Bp3 ocHoBa Ha unen 27 craB (1) on 3akoHOT 3a 3mpaBcTBeHaTa 3amTuTa (,,CayKOeH
BecHHK Ha PemyOimka Makenonuja‘“ 6poj 43/12, 145/12 u 87/13), MUHHUCTEPOT 3a 37paBCTBO
JIOHECE

YHOATCTBO
3A IIPAKTUKYBAIBE HA MEJJMUIIMHA 3ACHOBAHA HA JTOKA3H ITPU
MHNJACTEHHUJA TPABUC U MUJACTEHUYHU CUHAPOMU

Yien 1

Co oBa ynatrcTBO Ce NMPONHIITYBAa MEIUIMHCKOTO 3TPIKYBAE MPEKY MPAKTUKYBAE
Ha MEJMIIMHA 3aCHOBaHA Ha JJOKAa3M MpPU MOCTOCHE Ha MHjaCTCHHja TPaBUC U MUjaCTCHUYHH
CHHIPOMH.

Yien 2

HauuHoT Ha TpeTMaH Ha MHUjacTE€HHUja TPaBUC U MHjaCTEHUYHU CHHIPOMH € JaJieH BO
IPUJIOT, KOj € COCTAaBEH JIeJI Ha 0BA YIIaTCTBO.

Yieu 3

31paBcTBEHUTE PaOOTHUIM M 3/IPABCTBEHUTE COPAOOTHHIIM ja BpIIAT 3ApaBCTBEHATA
JICJHOCT HA MEJUIIMHCKO 3TPIKYBamke MPU MHjaCTEHH]a TPABUC U MUJACTCHUYHH CHHAPOMU
10 TIPABUJIO COTJIACHO OBa YTATCTBO.

ITo mcknyyok on craB 1 Ha OBOj WieH, BO NMOEIWHEYHM CIyyaud IO OLIEHKa Ha
JOKTOPOT MOXKE J1a c€ OTCTamM Of OJIpeIOUTe Ha OBa YIMATCTBO, CO COOJBETHO MHCMEHO
o0pa3ioxeHHe 3a MPUUNHUTE U NoTpedarTa 3a OTCTAlyBamkEe U CO MPOIEHKA 32 HATAMOIIHUOT
T€K Ha MEIUIIMHCKOTO 3TPUXKYBame, MPH IITO OJ CTpaHa Ha JOKTOPOT TOA COOJBETHO Ce
JOKYMEHTHpPA BO TUCMEHA (popMa BO MEIUIIMHCKOTO JTOCHE HA TAIIMCHTOT.

Yien 4

OBa ymaTtcTBO BIieTyBa BO CHJIa HAapeOHHOT JE€H OJ JCHOT Ha 00jaByBameToO BO
,,City:x0eH BecHUK Ha PeryOnmka Makenonuja®.
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MHNJACTEHHUJA TPABUC U MUJACTEHUYHU CUHAPOMMU
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OcHoBH

CToMAaToJIONIKA TPHXKA

Mujacrennuer cuaapom (Lambert- Eaton-oB cunapom)
IloBp3anu u3BOpU

Pedepenim

OCHOBHI

MujacTeHHja TpaBUC € peTka aBTOMMYyHa OO0JIECT, HACTaHyBa CJIa0OCT Ha MYCKyJiaTypara 3apaju

HApYIIyBakETO HA HUBO Ha HEBPOMYCKYJIHATA CHHATIICA.

lNogumaaTa nHIMAEHIMja e ooy 2-8/1 000 000.

Bo cumnromuTe Ha 3a00NMyBameTO C€ BKIYYCHH pas3jMYHH CTEMEHH Ha CcJlabocT Ha

MYCKyJIaTypara, Koja ce MEHyBa BO 3aBHCHOCT OJi ONTOBapyBameTO W OJI periakcalujara Ha

MYyCKyJaTypara.

[ToctojaT nBe riaBHU GopMH:

e OrpaHnyeHa Ha MyCKYJIUTE Ha OYMTE WK OKyjIapHa popma (okomy 15% on ciyuaute);

e [eHepanu3upana popMa, CHMITOMUTE CE HajU3pa3cHU BO NMPOKCHMAaJIHATA MYCKyJaTypa Ha
PaMEHHOT M Ha KapJIUYHHUOT T10jac.

TpeTrMaHOT € BO JJOMEH Ha HEBPOJIOTOT.

3anomueme: nayueHmume co MujacmeHuja zpasuc ce MHO2y 0Cemausu Ha MeOuKamMeHmu,

3amoa, WmMom 6Hecyeaul Ho6 JieK, CeKozaui npoeepysajme ja Hezo06ama KOMRAMUOUTIHOCH 60

00HOC Ha mujacmenuja zpasuc !

EtuoJioruja

Yecto (80%) Bo okymapHaTta gopmMa caMo e€JHa MOJOBHMHA OJ MAlMEHTUTE MMAaaT aHTHTENa KOH
HEBPOMYCKYJIHUTE alleTUIXOJIMHCKU PELEIITOPH.

Hajnenwu ce, ucto taka, u antu-MuSK (MyckynHa ciennpuyHa KHHA32) aHTHTENA.

[Top3zana e co TkuBHuTE THOBH HLA B8 1 Dr3.

Xwunepriasujara Ha TAMYCOT € HajaeHa Bo 70-80% on manmenTure, okony 10% uMaaTr OeHUHTCH
tuMoM. [ToueTokoT Ha GoecTa MOXKe Jia € 1o MOBeKe FOAMHHU Off OTKPUBAKHETO HA THMOMOT.

Cumnromu

CUMITOMHTE MOXE JIa ce MaHU(ECTUPaaT caMo BO €/IeM MYCKYJI WJIH BO MYCKYJIHA TpyTia:

e JIBOjHM CIIMKH, YHHJIATepaTHA NITO3a;

BynbapHu cUMIITOMU, Ha3aJIEH TOH Ha TOBOPOT U 3aMOp TIPH 300pYBamkETO;

CrabocT Ha HIeBaTa MyCcKyJiaTypa: XHIIOMAMH]ja, MUMHAKATa/CBUPEHETO C€ HEBO3MOXKHH,
MyckyJieH 3aMOp Ha BPaTOT, EKCTPEMHUTETUTE U Ha KOJIKOBHUTE;

KnuHUYKHTE CHMITOME Bapupaar o MaIllueHT JI0 TalueHT.

I[IpuapysxeHn HapylyBamba

TarueHTOoT € MOMOJTOKEH Ha IPYTH aBTOMMYHHU OOJIECTH O TPOCEUHO.
THupOUIUT, apTPUT, CUCTEMCKH €PUTEMATO3CH JIYIYC, EPHUIIMO3HA aHEeMUja, TeNHjauyHa O0JIeCT,
Sjogren-oB CHHIPOM.



Jujarno3a

Kimmanuka nemoHcTpalija Ha MyCKyJTHaTa CJIadoCT BO TEKOT Ha TECTOT CO CTUMYJIAIIN]a;
Tencunon-TecT (edrophonium, aHTUXONMMHECTEPA3EH HHXUOUTOP CO KPATKO JI€jCTBO);
CepyMCKH alleTUITXOJIMH-PETCTITOPCKH aHTHUTENA;

Hespodusnonomku tecroBu: EHMI -peneTntiBHa ctuMmynanuja (TeTanuzanuja ), single-fibril-
EHMT.

JAudepennmjaana 1ujarnosa

e MuomnaTuy, MHO3HWT, MHjaCTEHHYEH CHHIPOM, KOHTeHUTaidHa MujacTeHuja, Guillain—Barré
MOJMHEBPHUT, TYMOPH BO MO30YHOTO CTeOJNO (KOra ce MPUCYTHH OKYJIapHHUTE U OynbapHHTE
CUMIITOMH), MYJTHIIHA CKJIEpo3a, aMHOTpo(uuHa JaTepaiHa CKIIepo3a, XHUIIOKAJIMEMH]ja,
XUIOKAJIIMEMHU]ja, XUITIOMAarHe3ueMuja, XUIIOTHPOUIU3aM, UCIPIICHOCT, JeNpecHja, KOHTCHUTAICH
cTpabmzam/xerepodopuja.

e Penicillamin-oT Moxe fa 3amodHe MPOAYKIMja Ha AlETHIXOJIMHCKUTE PEIENTOPHU aHTUTeNa U
CHUMIITOMH Ha MHjacTCHH]ja TPaBHC.

Tperman

e CHMNTOMATCKU JICKOBH: aHTHUXOJIMHeCTepasHu JiekoBH (Mestinon®, Mytelase®, Ubretid®),
ephedrine, theophyllamine, npenapaTtu co Kannym:
e [Iperonemara n03a Ha aHTHXOJMHECTEpa3a MOXKE Ja MPeAN3BHKA XOJIMHEPTUYHU KPU3H, KOU
TEIIKO IUjarHOCTHYKY ce An(epeHIpaar o1 MUjaCTEHUYHUTE KPHU3H;
e (CuUMIOTOMHUTE Ha MPENO3HABaWHE: MYCKYJIHHM KOHTPAaKLWM, MYCKYJIHH KpaMIM, 3rojeMeHa
caJMBalMja U MyCKYyJHa cl1abocT, KOja ce MOTEHIMPA 110 3eMamkbeTO Ha JICKOT.
TuMekToMHja Kaj TeHepaIu3upana MUjacTeHU]a IPaBuUC;
e lIMyHOCYNpEeCHBHH JICKOBH: TpeOa Jla ce OTCTpaHAT MHPEKTHBHUTE XKaPHILTA MPE] 1a CE 3arouHe
CO OBaa Teparuja;
e KopTukocTepouau Win nep Oc Uik HHTPABEHCKHU Kako MmyJicHa Tepanuja (HHA-C);
e Azathioprine, eeKTOT ce perucTpupa 1mno 6 Mecem.
e [Inazmadepesa (mpumapHo Kaj MujacTeHHYHaTa kpusa) (HHI-C);
¢ [loHekoram UMyHOTJIOOYJIMHHU, UHTpaBeHCKH (HHA-B).

MujacreHnyHa Kpu3a

o Undexmuure ce HajueCTHOT Tpurep (HakTOp: MHEBMOHH]a, CHHYCHT, WH(EKINH HA YPUHAPHUOT
TPaKT, BOCTIATUTEITHH MPOLIECH Ha 3a0HUOT KOpPEH.

e CuUMNTOMHTE C€: HarjlaceHa MYyCKyiHa ci1abocT, cmaboCcT Ha pecrnupaTropHaTa MYCKyJaTypa H
OynbapHN CUMIITOMH, a JOTIOJTHUTEITHH CUMIITOMH C€: arUTHPAHOCT, MOTEHE U TAXUKAP/H]a.

e Tperman:
e PecnmpaTopHa Tepamuja, He Ce€ MOTMHPAjTe HA BPEIHOCTUTE HA apTEPUCKUOT anuao-0azeH

CTaTyc;

e [lapeHTepaHO aHTUXOJNHMHECTEPA3HH JICKOBH (IaJIeHH CYNKYTaHO WIIH MYCKYJITHO);
o [lmaszmadepesa, mo notpeda, 1a ce CTapTyBa CO KOHTUHYHPAHU UMYHOCYIIPECHBHU JICKOBH.

IIporuo3za

e llo Tumexrommjarata, Oomecta moMuHyBa kaj 70% o1 cHUTEe ManuMeHTH, a peMHUCHjaTa ce
MOCTUTHYBA Kaj okoiy 25%.

IHoceOonn npodaemu
o  Uudexmuu:
e Tue yecTo TM MOTCHIUPAAT CUMIITOMUTE Ha OoJiecTa;



e Bakmuuamujata 3a WHOQIyCHIMja ¢ WHIWIMpaHa KOra HE € BO TEK TPETMaHOT CO
UMYHOCYTIPECUBH;

e He Tpeba nma ce kopuCTaT EKCIEKTOpAHCH W aHTUTYCHIM KOHM BOJAT IO Jerpecuja Ha
pecnmpaTopHuoT neHTap. Teophylline winu ephedrine yecTo mpeau3BUKyBaar ci1aboCT Ha
OynbapHaTa 1 Ha pecliupaTOpHaTa MyCKyJIaTypa 3a BpeMe Ha HH(EKIUHTE.

e Jlpyru JIeKOBU:

e AMNCOJYTHO KOHTPAaMHIAMIHMPAHH JeKoBH ce: morphine, penicillamine, procainamide,
quinidine, gabapentin, chloroquine, lithium, botulinum toxin, aMHHOITTUKO3UIAHUTE WU
MaKpOJIMAHUTE aHTHOMOTHLM (BKIy4yBajku ro u telithromycin), MefyToa BO3MOXHO € J1a ce
ynotpeOyBa erythromycin;

o JlekoBHU KOM TpeO0a BHHMATEIHO A2 ce ynoTpedyBaat (Ouejku MOXe Ja TH MOTeHIUpaat
CUMIITOMHTE): OceTa-OoKaTopH, KaIIHMyM-0JI0KaToOpH, OcH30Mja3eMUHN, OpATHH
KOHTpALENTHBY, CyJ(a NpernapaT, TeTPAlUKINHYU, (IIyOPOKHHOIIOHH, 371aT0, XUITHOTHIU CO
KpaTKo J1¢jCTBO, aHAJIT€TUIIM CO LICHTPAIHO [1€]CTBO, CTATHHH;

o be30ennu JexoBH 3a KopucTeme ce: ibuprofen, paracetamol.

e Haj0e30eaHM J1eKOBH 32 ClIHEH-€ c€ AHTUXHUCTAMMHHUIIUTE.

e bpemeHocTa 1 NOpoAyBameTO OapaaT KOHTPOJIA O CHELUjAIUCT, JOCHETO € JO3BOJICHO:

e HoBopomeHuero MOXe Ia pa3BHE TPAH3UTOPHA HEOHATaJHa MHjacTCHHUja TpaBHC (AHTH-
alleTWIXOJIMH-PELENITOP aHTHUTENAaTa MOMHUHAJIE IPeKy IUIalleHTaTa OJf Majkata BO (eTycorT).
Cumnromure ce jaByBaar 3-6 JieHa 1O paramkeTO HAa HOBOPOACHYETO W HMCYE3HyBaar 1o 3
Henenu. Majkara Koja cTpaja o MUjacTeHHja TpaBuC OM Tpedano Ja ce 3aApKu BO OOIHUIA
yiTe 6 IeHa 10 IOPOLyBamkETO.

e AKO ce IUIaHHpa aHECTEe3Hja, aHECTE3UOJIONTKHOT THM MOpa BO IEJIOCT 1a Oowmae nHQOopMHUpaH 3a
3a0onyBameTo. BaBHOTO 3a3maByBame IO aecre3Wjara, BCYIIHOCT, MOXeE Ja Oule TpBUOT

CHMIITOM Ha MUjacTeHH]ja TPABHC.

CTOMATOJIOHOIKA I'PHXA

®  AHTHXOIMHECTEPa3HUTE JICKOBU Tpeba J1a e 3eMaT €JIeH Jac Mpej] CTOMATOJIONIKATa TIPOIIeIypa.

o JlokanHara aHecTe3Wja (JIMAOKAWH+aJpEHANMH) € IOroJHA 3a MAlMeHTHUTE CO MUjacTeHH]ja
rpaBuC.

e JlanMEeHTOT CO HArJaCeHH CUMITOMH Tpeda Jia TH KOPUCTH CTOMATOJIONIKUTE YCIYT'M CaMoO BO
OoHHUILIA.

MHUJACTEHUYEH CUHAPOM (LAMBERT-EATON-OB CUH/IPOM)

e MHory ¢ penok (TouHaTa MpeBajeHITja He € 03HAaTa);
e JlBe dhopmu:
e [lapaneormyiacTuyeH:
e Moxe nma 6une MaHudecTUpaH Ipesl Pa3BojoT Ha TyMOPOT.
e Oxomy 60% oj ManMEHTUTE UMaaT CHTHO-KJIETOUYeH OenoapoOeH KapImHOM, HO MOXe Ja
OuJie TOBp3aH M CO IPYTH TyMOPH.
e ABTOMMYHO 3a00JIyBame€, HEMOBP3aHO CO MAJIUTHOM.

INOBP3AHMU N3BOPU

KoxpanoBu nperienn

e Ciclosporin-oT Kako MOHOTepanHja HJId BO KOMOHWHAIMja CO KOPTHKOCTEPOWAH, OAHOCHO CO
ciclophosphamide-ot, Moxxe na ru mogoOpu cCHUMOTOMHTE Ha MHjacTeHHWjara. [lomaTomurte 3a
Ooeneduror on TperMaHoTr co azathioprine, mycophenolate mofetil wmm tacrolimus ce
nacyunrentau (HEA-C).



Kaj JlambGepr-Eaton cunapomotr 3,4-diaminopyridine, HajBepojaTHO, MOXeE la ja MOJ00pH
MYyCKyJIHaTa CHara II0 HEKOJIKY JICHa, a HMMYHOIVIOOYJIMHUTE, JaJCHU HWHTPABEHCKH, IO
nmonoOpyBaaT akIMCKUOT MYCKYJICH TMOTCHIHMjadl 10 8 HeIenW W aKo TOJaTOIUTe Ce
nHCy punreHTHY (HHA-D).

Jpyru uHTepHeT U3BOPH

10.

Miasthenia gravis. ORPHAS589
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