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MporpecuseH eHuedpanommennuTuc co purnauret u mmoknonyc (MEPM)

MKB GO04.8 / Progressive encephalomyelitis with rigidity and myoconus

PROGRESSIVE
ENCEPHALOMYELITIS
WITH RIGIDITY

AND MYOCLONUS (PERM)

Moum

MporpecnBHUOT eHuehaNoOMUENUTUC CO PUTUAUTET U MUOKNOHYC (MEPM) e peoK 1 TEXKOK HEBPOIOLWKM
CMHAPOM KOj Ce KapaKTepusmpa Co MyCKy/IHa BKOYAHETOCT, cnasam, rpueBm, Kako U aAnchyHKLMja Ha
MO304HOTO cTe6/10 M aBTOHOMHUOT HEPBEH CUCTEM.

CvumnTomm

ABTOHOMHA AnCPyHKUMja, 6oNHK rpyeBu, xuneppednekcunja, Npodbaemm co AULLIEHETO, aMHE3N]a,
AMCKMHe3nja (HeBOIHA MYCKY/IHa aKTUBHOCT KOja MOMKe Aa Ce M3pasu BO BUA, Ha TUKOBU AU
CTEPEOTUNHU ABUKEHA). CUMNTOMMUTE Ce jaByBaaT NopPaaM HapyLlyBakbe BO NPEHOCOT Ha MMLMHOT
(TAMUMHOT e MHXMBUTOPEH HEBPOTPAHCMMUTED BO LLEHTPA/IHWMOT HEPBEH CUCTEM) BO CMHANCKUTE, 0COBEHO
BO 'PHETHMOT MO30K M MO304YHOTO cTeb 0.

Enupemuonoruja

KnacmuHunot MEPM ru 3adaKa KeHuTe ABa 40 TPM NaTU NoYecTo o MaxkuTte. MNpeanoKeHn ce HEKOKY
Knacuoukaumm 3a CMNC cnopepn ceprMosHocTa Uan pacnpeaenbata Ha BKOYAHETOCTa U CpoaHUTE
HEBPOJIOLKN HAaOAMN.

MatoreHesa



lfonem yekop Hanpeg Bo pas3buparbeTo Ha natoreHesata Ha MNEPM ce cnyum Bo 1988 rogmHa, Kora
acouujaumjata nomery aHTU-GAD aHTUTena u NEPM 3a nps nat e npoy4yeHa. AHTUTeNaTa npotus GAD
(rnyTamat gekapbockunasa) ce 80% nNo3nTMBHM Kaj naumeHTn co MEPM. pyrv aHTUTeNa, KaKo WTo ce
H-metun-f-acnaptat (NMDA) aHTUTeNa, ce NOBP3aHM CO Pa3INYHUTE NOAEANHULM OZ peLenTopoT
NMDA. NMpujaseHn ce abHOPMANHOCTM U BO 4PYIM MO304YHM 061aCTU, KAKO LUTO € KOPMYC Kafo3ym Uau
MO304HOTO cTebs10. HewTo noBeKe o4 NON0OBMHA 04, NaLMEHTUTE UMAAT acoLMpPaH TYMOP, HajYecTo
TEpPaTOM Ha jajHULMTE WTO MOXKe Aa ce NomeLla co beHnrHa uncta. OTKpMBakbe Ha TYMOP NaK € PeTKo
Kaj MaLKK nauneHTn co NMEPM. [pyr1 BMaoBm Ha TYMOPU BO M30IMPAHM Calydan BKAYYyBaaT TePATOM Ha
MeAnjaCTUHYMOT, KapuMHOM Ha benunte Apobosu, XoUKMH inmdom, HeBpobaacTomM, KapuMHOM Ha AojKa
W TYyMOp Ha Tectucute. MHOry MHTepecHO, aHTM-LGI1 aHTUTena npu oBaa 601ecT ce NpuyMHa 3a
B/IOLWYBAHE HA MEMOpPUjaTa, ENUIENTUYHU HANaguW, MEHTA/IHM HapyLlyBakba U XUNOHaTpPeMuja.
XunoHaTpemujata e KapaKTePMCTUYHA KapaKTepucTMKa Ha aHTK-LGI1 AE, a 60 go 88% oa TakBuTe
nauMeHT MMaaT OTNOPHa XMMNoHaTpemuja. NaToreHMOT MexaHn3am, HajsepojaTHO, € MOBP3aH co
CMHAPOMOT Ha HECOOABETHO NlaYete HA AaHTMANYpeTMYEH XOpMOH. KombBunHaumjaTa Ha aHTUTENA Kou ce
NpUcyTHU Npu oBa 3abonyBarbe ce MPETNOCTaByBa AeKa MOXKe Aa buae o4roBopHa 3a NPOrpecMBHUOT
KapaKTep Ha ucTaTa.

OwjarHosa

TelwkKo e ga ce nocTaBu AnjarHosata Ha MEPM. EMT, aHTMTeNna Bo cepymoT U LepebpocnmHanHaTta
TEYHOCT MOXKEe A2 MOMOTHaT Aa ce NOTBPAM AnjarHosaTa. [loyeTHaTa KIMHUYKA Npe3eHTaumMja MoXKe aa
6uae mHory HecneumdmyHa n HeBoobuyaeHa. Ce 3abenexkysa M BUCOKO HMBO Ha [l. OBa ro objacHyBa
NMOCTOjHUOT PU3UK 04 TPoMboembonunsam. Bo mefyspeme, BoobnyaeHn andepeHumnjaiHn AnjarHosm Ha
MEPM cuHApOM Cce MapaHeonnacTMYeH CUHAPOM M OCTaHATU HEBPOMYCKYHM 3ab0yBatba.

Tepanuja

MmyHoTepanujaTa, niasmadepesata, MHTPaBEHCKUTE UMyHOrnobyauH (IVIG), KopTuKocTeponam u
PUTYKCMMABOT ce NpujaBeHN KaKo yCrelHM BO NOeAMHEYHM C/lyYan, MaKo epUKACHOCTA Ha OBME areHcu
He e yTBpAeHa. [NoKpaj Toa, HEKOW M3BeLLTau ja 4eMOHCTPMpPAaT ePMKaCcHOCTa Ha JONTOPOYHNOT
TpeTmaH co asatmonpuH. Cenak, MEPM ocTaHyBa KIMHMYKM EHTUTET KOj NOCTOjaHO ce 360raTyBa Co HOBM
CMMNTOMM M aHTUTENA. Lmknycnte Ha nnasmadepesa u IVIG He NnoKa)kyBaaT 3HAYMTENNeH TepPaneBTCKM
Hanpeaok.
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