkute ¢ MUSK dhopma Ha MI, Ti KaTo 1ipu TX ce HabIoMaBar
Hali-Cepuo3HU HapyleHus. YecToraTa Ha HEOHATajgHa MuacTeHus € Mexay 9 u 30%.

JleueHneTo Ha HEOHATATHATa MUACTCHHS € TIOAABPIKAII0 — HA30TacTpaiHA COHJA 3a
XpaHeHe 1 mpueM Ha pyridostigmine 1 aJleKBaTHO MOJAbpKaHe Ha quinaHeTo. [1pu mo-texku
Cllydad MOXeE Jla c€ OOChIM NPUJIOKEHHE Ha HUMYHOBEHUH. TpaHC(]y3MOHHOTO JIeUeHHE

CJI€ABa Ia CC IMpuijiara caMo I10 U3KIIIOUCHHUEC ITPU MHOI'0 TEXKXKH CIIy4dau. HpOBe}KI[aHeTO Ha

28



HeBpoTpadusi U3UCKBA CIICIIHATHN YMEHUS U € TPYIHO MPHUIOKUMO, HO OCTaBa €INHCTBEHHUSAT
METOJI 32 TMarHOCTHUKA B HEOHATATHUS TIEPUO/I.

Brnpeku ue HeoHaTaTHaTa MUACTEHUS KaTO ISUTO € IPEeXo/Ha, Tpu OedeTa Ha MaiiKu
C aHTHUTEJa KbM (PeTaTHHsI alleTHIXOJIMHOB PEIETITOP, MOXE Ja C€ pa3BUe MPOIABIDKUATEIIHA
MUOTIATHSA ¢ BeJo(apruHreaiHa HeJJOCTAThYHOCT.

Muacmenus 6 demcka év3pacm ce cpemia psiako (10% ot BCHYKH citydan), O-4€CTO
MpU KUTAWCKHM Jera, KaTo B MOBEYETO ciydan (opMara ocTaBa OdYHA. J[MarHOCTUYHUST
MpoIIeC MPOTHYA KaTo MPU Bb3PACTHH, HO CEPOHETaTUBHUTE CITyYaH ca IoBeYe, KOETO Hajara
W3CJICIBAHMS 32 AaHTUTENA WM 32 KOHTCHUTAJIEH MHACTEHEH CHHAPOM, HE3aBHUCHMO Ye
MOCIEIHUAT HE € OMJI OTKPUT ciell paxaaneTo. [lpu aena chio ciensa aa ce TbpCH THMOM,
HO TOH € MHOTO MO-psAJKa MaToJorus B Ta3su Bb3pacT. ClIOHTaHHATa peMHUCHS Ce cpella Mo-
4ecTo U TpsOBa na ObJie HAPABEH OIMHUT JIa CE CIIECTH TepanusITa C UMYHOCYIIPECaHTH, aKo
TOBA € Bb3MOXXKHO. BB3MO)XKHM ca KbCHU MAJIUTHEHH yCIIOKHEHHUS MPH JICYeHHE ¢ azathioprine.
[Tpu mena ¢ mepcucTupaiia CAMOTOMATHKA BBIIPEKH ONTUMATHO MEIMKAMEHTO3HO JICUCHHE,
MOKe J1a 00CHAN TUMEKTOMHSI.

Koneenumannume muacmennu cunOpomu ca XeTepOreHHa IrpyIa OT PEIKHA ChCTOSHHS,
KOWTO C€ XapaKTepU3UpaT C MUAaCTEHHA CHMITTOMATHKA ITPH pakJIaHe, B paHHA IETCKa Bb3PacT
U 1o-kbCHO. TummuHo ce HaOmomaBaT mro3a, odTanMoruierus, OynbapHa auchyHKIMA,
CTPUJIOP U TO-PAIKO JUXaTelHA HeMOCTAaThYHOCT. CHHIPOMBT BH3HUKBA MOPAIH Pa3IUIHU
MyTallid B TEHUTE CBBbP3aHU C MPOTECHHHUTE HA AaICTHIXOJIMHOBHUS pEIENnTop, HE €
MMYHOMEIMHPAH M TIOPaad TOBAa HE C€ IMOBIMSABA OT MMYHOMOJYJIHPAIIO U CYNPECHBHO
neyenne. CHUHIPOMBT € TPYACH 3a JWArHOCTHKA M € OOEKT Ha JEHHOCTTa Ha BHCOKO
CHeIMAIM3UPaHU IIEHTPOBE IO HEBPOMYCKYIHH 3abonsBanus. [ToHSIKOra KOHTCHUTATHUS
MHACTEHEH CHHJIIPOM Ce IMPOsBSABA MO BpeMe Ha OPEeMEHHOCT W ClieA paxkaaHe. PUCKBT 3a
npeJaBaHe Ha CHHApPOMA Ha IUIOJA € HUCHK, a MAIMEHTKUTE C€ TPETHpaT KaTo TaKWBa C

ABTOMMYHHA MUACTCHUS.

MuacTeHHa U XOJIMHEPTUYHA KPU3a

Muacmennama kpuza (MK) ¢ xnuHu4YHA AUarHo3a neuHUpaHA KaTo Pa3BUTHE HA
JUXxaTeliHa HeIOCTaThbYHOCT M HEOOXOIMMOCT OT HEMHBAa3UBHA WJIM WHBAa3MBHA BEHTUJIAIIMS
npu 6oiHu ¢ MI. MK nacTbnBa npu oxono 15-30% ot OosnHUTE ¢ MHAacTEeHUs, HAl-4eCTO B
IbpBUTE 2-3 TOAMHU CIIEJ TIOCTaBsSHE Ha JAuMarto3ara. MHOTO psiiko Moxke Aa Oble mbpBa
nposiBa Ha 3a00saBaHeTo. BuHaru ce yctaHoBsiBa (pM3NYECKH U/MIIM EMOLIMOHAJICH CTPEC KaTo

MpUYKHA 3a Bb3HUKBaHE Ha Kpu3ata. [Ipu Hax 30% oT kpu3uTe ce kacae 3a MHPEKIus, Hall-

29



yecto OenmoapoOHa. Ha BTOpo MSCTO ce yCTaHOBSIBAT acCHUpPALlMOHHM MHEBMOHUTH MpPH
BiomIeHa OynbapHa (yHKIMS U Ha GoHA HAa UMyHOCynpecHs. [{pyru nNpuyuHU BOJCIIU 10
KpH3a ca omepaiud, OpeMEeHHOCT, ynorpeba Ha MEAMKAMEHTH, BUCOKA TeMIIepaTrypa, JIOIl
KOHTPOJI HA OCHOBHOTO 3a00JIsiBaHe, eMOIMOHaleH Auctpec. [Ipu mannenT ¢ Texxku Gopmu
Ha MI, kpuzara Moxe Aa ce Mpeau3BHUKa OT TPEHIKH B JICUEHUETO C KOPTUKOCTEPOUIU U
aIleTHIIXOJIMHECTEPA3HU HHXUOUTOPH.

3annaweawama muacmenna Kpuza ce 1epUHIpa KaTo ObP30 KIMHUYHO BIOLIABAHE
Ha MI, koeTo 6u MorIio 1a moBeae Obp30 (IHU, CEAMUITN) 10 KpU3a.

,depBenu (prarose* 3a 3aruramiBaiia MAaCTEHHA KpH3a ca.
o  ®DeOpuIHO ChCTOSTHUE ¢ MHMEKIHS JIEKyBaHa ¢ aHTUOMOTHIIM B TIPEIXOIHUTE 2 CEAMMUIIN
e (OOparHa aciupanus — U3JM3aHe Ha XpaHa U TEYHOCTH IMpe3 Hoca
e 3arpyAHEHHE B MPENTBIIAHETO — IOUYMCTBAHE HA I'bPJIOTO WM KallUIsTHE TPU XpaHEeHe
e 3aTpyAHEHO OTKAIUISHE
e AdonnuHa Au3apTpUs — oTcIabBaHEe Ha TIaca IPU TOBOPEHE U HOCOB TOBOP
e VYBHCBaHE Ha IlaBaTa HaIpe] — U3pa3eHa ciIadoCT B €KCTEH30PUTE Ha MIUATA
e VYBHCBaHE Ha JIOJTHATA YETIOCT U HOBOIIOSBUJIA C€ JIMIIEBA CIa00CT
e [IpomeHnu B quxaTeqHUTE IapaMeTpu — Hamp. BUTaJIeH KamaruTeT mox 20 ml/kg Termno

Xonunepeuuna Kpusza MOXe Ja ce€ pa3BUe IpPHU MPEeIo3WpaHe Ha JIEYCHHETO C
KOPTUKOCTEPOUIU U alleTHIIXOJIMHECcTepa3Hu uuxuouropu. [Ipu Hes MyckymnHaTta cnabocT u
JIUxXaTeliHaTa JEKOMIEH AU ca MPHUIPYKEHU OT MyCKapHHEprUYHU (MHO3a, OpaauKapaus,
ouapus, rajieHe, MOBUIIEHA CalMBallMs, 3a4y€pBeHa M TOIIAa KOXKa) M HUKOTUHEPTUYHU
(kpammu, dacuukynanuu) 0ene3n Ha mpeno3upaHe. XOJIMHEPTHYHHUTE KPU3U Ca MHOTO TIO-
penKu OT MHUACTCHHHTE W KIWHUYHO HE BUHArM C€ pasznuyaBar JecHo. [loBumieHara
CaJMBAIIHsI, KOSITO € OCHOBEH OeJIeT Ha XOJIMHEePruuHaTa KPU3a, TPYIHO MOXKE J1a C€ OTTpaHIIU
OT 3aTpyIHEHOTO TperTbinaHe Ha cekpetu npu MK. Hemponormunara audepeHnaina
JMarHo3a Ha KpU3UTE€ M JApYyru 3a0o0iisBaHUs BOACIIM 1O OCTpa MYCKYylIHa cilabocT ca

000011eHn B Tabmuma 2.

Tabnuua 2. ludepeHunaaHo AMarHOCTUYHU Oele3n Ha MHACTEHHA KpU3a M OCTPa MYCKYyJIHA

cirabocT

KianHn4yHa oneHKa

MuacreHHa Kpusa

Xo1MHEepruYHa Kpus3a

Cunapom Ha

Guillain-Barre
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BbHiHa 70% - Camo npu BapUaHT

o TanMoruIerus Miller-Fisher

3eHunm Hopmannu, peaktuBan | TecHu, peakTUBHU Hopmanuu, moxe na ca
HEpEaKTHUBHU

[ITo3a 70-80% - +/-

MyckynHa cnaboct 100% ++ +++

daciuKyIanuu 1mo HE +++ +/-

KpalHULIUTE

Konenen pediexc ++ ++ -

Pednexc na Babinski - - -

CeruBHOCT HOpMa Hopma ITonsikora Hapy1eHa

ABTOHOMHM CUMITTOMU - ¥ +++ +

*HaHI/IeHTI/ITe C MHaCTCHHA KpH3a MoraT a UMaT aBTOHOMHHU CUMIITOMH I10 APYT'U IIPUYINHHU

— TaXUKapAusl IPU CETICHUC, TeMIepaTypa, XUIOKCHUSI.

Kaunuuna HHonumuo3ur Bborynuzbm boJsecTn Ha bosectu Ha
OlleHKA ABUTATEJTHUS MHeJI0HA
HEBPOH
BrbHiHa - ++ - -
odTamTMOTUIeTHS
3eHunm Hopmanhu, Hunarupanu, Hopmannu, TecHu, peakTUBHU
pEaKTUBHU HEpPEaKTUBHU pEaKTHUBHU

[TTo3a - +/- - +/-
MyckynHa cnaboct | +++ +++ +++ +++
dacuuKynanuy 1no | + - +++ +/-
KpalHULIUTE
Konenen pedexc | + - +++ unm - +++ unm -
Pecexc na - - + +/-
Babinski
CeTuBHOCT HOpMa MPOMEHEHA Hopma CETUBHO HUBO
ABTOHOMHH - +++ - +
CUMIITOMU
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JleueHue HA KpHU3HUTE
[Ipu Hanwuue Ha ,,uepBeHH (UTaroBe’ 3a 3arJianBaia Kpyu3a U JUHAMHYHO BJIOIIaBaHEe
Ha CUMIITOMUTE MAIIMEHTUTE TPsIOBa BeJHara a ObJaT XOCIUTATU3UPAHA B OTICICHHS WK
KJIMHUKY 32 UHTEH3UBHU TPIKU. TpsOBa 1a ce MOHUTOPUPAT CTPUKTHO MO OTHOLICHHE Ha
rbITaTeNIHATA U AUXaTeaHaTa QyHKIUS:
e [Ipu 3arpynHEHUs B T'BITAHETO — MMOCTABSHE HA HA30TAaCTpaIHA COHJA 32 XpPaHEHE U
MpreM Ha METMKAMEHTH.
e [Ipu nurca Ha Texxka qucdards ¥ HaYalHA JAUXATeTHA JEKOMIICHCAIUS MOXE J1a Ce
MpearprueMe ONMUT 32 HEMHBA3WBHA BEHTUJIAIMS, KOSTO MOXE Ja CIIECTH HWHBa3MBHATA
BEHTHJIALMS [TPU TOJIsIM Opoit OOITHH.
e Kpurepunte 3a TmpeAnpUEeMaHE HA WHTyOaluss W HW3KyCTBeHa OemompoOHa
BEHTHUJIAIMS Ca U3BECTHU Ha CIEIUATMCTUTE 10 peaHnManus. MuacTeHHara Kpusa odade
€ KIIMHWYHA Juarfosa. B ciyyaute ¢ myasthenia gravis JaHHUTE OT MYJICOKCUMETPHUSITA 1
M3CIIEIBAHETO Ha KPHBHHUTE ra30Be HE ca JIOCTAaThYHHU 3a MOHUTOpPHpaHE Ha OOJTHUS U
ompesieNiTHE Ha WHIWKAIMUTE 3a WHTYOAlMs, Thil Karo CIaJaHeTO Ha KUCIOPOAHATa
carypauus u PaOa, kakro n nokauBanetro Ha PaCQO», HacTpIIBaT KbCHO B X0/1a HA pa3BUTHE
Ha kpuzata. Hannumero Ha HopMmaniHa carypanus u PaCO; He n3KkIT04Ba MUACTEHHA KpHU3a.
W3cnenBanero Ha BBHIIHUTE MapaMeTpd Ha JAMIIAHETO (BUTAJEH KalaluTeT W
OTpHUIaTe]IHA CHUJIa HA BIUIIBAHE) € MPEMOPHUMUTEIIHO HA BCEKH 2 Haca, HO € TPYIHO
KIIMHUYHO OCBIIECTBUMO B YCJOBHSTA Ha CIEIIHOCT U TPEMOPHKUTE Ca TMPUETH B
MpakTHUKaTa OT MPOYYBAaHUS IIPH MAllUEHTH ¢hC cuHapoM Ha Guillain-Barre. [Topaau nunca
Ha KJIMHUYHY TPOYyYBaHMsSI IPU MALMEHTH C MUACTEHHA KpU3a T€3U KPUTEPUHU Ca IHUPOKO
IpUeTH B mpakTukata (Tabnuua 3). [IpakTuyecko nmpuaokeHHe HaMUpaT HIKOU MO-JIECHU
3a yrmorpeda TeCToBe, KaTo TeCT Ha eJHOKPAaTHOTO BOUIIBaHE (,,single-breath tect”). [pu
€IHOKpAaTHO BIUIIBAHE MAIIMEHTHT ce Kapa Ja Opou, KaTo HOPMAJIHUTE CTOMHOCTHU ca J0
Hag 40. [Ipyra B3MOXKHOCT € J1a HaKapaMme MalueHThT Ja MOeMe TBI0OKO BB3IyX M Jia
3aabpxku abxa cu. CroiiHocTu noa 10 cekyHau Mmoka3BaT 3HAYUTEIHO HaMaJleH BUTAJICH
KananuTeT. JlombaHuTeTHA MTHGOPMAIIHS HH J1aBa BIOIIABAHETO HA TUXATEIHATA Y€CTOTA,
IUXaTeIHOTO YCWJIME C YydYacThe Ha JONbJIHUTENHA [AuXareidHa MYCKylarypa H
NPUHYIUTEIHO TIOJOXKEHHEe B Jermioro. HM3crieaBaHero Ha AMIIAHETO, KapIuo-
pECIUpPaTOPHOTO MOHUTOPUPAHE, HEBPOJIOTHYHUTE CUMIITOMU (OYHH JIBIDKEHUS, HATUYHE
Ha guconus u naucharums, cmabocT B MUATA W KpaHWINTE, (QACHUKYTAUUA) H
aBTOHOMHAaTa (QyHKUHS (Taxu- W Opagukapavs, PUTHBMHHU HAPYIIECHUS, XUIOTOHHS,

XUIEPTOHUS, U3MOTsABaHEe) 0hopMs KpaliHaTa KapTHHA Ha MUACTEHHATa KpHU3a.
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e [Ipu unTyOanus npu Bb3MOXKHOCT c€ U304rBa JOMIBJIHUTEIHA MYCKYJIHA pellaKCallusl.
B ycnoBusita Ha Kpu3a TpsOBa 1a ce U304rBar ASMOISPU3HPAIINTE MYCKYIIHU peJaKkCaHTH,
TBH KaTO OTTOBOPHT KBbM TIX € HempeaBuaAuM. [lo3uTe Ha He-IenoIspU3UpPaLIUTE
pellakCaHTH ce peaylupar 10 Hal-Mayko Y2 oT oOuyvaiinute. [Ipu manueHTy ¢ MuacTeHHA
KpHU3a MOXE Ja c€ HW3Moi3Ba OyaHa cemamust ¢ oOesbonsiBaHe ¢ propofol, fentanyl,
remifentanil, 6enzoamnaszenunm, lidocaine uau ketamine.

e PexumMu Ha BEHTWIAMA — TOAXOMSMIIM ca OOIWIIBAaHE IOJ HAJATaHe, PAHHO
BKJIIOYBAHE HAa aCHUCTUPAHU PEKUMHU MOJ HaJAraHe, 3aJbDKUTEIHH CUHXPOHU3HWPAHU
PEXUMHU 110 06eM.

e UYecTo M3M0ON3BaHU B MHTCH3UBHATA Tepanusi MEIUKAMEHTH, KOUTO MOTaT Jia BIIOIIAT
MUACTCHHATA Cca aMUHOTIIMKO3UIW, XWHOJOHW, MAaKpOJHI{, AHTHKOHBYJICAaHTH, Oera-
OJI0KepH, BKITIOUUTETHO 32 JIOKATHO MPIIOKEHUE, AHTHAPUTMHUYHU, MyCKYIJIHU PEIaKCAHTH,
KOHTPACTH U Jp.

e EkcrybamusaTa ce u3BbHpIIBA MpU CTAOWUIHHM MapaMeTPUd HA BBHHIIHOTO IUIIAHE U
3aJI0BOJIUTENIHA KalTHYHA (PyHKIUS.

e Panna TpaxeoroMus ce mpeanpueMa Ipu ouepraBalia ce MpoAbIKUTEIHA KPHU3a.

e HeobOxomumo e mpociensBaHe Ha JuxarenHara QYHKIUS — MOHUTOpPHUpPAHE,
penTreHorpadus, HaJIM4IUe Ha Jenup Ha (poHa Ha OemonpoOHa BEHTHIIAIIHSL.

e JleueHue Ha CHI'BTCTBAILUTE YCIOKHEHUS — MHPEKLNHU, €JICKTPOJIUTEH nucOanaHc,
XUMOMPOTEUHEMHUSI, CHITBTCTBAIIM 3a00JsiBaHUs, CTpec, OOEe3IBMKBAaHE, NPECTOil B

WHTCH3MBHA KJIIMHHUKA.

Tabnuua 3. [Tapamerpu nmoka3Bariy npara 3a BEHTHJIATOpHO noanomarane npu MK

Kpurepuii/Tect Hopma Heo0xoqumoct ot Excry0anus

HHTYOAU s/ BEeHTHJIAI U

Buranen kamanurer >60 ml <20 ml >25 ml

ml/kg TenecHo Terno

HeraruBHo Hansirane nipu | >60 cm <20-30 cm >40 cm

paumsaue cm H,O

TTo3utnBHO HaIATaHEe >100 cm <40 cm >50 cm

npu m3aumBane cM HoO

TecT Ha €IUHUYHOTO o 40-50 o 15-20 -

BIMIIIBaHE - OpoeHe
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Jleuenuemo no epeme na MK v Tipu 3aruiainiBaiila MUacTeHHa KpHU3a € MYJITHMOJIATHO
¥ BKJIFOYBA OCTPa CHUMIITOMAaTHYHA M C€THOJIOTMYHA TEpallvs, 3all0YBaHE Ha JBJITOCPOYHA
UMYyHOCYTIpecHpaIia Tepanus 1 MHTCH3UBHO JieueHue (BHK MO-TOPE).

o Ocmpama cumnmomamuuna mepanus BKIoUBa pyridostigmine Talm. mpe3 ycrara Wiu
npe3 conaa 3-6 et mo 60-90 mg mpu MakcumaiHa jo03a 540 mg gaeBHO. Moke 1a Obe
3aMeCTeH ¢ BEHO3eH pyridostigmine B ChOTHOIIEHUE KbM mepopannus karo 1:30 (He e
Hanu4eH y Hac). Pyridostigmine moxe na ObJlie 3amecTeH ¢ neostigmine ammynu 0,5 mg 1
ml kato mepopannara go3a ot 360 mg pyridostigmine nHeBHO ce paBHsBa Ha 4,5 mg
JHEBHO neostigmine BEHO3HO WM MYCKyiaHO. lloBuinenata OpoHXHMamHa CEKpelus OT
MPUJIOKEHUETO Ha MapeHTepatHuTe ¢opMu Moxe ma Obae mosmusHa oT 0,5 mo 1 mg
atropine monkokHo. IIpu manuMeHTH, KOUTO Beye ca HUHTYOMpaHU € YMECTHO
XOJIMHECTepa3HaTa Tepamnus Ja ce CIpe 3a JeH-/Ba.

o Ocmpama emuonocuuna mepanusi Ha MUACTEHHA KpH3a OCHOBHO € C Iulazmadepesa u
WHTPABEHO3HH UMYyHOTIMOOynmMHA. KbM MOMEHTa JUIICBAa KAaTETOPUYEH OTTOBOP KOW OT
JBaTa MeTo/a € MO-¢(EeKTUBEH, C JieKa TCHJACHIMS 3a MO-I00bp U MOo-0bp3 edekT oT
adepesara Mpu HAUIMYKE HA IMOBEYE PUCKOBE (CETNICUC, TPYACH OCTHIT) U TPYAHOCTH TIPH
HelHoTO mpwiokeHue. E(ekTsT u Ha JBeTe JICYCHHs] HACTHIIBA B PAMKUTE HA JTHH [0
CEe/IMHIIA, KOETO JaBa Bb3MOXXHOCT HA JIPYTUTE HMYHOMOIYJIUPAIX TEPANUU Ja 3all0uHaT
na npeiictBar (tabmuua 4). KypesT Ha nmedyenue BiitouBa 5-6 miazmadepesn unu 0,4
g/kg/neH WMHTpPaBEHO3HM WMYHOTJIOOYJIMHMU 3a 5 TOCJeAoBaTeaHU JIHU. JledeHueTo ¢
MMYHOTJIOOYJIMHM HE € MOAXOAIIo mpu ObOpedHa HemocTaThbuHOCT. [Ipu 3ammamBaria
KpH3a JI03aTa Ha UMYyHOTIIOOYTHHHUTE MOXe J1a ce pexynupa 1o 1,5 — 2 mg/kg/nen 3a 2-3
TTHH.

o umpasenosna nync mepanusi ¢ methylprednisolone ce muTupa B HAKOW MPOYyYBAHUSI.
Ho3zara e 500-2000 mg/neH B mpoabKeHUE Ha 3-5 TOCIIEIOBATEIIHA THU, TTOCJICIBaHA OT
HaMaJIsIBaHe 10 pa3IMyHU cXeMU. To3M pexuM Ha JISUeHHE MOXKE Jla I0BE/IE 10 MPEXOTHO
BJIOIIIaBAaHE HA MHACTCHHUTE CHMIITOMH, TIOTEHIIMAIHO WHIYIHPAI MUACTCHHA KpH3a
nmopagy JUpeKTeH MeMmOpaHeH edekT Ha koptukoctepounute. OCBEH TOBa OCTpara
CTepOMIHa MUOTIATHS MOXKE J1a JOTIPUHECE 3a LISTIOCTHOTO BJIOIIABaHE HA KIIMHUKATA B Ta3U
cutyanus. Hamame Tu4eH onuT ¢ TO3U PEKUM Ha JIeUeHHE ITPU MUACTEHUS U CUUTaMe, ue
TOW OM MOTBJ J]a C€ W3MOJI3Ba CaMO NpPHU SBHM MHUACTEHHU KPU3W U B KOMOHWHAIIHS C
wia3Madepe3a, MMYHOAACOPOLUS HMIM HMHTPABEHO3HA HMMYHOINIOOYIMHOBA Tepamnus B
WHTEH3WUBHO OT/ICTICHHE.

o J[b20CpouHa uMyHOMOOYIUPAWA Mepanus
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1. KopTukocrepouau — nmpu 3armouBaHe Ha JISYEHHETO, 0COOEHO C MO-BHCOKU JT03U MOXKeE
Ia ce HaOIrojaBa MbPBOHAYANIHO BIIOIIABAHE HA CUMIITOMHTE. TepanusTa yCIOBHO ce
paszens Ha TakaBa MPH BIIOIIaBaHe 0e3 quXaTellHa HEAOCTAThUYHOCT M MPHU KpHU3a C
M3KYyCTBEHA BEeHTHIalus. B mbpBus citydail ce mpeanpreMa nokayBaHe Ha J103aTa ChC
cenmMuyHO yBenuvaBaHe oT 10 mg prednisolone (exkBuBaneHT Ha 2 TaON. OT JPYTUTE
KOPTHKOCTEpOuaM) 10 obma mo3a 60 mg exXeTHEeBHO WIM alTePHUPAIIO.
HamansBaneto Ha qo3ara craBa mo-0aBHO HA 2-3 CEIMHUIIN ChC 3abPiKaHE HA HAKOU
o3, ako e Heooxonumo. [Ipu kpu3a u MHTYOMpaH MAlMEHT JEYECHHETO MOXKE 1a
3al04YHE ¢ BUCOKH J03u KopTukoctepous — 100 mg prednisolone wmm 80-100 mg
methylprednisolone, karo no3ara ce Hamanssa Ha 10-14 1uu 10 20-40 mg, a TO-KBCHO
Y Ha MMO-TOJIEMH HHTEPBAJIH.

2. Azathioprine — 3amouBa ce ¢ 50 mg cenMu4HO mpe3 mbpBaTa ceamuia, 100 mg npe3
Bropara u g0 150 mg mpe3 Tperara ceamuiia. Heobxomumo € wu3cienBaHe Ha
TUMQOIUTHTE, JICBKOIIMTUTE W TpPaHCAMUHA3WTE 0-8 CEAMHIM CIlIe]] HAYaloTO Ha
TepanusTa U KOPEKIHs U CIHpaHe Ha JICYCHUETO MpH OTKIOHeHus. [Ipu Hanmnuue Ha
TPMT (tuonypun C-metuntpancdepasa) AePHUIIUT adTEPHATUBHO MOXE Ja Ce
n3noi3Ba mycophenolate mofetil.

3. Rituximab (HsimMa omoOpeHue 3a Ta3u MHAMKALUS) — B CIIy4ail Ha HEMOBJIHsBAIIA CE
MHUACTeHHA KpU3a MPU ONTHMAITHO JICYCHHE, MOXKE JIa C& MICITH 32 €CKaJIupalia Tepamnus
c rituximab 1 g nBykparHo npe3 14 qHH, KaTo 103aTa MOKE J1a C€ MMOBTOpH ciief | romnHa

Wiy nipu nokausane Ha CD19, kakTo v pu Bb3BPbIIAHE HA CHMIITOMUTE.

Tabnuua 4. Bpeme 10 HacThIBaHe Ha epeKkTa Ha TEPATMUTE 32 MHACTCHHS

Bua repanus Bpeme 10 edexr
[Tnazmadepesa/umyHnoadbcopOIus Hsxonko qam
HNHTpaBeHO3HN UMYHOTTIOOYTHHI Hsixonko qau
Koprukocrepounu Mecell — BB3MOXKHO € ITbPBOHAYATHO BJIOIIABaHE
Azathioprine 6-12 mecera

Myasthenia gravis B ycaosusita Ha Covid 19

Covid 19 e HOBO 3abonsBane BciencTBue Ha kopoHaBupyc (SARS-CoV-2),
MPEIM3BUKBAIl TEKBK OCTHP IuXareleH cuHApoM. CHMITOMHTE ca B pa3jMyHa CTENEH Ha

M3pa3eHOCT M BKJIIOYBAT TEMIEpaTypa, Kalllula, Auapus, 3aryda Ha BKYC U OOOHSHHE,
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nuxatenHa JiekoMiieHcanus. [1o HacTosieM oYty BCUYKY CTPaHU 10 CBETa ca 00XBaHATH OT
3abomnsBaHeTo U TO € 00siBeHo 3a manaemust o C30. KbM MOMEHTa He ChIIECTBYBAT JaHHH
KaKk BHPYCHT 3acsira OOJHUTE C MHACTEHUS M TE3W Ha HMMYHOCYIPECHUBHO JICUCHUE.
TeopeTnyHO ManUEHTUTE C MHACTEHHS YECTO ca Ha MMYHOMOAYyJHUpalla M Cymnpecupaiia
Tepamnusi 1 MOrar Jia pa3BUAT C1a0OCT Ha AUXaTeaHaTa MycKylaTypa, KoeTo Ou J0Bejo A0 Mo-
TEXKO MPOTHYaHEe Ha MH(EKIusTA.

CrpI1ecTBYBaT MHOXKECTBO TE€PANIEBTUYHM NMpenopbku 3a JeueHne Ha Covid 19, koeto
BOJIM 0 0ObpKBaHe. JIMIICBAaT CUCTEMHHU JUTEPAaTypPHH JaHHU 3a JICUEHUE HAa MUACTCHUS U
Covid 19, mopanu xoeTo Hal-pa3yMHO Ou OWJIO Ja Ce clia3BaT HAIMOHAIHHUTE PETIOPHKH 3a
JICUCHUE U HA JIBETE 3a00IsIBAHMSI.

Jleuenue. TlaniieHTHTE C MUACTEHHMS CTIE/IBA Ja HE MPEKbCBAT CUCTEMHOTO CH JICUCHHE
0e3 mpernopbKa OT JICKYBaIll Jiekap. ToBa ce OTHAcs B Hail-rojisiMa cTeneH 3a pyridostigmine.
AKO ca Ha UMYHOCYNPECHUBHO JICYEHHE, MAlUEHTUTE TPsiOBa 0COOEHO CTPOro Ja cra3BaT
ColLlMaTHa AUCTAHIUS, BKJI. TPAJICKH TPAHCTIOPT U JICKAPCKH MPETIICIN JIUIIE B JIUIIE, aKO TOBA
€ Bb3MOXKHO. [Ipu ciupane Ha UMYHOCYTIPECHUPAILIOTO JICUSHUE CIIEeIBa J1a CE MIPEIICHSIT MHOTO
TOYHO IMOJI3UTE U PUCKOBETE.

[Ipu npoBexnaHe Ha JieYEHHWE C BIMBAHUA Ha MMYHODIOOYIMHHM M IazMmadepesa
TpsiOBa Ce MPELEHU PUCKA OT 3apa3siBaHe MPU OOTHUYHO JiedueHHe. KbM MOMEHTa JTUIICBAT
JaHHY, 4Ye 1azMadepe3ara i UHTPaBEHO3HUTE UMYHOTTIOOYJIMHU HOCSIT JOITBITHUTENEH PUCK
3a uadekuus ¢ Covid 19. [To npuHIMNI Te3u JIEUEHUs ClIeBa Ja CE 3ama3siT 3a MalUeHTH C
OCTpH BIoIIaBaHus 1 Kpu3u. [1o n3kiroueHne Te Morar Jja ce MpoBeKIaT U KaTo MOAIbprKaIia
Tepanusi, MPU HAJTHMYKEe HA TPOTUBOIOKA3AHUS 3a IPYT BUJ JieueHrne. KbM MOMeHTa JIuIcBaT
IaHHU, ye nuHxuOupaneto Ha C5 dpaxmusra Ha koMIuIeMeHTa ¢ eculizumab, Moxe na 1oBene
110 1o-4ecTu uHekuu 1 no jom uzxon npu Covid 19.

OcobeHo BHUMaHUE TPsOBa Ja ce 0OpbIa MpH HEOOXOIUMOCT OT 3amoyBaHe Ha B-
KJIEThYHA Tepanws (He € HaJuYHa B HaIllaTa cTpaHa) U MO Bh3MOXKHOCT, IIPH JIUIICA HA PUCK
OT KpU3H, HAYAJIOTO U clie/iBa a Ob/ie OTI0XKEHO.

Cpenctsara 3a neuenue Ha Covid 19 (chloroquine, azithromycin, aHTUBUPYCHH) ca C
HeloKa3aH e(eKT W Hail-yecTo ca B CNHChbKa Ha MEIUKAMEHTHTE, KOWUTO BIIOILABAT
MUACTEHHSITA.

Bakcunayus uwe OuBa na ce WM3BBpIIBA C KXUBU BakCcMHHU. Criopen TOCIEIHHUTE
npernopbkud Ha MGFA (Amepukanckara (GoHaanus M0 MHACTEHUS TPABUC) HAJTMYHUTE KbM

MOMEHTa BaKCHHU ca 0e30macHu 3a IIPUITOKCHUC.
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AKXO manueHTuTe ¢ MUACTEHHS, BCE TAK CE 3apa3sT ¢ BUpYyca, JAHHUTE KbM MOMEHTA
codaT, Y€ CHMIITOMAaTHKaTa Hali-uecTo € JIeKa U TpsOBa /a ce clelBaT MEXIyHapOIHUTE U
HAIlMOHAJIHU TIPENOPBKM 32 JICYeHHWE Ha MUacTeHus. Moke 1a MMa HeoOXOOUMOCT 3a
MOKaYBaHE Ha J]03aTa Ha KOPTUKOCTEPOUANTE. AKO MTALMEHTHUTE Ca C Te)KKAa CHMIITOMATHKA, TE
TpsiOBa 1a ObAAT XOCTIUTATN3UPAHH U TIPH HAJIMYHME HA CETICHC, UMYHOCYIIPECHBHATA Teparus
MOXe BpeMeHHO fa ce crpe. CtannaptHoTo jiedeHue ¢ azathioprine u mycophenolate mofetil
MOXe J1a Obe MPOABIDKEHO, Thidl KaTo e(peKThT OT JA03aTa € MPOTPaxupaH U OYHCTBAHETO OT
epexkTa Ha MenMKamMeHTa OW OTHEIO0 MHOTO BpeMe MpPU PHUCK OT 3aryda Ha TPYIAHO
NOCTUTHATaTa C Mecemy HUMyHOcympecus. BHuMarenHo TpsOBa na ce mpereHsBa

HaMaJIABAaHCTO UJIK YBCINYAaBAHCTO HA 103aTa HA UMYHOCYIIPCCAHTUTC.
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@ur.1. AlropuThbM 3a IMAarHOCTUKA HA MUACTEHUS
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@ur. 2 AIropuThM 3a JICUCHUE HA MUACTEHUS

[ oKasaHa gmnarHosa muacTteHua

rpaBuc

3ano4ysaHe Ha AHTUXOJ/IMHECTEPA3HO NIeHeHNE U o6c1:>+<p,aHe 3a TUMEKTOMUA

Ve

(npu paHHO Ha4ano UAM HaANYMe Ha TMIMOM)

, L. Aa

KAMHUYHA pemucus ]— I'Ipo,u,bnmaBaHe Ha aHTUXO/TIMHEPTNYHOTO

neyeHue
He ‘

3ano4saHe Ha nevyeHune ¢

KOpTUKOCTEpOUAU
\
l [a
f MpoabarkaBaHe Ha KOPTUKOCTEPOUAHOTO
J06bp KAMHUYEH OTroBOpP ]— POA N P pona
. neyeHune (Hal-HUCKM Bb3MOMKHM [,03M)

|

3ano4BaHe Ha fieyeHune ¢

L Azathioprine
l [a

NlocTaTbueH edeKT —[ MpoabnrKaBaHe Ha IeYEHUETO ]
He

1. 3anouBaHe Ha fieuyeHune ¢ Apyr UMyHOCYnpecop

2. TapreTHa cMMnTOMaTM4Ha Tepanua — FCRn moaynatopum
(Efgartigimod, Rozanolixizumab), Hxnbutopu Ha
KomnaumenTa (Zilucoplan, Ravulizumab)
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@ur. 3. AlIropuThM 3a JICUCHHE Ha TeHepan3upana u ouna MI'

AJITOpUTHM 32 JieyeHHe HA reHepaju3upanHa myasthenia gravis

1. 3amouBane Ha jedeHue ¢ pyridostigmine

2. llpu namuentu ¢ anTu-AChR anturena u Ha Bp3pact noa 50 ToauHM J1a ce OOMUCITH

TUMCKTOMMUA.

3. Ako cuMITOMUTE HE ce OBIafesaT c pyridostigmine ce 3amo4yBa JieUYeHUE C

KOPTUKOCTEPOUIH.

4. Axo cUMNITOMHUTE C€ BH3BbPHAT MPU HAMAIIIBAHE HA J103aTa HA KOPTUKOCTEPOUIUTE
Ha 7,5 — 10 mg/nueBnHo (15-20 mg npu anTepHUpalia cxema) Ui roBede, Ce 3arouBa

U UMYHOCYTIPECUBHO JICUEHHUE.

AJITOPUTHM 32 JledyeHHe Ha o4uHa myasthenia gravis

1. 3amouBane Ha jeueHue ¢ pyridostigmine

2. Ako cummToMuUTe HE ce oBIaneaT ¢ pyridostigmine ce 3amoyBa JICYCHHE C

KOPTUKOCTCPOUOU.

3. AKO CHMITOMHUTE C€ Bb3BbPHAT MPH HAMAJIIBAHE Ha J103aTa HA KOPTUKOCTEPOUJAUTE HA
7,5 — 10 mg/nueBno (15-20 mg mpu anTepHUpala cxema) Wik MoBeYe, ce€ 3arovyBa 1

UMYHOCYTIPECUBHO JICUECHHUE.

4. Tlpn maumentn c¢ antu-AChR anTuTena m oyHa ¢opma Ha MHUACTEHHUS, KOUTO HE
OTroBapsT aJeKBAaTHO Ha JieueHHe ¢ pyridostigmine U KOUTO ca ¢ KOHTPAMHIUKAINH 32
MMYHOCYIIPECUBHO JICUEHHE WU ca pepakTepHH HAa TaKOBA JIEUYCHHUE UJIM IO OTKAa3Bar,

MOXKEC aa C€ NPUIIOKHU TUMCKTOMMUSL.
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[Tpunoxenue 1. MenukameHnTH, odocTpsiimu myasthenia gravis - Bb3MOXHU MEXaHU3MH Ha

I[CﬁCTBPIC N TCXHUTC aJITCpHAaTUBU

MeIHKaAMEHTH 0GOCTPSIIM MHACTEHHSITA |

AJITepHATHBHH JIEKAPCTBA

I. AxTHOMOTHIH

HapymraBaT HepBHO-MYCKYJIHOTO
npenasane. EQeKkTsT € Bb3MOKHO 71030-
3aBHCHM.

AmuHoramko3uan: Amikacin, Gentamicin,

Kanamycin, Neomycin, Netilmicin,
Streptomycin, Tobramycin

IleHMIMINHU: C BHUMaHHWE IIPH TEXKa
muacteHus; Ampicillin - — camo mon

HaOJIO/IeHHe W OILIEHKa Ha MHMACTEHHUTE
CUMITOMU

XWHOJOHU/MHXUOUTOPH HA THpa3aTa
Ciprofloxacin, Levofloxacin, Enoxacin,
Ofloxacin, Norfloxacin, Moxifloxacin
Kapoanenemu: Imipenem + Cilastatin,
Meropenem

Keromuam: Telithromycin

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

Terpamuxkaunu: Minocycline, Doxycycline
(BHMMATEITHO NPH KOMOUHHUPAHHU MIPETapaTh)
Metronidazole

AmuHorauko3uau: Paromomycin
Hedanocnopunu:  Ceftriaxone,
Cefotaxime, Cefuroxime,
Amoxicillin/Clavulanic acid,
Cephalexin

Chloramphenicol

Nitrofurane

Glykopeptide

Teicoplanin

Vancomycin

Fosfomycin

Oxazolidinone

Linezolid

CyagoHnamuam: OT MpakTUKaTa — Bb3MOXKHU
npobieMu MpH KOMOMHUpPAHUTE TpenapaTH:
Sulfamethoxazole + Trimethoprim
Trimethoprim — Ge3 mpobnemMu  mpH
MOHOTEpamnus, 0COOCHO Tpu HWH(DEKIUU Ha
MUKOYHATA CUCTEMA

Rifampicin, Ethambutol

Cefalotin,
Cefoxitin,
Kefandol,

AHTHUMHUKOTHIHU: Pyrimethamine + Sulfadoxin
Itraconazole, Fluconazol, Amphotericin B Streptogramine
AHTHMaJNAPUITHN: OKca3oauanau
Proguanil Linezolid
Chinine Aztreonam
Chloroquine Atovaquone, Ketoconazole, Caspofungin,
Nystatin, Terbinafine
Mefloquine
AHTHUBUPYCHU MCIUKAMCHTU: Hsama | Acyclovir, Ganciclovir, Famciclovir,
HaOJIOZICHUS 3a BIIOIIaBaHE HAa MuacTeHusara | Valacyclovir
XHWB aHTHBHUPYCHHU CPeICTBA: CHIIOTO
Zidovudine, Lamivudine + Zidovudine,

Abacavir, Efavirenz
Nuxnbduropn Ha HeBpaMHMHHM/1A3aTAa:
Oseltamivir, Zanamivir

43




AHTHUXEJIMUHTHH:
Pyrantel Pamoate

(pu ApyTH aHTUBUPYCHHU TpenapaTH, CbIJIaCHO
omWTa 0 Cera, ChIIO0 HSIMa OIMACHOCT OT
BJIOIIIaBAHC Ha MI/IaCTeHI/IHTa)

Mebendazol, Niclosamide, Praziquantel

I1.

MyCKyJIHH peJIaKCaHTH

biiokupane
npeaaBaHe

Ha HEPBHO-MYCKYJHOTO

Suxamethonium, Gallamin, Chlormezanone,
Dantrolene

Baclofen, Tizanidine
[Tox aHecTE3MONOTHYEH KOHTPOJI U CTPOTO
yKa3aHHE 3a CeAalysl MPEIH aHeCTe3Us

Tetrazepam
3a  peaakcanmsi:  Alcuronium  chloride,
Atracurium, Pancuronium bromide,

Vecuronium bromide

I11.

C'bp)le‘IHO-C'b,JIOBI/I MECIUNKAMCECHTH

AHTHAPUTMHLM:

bnokupane w/mnmu wmnxuObupane Ha AChR
peuenTopu

biiokepu Ha HaTpueBHUTE KaHAIN

Chinidine, Ajmalin, Procainamid, Lidocain,
Propafenone, Mexiletine

bera-010xepu:

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

BbJiokepu Ha KaUHMeBUTE KAHAJIM:

Digitalis

ACE unxuburopu:

Captopril, Lisinopril, Ramipril, Enalapril
AHTHOTEH3UH-PeleNTOPHH 0JIOKEpPH:
Candesartan, Valsartan, Losartan

HenTpanno aeiicTBal CUMIIATHUKOJIUTUIIN:
Clonidine, Moxonidin, a-Methyl Dopa,
Reserpin-Mefrusid

Anda-penentopHu 0J10Kepu:

Nifedipine,  Nisoldipine,  Nitrendipine, | Prazosin, Doxazosin, Urapidil
Nimodipine, Amlodipine Phenoxybenzamine, Bunazosin
Dihydralazin, Minoxidil, Na nitroprusside

JAunypernum: Spironolactone
Benzothiadiazine, Furosemid, ETtakpuHOBa KuceanHa
Acetazolamide, Torasemide Piratenid

IV. AHTHKOHBYVJICAHTH + ceIaTHBH
Ben3oauazenunn: Midazolam Carbamazepin, Oxcarbazepine
Diphenylhydantoin Banmpoesa kucenuna
Ethosuximide Lamotrigine
Gabapentin Levetiracetam
Paraldehyde Topiramat
Marne3ues cyndar Pregabalin

Primidone/ bap6utyparu B HuCKH 103u. Moxe
Jla IMa MpoOJIEMH TTPU BUCOKH JI03U

V.

CHuxaBaIM X0J1eCTEPoJIa M TPUIIHIEPUIUTE

Cratuau: Hama Ookazameicmea  Oa

enowasam Muacmenus epasuc

Atorvastatin, Lovastatin, Pravastatin
®ubpartu: Bezafibrate, Etofibrat, Fenofibrate
AnuonoooMennu cmoJin: Cholestyramine

Nuxudutopn Ha pe3opOuusaTa Ha
xoJiecteposia:  Ezetimibe, Ezetimibe +
Simvastatin

VI

HCI/IXOTPOHHI/I MECAUKAMCHTH
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Hamanseam cunmesa u oceobodcoasarnemo

Ha — aQyemuixoauH, — Hapywiaeame — Ha
HepE8HOMYCKYIHOMO NpedasaHe

Jlutues kapOoHaT Levomepromazine

Haloperidol Thioridazine

Chlorpromazine TpUIUKJINYHE aHTHIenpecaHTH: Mianserin,
TpuoukJInYHn antuaenpecantu: | Maprotiline hydrochloride, Trimipramine

Imipramine, Amitriptyline, Clomipramine
Bben3zoauazenunu: Lorazepam, Alprazolam
Buspirone

Nuxuburopun Ha 0OpPaTHOTO 3axBalllaHe HAa
ceporonuHa:  Escitalopram,  Citalopram,
Fluvoxamine, Fluoxetine, Paroxetine, Sertraline

Droperidol Cp110 Taka B HHCKH 103U
Amphetamine Chlordiazepoxide, Chloralhydrate, Mirtazapine,
Reboxetine
VII. AxTHpeBMaTHyHH JekapcTBa/ HecTepouaHu NPOTHBOBBH3NAJINTEIHHU JEKAPCTBA
HamansiBane Ha BB3MOXKHOCTTA 32 CBBP3BaHE
Ha  aunerwixonuHa. HamansBane  Ha
MeMOpaHHaTa B30y IMMOCT
Thiopronine Acetylsalicylate acid
Chloroquine Indomethacine
D-Penicillamine Diclofenac
Colchicine Ibuprofen
ChbabprKallll XUHUH JIEKAPCTBA U HAITUTKU COX-2 naxubutopu
VIII. Chna3MoauTunu
Bw3moorcno e npunosicenuemo na amponun 6 | Drofenin
HUCKU 003U npu cuirHu xoaunepeuunu | Papaverine
CmMpaHu4Hu  egpekmu  UIU  XOAUHEPSUYHU
Kpu3u
N-Butyl scopolamine Bromide
Oxybutynin
Tolterodine
Ipratropium bromide
Chinine
IX. Amnaarerunnm
Morphine Acetylsalicylate acid
Flupirtin maleat Buprenorphine
Metamizol Hydromorphone
Propyphenazone (?) Indomethacin
Codeine (?) Levomethadone
Oxycodone
Paracetamol
Pethidine
Piritramide
Tolidine
Tramadol

X. Kanku 32 0um (C NOBHIIIEHO BHUMAHHUE NIPU 0YHA MUACTEHHSI TPABHUC)

Bera 6;10kepu: Timolol, Betaxolol
Guanidine sulfate
Kanku 3a oun, chappKaliy NUJIOKapnuH
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Buumanne mnpu KOMOWHUpPAHM Tpenapartw,
ChIBPIKAITI KOPTHKOCTEPOUIH u
aHTUOHOTULIM!

XI.

XopMOHHU

IIporecreponu

KonTpanentusu c €CTPOTeHU +
IIPOreCTEPOHU

Koptukocreponamn

TupouHE XOPMOHU

XII. AHTMNAPKWHCOHOBHM MeIMKAMEHTH

MycKkapHMHOBHM AHTATOHHMCTH:

L-Dopa

Trihexyphenidyl JomamunoBu  aronucTu:  Bromocriptine,
Budipine Lisuride, Pramipexole, Ropinirole
Amantadine Biperiden (?)
Rasagiline, Rotigotine
Entacapone
XIII.  [pyru jgekapcrBa
Aprotinin

Botulinum Toxin

D, L-Carnitine

Ciclosporin (?) MHOTO psIAKO

Wuayuupana oT UTpaT XUIMOKAIIMEMHUs 32
aHTHUKOAryJalus, Hamp. Ipu 1iazmadepesa
Interferon Alpha 2b

Interferon Beta 1b

KoHTpacTHu BelecTBa, ChabpKaIy HOq
Koprukocrepouau (mog KOHTPOJ, MOpagu
pUCK OT BIOIIaBaHE B HAYajloOTO Ha
JICYECHUETO)

JlekapcTBa chabpxKaIIM MarHe3ui
HuxoruHoBM mtactupu

Piperazine

Pyrantel Pamoate

CpeactBa 3a CbH M TpPAaHKBHJIAHTH:
Zolpidem, Zopiclone

Nuxubutopn Ha “UMyHHATa KOHTPOJIHA
TOYKa”
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[Tpunoxenue 2. [Ipernea Ha HaJMYHUTE UMYHOCYNPECHBHU MEIWKAMEHTHU 3a JICYEHHE Ha

myasthenia gravis

JlekapcTBo MexaHu3bM Ha CrpaHu4Hu IIpoTruBonokazanusi
AeHcTBHE peaxkuuu

Azathioprine IlypuHoB ananor | YBenuuaBaHe Ha | Hapymena 4epHOapOoOHa
Nuxubupa YEPHOIPOOHHUTE byHKIHS, JIEBKOTICHMUS,
cuaTe3a Ha JIHK | ensumu, rajcHe, | MaJUTHCHU
Hamanssa T- u | makpouurosa, XEMATOJIOTUYHH 3a00JISIBAHUS
B-knerpunara MAaHKPEATHT, WIM HHCKAa AaKTHUBHOCT Ha
nponudepanus | ajgonenus TUOMYPHUH

MeTuaTpanchepasza

Mycophenolate Nuxubupa l'anene, nuapus, | Hanumuen TyMOD,

mofetil IIypHUHOBaTa JIEBKOIICHMUS, JIEBKOIICHUS], IPEIN 3a4€BaHe
CHHTE3a yBeJIMYaBaHE Ha | WJIM [0 BpeMe Ha OpeMEeHHOCT
HamansBa T- wu | yepHOApOOHUTE
B-knerpunara €H3UMH, apTepHhaiHa
nponudepanus | XHUIEPTOHUS

Cyclosporine Nuxubutop Ha | HedpoTokcuunocT, Hapymiena O0bOpeuHa
KaJIIUHEBPUHA apTepuaiiHa byHKIMS, TEXKKa apTepuaiHa
HamansBa XUTICPTOHHSI, XUTNEPTOHMSI, HAJTMYECH TYMOP
TPAHCKPHIIIIUATA | XUTIEPTPUX03a,
Ha IL-2 XUIEePIUIa3us Ha
biokupa BEHITUTE, 3aMasHOCT,
aKTUBallMATa Ha | TIaBobome,
T-xineTkure eHnedaronaTus

Tacrolimus Nuxubutop Ha | AprepuanHa Hapymiena O0bOpeuHa
KaJIIUHEBPUHA. | XUIEPTOHUS, TpeMop, | QyHKUHS, TeXKa
HamansBa nuaber, XUNEPTOHMS, CHUHAPOM Ha
TPAHCKPHUIIIUATA | HE(HPPOTOKCUYHOCT, BposieH nbabsr QT-uHTepBai,
Ha IL-2 MHOKapaHa TYMOP
brokupa xunepTpodus,
aKTUBallMATa Ha | eHIedarIonaTus

T-knerkure
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Methotrexate Amnaior Ha | Ctomatut, Tranene, | Hapymena 4epHoApoOHa
¢onara 3aryba Ha  Koca, | QyHKIHS, JTUCPYHKUIUS Ha
Hapymasa [IHK | neBkomnenwus, KOCTHUS  MO3bK,  Mpeau
CHHTE3aTa OJIUTOCIIEPMUSI, 3a4eBaHe WIM [0 BpeMe Ha
Hamanssa T- wu | yBennuaBaHe Ha | OpeMeHHOCT
B-kierpunara YepHOAPOOHUTE
nponudepanns | eH3UMHU
Cyclophosphamide | Ankamu3uparg I'anene, moBpwinane, | Hapymena yepHOoIpoOHA
areHT Tpecka, 3aryba Ha | QyHKIMS, IUCPYHKUIUS Ha
Hapymasa JIHK | koca, uepHOApoOHa | KOCTHUSI ~ MO3bK,  Npeau
perKanusTa auchyHKIus, 3a4eBaHe WIM [0 BpeMe Ha
IToTucka moseue | MoBuUIlIaBaHE Ha | OpeMEHHOCT
B-, otkonkoro T- | yepHOApOOHUTE
KJICTKUTE CH3UMH, IIUCTHT,
OJIUTOCTIEPMHS],
MHENOCYTIPECHS
Rituximab AnTu-CD20 Wndysnonnun Heytponenus,  uncxemuuHa
MOHOKJIOHQJIHO | pEaKIMH, XUMIOTOHUS, | 0OJIECT Ha CHPIIETO, 3aCTOMHA
aHTUTSIIO JIEBKOINIEHUS,  JIEKH | ChbpA€YHA HEAO0CTaTBhUHOCT,
N3uepnBa B- | uadexknun, aput™Mun, | Mpeayd  3adeBaHe WM 10
KJIETKUTE  4pe3 | JUCIHES, BpeMe Ha OpeMEHHOCT
IUTOTOKCUYHOCT | peakTHBALIUs Ha
u npoBokupa | HBV, HCV u JCV,
arnonTo3a ChpcUYHa
HEJ0CTaThbUHOCT
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[Tpunoxenue 3.

CkaJjia 32 00eKTHBHA OICHKA HA MHACTCHUSA I'PABUC

HWme Ha namuenra

I'oguan MenukamMeHT JIexap
Tect Touku Jarta u yac
[Ipo6a Ha Barre (1 1.3a 10 s) 0-15

IIpo6a Ha Mingazzini (1 T.3a55s) | 0-15

TloBaurane Ha riraBara:

Herb3moxxHO 0
c/y coOCTBEHA TEIKECT
¢/y ChIpOTHBA 10

CaMOCTOSITEIIHO CTaBaHE OT
JIETHAJIO TIOJIOKEHUE:

HeBb3moxHO
BB3MOKHO 10
Hapymenns Ha OKyJIOMOTOpHKATA!
Hunnonus
IIto3a 0
Hopwma

10
3arBapsiHEe HA KIICTIAYUTE:
be3 mokpuBane Ha KOpHEs 0
C nmokpuBaHe Ha KOpHEs 5
Signe de cils 7
HOpMa 10
JIbBUCHE: HEBB3MOXKHO 0
Jlomo
HOpMa 10
I'bnrane: HeBb3MOKHO
Jlomo 5
Hopma 10
T'oBOp: HEBB3MOXKEH
Hocos 5
Hopwma 10
Menuxanus

Burtanen kananuret

I[lexaTenHa qCCTOTa
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