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 MEJIMIITUHA 3ACHOBAHA HA TOKA3H
TP AMUOTPOPUYHA JIATEPAJIHA CKJIEPO3A

Yien 1

Co oBa ymarcTBO ce MPOIUIIYBa METUIIMHCKOTO 3TPIKYBAkE MPEKY MPAKTHKYBaHbe
Ha MEJMIIMHA 3aCHOBaHA Ha JJOKAa3H MPHU MOCTOCHE HA aMUOTpo(HUHA JIaTepaliHa CKIepo3a.

Yien 2

HaumHoT Ha TpeTMaH Ha aMHOTpOo(HUYHATA JIaTepaHa CKIepo3a € JaJeH BO MPUIIOT,
KOj € COCTaBeH JIeJI Ha OBa YIaTCTBO.

Yien 3

3apaBCTBEHUTE PAOOTHUIIM M 37PABCTBEHUTE COPAOOTHUIIM ja BPIIAT 3ApaBCTBEHATA
JIEJHOCT Ha MEIUITMHCKO 3TPIDKYBamkEe MPU aMHOTpo(UYHA JaTepaiHa CKIepo3a Mo MPaBUIIO
COTJIACHO OBa YIIaTCTBO.

[To mckmydok om craB 1 Ha OBOj WieH, BO MOCIWHEYHH CIydad IO OICHKA Ha
JOKTOPOT MOXKE JIa C€ OTCTAlM O OJPEeIOUTEe Ha OBa YIATCTBO, CO COOJBETHO IMHCMEHO
o0pa3oxeHne 3a MPUUMHUTE U TTOTpedarTa 3a OTCTAMyBakE U CO MPOIICHKA 32 HATAMOIIIHUOT
TEK Ha MEIUIIMHCKOTO 3TPHXKYBambe, MPH IITO OJ CTpaHa HAa JOKTOPOT TOA COOJBETHO CE
JOKYMEHTHPA BO MUCMeHa (hopMa BO METUITMHCKOTO JOCHE HA MAUEHTOT.

Yien 4

OBa ymarcTBO BIIETYBa BO CHJIa HApEOHHOT JCH OJ] JICHOT Ha 00jaByBameTO BO
,,Cy>kO0eH BecHUK Ha Perrybnuka Makenonuja®.

bp. 07-8922/2 MUHUCTEP
30 HoemBpu 2013 ronuna Huxosaa Toxopos
Ckomje




[Tpunor

AMHOTPOPHUYIHA JIATEPAJIHA CKJIEPO3A

M3]1 YnarcTtBo
18.05.2009

OcHoBH

Etunonoruja
Enunemuonoruja
CumMnromMu

Knuanuky Tex
Knuanuka cnuka
JIabopaTopUCKU TECTOBU

IIporHosa
Tperman
IloBp3aHu u3BOpU

Pedepenim

OCHOBHA

e Tepmunure amuorpoduuna natepanna ckiepo3a (AJIC) wu ,,00mecT Ha MOTOPHHOT HEBPOH™
(BMH), gecto ce ynorpeOyBaHu co UCTO 3Hauewe, meryroa AJIC e Hajuectarta popma Ha BMH.

e AJIC e mporpecnBHO HEBpOJETEHEPATHBHO 3a00TyBamke Koe TH 3adaka MOTOPHUTE HEBPOHH BO
MO30KOT M BO MeJyjia CIWHalNC W JOBeIyBa JO NporpecMBHa ciabocT W atpoduja Ha
MyCKynaTypara, 0e3 CeH3UTHBEH epHIHT.

e DyHKIUUTE HA aBTOHOMHHUOT HEPBEH CHCTEM U CBUHKTEPUTE OCTaHyBaaT MHTAKTHH.

e CurHu(UKaHTHH, KOTHUTUBHH DPACTPOjCTBA HE HACTaHyBaar.

e JlujarHozata Tpeba ma ce Oasupa Bp3 pe3yiTaTHTE OJ HEBPOJOIIKHTE HCIUTYBama H CO
WCKITy4yBame Ha JIPYTHTe 3a00TyBamba.

ETHOJIOI'NJA

Etnonorujara Ha AJIC ocTanyBa HElO3HATA.
3a00:1yBamEeTO HE € KOHTAarnHO3HO.
5-10% on ciyqanTe ce co hamummjapHa AJIC (PAJIC).

[TojaBara Ha pernecuBHO HaciemHata D90A/SODI1 myrtanuja jacHO ja oapeayBa HpOTrHO3aTa H
TeHETCKaTa Imopaka.

EIMMJAEMHOJIOI'NJA

o  Mumunennuja: 1-2.5/100 000.

o [IpeBanenmnmja: 2.5-8.5/100 000 (moBHCOKa MpeBaJiCHIM]ja C€ PETHCTPHUPA BO OJpecHH 00IacTh
on 3anaganot [larmuduk);

e [lo4eTOKOT Ha MPBUTE TETOOU € OKOMY 55-Ta FOJMHA O] IKHUBOTOT.



CUMIITOMU

Hajuectnot cpeTHyBaH MpUMapeH CHMIITOM € JHCTATHO Clia0eckhe Ha TOPHUTE WM Ha JTOTHUTE
EKCTPEMUTETH BO (PYHKIMHUTE KOW OapaaT HOpMaTHA MYCKYJIHA CHara.

TunmgaHo 32 3a00TyBamkETO € TI0jaBaTa Ha KPaMITH Ha HO3ETE.

BynGapHa heHOMEHOTOTHja: 3HAITK 3a TIOUYETHO HAPYIITYBakhe HAa TOBOPOT M Ha TOJITAKHETO.
10-25% on manueHTHTEe MOXKE J]a TOYyBCTBYBAaT JIECHA JUCTalHAa OTAINEeHOCT, MapecTe3ny WIH
6nara Gonka'.

KJIMHNYKHA TEK

MyckynHara cimabocT ¥ arpodujara KOW 3alO4YHyBaaT BO JUCTATHUTE PETHH, MPOrpeaupaaT
MPOKCHMATIHO, HO C€ MIMpaT M KOH OCTAHATUTE MYCKYJIHH PETHH OJ CKCTPEMHUTETHUTE,
pecriupatopHaTa u OyndapHaTa Myckyiarypa. Ho, ucro Taka, cmabocta MOKe Ja 3allO9HE W BO
OynbapHaTa MycKyJaTypa H Jia Iporpeanpa JUCTaITHO.

WHBONBHpameT0 Ha TOPHHOT MOTOPEH HEBPOH JOBEAyBa N0 CHACTUIHUTET (HE € CeKorail
JCTCKTHpaH) W 3aCHJICHU TETHBHH pediekcu. 3HAKOT Ha baOuncku ¢ mosutuBeH Bo 50% of
ClydJaure.

Jle3wjaTta Ha JOJHUOT MOTOPEH HEBPOH JOBEAyBa 1O HaMalleH MYCKYyJIeH TOHYC W ociabeHH
TETHBHHU pEQIICKCH.

Kako mro HampenyBa 3abonyBameTo, Taka MycKylHara atpoduja u cinabocra cTaHyBaar
JIOMUHAHTHH.

CpiieBata MycKyJaTypa He € MHBOJIBUPAHA.

OkyapHara MyCKyJaTypa € MoIlTeeHa, ¢ 10 (PMHAITHUOT CTaJANyM Ha 0oJjecTa.

K/IMHUYKA CJIMKA

ATpodujata Ha XHUIMOTEHAPOT W Ha MaaMapHaTa MYCKyJaTypa ce HajUCTAKHATUTE 3HAIM (CIHKA
1).

['yOuTOKOT Ha TelnecHaTa TeXKUHA € pe3yTaT Ha MyCKyIHata arpoduja.

Ce jaByBaaT (hacuuKyaruu BO MYCKYJINTE U HA ja3uKOT. M3omupanuTte dacrukyammy He ce 3HaK
3a MaToJIOIIKa COCTOj0a.

HpI/ICYCTBOTO Ha BHUCTHUHCKH U HOCTOjaHI/I CCH3UTHUBHU CHUMIITOMH Tpe6a HUTHO Ja CC€ HCIIMUTa,
3apajii Apyra alITepHATUBHA JIUjarHOCTHYKA MOYXHOCT.

Bo Hekou ciyyan Moxe J1a HacTaHe IUCKPETHA (PPOHTAIHA JICMEHITH]a.

JIABOPATOPUCKU TECTOBHA

He nocrojar cnennduyann tectoBu 3a AJIC.

PyTtunCckuTe mabopaTopucku TecToBH (TI0 Mpernopaka o HeBpoJoT) Tpeda Aa Ouaar peanu3upaHu

3a J1a ce UCKJIydaT APYTH MPUIHHH/COCTOjON KoM OM MOJKeJIle MEIUKaMEHTHO Jla Ce TPETUPAAT:

e CepymMmckara CK 1 IpOTEHHCKHATE BPEAHOCTH OJ1 IEPEOPOCTTMHAITHAOT JIMKBOP MOXKE J1a OMaat
JIECHO 3TOJIEMEHH;

o Jlym0anHara myHKIHja 01 TpeOao a ce peain3upa Kaj aTUIMUYHUTE CITydau;

e AmpokcMMaTUBHO, Kaj 5% on mamMeHTHTe enekTpodope3ara MOXKEe JAa TOKaxke
MapanpoTenHeMHja, HO KIIMHIHYKATa CATHU(UKAHTHOCT € HEU3BECHA.

MyckysHa arpoduja, hacumkyaanum, 3aCHiIeHH TETUBHH peiekCH, OTCYCTBO Ha
CCH3UTHBEH CHHIPOM.



EnexrponeBpomuorpadujata (EHMI') e ocHOBEH MeTO 3a THjarHOCTHIIMPAH-E Ha 3a00TyBamHETO
u Tpeba ma Ouje Ha Oapame onx HeBposior. Bo aedunutuBHaTa nujarnosa Ha AJIC, EHMI
MOKaXKyBa:

e  Oubpunaunu u GpacuuKyIalyy;

e Penykuuja Ha rojgem Opoj aKIKMCKUW MOTOPHHU MOTEHLUjalH U onugasuja;

e HopmanHa KoHAyKuMja HM3 MOTOpPHHTE BJaKHAa WJM BO IOTOJEMHOT OpOj Ha MOTEIIKO
3aaTeHUTE MYCKYJNM, HO He moMaiky onx 70% ox HpocekoT Ha HOpMajHaTa BPEAHOCT.
Herekuujatra Ha OJOK BO CIPOBOIJIMBOCTa MOXE Ja Cyrepupa 3a IOCTOCHE Ha Jpyra
NpUYKHA, KaKo IITO € MyATH(OKaTHaTa MOTOPHA HEBPOIIATHja.

KTM wmun MP Ha MO30KOT MM Ha BpaTHaTa MeIyja CIOMHAJIHC Ce NpernopadyBaaT 3a JAa ce

UCKITy4aT IpyruTe 3a00iTyBara Ha LEHTPAJTHUOT HEPBEH CHCTEM, LIEPBHKAIHATA CIOHIMIO3HA

MHEJIOTIaTHja | HeoIuta3Mara.

ITPOTI'HO3A

[IpermocTaBeHO BpeMe HA MPEIKUBYBAHE:

o (CpemHOTO BpeMe Ha MPEKHUBYBAKE € OKOMY 3.5 TOJMHH O MOYETOKOT HA CUMIITOMHUTE, HO BO
10% mpexxuByBameTo MOXke fa ouae Hax 10 roauHu.

e Axo Oomecta 3amoyHe BO IOBHCOKAaTa BO3pacT co OynbapHa W/HMIM CO pecnupaTopHa
Iuc(YHKIMja YIITE BO HAjpaHUOT CTAANYM Ha 3a00JyBamkeTO, TOA YIIaTyBa Ha JIOII HCXO/I.

e OcnHoBHa mpuymHa 3a cMpT Ha OomHMOT ¢ AJIC, HO BO TOBEKe ciaydad HEMOCpeaHaTa
IpUYHHA® € THEBMOHHjaTa .

TPETMAH

Tepanujata € cuMOTOMAaTCKA.

Riluzole (50mgx2) mokaxka TMpPOJOKYBake Ha TMPEKUBYBAKETO WM OJUIOKYBamke Ha
MexXaHWYKaTa BEHTHIIANN]ja, HO caMo 3a 3 Meceru (cpeaHa BpenHoct) (HHA-B). Toj He Bimjaec Ha
KIMHUYKATE cuMNTOMH. [lapagokcaiaHo, TeKOT MoKe J1a MpeAu3BUKa MYCKyJHa claboCT, HO Taa
Ke ce cBe/ie Ha MOCTOCUKHOT CTEINEeH Ha CIa00CT OTKAKO MEIUKAaMEHTOT ke Ouae uckimydeH. OBoj
HecakaH edekT e penok. Mcro Taka, MOXe Ia ce jaBu U ragemwe. daTaaHute HecakaHU edexTu
WIN CUTHU(UKAHTHUTE MHTEPAKLUK 3acera He ce onumanu. IlorpeOHa e KOHTpoja Ha KpBHATa
CllMKa M Ha CEPyMCKHTE aMUHOTpaHC(epasd Tpel W BO TEKOT Ha Tepamdjara co JIEKOT.
JlexyBameTto Tpeba na ce npekuHe, ako AST e 3roneMeHa 5 maTu moBeke off ropHaTa pedepeHTHa
BpeaHOCT. TpeTMaHOT € oApe/IeH o1 CIIEITHjaIiCT 3a ,,00JIeCTH Ha MOTOPHHOT HEBPOH".

AcreHnja

Odus3ukanHa Tepanuja 3a OJpXKyBamke Ha MYCKyJlHaTa (QyHKnuja. BexOute mopa ma Oumpar
MIPWIIATOJICHA CIIOpe]] cocToj0aTa Ha MaIMeHTOT. MycKyJllaTypaTa HE MOXKE Ja C€ 3ajaKHE CO
TpeHupame. KoHTpakTypuTe ce mpeBeHupaar.

BrnyuyBameTo TepamneBT 3a OKyMamucka Tepanuja O Tpebasio Jja MOMOTHE BO CTEKHYBaHETO
MOJ/IPILKA.

KpaMHI/I H CHIACTUIUTET

Quinine chloride +meprobamat; quinine chloridetdiasepam; phenytoin wiu carbamazepine ce
MEJINKaMEHTH KOU MOJKe J1a OUIaT O MOMOIII.
TpeTMaH Ha CIIACTHIIUTETOT.

Boiyc, cexyHaapHO MHOKapHO MOIYIITAbE.
Acmipaiyicka 1 XMIIOBEHTHIIAMCKa THEBMOHH]a.



CanuBanmja u MpoayKIHja HA CEKpPeT

Scopolamine patches (ckonmonamuHcKa JeneHKa) BO CynmMangu0yIapHHOT aroJl.
Amitryptiline 25-50mg x 2-3 nep oc (Jiex Ha u300p).

Benzhexol (trihexylphenidyl) nannujanno 2mg x 1, motoa 1o 2mg x 3-4.

AJIC nanueHTHTe peTKO UMaaT KOPUCT O aHTUTYCHIIH.

[MocTypanen TpeTMaH U ApeHaxka.

Glycopirrolate 0.1-0.2mg cynkyTaHo, ako JpyTrUTe TPETMaHH C€ HEYCIIEIIHH.
[TopTabun cipaBa 3a aciupariija BO JOMAIIHU YCIIOBH (CO MPETXOAHU HHCTPYKIIMN).

I'oBopHu Teroomu

Pano ynatyBame Kkaj Joromes (3a 3a4yByBambe Ha TOJITAHETO M HA KOMYyHHKALUjaTa).
HenanejHo HEBONHO miaueme UM CMeEeHEe KOM HacTaHyBaaT 3apaid TCeBIOOYIOapHH MapesH.
Imipramine-ckuTe AepUBaTH MOXKAT Ja OMIAT O KOPHCT.

Mucharuja

[MomyuBpcra xpaHa.

WHcTpykuny, 1aieHH O JIOTOTIET.

XpaHemwe co Ha30racTpu4Ha COH/Ia CaMo TIOBPEMEHO.

IlepkyTtana eamockoricka ractpoctoMa (PEG) (vua-C).

Jlumara xou ce rpmxkar 3a 6oHUTE Tpeba Aa ro 3HaaT Heimlich-maneBapot (durypa 1).

IIpeuku BO BeHTHJIANMjaTa

CpencTsa 3a MOJUTHYBAKkE HA KPEBETOT.

Hazaynnu kaHWIM 32 OKCUTCHCKA Teparwja.

Hazanen BiPaP (Bilevel Positive Airway Pressure) (HHn-B) unm npyru cpenctsa (3a qoManiHa
yroTpe0a).

AcucTupaHara BEeHTHJIAIMja CO TPAXEOCTOMA Ce MpernopavyBa caMo 1o JJo0para KOHCYITalulja co
(damunmjara, Kako ¥ CO TUMOT 3a peclHpaTopHa Tprka U co HeBpojosute. OIUTyKUTe, TOHECEHU
BO 3a¢/IHUYKH JIOTOBOP CO OOJTHHOT OKOJIy €BEeHTyaJIHATa yroTrpeda Ha pecruparop, ce BHECyBaaT
BO MeEJMIMHCKATa JOKyMEHTallMja, a THMOT 3a YypPreHTHa HWHTEpBEHIMja Tpeba 1a Oume
nHpopMupaH 3a HUB. [loATOTBEH/HANINIIIAH TECTAMEHT OM OWMJIO MPUKIIATHO.

Bo Tepmunannata aza na ce BHecaT MajiMjaTUBHUTE METOJIU BO 3TPIKYBAHETO Ha OOJTHHOT.

ITIOBP3AHU U3BOPU

KOXpaHOBI/I nperJjiean

Recombinant human insulin, cmraro kako u Growth factor I, MmoxaT na ja ycopat mporpecujarta
Ha AJIC/ ,,00mecTa Ha MOTOPHUOT HEBPOH", HO MH(OpMaIHjaTa € MHOTY OrpaHHueHa U
KIIMHUYKOTO 3Ha4YeHe 011 eekToT ¢ Hen3BeceH (HHA-C).

Huty branch-chained amino xucenunute, kako Hu L-threonine Hemaar 1ejCTBO BO JIEKYBamETO
Ha AJIC (aaa-B).

3a peayknyja Ha CIIACTUIIUTETOT HA EKCTPEMHUTETHTE W TOP30TO CE IMperopadyBaaT BexOW co
yMepeH UHTEH3UTET, CIIEITHjaTHO IMOATOTBEHN U MPUIIATOJICHH 3a OOJHUOT KOj CTpama of ,,007IecT
Ha MOTOpHHUOT HeBpoH"* (HHA-C).

HenoBonuu ce uHOpMmanuuTe 3a edUKacHOCTA OJ OIJCIHU AHTUOKCHJAHCH WM, IaK, Ha
AHTHOKCUIAHCUTE BOOMINTO BO TpeTMaHOT Ha 6oauTe co AJIC (HHA-D).



BexOute 3a 3ajakHyBame Ha MYCKYyJIHAaTa CHara Moxe J1a ja moaoOpar (GyHKOmjaTta Kaj O0THHUTE
co AJIC (aun-C).

OnroBopoT o1 TPETMaHOT Kaj OoHUTE co PpaMmrjapHa u criopanuina ¢popma Ha AJIC, ce ymHw,
JieKa He € pa3InieH, HO HHpOpMaIMUTEe ce HHCY GULIMeHTHH (HHI-D).

[TojaBata Ha KpeaTHMHOT HE T'0 MOA00pYBa MPEKUBYBAKHETO, HUTY ja 3abaByBa Mporpecujata Ha
AJIC (uan-B).

I/IHTepHeT HU3BOPHU
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Cauxka 1. MyckyiHa atpoduja Ha makara Ha 0osieH o AJIC

© Hannu Laaksovirta

Hucrannara MmyckynHa aTpoduja € THIIMYCH 3HaK Kaj 6ojeH co Hampennara AJIC.

®urypa 1. Heimlich maneBap

Ondgarere ro HaKMeHToT (KOj CTOM MPE]T Bac) CO BALIUTE JBE palle, Taka IITO THE CE MOCTABEHU BO
TOTOPHUOT JIeJ 0] a0JIOMEHOT, BeTHAII HaJ manokoT. CHIIHO MPUTHCHETE BO MPABEIl KOH rope u
BHATpE, TaKa Ke ce 3roJIeMH HHTPaadJOMUHATHUOT IPUTUCOK, AnujadparMara Ke ce IOMECTH U Ke TO
UCTypKa BO3yXOT 0] OenuTe ApoOOBH.



