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 MEJUIIUHCKOTO 3I'PHKYBAILE IIPU AMUOTPO®UYHA JIATEPAJIHA
CKJIEPO3A

Yien 1

Co oBa ymatcTBO ce YTBpAYBa MEIUIIMHCKOTO 3TPUXKYBame IMpPU aMUOTpodudHa
JaTepaliHa CKJiepo3a.

Yiien 2

HaunHOT Ha MEAMIIMHCKOTO 3TPIKYBamke NMPU aMUOTpO(dUYHA JaTepaiHa CKIepo3a €
JaJIeH BO MPUJIOT, KOj € COCTaBEH JIe] Ha OBa YIaTCTBO.

Yien 3

31paBcTBEHUTE PaOOTHUIM M 3PABCTBEHUTE COPAOOTHHIM ja BpIIAT 3JpaBCTBEHATA
JEJHOCT Ha MEIUIMHCKOTO 3TPIDKYBambe INPH aMHOTpo(HYHA JaTepasHa CKJIepo3a o
MIPAaBUJIO COTJIACHO OBA YIATCTBO.

ITo mckmydok ox craB 1 Ha OBOj 4ieH, BO TMOEAWMHEYHH CJIy4dau IO OIlEHKa Ha
JOKTOPOT MOXE J1a c€ OTCTalM O] OJPEAOUTE Ha OBa YIMAaTCTBO, CO COOJBETHO MHCMEHO
o0pa3nokeHue 3a TPUUYUHHATE U TTOTpedaTa 3a OTCTAyBamke U CO MPOIEHKA 32 HATAMOITHUOT
TEK Ha 3rPWKYBAKHETO, IPH IITO UCTOTO O] CTPAaHA HA JOKTOPOT COOJIBETHO CE€ JOKYMEHTHPA
BO ITMCMEHa (popMa BO MEAUITMHCKOTO JI0CHE Ha MAIUEHTOT.

Yiien 4

Co [NeHOT Ha BIETYBaKETO BO CHJIa HAa OBa YIATCTBO IpPECTaHyBa Ja BaxXH
YnarcTBOTO 3a NMPAKTHUKYBamke Ha MEIUIIMHA 3aCHOBaHA Ha JOKa3d NPH aMHOTpoduyHa
natepaiiHa ckiepo3sa (,,Ciyx0eH BecHuk Ha Pemmyonmka 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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Pedepeninm

OCHOBH

Tepmunute ammorpoduuna narepanra ckiepo3a (AJIC) wu ,,007ecT HA MOTOPHHUOT HEBPOH'
(BMH), gecto ce ynmoTpeOyBaHu co UcTO 3HaUeHe, Meryroa AJIC e Hajuecrara dhopma Ha BMH.
AJIC e mporpecuBHO HEBPOJICTCHEPATUBHO 3a00JyBamke KOoe TH 3adaka MOTOPHUTE HEBPOHH BO
MO30KOT M BO MeAyjia CHUHAIUC W JIOBEAyBa 10 NPOTPECHBHA Ca0OCT M arpoduja Ha
MyCKyJaTypara, 6e3 CeH3UTHBEH JIe(UITHT.

OyHKIMHUTE HA ABTOHOMHHOT HEPBEH CUCTEM M CBUHKTEPHTE OCTAHYBAaT MHTAKTHU.
Curnn(uKaHTHH, KOTHUTHBHA PAacTPOjCTBA HE HACTAHyBaar.

Hujarnozata Tpeba na ce Oazupa Bp3 pe3yNTaTUTE OJ HEBPOJIOIIKUATE HCIUTYBakba U CO
HCKIIy9IyBame Ha IPYTUTE 3a00TyBamba.

ETHOJIOT'UJA

ETtnonorujara na AJIC octanyBa Hemo3Hara.

3a001yBamk-eTO HE € KOHTArHHO3HO.

Bo ®uncka, okony 20% oJ man@eHTUTe TO MMaaT OBa 3a00JTyBamke BO CEMECTBOTO. TEepMHUHOT
¢dammnmjapHa amuoTpoduuna natepanna ckieposza (PAJIC) ce kopuctu kaj oBue ciaydau. OBaa
cocToj0a, TeHEepPaJHO HeMma MpuiarojcHa aeduHHUIM]ja. AKO €I€H WICH OJ] CEMEjCTBOTO HMa
Bepu(duIMpaHa MyTalyja Koja ro Mpeau3BUKaia 3a007yBamkeTo, TOrall TEPMHHOT € MpPaBHIICH.
Kaj n3zonupan ciyuaj Ha AJIC pu3UKOT Ha TOTOMIKTE WM Ha OpakaTa M CECTpUTE Ja 3a00JatT OJ
oBa 3a005TyBam€ € BO paMKHTE Ha CaMO €IEH MPOIEHT.

HomunantHo creueHatra COORF72 e najuecrata. OBaa MyTanuja, UCTO Taka, NPEAM3BHKYBA U
¢dpouroTemmopanta nobapHa aereneparmja (FTLD). Camo Kkaj HMCKIyYHMTENHH CITydad, BO
JMjarHOCTHYKY LIENX pa3OMpIIMBO € TOKaKyBameTO Ha MyTallyjaTa.

ITojaBata Ha perecuBHO Hacimeanata DI0OA/SODI1 myrarmja jacHO ja ompeayBa HpOTHO3aTa M
reHeTcKaTa mopaxa.

ENMUIEMHAUOJIOT'NJA

WNunmaennyja: 1-2.5/100 000.

[peBanenmmja: 2.5-8.5/100 000 (moBHCOKa NMpeBajCHIIMja Ce PETUCTPUPA BO OJAPEACHU 00JIaCTH
on 3amagauoT [larmudux);

[ToueTokoT € oKoIy 55-Ta rouHA O/ KUBOTOT.



CUMIITOMU

HajuectnoT cpeTHyBaH mpuUMapeH CUMIITOM € JIMCTATHO ciadeemhe Ha TOPHUTE WK Ha JIOJIHUTE
EKCTPEMHUTETH BO (YHKIIMUTE KOU OapaaT HOpMaHa MYCKYJIHA CHara.

Turnmaao 3a 3a00TyBamk-ETO € TI0jaBaTa Ha KpaMIIl Ha HO3ETe.

Bo OynbapHata (eHOMEHOIOIHja, WHMIIMjaIHUTE 3HAIM C€ HApYIIyBalke Ha T'OBOPOT M Ha
rontameTo. Moxke na ce peructpupaar atpoduja u hacuuKyIayuy Ha jasukoT HemoxkHOCTa 12 ce
MIPOTPY3UpPa ja3UKOT M HEMOXKHOCTA 3a MPOAYIHpamke Ha Tiacop “p”’(Bo TOBOPOT Kaze ImTO “p”
¥Ma 3BYYHOCT Ha aJIBEOJIAPEH TPUJI) C€ TPBUTE THIIMYHU CUMIITOMHU.

10-25% on manmueHTHTe MOXE Jia MOYyBCTBYBAaT JIECHA JIMCTAlIHA OTANEHOCT, MAPECTe3nH WU
6ara Gomka'.

KJIMHUYKHA TEK

MyckynHara crnabocT W arpodujara KOW 3allOYHYBaaT BO JHCTAHHUTE PETUH, MPOTpeaupaar
MPOKCUMATIHO, HO C€ IIMpaT M KOH OCTAaHATHTE MYCKYJIHH PErHd OJi CKCTPEMHUTETHUTE,
pecnpaTopHara u OynbapHarta Myckynatypa. Ho, ucto Taka, cmabocTa MoOXe J1a 3all09HE U BO
OynbapHaTa MycCKynaTypa U Jia IpoTrpeIupa JUCTATHO.

WHBONBHpameT0 HAa TOPHHOT MOTOPEH HEBPOH JIOBEJyBa JIO CIACTHIIUTET (HE € CeKorall
JNETeKTHpaH) U 3aCWIICHN TeTHBHH pedrexcu. 3HakoT Ha babuacku e mosutuBeH Bo 50% of
cllydawure.

Jle3ujaTta Ha MOMTHUOT MOTOPEH HEBPOH JOBEIyBa JO HaMaJeH MYCKYJICH TOHYC W OciaOeHU
TETUBHU pe(ICKCH, TOHYCOT MOXE JIa OCHMINPA METy Pa3IndHU JTHIIA.

Kora ropHuor MOTOpeH HEBPOH € JOMHHAHTHO OINTETEH €€ KOPUCTH TEPMHHOT NPUMAapHA
natepaiHa ckieposa (ILIC).

Kako mro HampemyBa 3aboiyBameTo, Taka MyCKyiaHaTa aTrpoduja W ciabocTta cTaHyBaaT
JIOMUHAHTHH.

CprieBaTa MycKyJaTypa HE € HHBOJIBHpPaHA.

OkynapHaTa MycKyJiaTypa € MmomreaeHa, ce 10 GUHAIHHOT CTaAuyM Ha OoJiecTa.

KIIMHNUYKA CJIUKA

ATtpodujaTta Ha XMIOTCHAPOT ¥ Ha MajJMapHaTa MYCKyJaTypa Ce HajUCTaKHATHUTE 3HAIM (CIIMKA
1).

['yObuToKOT Ha TenecHaTa TeXXHHA € Pe3y/ITaT Ha MyCKYJIHaTa aTpoduja.

Ce jaByBaaT ¢acuuKyanuy BO MyCKYJIUTe U Ha ja3uKoT. M3onupanure hacuKyinanuu He ce 3HaK
3a MaTOJIOIIKa COCTOj0a.

HpI/ICYCTBOTO Ha BUCTHUHCKH U HOCTOjaHI/I CEH3WTHUBHHU CHUMIITOMHU Tpe6a HUTHO aa C€ HCIHTa,
3apajiy Ipyra anTepHaTUBHA JMjarHOCTUYKA MOYXHOCT.

JuckpeTHa QpoHTAIIHA IEeMEHIMja MOXe Jia OuJie MPBUOT 3HAK.

HNCIINTYBAIBA

He nocrojar cnienuduunu adoparopucku tectoBu 3a AJIC. ITnazma CK u koHieHTpalyjaTa Ha
MPOTEUHUTE BO JIMKBOPOT MOXe Jia OMJIaT JIeCHO 3TOJIEMEHH.

EHMI (enekTpoMuorpaduja 1 UCIMTYBakEe HA HEpBHATAa KOHAYKLHUja) OOMYHO ce Ha Oapame Ha
HEBPOJIOT:

e Qacuukynauuu, noaudasmja;

e  Oubpuianuy Bo IeHEPBUPAHUTE MYCKYIIH;

e Hopwmanna 6p3uHa Ha CIIPOBOJIMBOCT HU3 MOTOPHHTE BIIAKHA;

MyckynHa arpoduja, hacumKyaannm, 3aCHICHH TETUBHU Pe(IIEKCH, OTCYCTBO Ha
CCH3UTHBEH CHHJIPOM.



e [IpomeHH BO MyCKyJIUTE KOU HE IMOKa)XyBaaT CHMIITOMH;

e OO6wmuHo, kouTposieH EHMI" e moTpebeH.

KTM wiu MP Ha rnaBata wid Ha BpaTOT C€ MpernopadyBaaT 3a Jila C€ HCKIy4daT ApPYTUTe
3a00JyBama Ha IEHTPATHHOT HEPBEH CUCTEM, IEpBUKAIHATA CIOHAWIO3HA, MUEINIONAaTHjaTa H
HeoIuiazMara.

ITPOTI'HO3A

[IpernocTaBeHo BpeMe Ha NPEKUBYBAE:

e CpenHOTO BpeMe Ha IPEKUBYBAKE € OKOJY 3.5 TOIMHM 01 TOYETOKOT Ha CHMITOMHUTE, HO BO
10% npexxuByBameTo MOXKe 1a Ouzae Hax 10 roguHu.

e Axko OoJyiecTa 3amoyHe BO IOBHCOKAaTa BO3pacT co Oyin0apHa W/WIKM CO pecnupaTopHa
TUCcYHKIMja YyIITE BO HAjpaHUOT CTaIUYM Ha 3a00JIyBamETO, TOA YIATyBa Ha JIOII UCXO].

e OcHoBHa mpuuuHa 3a cMpT Ha OomHMOT € AJIC, HO BO mMOBeke ciy4yaW HeTmocpexHaTa
nprurHa® € MHEBMOHHMjaTa’,

TPETMAH

Tepanujata e cuMnTOMaTCKA.

Riluzole (50mgx2) mnokaxka mNPOJOKYBakEe HA NPEKUBYBAKBETO WIH O/JIOKYBambe Ha
MeXaHM4YKaTa BEeHTHJauuja, Ho caMo 3a 3 mecen (cpegHa BpeaHoct) (HHA-B). Toj ne Bnujae Ha
KIMHUYKUTE cuMOToMH. [lapanokcanHo, JeKOT MoXe Aa IpeAn3BUKa MyCKyJIHa ciabocT, HO Taa
Ke Ce CBeJlie Ha IMOCTOCYKHMOT CTEIEH Ha ¢1ab0CT OTKaKO MEAMKAMEHTOT Ke Ouae uckiydeH. Mcro
Taka, MOXe Ja ce jaBu W Trajeme. DaranHute HecakaHw e(EeKTH WM CHTHH(DUKaHTHHTE
WHTEpaKIMU 3acera He ce onumand. [lorpeOHa € KOHTpoJa Ha KpBHATA CIMKAa U HA CEPYMCKHTE
aMHHOTpaHc(epas3n Npe U BO TEKOT Ha TeparujaTa co JIeKoT. JIekyBameTo Tpebda aa ce mpeKuHe,
axo AST e 3rojieMeHa 5 maTu OBeKe 07 ropHaTa peepeHTHa BpEAHOCT. TpeTMaHoT ro oJperyBa
CHEIHjaTuCT 3a ,,00JIeCTH Ha MOTOPHUOT HEBPOH".

AcTeHnja

dusukanHa TepanMja 3a OAPKYBalke Ha MyCKynHata (yHKOuja. BexxOure mopa nma Oupar
NPUIATOJCHN CIOpEeNl cocToj0ara Ha MAMEHTOT. MycKylaTypara HE MOXeE Ja C€ 3ajakHe CO
TpeHupame. KoHTpakTypuTe ce npeBeHupaar.

BkiydyBameTo TepameBT 3a OKyINalWCKa Tepamnuja 0u TpebGano Ja MOMOTHE BO CTEKHYBAaHETO
MOJIPIIKA ¥ [TOMAarasna.

KpaMHI/I H CHAaCTHIUTET

Quinine chloride +meprobamat; quinine chloride+diasepam; phenytoin mmu carbamazepine ce
MEIUKAMEHTH KOU MOKE Ja OMIaT OJ1 ITOMOLIL.
TpeTMaH Ha CITaCTULIUTETOT.

CanuBanuja v NpoayKuMja HA ceKpeT

Scopolamine patches (ckornonamMuHCKa JIETIeHKa) BO CYyIIMaHIn0yIapHUOT aroJl.
Amitryptiline 25-50mg x 2-3 miep oc (J1ek Ha u360p).

Benzhexol (trihexylphenidyl) uaummjanao 2mg x 1, motoa g0 2mg x 3-4.

AJIC naupeHTUTe PEeTKO UMaaT KOPUCT OJ AHTUTYCHULIY.

[locTypaneHn TpeTMaH u IpeHaXka.

BOHYC, CCKYHAApPHO MUOKAPpAHO MOIMYIITAmC.
Acrmpauncxa " XUITIOBCHTHJIAIMCKAa HHCBMOHI/Ija.



e Glycopirrolate 0.1-0.2mg cynkyTaHo, ako APYTUTe TPETMAHU CE HEYCIICIIHH.
e T[loprabn crpaBa 3a acnupalyja BO JOMAITHH YCIOBH (CO MPETXOTHN HHCTPYKIIUH).

I'oBopHu Teroon

e Pano ymatyBame Kaj JIOToIe 1 (32 3a4yByBarbe Ha FOJITAIETO U HA KOMYHHKAIH]aTa).

e HeHajiejHO HEBOJHO IUIAYCHE M CMECHE KOM HACTaHyBaaT 3apajad ICEBIOOYIOApHU Mapes.
Imipramine-ckuTe gepuBaTH MOKAT J1a OHUIAT O KOPHCT.

e [oBopHUTE TETOOM MOXKE JIENyMHO Jia OMJaT NpeU3BUKaHU 07 GPOHTOTEMITOpAITHATA JIEMEHIIN]a.

Hucharnja

TTonmynupcra xpana.

WHCTpYKINH, AaJ€HH O] JIOTOTIEe/.

XpaHewe co Ha30racTpUYHa COHJIA CaMO MTOBPEMEHO.

Ilepkyrana engockoricka racrpocroma (PEG) (aua-C).

JIunaTta kou ce rpkar 3a 6oaHuTe Tpeba ma ro 3uaat Heimlich-manesapor (purypa 1).

IIpeuxku BO BeHTHIIALMjaTA

e Cpencrsa 3a HOAUTHYBAHkE HA KPEBETOT.
HasanHu xkaHWIM 32 OKCUTeHCKA Teparyja.

e Hasanen BiPaP (Bilevel Positive Airway Pressure) (uua-B) wnm npyru cpeactsa (3a qomariHa
yrnotpeba).

e AcucTupaHaTa BEHTHJIAIMja CO TPAXEOCTOMa Ce MpenopayvyBa camo o Jo0paTa KOHCYNTalHja co
¢amunmjaTta, Kako ¥ CO THMOT 3a PECHHpaToOpHa Iprka M cO HeBposiosuTe. PecrnmparopHara
Tepanuja He OM Tpebano Aa ce mpemopaya Kako mpuMapHa onuuja. OIIyKuTe, JOHECEHH BO
3aeJJHIYKH JIOTOBOP cO OOTHHOT OKOJY €BEHTYyaIHATa yIoTpeda Ha pecnuparop, ce BHECYyBaaT BO
MEJUIIMHCKATa IOKYMEHTAIIMja, a TUMOT 3a YPreHTHA UHTEPBEHIM]a Tpeba aa Ouae uHpopmupaH
3a HUB. [loAroTBeH u HanMIIaH TeCTaMEHT OM OMJIO IPUKJIAIHO.

e Bo repmuHanHaTa ¢aza J1a ce BHECAT MANHjaTHBHATE METOAM BO 3TPIKYBAmHETO HA OOJTHHOT.

Cauxka 1. Myckynna atpoduja Ha makata Ha 6osien o AJIC

© Hannu Laaksovirta

Hucrannata MyckyiHa aTpoduja e THIIMYCH 3HaK Kaj OoJeH co HanpegHara AJIC.



@urypa 1. Heimlich maneBap

/Ondarere ro manueHTOT (KOj CTOM IPEJ Bac) CO BAIIIMTE JABE palle, TaKa IITO THE CE TIOCTABEHH BO
MOTOPHHOT JIeJ 01 a0JIOMEHOT, BEIHAII HaJl TartoKoT. CHITHO MIPUTUCHETE BO MPaBell KOH Tope
BHATpe, Taka Ke ce 3roJieMH UHTPaadJOMUHAIIHUOT MPUTUCOK, TUjadparmara ke ce IOMECTU U Ke TO
WCTYpKa BO3AYXOT Of OennTe ApoOOBH.

IHOBP3AHM N3BOPU

Koxpanosu npermienn

Recombinant human insulin, cimano kako u Growth factor I, moskaT 1a ja ycopar nmporpecujara
Ha AJIC/ ,,0601ecTa Ha MOTOPHHOT HEBPOH", HO MH(OpMaIIMjaTa € MHOTY OrpaHUYCHA U
KJIMHUYKOTO 3HauYeHe 011 epektoT e HensseceH (HHA-C).

Huty branch-chained amino kucenunute, kako Hu L-threonine Hemaar 1ejcTBO BO JIEKYBameTO
Ha AJIC (uuz-B).

HenoBonHu ce momatomure 3a Ja ce OJpEAM Jali WHAWBUAYATHHTE BEXOM CO yMEpeH
MHTEH3UTET 3a TOP30TO M EKCTPEMUTETHUTE CE€ KOPHUCHHM WM LITETHH 3a CIACTHIUTETOT Kaj
3a00J1yBamh¢ HA MOTOPHHOT HEBPOH (HHA-D).

HenoBonuu ce wH(popmanmuTe 3a euUKacHOCTa O OJNACITHM AHTUOKCHIAHCH WJIM, NaK, Ha
AQHTHUOKCHJIAHCUTE BOOMILTO BO TpeTMaHOT Ha OosHuTe co AJIC (HHa-D).

BexOute 3a 3ajakHyBame Ha MYCKyJIHaTa cHara Moxke J1a ja nmogoOpaT ¢yHKuujaTa Kaj OOJHUTE
co AJIC (aua-C).

OAroBopoT 011 TPETMAHOT Kaj OoyHUTE co paMuirjapHa U criopaauuna Gopma Ha AJIC, ce yuHH,
JieKa He € pa3iudeH, Ho HHpopMaruTe ce uHcyuimentTHr (HHa-D).

[TojaBara Ha KpeaTHHOT HE r'o MOAO0OpYBa NMPEKUBYBAWKHETO, HUTY ja 3abaByBa Iporpecujara Ha
AJIC (ann-B).

HenoBonmHu ce mojaronurte 3a MOJpIIKa Ha ymoTpebara Ha KOj OWJIO TpETMaH 3a MYCKYIHHTE
kpammnu kaj AJIC (aaa-D).

[{unujapHUOT HEBPOTpOIIeH (akTop He ce mokaxa edukacer kaj AJIC (uHxa-B).

I/IHTepHeT HU3BOPHA

Amyotrophic lateral sclerosis. Orphanet ORPHAS803
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