Bp3 ocHoBa Ha unen 27 craB (1) on 3akoHOT 3a 31paBcTBeHaTa 3amTuTa (,,CiyxOeH
BecHMK Ha PenyOmmka Makenonuja““ 6poj 43/12, 145/12, 87/13, 164/13, 39/14, 43/14,
132/14, 188/14 u 10/15), MUHHCTEPOT 3a 3[PaBCTBO JJOHECE

YOATCTBO

3A MEJUIHUHCKOTO 3I'PUKYBAILE ITPU MUJACTEHHUJA I'PABUC U
MHNJACTEHNYHU CUHJAPOMU

Yien 1

Co oBa ymarcTBO ce yTBpJyBa MEIUIIMHCKOTO 3rpUKYBambe IIPU MUjaCTEHUja TPaBUC
Y MUjaCTCHHYHU CHHJIPOMHU.

Yiien 2

HaunHOT Ha MEIUIIMHCKOTO 3TPIKYBamkbe MPU MHUjaCTEHH]a TPABUC M MHUJaCTEHUYHU
CHHJIPOMH € JaJIeH BO MPHJIOT, KOj € COCTAaBEH /I Ha OBa yMaTCTBO.

Yien 3

31paBcTBEHUTE PaOOTHUIM M 3PABCTBEHUTE COPAOOTHHIM ja BpIIAT 3JpaBCTBEHATA
JICJHOCT Ha MEAUITMHCKOTO 3rPIKYBambe NMPHU MUJaCTeHH]a TPABUC U MU]JaCTCHUYHH CUHAPOMHU
10 MIPABUJIIO COTJIACHO OBA YIMATCTBO.

ITo uckmydox ox craB 1 Ha OBOj 4iIeH, BO TMOEAWMHEYHH CIy4daud IO OIlEHKAa Ha
JOKTOPOT MOXE J1a ce€ OTCTAalM O] OJPEAOUTE Ha OBa YIMAaTCTBO, CO COOJBETHO MHCMEHO
o0pasnokeHre 3a TPUYUHHATE U TTOTpedaTa 3a OTCTAyBamke U CO MPOIEHKA 32 HATAMOITHUOT
TEK Ha 3rPWKYBAKHETO, IPH IITO UCTOTO O] CTPAaHA HA JOKTOPOT COOJIBETHO CE€ JOKYMEHTHPA
BO ITMCMEeHa (popMa BO MEAUITMHCKOTO JI0CHE Ha MAIUEHTOT.

Yiien 4

Co [neHOT Ha BIETYBaKETO BO CHJIa Ha OBa YIATCTBO IpPECTaHyBa Ja BaXH
YnarcTBOTO 3a MPaKTUKYBamke HA MEIMIIMHA 3aCHOBaHA Ha J0Ka3u MPH MHjacTeHHja TPaBHC
1 MUjacTeHHYHU cuHIpomH (,,Cimyx0eH BecHUK Ha PemyOnuka Makenonuja‘ 6p. 50/14)..

YieH 5

OBa ymarcTBO BJIETYBa BO CHJIa HApEIHHOT JIEH OJl JCHOT Ha 00jaBYBameTO BO
,,Cyx0eH BecHUK Ha PerybOnmka Makenonuja®.
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IIpunor

MUNJACTEHHNJA TPABUC U MUJACTEHUYHU CUHAPOMHU

M3/] YnarctBo
20.3.2013

OcHoBH

CToMaToJIONIKa TPUKA

Mujacrennuen cugapoM (Lambert- Eaton-os cunapom)
IloBp3anu u3BOPU

Pedepenmm

OCHOBH

MpujacTeHnja TpaBHuC € PeTKa aBTOMMYHa OO0JIECT, HACTaHyBa CIa0OCT HAa MYCKyJaTyparta 3apaiu

HapyLIyBamkeTO Ha HUBO HA HEBPOMYCKYJTHATa CHHAIICA.

TlNopumaata vHIEACHIHja € okory 2-8/1 000 000.

Bo cumnrommuTe Ha 3a00NMyBameTO C€ BKIYYCHH pa3IMYHH CTENEHH Ha clabocT Ha

MYCKyJlaTypaTta, Koja ce MEHyBa BO 3aBHCHOCT O ONTOBApPYBamkETO M O pejakcandjara Ha

MYyCKyJarypara.

[locrojar nBe riaaBHU QopMu:

e OrpanuyeHa Ha MyCKYJIUTE Ha OUMTE WIK OKyJIapHa gopma (oxomy 15% ox ciydanrte);

e ['enepanmzupana opma, CHMOTOMHTE C€ HajU3pa3eHH BO MPOKCHUMaJHATa MYCKyJaTypa Ha
PaMEHHUOT U Ha KapJIMYHHUOT I0jac.

TpeTMaHOT € BO IOMEH Ha HEBPOJIOTOT.

3anomueme: nayueHmume co MujacmeHuja ZpAaguc ce MHOZY OCEMAUGH HA MeOUKAMEHMU,

3amoa, WmMom 6HeCysaut HOG J1eK, CeKozaul nposepysajme ja Hez06ama KOMRAMUOUTHOCH 60

00HOC Ha mujacmenuja zpaguc !

ETtuonoruja

UYecro (80%) BO okynapHara ¢opma camMo ellHa MOJIOBHHA O MAI[HCHTUTE UMaaT aHTHTENIa KOH
HEBPOMYCKYJTHUTE alleTHIXOJIMHCKU PEIETITOPH.

Hajnenu ce, ucto taka, u antu-MUuSK (MyckyiHa crieriuduyHa KMHA3a) aHTUTENA.

e [loBp3aHna ¢ co TkuBHHUTE THIIOBU HLA B8 u Dr3.

Xunepruiazujata Ha TAMYCOT € HajaeHa Bo 70-80% ox manuenture, okony 10% mumaat OEHUHTEH
tuMOM. [ToueToKOT Ha OoJIecTa MOXKE J1a € 10 TIOBEKe T'OJMHM O] OTKPHUBAKETO HA THMOMOT.

CuMnromu

CumnromMuTe MOXKe J1a ce MaHn(ecTUpaaT caMo BO €4eM MYCKYJ WM BO MYCKyJIHA Ipyra:

e JIBOjHU CIMKH, YHUJIATEpalHa MT03a;

e bynbapHu cumnToMu, HazaleH TOH HA TOBOPOT U 3aMOp TP 300pyBambETO;

e CrnabocT Ha IHLIEBaTa MyCKyJIaTypa: XUIIOMHMU]ja, MUMHKATa/CBUPEHETO €€ HEBO3MOXKHU;
e MycKyleH 3aM0p Ha BpaToT, EKCTPEMUTETUTE U HAa KOJIKOBUTE;

KnuanykuTe cuMnTOMHU Bapupaar oJ] MalUeHT 10 HalueHT.

IIpuapy:keHn HapyuryBama

TMarKeHToT € TMOMOIOKEH Ha IPYTH aBTOMMYHH OOJIECTH OJI IIPOCEYHO.
e Tupoumur, apTpuUT, CHCTEMCKH CPUTEMATO3€H JYIyC, MEPHUIHO3HA aHEMHMja, IeJIHjadyHa
6onect, Sj0Qren-oB CHHIPOM.



JAujarno3a

Kimmanuka meMoHcTpanyja Ha MyCKyJTHaTa c1aboCcT BO TEKOT Ha TECTOT CO CTUMYJIAIIN]a;
Tencunon-tect (edrophonium, anTuxonuHecTepaseH HHXUOUTOP CO KPATKO JI€jCTBO);
CepyMcKH alleTHIIXOIHH-PEIETITOPCKH aHTUTENA;

Hespodusmonomku tectoBu: EMI-penerutuBHa cruMmynandja (teranmsanuja ), Single-fibril-
EMT.

JAudepeHunjanna nujaraosa

Mpuonarny, MHO3HT, MHUjaCTEHHUYEH CHHApPOM, KOHTEeHHTaidHa MwujacTenuja, Guillain—Barré
TTOJITMHEBPHUT, TYMOPH BO MO30YHOTO CTeOJIO (KOra ce MPUCYTHH OKYyJapHUTE W OyIOapHHUTE
CHUMIITOMH), MYJITHITHA CKJIEpO3a, aMHOTPOQHUYHA JaTepaliHa CKJIepo3a, XHUITOKaJIHEMH]ja,
XHUMOKAIIMEMH]ja, XUIOMarHe3HeMHja, XUIIOTHPOHIM3aM, UCIPIIEHOCT, JENpPEechja, KOHTCHUTAIEeH
cTpabusam/xerepodopuja.

Penicillamin-or moxke ma 3amo4He HpOAYKIMja Ha ANETHIXOJIMHCKATE PELENTOPHH aHTHTENa U
CUMIITOMH Ha MHjaCTCHH]ja I'PaBUC.

Tperman

CHUMIITOMAaTCKH JIEKOBH: aHTHXoNuHecTepasHu JjekoBu (Mestinon®, Mytelase®, Ubretid®),

ephedrine, theophyllamine, mpemapatu co kaamym:

e [Iperonemara j03a Ha aHTHXOJIMHECTEPA3a MOXKE J1a PEIU3BUKA XOJUHEPIHYHU KPH3H, KOU
TEIIKO AWjarHOCTUYKHU ce TU(EpPEeHIMPaaT 0]l MUjaCTCHUYHHUTE KPH3H;

e CuMNTOMHTE Ha MPENO3HABAIE: MYCKYJIHH KOHTPAKIMH, MYCKYJHH KPaMIH, 3roJieMEeHa
caJiMBaIfja ¥ MyCKYyJIHA CJIa0O0CT, KOja ce OTECHIIMPA 110 3eMabETO Ha JICKOT.

TuMekToMHja Kaj reHepan3upaHa MHjacTeHH]a TPaBHC;

VimyHOCynpecuBHH JIEKOBH: Tpeba Ja ce OTCTpaHaT MHGEKTUBHUTE JKapHIITa Ipe] 1a ce 3alouHe

CO OBaa Teparnwuja;

e KopTHKOCTepOUIM WM TIEp OC HJIM UHTPABSHCKH KaKo MmysicHa Tepanuja (HHa-C);

e Azathioprine, edekToT ce peructpupa mo 6 Meceny.

[Tna3zmadepesa (mpumapHO Kaj MujacTeHUuHaTa kpusa) (HHA-C);

UmynornoOynuan unTpaBeHcku (HHA-C) Kako anTepHaTUBA.

MujacTeHnyHa Kpu3a

HNudexnnnre ce HAjIeCTHOT TpUrep (PaKTOp: MHEBMOHMja, CHHYCHT, HHPEKIINA Ha YPUHAPHHOT
TPaKT, BOCHAIUTENIHN MPOIIecH Ha 3a0HNOT KOPEH.
CuMnToMHTE ce: HarjlaceHa MYCKyiHa ci1abocT, ci1abocT Ha pecrmuparopHaTa MYyCKyJaTypa H
OyJOapHU CUMIITOMH, a JOTIOJTHATEIHH CUMIITOMH CE: arUTHPAHOCT, TIOTSHE U TaXUKap.Iuja.
Tperman:
e PecnmparopHa Tepamnuja, HE c€ MOTHHPAjTC HA BPEIHOCTUTE HA apTEPHUCKHUOT anuio-0a3eH
CTaTyc;
[TaperTepaiHO aHTUXOJIMHECTEPA3HH JIEKOBH (JIaICHN CYTIKYTaHO MIJIM MYCKYIIHO);
e [Ima3zmadepesa, mo morpeda, 1a ce cTapTyBa CO KOHTUHYHPAHH UMYHOCYITPECUBHHU JIE€KOBH.

IIpornoza

[lo TumexTommjataTa, Oomecta momuHyBa Kaj 70% o cuTe MAMEHTH, a pEMHUCHjaTa ce
MOCTUTHYBA Kaj oKoiy 25%.

IMoceonu npodaeMu

HNudexuuu:
e Tue yecTo T'M MOTEHIIUPAAT CUMIITOMHUTE Ha 0OJIECTa;



e Bakmunanujata 3a wHQIyeHOW]ja ¢ WHAWIHMpPAHA KOTa HE € BO TEK TPETMAaHOT CO
UMYHOCYIIPECHUBH;

e He 1peba nma ce KopucTar €KCHEKTOPAHCH W AHTUTYCUIM KOM BOJAT JIO JENpecHja Ha
pecnimparopauot neHrap. Teophylline wau ephedrine wecro npenusBukyBaar cimaboct Ha
OynbOapHarta ¥ Ha pecrnupaTopHaTa MyCKyJaTypa 3a BpeMe Ha HH(EKIUUTE.

e Jlpyru JIeKOBU:

e AmncoayTHO KOHTPAMHIAMIHMpAHH JiekoBH ce. Morphine, penicillamine, procainamide,
quinidine, gabapentin, chloroquine, lithium, botulinum toxin, amuHOrTHKO3MAHWTE U
MakpoIHAHNTE aHTHOHOTHIN (BKIyuyBajku ro u telithromycin), mefyroa Bo3MoXHO € ma ce
ymotpe0Oysa erythromycin;

o JlekoBH KoM Tpe0a BHMMATEJHO J1a ce ynoTpedyBaart (Oumaejku MOXe J1a TH ITOTSHITUpaaT
CUMIITOMHTE):  Oera-OJokaTopu, KalIlHnyM-0JIOKaTOpH, OCH30/IMja3eIHN, OPATHH
KOHTpAIICTITHBH, CyJi(a NpenapaTv, TETPANUKINHA, (IYOPOKUHOIOHH, 311aTO, XUITHOTHIIN CO
KpaTKo J€jCTBO, aHAITETHUIIN CO LICHTPAIIHO JI¢jCTBO, CTATHHH;

e be30ennu nexoBU 3a KopHCTewe ce: ibuprofen, paracetamol.

o HajOe30eqHu IEKOBH 32 CIIUEHE C& AaHTUXUCTAMHUHUITUTE.

e bpeMmeHocTa 1 MopoayBameTo OapaaT KOHTPOJIA O] CIICIUJaITUCT, JOCHETO € JI03BOJICHO:

e HoBopomeHueTo MOXke Ja pa3BHE TpPaH3MTOpPHA HEOHATaJHA MHjacTeHHja TI'paBHUC (aHTH-
AlleTHIIXOJIHMH-PELENITOP aHTUTeIaTa MOMUHAIe NMPEeKy IUIaleHTaTa o MajkaTta BO (eTycor).
Cumnromute ce jaByBaaT 3-6 JieHa 10 parameTo Ha HOBOPOJCHYETO M UCUE3HyBaar mo 3
Hezxenu. MajkaTa Koja cTpaja of MHjacTeHHja rpaBuc Ou Tpebano na ce 3aApXu BO OOJIHMLA
ymrTe 6 JieHa 10 OPOAYBAKETO.

e AKoO ce IUIaHUpa aHEeCTe3Mja, aHECTE3UOJOIIKUOT THM MOpa BO LEJIOCT aa Ouzie nHpOpMUpaH 3a
3a00syBambeTO. BaBHOTO 3a3laByBame MO aecTe3ujaTa, BCYIIHOCT, MOXE Ja OWJe MpBHUOT

CHUMIITOM Ha MHjaCTEHH]ja IPaBHC.

CTOMATOJIOUIKA I'PHUXKA

e AHTHXONWHECTEpa3HUTE JCKOBH TpeOa Jia ce 3eMar eJIeH Yac Mpe] CTOMATOJIONIKATa MPOIeaypa.

o JlokanHara aHecTe3wja (IMAOKAWH+aIpCHAIMH) € IOTOJHA 3a TAIlMeHTUTE CO MHUjacTeHHja
rpaBHC.

e [lanMeHTOT CO HarjaCeHW CHMITOMHU Tpeda Ja T'd KOPUCTH CTOMATOJIOLMIKUTE YCIYTH CaMoO BO
OoHHUIIA.

MHUJACTEHHUYEH CUHJAPOM (LAMBERT-EATON-OB CUHAPOM)

e MHory e pefok (TO4HaTa MpeBajicHIIMja He € T03HaTa);
e JIBe popmu:
e [lapaHeomacTHYCH:
e Mosxe na 6uae MaHudecTupaH mpea pa3BojoT Ha TYMOPOT.
e Oxomny 60% on manMeHTHTE UMaaT CUTHO-KJIETOYEH 0eI0Ipo0eH KapIMHOM, HO MOXeE Jia
Oujie IOBp3aH U CO APYTH TYMOPH.
e ABTOMMYHO 3a00JTyBame€, HEIIOBP3aHO CO MAJIHTHOM.

IHOBP3AHU N3BOPU
Koxpanosu nperienn
e Kaj Jlambepr-Eaton cunapomot 3,4-diaminopyridine, HajBepojaTHO, MOXe Ja ja NOA0OpH
MYCKyJIHATa CHara IO HEKOJIKYy JieHa, a HMYHOIJIOOYJIMHUTE, NaJCHW WHTPABEHCKH, IO

momoOpyBaaT akIUCKUOT MYCKYJIEH TMOTCHIMjal 10 &8 HEAeTM W aKo TOJaTOIUTe Ce
uHCybunuenTHy (HHA-D).



Jlpyru nHTepHeT H3BOPH

¢ Miasthenia gravis. ORPHA589
e Authors: This article is created and updated by the EBMG Editorial Team Acrticle ID: rel00577
(036.066) © 2014 Duodecim Medical Publications Ltd
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