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CNMAUCOK HA KPATEHKHU

CMA CMMHaNHa MYCKY/Ha aTpoduja

SMNL1 ren survival motor neuron 1 reH

SMN survival motor neuron

MRNA messenger ribonucleic acid

npea-mRNA npe-messenger ribonucleic acid

EMG enektpommorpadmja

ENG enekTpoeHuedanorpaduja

CPK KpeaTUHMH pocdoKMHa3za

MLPA MYANTUNAEKCHa nratypa

NGS CEKBEHLUMOHUPAHe Ha HOBA reHepaumja

FDA Food and Drug Administration

EMA European Medicines Agency

MAJTME/, AreHuumja 3a IEKOBU U MeAMLMHCKKN cpeacTBa Ha Penybavka CeBepHa
MakegoHuja

CHOP INTEND Children’s Hospital of Philadelphia Infant Test of Neuromuscular
Disorders

HINE-2 Hammersmith Infant Neurological Examination Section 2

BSID-III Bayley Scales of Infant and Toddler Development

RULM Revised Upper Limb Module

HFMSE Hammersmith Functional Motor Scale Expanded

MFM Motor Function Measure

6MWT 6-minute walk test

NIV HeWHBa3nBHa BEHTU/IaUMja

CPAP Continuous positive airway pressure
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FvVC dopcmpaH BUTaNEH KanauuTeT

Sa0; apTepuCKa KMCNopoaHa caTypaumja

pa0; napumjaneH NPUTUCOK Ha KUCAOPOL, BO apTEPUCKA KPB

paCoO; napumjaneH NPMTUCOK Ha jarnepoaeH ANOKCUA BO apTepPUCKa KpB
CO, jarnepoaeH gmMoKkcuma,

i.v. MHTPaBEHCKO

NG-coHpaa Ha30racTpuyHa coHaa

G-coHAa racTpoCTOMHa COHAA

REM Rapid Eye Movement

NREM Non-Rapid Eye Movement
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Bo Penybnunka CeBepHa MakeaoHMja, NPOLECOT Ha OTKPUBAHLE, AMjarHOCTUKA, TPETMaH,
pexabunutaumja n cnegerbe Ha NaUMEHTUTE CO CMUHAMHA MYCKyHA aTpoduja (CMA) ce oasmea
BO NnoBeKe 34paBCcTBEHU ycTaHoBWU. [MauneHTnTe co CMA, BO 3aBMCHOCT 0/ HMBHaTa BO3pacT, ce
NeKyBaaT Ha J3Y YHuBep3uTeTCKa KAWHMKA 3a AeTcku 6onectn, Ckonje Kako M Ha J3Y
YHUBEp3MTETCKA KAMHMKA 32 HeBposormja, CKkonje, KaKo HauMOHANHU pedepeHTHN LeHTpH 3a
CNWUHANHA MYCKy/AHa aTpoduja BO HawaTa pgpkasa. Cenak, meHaymeHToT Ha CMA e
MYATUANCUUNAMHAPEH BO KOj C€ BKAYYEHWU U APYrY 34paBCTBEHM PabOTHULM M YCTAHOBM KaKo
J3Y YHuBep3uTeTcKata KAMHUKA 33 dM3MKaiHA MeauunHa n pexabunutaunja, Ckonje Kako u
KnunHukata 3a optonegmja npu J3Y YHuBep3uTeTcKa KanHWKa 3a TOAPYLUWJI, CKonje Kowm
3HayajHO nNpuaoHecyBaaT BO PpU3MKa/HATA Tepanuja, pexabuantaumja n esanyaumjata Kako u

XUPYPLWKNOT TPETMAH Ha KOMN/ZIMKaunnte Kaj nayneHTuTe.

3ABENIELUKA:

CuTe 34paBcTBEHM PabOTHULM BKAYYEHW BO AMjarHOCTMKa, pexabwunvtaumja, nekysarbe,
HYTPULMjA M aKyTHA rpuka Ha naumeHtute co CMA Tpeba ga rv umnaemeHTUpaaT u cnegat
nocnegHuTe objaBeHM NpenopaKku:

e Diagnosis and management of spinal muscular atrophy: Part 1: Recommendations for
diagnosis, rehabilitation, orthopedic and nutritional care (Mercuri E et al.
Neuromuscul Disord. 2018;28:103-11) [0CTanHo Ha:
https://pubmed.ncbi.nlm.nih.gov/29290580/

e Diagnosis and management of spinal muscular atrophy: Part 2: Pulmonary and acute
care; medications, supplements and immunizations; other organ systems; and ethics
(Finkel R et al. Neuromuscul Disord. 2018;28:116—-125), poctanHO Ha:
https://pubmed.ncbi.nlm.nih.gov/29305137/.
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1. CNMMHANHA MYCKYJTHA ATPOPUIA

CnuHanHa myckynHa atpoduja (CMA) npeTctaByBa PeTKO, BPOAEHO, TFEHETCKO,
HeBpoAereHepaTMBHO 3ab0NyBatbe, KOe Ce KapaKTepmusmnpa Co gereHepaumja Ha nepudepHute
anda-MOTOHEBPOHM BO NpeaHWUTEe POroBM Ha 'POETHMOT MO30K M MOTOPHUTE jagpa Ha
KpaHWjanHUTe HePBMU, WTO A0BeAyBa A0 NPOrpecMBHa MycKyaHa cnaboct n atpoduja.

CMA e HajuyecTaTa reHeTCKa MNpuUYMHA 3a OEHeYKa CMpT, CO MHumMaeHua oa 1 Ha 6.000 go

10.000 xmnBopoaeHu.

2. NATOTEHE3A HA CMMUHANTHA MYCKYJIHA ATPODUIA

CMA e nocneguua Ha MmyTaumja n/unn aeneumja Bo SMNI reHOT KOj ro Koaupa
NPOTEMHOT 3a NPEeKUBYBabe Ha MOTOPHMOT HEBPOH 1 (aHr. survival motor neuron 1, SMIN1), Koj
ce Haora Bo 5q11.2-q13.3. MpubankHo 96% o4 NaUMEeHTUTE MMaaT Aeneuuja Ha ersoHmuTe 7 n 8
of, reHoT SMN1, a BO peTKu caydam camo Ha er3oHoT 7. Kaj 3-4% op, cnyyanTe npoHajaeHa e
Apyra myTtaumja BO KombuHaumja co TunuyHata geneumja. CMA ce HacnegyBa aBTOCOMHO
peuecuBHO, aAgeTe Konuu Ha SMN1 reHoT Tpeba Aa MMaaT MmyTauuu/aeneumm 3a ga ce M3pasu
deHoTUNOT Ha 6bonecta. Jlokycot SMN Ha 5-0T xpomo3om, UCTO TaKa, cogp*Kn SMN2 reH Koj
CTPYKTYpPHO e 6ancky Ao SMNI1 reHot. SMN2 reHoOT e HenpomeHeT Kaj nauneHtute co CMA,
6pojoT Ha KonuKu ce ABUXM o4 1 0o 6 M MOXKe Aa ja oapean cepnosHocTa Ha bonecta. SMN1
reHoT ja Koaupa rnaBHaTta KoamdmHa Ha SMIN NnpoTenHOT Co uenocHa AoNXKUHaA, goaeka 90% opa
SMIN2 mRNA He BK/y4yBa €r3oH 7, CO WUTO Ce CUHTETU3IMPA HedyHKUMOHaNeH SMN npoTenH Koj
6p3o ce perpagupa. SMN npoTeMHOT MMa ocobeHO BaXKHa y/aora BO HOPMAJHOTO
dYHKUMOHMpPake Ha anda-MoToHeBpoHUTe. HamaneHn HMBoa Ha SMN npoTeunH ce 3abenexkanu
BO 'p6eTHMOT MO30K, BO nepudepHUTE KNETKU, BKAYUYYBAjKU TN CKENETHUTE MYCKYNU, KPBHUTE

KNneTkn n ¢mnbpobnactute kaj naumeHtute co CMA Bo cnopeaba co HMBOATa Kaj 34paBuTe ua.
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3. K/IMHUYKU KAPAKTEPUCTUKU HA CNMUHANTHA MYCKYJIHA
ATPODUIA

[NaBHMTE CUMNTOMM Ha BoNecTa ce MyCKy/iHa XMMOTOHKja, NPOrPecuBHa NPOKCUMaHa
MYCKy/IHa €nabocCT, nouspaseHa BO [LO/IHUTE EKCTPEMUTETH, HamaseHa MYCKy/Ha Maca
(ckeneTHa MmyckynHa aTtpodwuja), rybUTOK Ha MOCTUrHaTaTa MOTOPHA OYHKUMja M Kaj
noHanpeaHaTta ¢asa Ha bonecta 6ynbapHa cnaboct. MefypebpeHuUTe pecnMpaTopHU MYCKYan
ce cfabu co penaTMBHO MowTeayBake Ha Anjadparmara, WTO Pe3yaTMpa CO rpPafeH Kow BO
dopma Ha ,,SBOHYE” 1 NapafoKcanHo guuere. Bo popmara Koja ce nojaByBa Ha NOYETOKOT Ha
[EeTCTBOTO, MOCTOM MYCKY/IHA XMMOTOHMja M €nabocT coO MOMasKy M3paseHa OynbapHa wu
pecnupaTtopHa 3adaTeHocT. MycKynHata aTpoduja BOAM A0 KOMMAMKALMW NOBP3aHU CO
60/1eCcTa KOM MOKAT [@ BAMjaaT BP3 NPEXMBYBAHETO: HA MNP. UCKPUBYBakE Ha ‘pPHETHNOT cToN1O
(ckonunosa), NoBTOPYBaYKM €NM30AM Ha MHEBMOHM]A, TELLKOTUM CO CNUEHE N UCXPaHa, noTpeba
OJ, PecnuMpaTopHa, HyTPMTUBHA, OpPTOMeACKa M nogapwka npu ogerse. CUMNTOMUTE UCTO TaKa
BK/y4yBaaT BaCcKy/NapHU AedeKTu, cpuesm aputMmm U metabonHn abHopmanHoctn. Cute osue
CMMNTOMM BOAAT KOH r'yBUTOK Ha KBa/IMTETOT Ha KMBOT Ha naumneHTute co CMA.

CMA ce Kl'IaCMd)VILI,Mpa BO cnegHuUTe TUNOBU, BP3 OCHOBA Ha BO3paCta U HaA MAKCMMaAJIHO

NOCTUTHATU MOTOPHU NpecBpTHUUM, Tabena 1.

FoawHa Ha Mocturnara moTopHa dynkumja Tunu4Ho
TexuHa WJELERE] TUNUYHU CUMATOMM SMN2 6poj gRuBoTR
Moxar aa Moxar aa Moxar ga 5 BeK
cUMNTOMM cepar cTojat opar Ha Konuu
023 Tewka npexaranHo » Telwka XMnNoToHWja 1 <6 meceun
148 Tewka 0-6 meceuu + PecnuparopHo 3arajysare 2 <2 roauHu
48 + PecnupaTopHu komnnvkauum
2 cpedHa <18 meceuu + Bp3aH 3a uHBanuacka Konuyka 3 >2 ropuMHy
345 NecHa >18 meceuu norrnomorHaro | + MyckynHa cnaboct 34 HopmaneH
« MHory cnopa nporpecuja Ha
39 > >
4 NecHa 5 roguHun MycKkynHaTa cna6oct 4 HopmaneHn

*BpojoT Ha SMIN2 Konuu Bapupa o4 1 Ao 6 Kaj naumeHtTuTe co CMA, co obpaTHa Bpcka 3abenexkaHa nomery TMNOT

Ha CMA un 6pojoT Ha SMIN2 Konuu

Tabena 1. Knacugukayuja Ha cnuHanHa MycKkyaHa ampoduja
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4. ANJATHO3A HA CMMUHANTHA MYCKY/JIHA ATPODUIA

OunjarHo3aTta Ha CMA ce nocTaByBa BpP3 OCHOBA Ha:
®  K/IMHWYKM KapaKTepPUCTUKU:
O  XWNOTOHMU]ja,
O onwTa CUMMETPUYHA MYCKyAHA cnabocT nomspaseHa MPOKCMMANHO HACMpPOTH
OWCTaNHO CO 3apXKaHa ceH3aumja,
O TeTuBHUTE pedneKcH ce OTCYTHU AN HAMANIEHU.
e (CnabocTa BO HO3eTe e NomnspaseHa HacnpoTm cnabocTa Bo paueTe
e Cryauja 3a EMG, co nogatoum 3a noBpega Ha NpeaHmoT por
® HwusoTto Ha CPK ce aBu*Kn og HOpMasiHO A0 MAKy 3roNeMeHo
e KoHeyHaTa AmjarHosa ce MoctaByBa CO MOJNEKY/ApPHO-TEHETCKO TecTuparbe (Cauka 1).
3naTeH cTaHAapA BO reHeTcKaTa Bepudmrkauuja e kBaHTuduKaumnjata Ha SMIN1 n SMIN2
3aBUCHa oA MyAaTUnaekcHa auratypa (MLPA) unm KBaHTUTAaTMBHA BEPUMKHA peaKkLuMja Ha

NoaMMepasa UM CO CEKBEHLMOHUPatbe Ha HoBa reHepaumja (NGS), (Cauka 1).

Bo noseKkeTo ciyyaun, 6pojoT Ha Konum Ha SMIN2 reHOT ja oapenyBa cepMo3HoCTa Ha bonecra,
MakKo nocTojat u uckaydouu. NauymeHtnte co CMA TMn 1 06M4HO MmaaT 2 Konum Ha SMIN2 reHoT,
3 Konuu Kaj oHme co CMA tnn 2, 4 konuun Kaj CMA tmn 3 n Kaj oHne co CMA tun 4 uma 4-6
Konum Ha SMN2 reHoT.
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MaumeHT co TUNUYHU Unu
HeBooOOMYaeHu
KapakKTepUCTUKN Ha cnvHanHa
MYCKyIHa atpoduja

TecT 3a geneunja Ha
SMN1 reHoTt

Hema xomo3urotHa
neneuuja Ha SMN1

OppenyBake

OdemuennHuanpayka
WUIN akcoHanHa
HeBponaTtuja
Bonectn Ha HMC
Mwonatunja
MyckynHa
auctpodumja

MoBTOpPYBaH-€ Ha MpokcumanHa- )
KIMUHUYKATE aucrtanHa cnabocr, Bpoj Ha konuu Ha
ucnutyBara, EMG HopmaneH CK, SMN1 reH
NCS/RNS M CK ‘ HeBporeH EMG

[lBe konum Ha EnHa konuvja
HeBoo6uyaeHu SMN1 Ha SMN1
KapaKTEPUCTUKM Ha
CMA, HOo co HeBporeH
EMG, HopmaneH CK

Buoncuja Ha myckyn unm
HepB, cneLnguyHN reHeTCKU
UCNUTYBaka 3a MMoNaTum,
MYCKYMHWU AUCTPOUM Nnm
HacneaHu HeBponaTum

Hema MyTau,Mja CeKBeHU,I/IOHVIpaH:e

v 3 3a To4KeckKa
Ha M myTaumja Ha SMN1

[pyrv HapyllyBaHa Ha .

MOTOPHUOT HEBPOH: OvjarHosara Ha
pasrneaajte rm SMARD, X- CMA nospsaHa co
CMA, ancranHa CMA, SMN ocrtaHyBa

jyBenunHa AJ1C HEenoTBpAeHa

[NoTBpAeHa

Cnuka 1. An2zopumam 3a OujazHOCMUKA Ha CAUHAAHA MYCKYAHA ampoguja
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5. PAPMAKOJIOWKN TPETMAH HA CMNMUHANTHA MYCKYJ/IHA
ATPODUIA

EneH og HaumMHuTe 3a dapmaKonowKo nekyBarbe Ha CMA e npeKky 3ronemyBarbe Ha
npou3BoACTBOTO Ha ¢yHKUMoHaneH SMN npoTenH Bo Tenoto. OBOj HauMH Ha JieKyBakbe CO
aHTUCEHC onUroHykneotns (nusinersen mam risdiplam) yecrto ce Hapekysa u ,SMN-6a3unpaH”
npuctan 6uaejkmn e HacoyeH KoH SMN2 reHoT. MocTojaTt 1 ApyrK NpucTanu 3a TpetmaH Ha CMA
KOW Ce HACOYEeHWU KOH AMpPEKTHA 3aMeHa MAKM nonpasBka Ha myTupaHmoT SMIN1 reH Kako wTo e
reHckaTta Tepanuja co onasemnogene aboparvovec. OBoj TpeTmaH e ogobpeH Bo maj 2019
rognHa of cTpaHa Ha AgMWHMCTpauMjaTa 3a XpaHa M nekosu Ha CA (aHr. Food and Drug
Administration, FDA) n Bo maj 2020 roguHa oa EBponckaTta areHumja 3a nekosu (aHr. European

Medicines Agency, EMA). locera, 0BOj €K He e PerncTpmpaH Bo HallaTa Ap»KaBsa.

Mopony ce MpuKa)kaHW camo oaobpeHUTe NeKoBWM BO HallaTa AprKaBa. 3a /MCTa Ha
oaobpeHn nekosu 3a TpetmaH Ha CMA Bo Penybnvka CesepHa MakegoHuja, npuctaneTe Ha:

https://lekovi.zdravstvo.gov.mk/.

5.1. NUSINERSEN

Nusinersen (SPINRAZA®Y, Tproscka mapka Ha Biogen) e moguduumpaH aHTMCEHC
O/IMFOHYKNEOTUA, KOj € HACOYeH KOH crneumduyHa CekBeHLa BO PAaMKUTE HA MHTPOHOT 7 Ha
SMN2 npea-mRNA 3a ga npomoBMpa BKAy4YyBak€ Ha €rsoH 7 U CO Toa Aa CUMHTETU3Upa
norosiema KonmumHa og ¢yHkumoHaneH SMN npotenH. OBa e NPBUOT /ieK, 04006peH 3a TpeTMaH
Ha cute ¢opmm Ha 59 CMA. Bo pekemspu 2016 roavHa e ofnobpeH o4 CTpaHa Ha
AaMUHUCTPaUMjaTa 3a XpaHa v nekosu Ha CA/L (aHr. Food and Drug Administration, FDA), maj
2017 roamHa op, EBponcKkaTa areHuuja 3a nekosu (aHr. European Medicines Agency, EMA) a
centemBpu 2021 roguHa e omobpeH opf cTpaHa Ha AreHuujaTa 3a JN€KOBUM U MeAULMHCKK
cpeactea (MAJIMEL) Ha Penybnuka CeBepHa MakenoHuja). Bo Penybamka CesepHa
MakepoHuja, nusinersen e MHAUUMPAH 33 NIeKyBakbe Ha CNMHANHaA MYCKy/Ha atpodwuja

npeausBMKaHa 04 MyTalMja Ha XPOMO30MOT 5q.

10


https://lekovi.zdravstvo.gov.mk/

HALUWMOHANEH KOHCEH3YC 3A IMJATHO3A, TPETMAH U CNEAEHE HA CMTUHATHA MYCKY/IHA ATPODUIA

Nusinersen ce NpuMMeHyBa WMHTPATEKANHO MO MaT Ha NAymbanHa nyHKumja. MNpenopayvyaHoTo
Ao3unpame e 12 mg/5 ml no npumeHa. J/lekyBareTo 3anoyHyBa Co YeTupu yaapHu aosu (loading
dose) Ha 0, 14, 28 n 63 peH. NMocne Toa NoTpebHO e Aa ce NPUMeEHYBaaT 4031 Ha OAPKYBatbe,
eaHal Ha 4 meceum, (36upeH nU3BeLwTaj 3a 0CObMHUTE Ha NeKoT Spinraza.)

Hajuectn HecakaHu peakuum ce rnaBobosika, nospakarbe, H60nKa BO rpboT, MHOEKUMM Ha
FTOPHUOT W [ONHMOT PEeCcnUpaTopeH TPAKT, KOHCcTUNauuja, 6GenogpobHa aTenekrasa,

NpPOTEUHYpPUja UTH.

Kputepuymu 3a 3anoyHyBake Ha TPETMAH €O nusinersen

1. MauueHTOT TPeba Aa rM UCNONIHU CNeaHUBE KpUTEPUYMU/YCNOBU:

e [eHeTCKM fgoKarxkaHa 5q CMA, 3apagu myTtaunm o SMN1 reHoT,
e [TauMeHTN KON MMAAT NPUMEHETU CTaHA4apAM 3a Hera Ha CMA,

e [lononHUTENHO ce NoTpebHU nHansmnayanHun popmm Ha CMA:

Kaj nauymentn co CMA tmn 1
e MaumeHT co/6e3 cumntomm 3a CMA Ha Bo3pacT og, 1 Hegena.
e [TaumMeHT co Hajmasiky 2 Konum Ha SMN2 reHoT.
e MauneHToT Tpeba ma mma Sa0; >95% 6e3 notpeba o4 KOHTUHYMPAHO MOMOTFHATO
avwerse (BKnydyBajkm n CPAP - nocTojaH No3nTUBEH MPUTUCOK BO AULLHUTE MaTULLITA)

WU AONOJIHUTENIEH KNCNOPO4,
Kaj naumeHtn co CMA TMn 2 1 Tun 3
e [TauMeHT co HajmasnKky 2 Konum Ha SMIN2 reHor.
e [laUMeHTOT He e 3aBMCEeH O, aCUCTUPaHa BEHTUAAUMja naun kucaopog - SaO2 >96%

2. BO MOMEHTOT, Ha NALMEHTOT He My e NoTpebHa KOHTUHYMpPaHa UHBA3MBHA BEHTUALM]a.

Nusinersen He Tpeba aa ce KOpUcTn BO KOMBMHaLUMja co gpyru IeKoBU 3a TpeTmaH Ha CMA
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(Ha np. risdiplam nau onasemnogene abeparvovec), 6uaejku Bo MOMEHTOB HeMa A,0Ka3M 3a

noao6ap epeKT co KOMbMHUPaHe HAa HEKO/IKY TPEeTMaHMU.

Kputepuymm 3a npeKuH Ha TPETMaHOT €O husinersen:

® XunepceH3UTMBHOCT Ha aKTUBHATA CyNcTaHUMja MW Ha HEKoj o4, ekcumnueHcute; NN

® lcTopunja Ha 3abonyBarbe Ha LEHTPANHUOT AN NePUPEPHUOT HEPBEH CUCTEM, LITO MOXKeE
03 ja OTeXHe MHTPATeKaNHaTa agaMUHUCTpaymja; Nin

e TellKa CKO/IMO3a LITO MOXe Aa ro Chpeyn UMHTPATEKANHOTO agMMUHUCTPapakbe Ha J1eKOoT;
nnn

® Wctopwuja Ha umnaaHTUpaH waHT; NN

® Y4yeCTBO BO KAMHUYKA cTyanja 3a CMA; UJTN

e HapywyBarbe BO 3rpyTyyBarbeTO HA KPBTa, WTO Ke ja HanpaBu aAMUHUCTPaLMjaTa Ha NeKkoT
onacHa 3a nauuenToT; U1

e [loTpeba o4 KOHTMHYMpPaAHa MHBa3MBHA BeHTUNaUuja; NN

® Hema foOKaxaHO yHanpeayBakbe UM OAPXKYBakbe HA MOTOpHATa GyHKUMja (NpoueHeTo co
TECTOBM 32 MEpPEHE HA MOTOPHaTa QyHKUMja COOABETHO Ha BO3paAcTa) NO 3aM0YHyBake Ha

TPETMaHOT Kaj naumMeHT BO MOMEHTOT Ha 3aNOYHYyBaHb€ Ha TPETMAHOT.

OanykaTta ga ce nNpeKkuHe TpPeTmaHOT Tpeba Aa ce 3acHOBa Ha ABe NPOLEHKU NoAeNeHn BO

UHTEpBANn He NoA0NT 04, 12-Hepenm, ceKoja HanpaBeHa BO POK OA4 WecCT Hegenu.

Kputepuymum 3a eBanyaumja Ha epeKToT 04 TPETMAHOT U NPOAO/IIKYBatbe Ha TPETMaHOT:
EBanyaumjata Ha edeKTOT o4 TPETMAHOT CO nusinersen M NPOAOXKYBatbe Ha TPETMAHOT ce
n3geaysa 3 meceum nocse wecrata U npeg cegmarta 4033, a NOTOA Ha cekon 12 meceum, ako
NPOAOIKM TPETMAHOT.

1. Kaj nauueHToT He cMee Aa ce B/IOWWN HUTY eAleH o4, CeAHUTE NapameTpu:
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Kaj naumeHTtn co CMA t1n 1 eBanyaunjata Ha mMoTopHUTE GYHKLMM Ce M3BeAyBa CNOPes HeKoja
04, CNefiHUTE CKanu:
e CHOP INTEND (Children’s Hospital of Philadelphia Infant Test of Neuromuscular Disorders)

e HINE-2 (Hammersmith Infant Neurological Examination Section 2)

Kaj nauneHTt co CMA t1n 2 eBasyaumjata Ha MOTOpHUTE QYHKLMK Cce U3BeAyBa Cnopes HeKoja

04, CNefHUTe CKanu:

e BKyneH cKop og MoTopHata ckana Ha HFMSE (Hammersmith Functional Motor Scale
Expanded)

e RULM (Revised Upper Limb Module)

e BkyneH ckop Ha MFM (Motor Function Measure)

Kaj naunenTtn co CMA t1Mn 3 eBanyaumjata Ha MOTOpHUTE GYHKLUK Ce n3BeayBa cnopes HeKoja
Of, CnegHuUTe CKanu:

e BKyneH ckop Ha moTopHaTa ckana HFMSE (Hammersmith Functional Motor Scale Expanded)
e RULM (Revised Upper Limb Module)

e BkyneH ckop Ha MFM (Motor Function Measure)

® 6-MUHYTEH TecT Ha oaerse (aHr. 6-minute walk test, 6MWT) - 4OKO/IKY € MOX¥HO CaMOCTOjHO

oaere

2. PecnupatopHa ¢yHKUMja, OUEHETa CO CMpOMETPUja, npoueHKa Ha pa0; n paCO; 3a

nepuoa o speme be3 AONMO/NTHUTENHO AO0AadBaHbe€ HAa KUC/10POoA.

NoTpe6bHn ycnosm 3a agMUHUCTPALMja HA IEKOT BO MeAULMHCKA 34PaBCTBEHA YCTaHOBa:
e Coba 3a anniuKauumja,
e [IpOTOKO/IM 32 MHTPATEKaNHa annKaumja,
® bBo/nHMYKa coba 3a cnegere No UHTPaTeKanHaTa agMUHUCTPaLIN]a,
e [lepcoHan co UCKYCTBO BO MHTpATEKaHa MaHUNyAaunja, AMjarHOCTULMPAHLE U Cefere

Ha nauuneHTn co CMA,
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® YC/N0BM M NepcoHan 3a anaMKaumja Ha aHecTesnja, LLOKOKY e NoTpebHo, 1

e YCnoBwu 3a peaHUmaLmja, 4OKOKY e NoTpe6Ho.

CneuuMjannucTM WTO ce HEONXoAHM 3a MNOArOTOBKA Ha MaUMEHTOT, CnpoBeAyBakbe Ha

nocrtankata u caegerbe Ha NaUyUueHToT:

neaujartap,

HeBpOOr,

nyamonor,

Kapawuonor,

aHeCTe3nonor,

dusnoTepanesr,

MeanuUnHCKa cectpa, U

pagunonor, 4OKOJIKY € HEOMNXOAHO.

BpemeTtpaetbe Ha npecToj Bo 60iHMLA — 48 yaca

e [leHOT Npen ananKaumja Ha nusinersen Tpeba aa ce Hanpasu:

(@)

(@)

NpoBepKa Ha KOMMN/ET KPBHA C/IMKa, Koarynauuja, ypea, KpeaTUHMH,
KOHCY/ATalUMja Co aHecTe3noor, ako Tpeba Aa ce gage aHecTesuja,

NNOKANIHO TECTUPatbe Ha XMNEePCEH3UTUBHOCT Ha IOKa/HWM aHeCcTeTULM, AOKO/IKY e
npeABuaeHa N0KanHa aHecTesMnja,

eBanyauuja Ha MoTopHaTta ¢yHKUMja (npea npeaTa anaukauuja, 3 meceuu no

lecTaTa A403a M NocaeAoBaTeHO Ha cekou 12 meceum),

e Ha aeHoT Ha an/iinKaumja Ha nusinersen:

(0]

(0]

HabaBKa Ha 1eKoT o4, 60/IHMYKaTa anTekKa,

NMonoJiHyBakbe Ha NOTPebHUTE AOKYMEHTUN (MeAULIMHCKA UCTOPWja 3a NALMEHTOT,
pacnopej 1 TepMUH 3a Tepanuja co nusinersen),

eBaslyaumja Ha aHTPOMNOMETPUCKM MHANKATOPU - BUCMHA U TeNIeCHa TeXUHA,
NOKOJIKY € NoTpebHo, cnopes, oA/yKa Ha IEKapoT WTO ja iaBa Tepanujata, Moxe
[a ce NPUMEHMU:

O J1I0KanHa aHeCTe3Mja Cco:
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*  JNAOKAWH - Kpema

*  JIMAOKaWH - pacTBop 3a uMHjekTMparbe 20 mg/ml-10 ml (nokanHa
MHOUNTPALMOHA aHecTe3nja Nno ckapudukaumja).

onwTa aHecTe3Mja NO NpeTXxogHa KOHCyATaumja CO aHecTe3nosor,

Ny IMOAIOT U Kapamonor co KeTamuH (Ketamine), mnpasonam (Midazolam)

nnn KanmHokc (Kalinox) (50%/50% komnpumupaH meguumHcky rac - N2O,

Kucnopog, 0,)

(0] A,CLMMHMCTpMpaI-be Ha NeKOT:

0]

MpBa anaunKkauuja (aeH 0): naumeHTOT He Tpeba Aa jage 2 vaca npeg
WHjeKTUpParbeTo M NpPoduMnoT Ha Koarynaumja Tpeba ga buae Bo pamkute
Ha HopmUTe (NpoueHeTn og nekap).
CnegHu ananKaumu: Ha rnagHo, HajManky 1 yac npeg UHjeKTUpareTo.
Bujanata co nusinersen ce Bagu og ¢pvkuaep Hajmanky 30 MUHYTU npea,
anavkaumjara.
Mo noBnekyBakeTO HA nusinersen BO LWNPULOT, @ LOKO/NKYy He ce
anavumpa BeaHall, 1ekoT Tpeba Aa ce YyBa Ha TemHO (40 6 yaca).
MoarotoBKka Ha oOnepaTMBHA KO/MYKA €O noTpebHaTta onpema 3a
NiymbanHa nyHKuuja.

i.v. Wnpuuesn (3a MHTPABEHCKO MHjeKTUparse), (3 napummba) og no 10 ml,

TPUAENHN WNPULEBW.

[Be upHKU urnm 3a nymbanHa nyHkumja (22 G 0,7 x 38 mm og 22 G 0,7 x 90

mm).

CTepunHM Komnpecn X 8 cTepunHM rasm (2 nakyBawa), Opsite,

nocronepatmeHu (6,5 x 5 cm).

Tpu enpyBeTH 3a AnMKBOP 04,2 ml.

CTepuNHKU pakaBULUM, NPECTUNKNU, MACKKU, XUPYPLLIKK YapLliadpu 6e3 oTBopu.

CpeAcTBo 3a Ae3nHbekumja.

0O Bwujanarta He ce npoTpecysa.
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O W3BageHMOT BONYMEH Ha IMKBOP NpeKy NymbanHa NyHKUMja e MAEHTUYEH
CO KOJZIMYMHATA Ha NEKOT nusinersen BO e4Ha BWjana 3a eaHa nocTanka (5
ml). M3BageHMOT BONYMEH Ha /NMKBOP Ce pachnopeayBa BO TpuTe
enpyseTn, Kon Tpeba BegHalWw [a ce 03HAYAT M Aa Ce CKAagmpaat Ha
Temnepatypa og -80°C.
O JleKkoT nusinersen Tpeba Aa ce AaBa 6aBHO, BO TEK Ha 2-3 MUHYTU.
O EpeH w4ac no npouedypaTa, nauuMeHToT Tpeba pa 6OGuge BO
aHTMAEeKybuTanHa nonoxKba (Aa nexun Ha cTpaHa).
0 O6es3benyBarbe onpema 3a Kapauo-pPeCcnUPaTOPEH MOHUTOPUHT (LOKO/KY
e noTpebHo).
e Cneperbe Ha NAUMEHTOT No NocTankaTa
O [posepete ja coctojbata Ha: yac O / wvyac 1 / wvac 2
(T°/anwerse/nync/caTypaumja) npu npsata MnocTanka, a BO CAeAHUTE,
camo Bo 1-oT yac.
[l103BO/IEHO € jagere No NPBMOT Yac, AOKO/IKY NAaUNeEHTOT e gobpo.
Cneperbe Ha CMHAPOM MO MYHKUM]a.
Cneperbe Ha MECTOTO Ha MHjEKTUPAHE 33 JIOKAZIHM peakLum.

OnwTa coctojba: TemnepaTtypa, NnoBpakatbe

O O O O o

JlekapoT Ke ro ucnuwe nauueHToT og 60/HMLUA OTKAKO Ke ja NMpOoueHM
Herosata coctojba. auueHTOT MoXKe Ja ja HanylwTWM KAMHWKaTa Mo
anjnKaunjata, He NopaHo o 2 4Yaca npu npeaTa npoueaypa uam 1 yac
npu cnegHuTe npoueaypu, LOKOAKY jagen, NnMen TeYHOCTU U Cce YyBCTBYBA
no6po.

0 [loaroToBKa Ha MeAMUMHCKATA SOKYMEHTaUMja Ha NauMeHTOT

O Bpakatbe Ha npasHaTa BMja/sla U HEj3MHOTO NaKyBakbe BO OONHMYKATA

anteka. Taa He ce ¢pna.

V 0BOj nek noasiexkm Ha AOMNOJHUTENEH MOHUTOPUHE KOj Ke npuaoHece 3a 6p3a ngeHTMdMKaumja Ha HoBM MHGOPMaL MM 3a
6e36e4HOCTA Ha 1IeKOT. 34paBCTBEHUTE PAaBOTHULM Ce 3aMOoyBaaT A4a MM NPMjaByBaaT CUTE COMHUTENHU HECAKaHU pPeaKkLmu.
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5.2. RISDIPLAM

Risdiplam (EVRYSDI’Y, Tproscka mapka Ha Roche) e nek koj ce npuma opanHo. Toj e
moaunduKaTop 3a Bp3yBarbe Ha SMN2 npe-mRNA, 1 Toa 3a ABe cneundUYHN MecTa Ha UHTPOH 7
M Ha ersoH 7. Toa oBO3MOKyBa Nogobpo npeno3HaBarbe M MPOMOLMja Ha CMOjyBakeTO Ha
ersoH 7. Toj ce 3aap:KyBa n ce npousseaysa 3pena SMN2 mRNA co uenocHa A0MKMHA KoOja
OBO3MOXyBa 6p30 M TpajHO 3rosIeMeHO MPOU3BOACTBO HA [AOBOJSIHU  KOAMYMHWU  HA
¢yHKunoHaneH SMN npoTenH Bo KpBTa. Risdiplam e mana moneKkyna, gusajHupaHa Aa ja
NPeMuHe KPBHO-MO304YHaTa bapuepa M MMa cuctemcka auctpubympa so LUHC n Bo gpyrute
TKMBA BO TE/10TO NOC/1e Opa/iHa aAMUHUCTPpaLMja.

Risdiplam e npsuoT og06peH NeK 3a opanHa ynotpeba Koj MOXKe fa ce agMUHUCTPMpA BO
AOMALLHK ycnoBM, oaobpeH og, cTpaHa Ha AAMUHUCTPaLMjaTa 3a XxpaHa u nekosn Bo CA/L] BO
asryct 2020 rogmnHa, EBponcKkaTa areHumja 3a nekosm Bo mapt 2021 roguHa mn Bo jynam 2021
rogmMHa e ogobpeH of cTpaHa Ha AreHuuja 3a 1eK0BU M MeauuMHCKK cpeactea (MAJIME/) Ha
Penybnnka CeBepHa MakeaoHuja. Bo Penybnauka CeBepHa MakeaoHuja e MHOMUMpPaAH 3a
TpetmaH Ha 5q CMA, Kaj naumMeHTM Ha BO3pacT o4 2 meceua U NOCTApU, CO KAMHUYKA
AujarHosa Ha CMA tun 1, Tun 2 uau Tun 3 uam co egHa Ao Yetupu SVMIN2 Konuu.

Risdiplam ce gocTtaByBa BO CTakneHO KMamMbapHo wuwe Koe cogpxu 60 mg risdiplam 8o 2,0 g
NpaLokK 3a nepopasHa cycneHswuja (0,75 mg/ml). HepacTBopeHMOT NpalwoK Tpeba Aa ce YyBa Ha

cobHa TEMNEPATYPA BO OPUTUHA/THOTO CTAK/NIEHO WKLWe 3alUTUTEHO O CBET/INHA.

Risdiplam mopa fa ce pacTBopu of CTpaHa Ha KBa/MOUKYBAHO /MLEe/34paBCTBEH PabOTHUK
KaKo opasieH pacTBop npes Aa 6buae m3paaeH. MoarotoskaTa Ha OpaneH pacTBOP BKAyvyBa
npouec Bo 6 Yekopwu:
1. HeXHO NoTYyKHeTe ro 4HOTO Ha WMLEeTO 33 4a Cce pa3mella NpaLloKoT.
2. OTcTpaHeTe ro KanayeTo CO MPUTMCOK HaZo/y a NOToa CBpPTeTe Ha neBo (obpaTHO op,
CTpesIkuTe Ha YacoBHMKOT). He ¢pnajTe ro Kanayeto.
3. BHuMmaTenHo uctypete 79 mL npouncteHa Boda WAWM CTepuaHa BOAa 3a WHjeKUUU BO

LiuwieTo.
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4. [pKeTe ro WMWETO Ha mMacaTa Co egHa paka. BmeTHeTe ro afanTepoT 3a WWWeE Ha
NPUTUCOK BO OTBOPOT CO TypKakbe HaZO/y CO ApyraTa paka. [lposepeTe ganu Toa e
KOMMNJIETHO NMPUTUCHATO Ha OTBOPOT Ha wuweTo. OBa Ke NoOMoOrHe ga ce npeBeHMpa
€BEeHTYa/IHO UCTEKYBakbE.

5. CraseTte ro kKanayeto Ha wuweto. OcurypeTte ce AeKa KanayeTo Ha LWUMLIETO e 3aTBOPEHO
nocne pactBopatbe. OBa Ke MOMOrHe Aa Ce MpeBeHWpa €eBEeHTya/IHO WCTeKyBakbe.
CBpTeTe ro Kamayeto Ha AecHO (BO MpaBel, Ha CTPEeNKUTE Ha YaCOBHMKOT) 3a Aa ro
3aTBOpMTE WMwWeTOo. [llpoBepeTe AasnM WMWETO € KOMMNAETHO 3aTBOPEHO W MoToa
3aTpeceTte ro 15 cekyHaun. NMouekajte 10 muHytn. Tpeba aa gobueTte NposMpeH pacTeop.
Notoa nosTOpHO NpoTpeceTe 15 cekyHAM.

6. [pecmeTajTe ro 4aTymoT Ha ,,He KopucTeTe 3a NeKyBakbe NO“ Ha OPASIHMOT PACTBOP KaKo
64 peHa no pactBopaheTo. (3abenelwKa: [eHOT Ha pacTBopakbe ce cmeTa Kako [eH 0).
Ha npumep, ako pactBopareTo e Ha 1. anpuna, AaTymoT Ha , He KopucTeTe 3a neKyBare
no” ke buge 4. jyHu. BnuweTte ro 4aTymoT Ha NeneHKaTa Ha LWMLWETO M Ha NaKyBaHeTo.
BpateTe ro wWWWIETO BO OPUIMHANHOTO MaKyBakbe, CO wWnpuuesute (Bo Lebosute),
BHaTpelwwHoTo ynatcteo U NHcTpyKkumMnTe 3a ynotpeba. Yysajte ja ambanarkaTa co neKoT
BO dpuKMaep BO ucnpaBeHa nosuymja. OBa Ke NMOMOrHe Aa ce NpeBeHupa eBeHTYaHO
NCTEeKyBakbe.

Mo pacTBOpakbe, WnwnHaTa Tpeba aa buaaT cnakyBaHW BO HUBHUTE OPUTMHANHWU HAABOPELLIHM
KapPTOHCKM KyTWUW, 3alUTUTEHU of, ceeTauHa. WunwuraTta co risdiplam mopa ga ce yysaaTt BO
dpukmaep Ha Temnepatypa oz 2°C ao 8°C nocTojaHo, BO UCNpaBeHa No3uuMja 3a aa ce nsberHe
ncTeKyBarbe. AKo WwuweTo co risdiplam e octaBeHo HagBOpP 04 GPUKMAEPOT, NOBTOPHO CTaBeTe
ro BO QpMKMAEP LWTO € MOXHO nobps3o. Bp3 ocHoBa Ha cTyaAuM 3a CTAabWMAHOCT, OpanHMOT
pacTBop Ha risdiplam moke fga ce ocTtaBuM Ha cobHa TemnepaTypa HEKO/Ky 4yaca (Ha np. 2-3
Yyaca) egHal MAM ABanaTU BO NepuoaoT Ha Tpaerbe. OBME YCNOBM HEMAAT HUKAKBO B/IMjaHMe
BP3 ctabunHocTta Ha risdiplam. 3atoa, He ¢paajte ro wuweTo co risdiplam ako e ocTtaBeHO Ha
cobHa TemnepaTtypa. Unwunrwata moXKaT Aa 6uaaT oaHeceHM AoMa of, CTpaHa Ha CcaMuoT

nauMeHT/NNLETO Koe ce rPUMKM 3a NaLMeHTOT UM APYro oBaacTeHo auue. NauneHToT Tpeba Aa
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ce coBeTyBa CeKoraw Ja ro oAp)KyBa LIMWETO BO MCNpaBeHa Nonoxkba MUHMMU3KUPajTE ja
MOKHOCTa 3a M0jaBa Ha KaKBO BUNO UCTEKyBaHbE.

MpenopavyaHaTta AHEeBHa A03a Ha risdiplam Koja ce 3ema eAHal BO TEKOT Ha AEHOT e ogpeaeHa
0/l BO3pacTa U TenecHaTa TexuHa (norneaHete ja Tabesna 2. (36upeH n3BeLlTaj 3a 0CObUHUTE Ha
nekot Evrysdi.) Risdiplam ce 3ema opanHo eaHaw AHEBHO nocsie 06poK BO MPUBIMKHO UCTO
Bpeme cekoj AeH, co ynoTpeba Ha opaneH wnpuy (6 ml/12 ml) 3a noBekekpaTHa ynoTpeba,
obesbeseHn BO NaKyBarbeTo W/MAM NPeKy racTtpocTomHa coHaa (G-coHaa) uam npeky
Ha3oracTpuyHa coHaa (NG-coHaa).

Tabena 2. [lo3eH peXum Ha risdiplam 3a pa3nnyHa BO3pacT 1 TeslecHa TeXUHa

Bo3pacm u menecHa mexcuHa MpenopayaHa dHesHa A03a
2 meceum Ao < 2 roanHn 0,20 mg/kg
> 2 roamnnum (<20 kg) 0,25 mg/kg
> 2 rogmHum (220 kg) 5mg

Hajqecm HeéCakKaHun peakuunn ce VIH(IDEKLI,VIVI Ha TOPHUOT pecnmnpatopeH TPaKT, I'IHEBMOHVIja,

nUpeKcuja, KOHCTUNaLKja, Ha3obapUHIUTUC, TNaBoboKa, BPOHXUTUC, AMjapea, PUHUTHC.

Kputepuymum 3a BkayuyBare Ha TpeTmaH co risdiplam:
1. MauuneHTOT TPeba Aa rM UCNONIHU CNeaHUBE KpUTEPUymu/ycnoBu:
® [eHeTcKu gokaxaHa 5q CMA, 3apaau myTtaumm Bo SMN1 reHor,
e [laLMeHTN KO MMaaT NPMMEHETU CTaHOapAM 3a Hera Ha CMA,

e [lononHuTenHW 6aparba Npu noeauHeyHn dopmu Ha CMA:

Kaj naymeHtn co CMA tvn 1
e [lauuMeHT Ha BO3pacT 0f4 2 meceLm UK NoBeKe.
® [laymeHT co Hajmanky 2 Konnum Ha SMN2 reHoT.

e [lauuneHToT Tpeba Aa nma Sa0; >95% 6e3 noTpeba 04 KOHTUHYMPAHO NMOMOrHATO
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anwerse (BKAy4vyBajkm u CPAP - nocTojaH NO3UTUBEH MPUTUCOK BO AMLUHUTE

naTULLTa) AN AONONHUTENIEH KUC/IOPOA,

Kaj naumeHtn co CMA tMn 2 u Tun 3
® [laumeHT co Hajmanky 2 konuu Ha SMN2 reHoT.
® [lauMeHTOT He e 3aBUCeH O, acUCTUpaHa BeHTUAauMja uaun kucnopog - Sa0;

>96%

2. BO MOMEHTOT, Ha NaLUEeHTOT He My e NoTpebHa KOHTUHYMpaHa UHBA3MBHA BEHTUaUM]a.

Risdiplam He Tpeba aa ce KopucTu Bo KOMbMHauUMja co Apyru 1eKOBM 3a TpeTmaH Ha CMA (Ha
np. nusinersen unu onasemnogene abeparvovec), 6ugejku BoO MOMeHTOB Hema [,0Ka3u 3a

nogobap epekT co KOMOUHUPAHE HA HEKO/IKY TPETMAHMU.

Kputepuymm 3a npekunH Ha TpeTmaHoT co risdiplam:
® XMnepceH3UTUBHOCT Ha aKTUBHATA CYNCTaHLMja UKW HA HEKOj oA, ekcuunmeHcute; NN
e [IpucycTBO Ha TelKn bybperkHM 1 xenaTanHu 3abonysama; NI
® YyecTBO BO K/JIMHWUYKaA cTyanja 3a CMA; U
e [loTpeba oa KOHTMHYMpPaHa MHBA3WBHA BeHTUNaAuuja; NN
® Hema foOKaxaHO yHanpeayBakbe UM OAPXKYBakbe HA MOTOpHATa dyHKUMja (NpoueHeTo co
TECTOBM 32 MepPeHe Ha MOTOpHaTa QyHKLUMja COOABETHO Ha BO3pacTa) NO 3aM0OYHyBak€e Ha

TPETMaHOT Kaj naumMeHT BO MOMEHTOT Ha 3aNO4YHyBaHb€ Ha TPETMAHOT.

Op,nyKa'ra Aad Ceé NpeKunHe TPEeTMaHoT 'rpe6a Aa Ce 3aCHOBa Ha ABe MNpPoOuUueHKU nogeneHun Bo

MHTEpPBaN He NoAoNT o4 12-Heaenu, ceKoja HanpaBeHa BO POK 0, LWeCT Hepenu.

Kputepuymu 3a eBanyaumja Ha epeKToT o4 TPETMAHOT U NPOAONKYBaHe Ha TPETMAHOT,
npep, NOYEeTOKOT Ha TPETMAHOT M Ha cekou 12 meceum noroa:

EBanyaumjata Ha edpeKToT of TpeTmaHOoT co risdiplam u NpoAo/iKyBake Ha TPETMAHOT ce
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n3seayBsa Ha CEKOU 12 meceun, ako Npoao/ KN TPETMAHOT.

1. Kaj maymeHTOT He cmee Aa ce BAOLWM HUTY eAeH 0o, CiegHUTe napameTpu:

Kaj naymnenTtn co CMA t1n 1 eBanyaumjata Ha MOTOpHUTE QYHKLMM Ce U3BeAyBa cnopes HeKoja
04, CNefiHUTE CKanu:
e CHOP INTEND (Children’s Hospital of Philadelphia Infant Test of Neuromuscular Disorders)

e HINE-2 (Hammersmith Infant Neurological Examination Section 2)

Kaj nauymeHTn co CMA T1n 2 eBanyaumjata Ha MOTOpPHUTE GYHKLMM Ce u3BeayBa cropes Hekoja

04, cneHUTe CKanu:

e BKyneH CKop oA MoOTopHaTta ckana Ha HFMSE (Hammersmith Functional Motor Scale
Expanded)

e RULM (Revised Upper Limb Module)

e BKkyneH ckop Ha MFM (Motor Function Measure)

Kaj nauymeHTtn co CMA t1n 3 eBanyaumjata Ha MOTOpPHUTE GYHKLIMM Ce U3BeZyBa cnopes Hekoja
Of, CNefiHUTE CKanu:

e BKyneH ckop Ha moTopHaTa ckana HFMSE (Hammersmith Functional Motor Scale Expanded)
e RULM (Revised Upper Limb Module)

e BkyneH ckop Ha MFM (Motor Function Measure)

e 6-MMHYTEH TecT Ha ofeme (aHr. 6-minute walk test, BMWT) - 4OKO/IKY € MOMHO CaMOCTOjHO

ofere

2. PecnupatopHa ¢yHKLUMja, OLEHETa CO cnMpomeTpuja, npoueHka Ha pa0; n paCO; 3a

nepunoa o speme 6es AONONHUTENHO 004aBakbe Ha KNUC/I0pOoA.

V JleKOoT Mogiexu Ha [OMNOJHUTENEH MOHUTOPUHT KOj Ke npugoHece 33 uAeHTMOMKauuja HAa HOBM MHPOpmauuu 3a
6e36e4HOCTa Ha 1IEKOT. 34paBCTBEHMTE PabOTHULLM Ce 3amMOyBaaT Aa MM NpujaByBaaT CUTe COMHUTENHW HeCaKaHM peaKkLumm.
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6. PUSUKANTHA TEPATTUIA U MEAULUNHCKA PEXABUJIUTALUIA

Bo pamKkute Ha du3MKanHa Tepanuja u pexabunutaumja ce npumeHyBaaTt Bexxbu og TMnoT
Ha aKTUBHM BeXOW, aKTUBHO-MOTNOMOrHATUM U NacuBHU Bexbu. Of ocobeHo 3Hayere ce
BEXOMUTE 33 UCTErHyBakbe, NO3MUNOHMpPatbe, BexKba 3a MOOMIHOCT, pecnupaTopHUTe BeX6M U
obyKkaTa 3a ynoTpeba Ha OpTO3M W OpTOMEeACKM Nomarana. Tue ce KOH3UCTEHTHU CO TUMOT U
TexunHata Ha CMA u ce u3BeayBaaT noj KOHTPoOa Ha ¢pu3mjaTap, a ce cnpoBedyBaaT of, CTpaHa
Ha  ¢u3MoTepaneBT CO WMCKYCTBO BO  HEBPOMYCKYAHWM  HapywyBawa. LUenn Ha

dum3mnoTepaneBTcKaTa pexabunurtaumja ce:

® peBeHUMja W COBNaZyBatb€ Ha KOHTPAKTYpWU (KO/IKOBM, KOJMEHA, CKOYHM 3rno6osw,
paMeHa, NaKToBM, NPCTU Ha WaKuTe),

® [peBeHLUMja U KopeKunja Ha aedopmMmuTteTmTe Ha ‘pPObeTHNOT CToND - CKOIMO3a,

® OAp)KyBakb€ U 3rosieMyBabe Ha 06eMOT Ha ABUKEHATa BO CUTE 3r10608M,

® eayKauuja M CNpoBeAyBae Ha CEKOjAHEBHUTE aKTUBHOCTU U

® oAprKyBakbe Ha GYHKUMOHA/IHATa CNOCOBHOCT, a CO Toa U NoA0bap KBa/IMTET Ha XKMBOT.

EduKacHOCTa M ycnewHoCcTa Ha TPETMaHOT Kaj naumeHTnte co CMA moXKe ga ce usmepu co
nomow Ha CKanun 3a mMeperbe Ha MOTopHaTa ¢yHKuUMja, Cauka 3. Koja cKana Ke ce KopucTu
3aBMCM 0of, TMNOT Ha 6onecta, Bo3pacTa M ambynaTOPHMOT cTaTyc. HUBHOTO M3BeAyBare U
WUHTepnpeTaumja e BO HaA/eXKHOCT Ha KBanuduKyBaH ¢usmjaTap CO MCKYycTBO BO paboTta co
HEBPOMYCKY/NHU 3ab0/1yBatba U 3ano3HaeH M 0byyeH 3a n3BeayBare Ha uctute. Kaj CMA, osue
TECTOBW Ce BPLUAT HajManKy egHaw Ha 12 meceym. Oeuyata co CMA tmn 1 06uyHO He moXKaT Aa
cepgat 6e3 nopaplika na Kaj HUB MEPKUTE 3a MCXOAOT Of, JIEKYBareTO Ce HACOYeHM KOH
npeunByBare, Kako U cnefere Ha MOTOPHMOT pa3Boj T.e. NOCTUrHyBake Ha HOBUM MOTOPHMU
NPEecBpPTHULM U NPOMEHN BO CNOCOOHOCTUTE Ha MoTopHaTa dyHKuMja. NaumeHTuTe co CMA TiUn
2 1 3 UMaaT Nomanky Texok ¢eHoTnn Bo cnopenba co TMn 1 n obuyHo ce peduHMpPaaT Kako
ambynaHTHMU MAM He-ambynaHTHU. MepKuTe 33 MCXOAOT Of, NEeKyBareTO Ce HACOYEeHM KOH
MOXHOCTa 3a nogobpyBatbe Ha MOTOpHATa @yHKLMja W cnopes, Toa, MOTEHUMjasHO
NOCTUTHYBak€ Ha HOBM MOTOPHM NPECcBPTHULKN. Kako M Ja € MOTOPHUTE CKaJn MOXKe aa ce

KOpWUCTAT 3a c/iegere Ha nporpecujata, ctTabununsaumjata uam perpecunjaTa Ha bonecrta Aoaeka
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nauneHToOT NpuMa Tepanuja. Koja cneundunyHa ckana Ke ce KOPUCTM 3a NPOLEHKA Ha MOTOPHaTa

dYHKUMja 3aBUCK Of, TeXKMHATa Ha bonecta, Bo3pacTa U ambynaTopHUOT cTaTyc, Cauka 3.

BSID-III (1-42 meceuu)

CHOP-INTEND (1.4-37.9 mMeceim)

HINE-2 (2-24 meceuu)

MFM-20 (2—7 roauHu) / MFM-32 (2-60 roguHu)
HFMSE (22 roauHu)

RULM (=30 roauHu)

6MWT (=4 roauHu)

6MWT, 6-minute walk test; BSID-ll, Bayley Scales of Infant and Toddler Development, Third Edition; CHOP-INTEND, Children’s Hospital of
Philadelphia Infant Test of Neuromuscular Disorders; HFMSE, Hammersmith Functional Motor Scale Expanded; HINE-2, Hammersmith Infant
Neurological Examination Section 2; MFM, Motor Function Measure; RULM, Revised Upper Limb Module.

Cnuka 3. CneyudpuyHU CKanU 3d NpoyeHKa Ha MomopHama pyHKyuja kaj CMA

7. OPTONEACKU UHTEPBEHLIUU

Kaj naumeHtn co CMA tMn 1 u 2, npen co3peBare Ha KOCKMTE, HA CeKOM 6 meceum,
Tpeba ga ce cneam ckonmosa Hag 20°, a noToa edHaw roguiiHo. Ynotpebata Ha CNMHANHU
WKMHW ce Npenopavysa 3a XMNOTOHUYHW Aela CO CKoAno3a Haz 20°, Kaj KoM AOCTUrHYBAHETO Ha
3penocTa Ha KOCKUTe Tpae noZoarn nepuogu. MaumeHToT ce ynaTyBa Ha OpToneAcKa XMpypruja,
Kora arosot Ha Kob e =50° wmnam ce 3ronemyBa 3a 210° rogumwHo. Ce npoueHyBaaT
AononHuTeNnHM GaKToOpKM, KaKo LITO Ce BAOLWYBake Ha pecnupaTopHata dyHKumja, uspaseHa
Kndo3a, HapylweHa TenecHa pamHoTexa. EBanyaumjata Ha KanauMTeToT HA BEHTUAMPAHE € 04,
CYLUTUMHCKO 3Hayere npesa v no onepatMsHaTa MHTEpBeHUMja. Ha nauneHTUTEe Ha Bo3pacT of, 8-
10 roavHM Mm ce uMnAaHTMpaaT ctabuamsatopu, LWTO OBO3MOXKYBA PacT Ha Kockute. Kaj
nauMeHTn Hag 12 roanHu ce BpLIM cnnHanHa ¢py3uja.
EnHocTpaHa nnv bunatepanHa KOpeKLMja Ha KOIKOT U 3rN06HM KOHTPaKTypu ce n3BeayBaaT Kaj

nauneHTn Co 3Ha4YnNTEIHA 60/Ka.
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8. JNEKYBAWKLE HA TACTPOUHTECTUHANTHU HAPYLWYBAHKHA ¢
HAPYLLYBAHA HA TONTAHETO

Kaj cute dopmn Ha CMA BaXKHO e ga ce NPoLEHM NPUCYCTBOTO Ha ractpoesodareaneH
pednykc, onctunaumja, oaN0XKeH racTpuyeH ucLeaoK Ui nospakatse.
Kaj nauneHt™m co CMA Tun 1, TMNMuHa e bBynbapHa cnaboct co aumcdarvja U macetTepcku
KOHTpaKuuu. logeka He ce NocTaBu TpajHa ractpoctoma (G-coHpga), noTpebHU ce npuBpeMeHmn
HasoracTpuyHu (NG-coHaa) wamM HasojejyHanHa coHga. HyTpuuumoHucT Tpeba ga ru 3eme
npeasug NOoTPebHNTE KONMYNHU XPaHAUBU MaTeEPUU, TEYHOCTU U eNIeKTPOAUTKN Kou Tpeba aa ce
3emaart 32 onTMMmaJieH pacT.
Kaj naymeHT co CMA Tvn 2, HapylwyBakaTa Ha roNTakbeTo ce BoobuyaeHn n bapaat ynotpeba
Ha Has3oracTpuyHa COHAA 3a Aa NMOMOrHe BO 06e36edyBarbeTO Ha MOTPEOHUTE KOJIUMUYMHMU
XpaHaneu maTtepuun. OBMe NauMeEHTU, Kako M naumeHtute co CMA tvun 3 Kou ro usrybune
HE3aBUCHOTO Ofetbe, Ce W3N0KEHW Ha 3ronemeH pusuk ogf obesHocT co orneg Ha
OrpaHMyYeHUTe OBUXKera. Bo TakBM caydam, TMe ce ynaTyBaaT Ha HYTPULLMOHUCT 33 ONTUMA/HA
ucxpaHa. BaxHo e gobpo ga ce npucnocobu BHECOT Ha BUTamMMH [l 33 Aa ce cnpeyu

OCTEOI'IEHVIja M OCTEONOpPO3a.

24



HALUWMOHANEH KOHCEH3YC 3A IMJATHO3A, TPETMAH U CNEAEHE HA CMTUHATHA MYCKY/IHA ATPODUIA

9. PECITUPATOPHA HETA

PecnupatopHuTe HapylyBaka ce TUNUYHKM 3a naumeHtn co CMA. 3a CMA Ttun 1, opg
ocobeHOo 3Hayere e OKCMMETpMjaTa U KanHorpadujata Ha cekon 3 meceum, a NPoLEHKaTa 3a
BpeEMEe Ha CcnuereTo e MnoobjeKTMBHA. AKO Ce OTKpUE XWMMOBEHTMNAUMjA, Ba)KHO e Ja ce
o6e3bean onTManHa NPOOAHOCT Ha AMLIHWTE NaTULLTa - Pa4yHO M MexaHuukM - Cough Assist’
nnm VitalCough®. MpBUYHO, NPUTUCOKOT Ha MHcydpnaumja n ekccydnaumja Tpeba noneka ga ce
3ronemysa 3a 30-40 cm H;0 no3nTuBeH Maun HeraTMBeH NPUTMCOK. HeMHBa3MBHA BeHTMAAUM)a
CO NO3UTMBEH NMPUTUCOK Tpeba Aa ce NpakTUKyBa Kaj cuTe cumntomaTtckm geua co CMA, npeg,
Aa ce MmaHudecTupaaT CUMNTOMUTE HA pecnupaTtopHa MHcybuumeHumnja. Oanykarta 3a HA4YMHOT
Ha BeHTW/NAUMja ja L[OHecyBa aHeCTe3MoJIor PeaHMMATOP CO MCKYCTBO BO 0b6nacta Ha
HEBPOMYCKY/IHM HapywyBarba. [lomow 3a Auwere nNpuv  MHAMUMPAHA HeEWHBa3MBHA
BEHTWNALMja CO NO3UTUBEH NPUTUCOK Tpeba Aa ce KOPUCTU Kaj CUTe A0EHYMHA CO CUMMNTOMMU U
nauMeHTM KoM He cepat, npea, UcTute Aa pasBujaT 3HaALUWM Ha pecnnpaTopHa MHCcyduumeHuumja.
CPAP He Tpeba ga ce KOpUCTM 3a TPETMAH Ha XPOHMYHA pecnupaTopHa UHCybMuMeHumja, HO
MOKe a3 Ce KOPMUCTM CO MPeTnas/IMBOCT 3a OApPXKyBake Ha ¢YHKUMOHANEH pe3uayaneH
pecnupaTopeH KanauuTeT Kaj NoOmManu MauveHTU KOM He MOXKAT Aa Ce CUHXPOHM3MpaaT co
BEHTUNATOPOT BO pPEXMM Ha HeuHBasMBHa BeHTMnauumja (NIV) m Kou He ce eKCnaMUMTHO
xuvnepkanHuyHuM. OBa BaXM WM 3a nocnabute wWTo He cepat. VICKAy4YnTeNHO e BaXKHO Aa ce
nsbepete coogBeTHA MacKa, HajMasKy ABa BMAA, M NPBO Aa CE KOPUCTM MacKa 3a HocoT. Kaj
nauneHTV KoM He cefaTt, MHOry ce npenopayvyBa CoO KAMHUMYKA TUTpaumja aa ce nHuumpa NIV n
Aa ce cTaBn GOKYC HA KOpeKuMja Ha pa3meHaTa Ha racoBM WU HamanyBakbe Ha HAMOPOT Ha
pecnupaTopHUTE MYCKY/IU. MIHBasMBHa BeHTUNALMja Ce€ KOPWUCTUM Npu HepsoBoNeH edeKT Ha
HeuMHBa3WBHATa BeHTUIALMja. TpaxeoToMKjaTa e onumja Kaj noeanHEeYHU naumMeHTn Kage WwTo
HeWHBa3WBHATa BEHTUAUM]a € HeAOBOJIHA MM HeyCneLwHa UM ako He e A0CTanHa cooaBeTHa
Macka. Opnykata Tpeba pga 6uae wmHAMBMAYaNHa, BO 3aBUCHOCT Of, KAMHWYKMUOT CTaTyc,

NPOrH03aTa U KBaJIUTETOT Ha XKNUBOTOT U Oa Ce 6a3V|pa Ha ,EI,MCKyCVIja co CeMejCTBOTO.
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Ce npenopayyBaaT 1 MeToAM 3a NoA06pYBarbe Ha KalWAakeTo - pa4yHo, Npeky Ambu uan ypean
32 NOMOLL MPU Kallnake.

BpoHxoaunaTaTopM ce KOPUCTAT BO CAy4aj HA COMHEX 3a acTMa. MyKonuTtuum He Tpeba aa ce
KOpUCTAT A0/ BPEMEHCKM Nepuoa.

Kaj naymeHTn co CMA t1n 2 1 3 ce npenopayysa CNMPOMETPMja Ha CEKOM 6 meceLm, a BO CAy4aj
Ha COMHEX 3a HOKHa XMNOBEHTWUaLMja, ce Npenopayvysa NoancomHorpadmja.

Kaj naumeHTM cO HenpoAyKTUMBHA Kawnuua, o ocobeHO 3Hayere € OApXKyBateTo Ha
NPOOAHOCTa Ha AWULWIHUTE MAaTULWITA CO PayHM MAW anapaTCKM MEeTOAM, aHANOrHU Ha OHMe 3a
CMA Tun 1. Kora Ke ce OTKpue OTKaxyBakbe Ha AULIEHETO, Ce MpenopayysBa ABOCTENeHa
HEeMHBa3MBHa BeHTMNaLMja. MaKko Toa peTKko e noTpebHo 3a naumeHTUTe co CMA TMn 2 1 3, aKo
ce MPUCYTHM 3HAUM HA PecnupaTtopHa MHcybuUuMeHUMja M aKo Hema edeKT of, HEeMHBA3UBHA
BEHTM/ALMja ce NpeMnHYBa Ha MHBA3WUBHA BeHTUAAUMja.

Ha CauKa 4 e npuKarkaH anropmtam 3a caegere U pecnnpatopHa Hera Ha nauneHTn co CMA.
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TectoBu

®u3nukmM npernes, npoueHa Ha pe3ynTaT Ha
BEHTM/IAaTOP, MaKCUManeH MpoTOK Ha

KIunnuKa npomena BEHTMNaUMja, jauMHa Ha pecnupaTopHu
MYCKYNU.
|
HucnupaTopHa, ekcnupaTopHa, 6yadapua ciaadocr, PeHpreH Ha 6enu apo6osu,
CK0J/11032, a0HOPMATHOCTH HA TPAJHHOT KOII nonucomHorpaduja, eBanyaumja Ha
/ \ rontareTo
HapymyBsama B0 AMlIeHETO Henpoaykrusna kanuinna, Mpodunakca: BakuMHa 3a rpun M
3a Bpeme Ha REM cnneme MAaKCHMaJleH POTOK Ha NHeBMOKOKa/IHa BaKuuHa. MHTepBeHuuu:
FVC < 60% BeHTHIanMja < 270/min ¢dusmkanHa  Tepanuja, nomow  3a
McKawnysakbe, 6poHxoaunaTopm
l I
HapywmyBama npu rojramero

HapywmyBama B0

JULIEHETO 32 BpeMe Ha
REM u NREM cnueme [* PecniupaTopHn nHpexuun

FVC < 40%

v

PecnupaTopnu HapymyBama BO
OyaHa coctojoa FVC <20%

HeuHBasueHa
BeHTUNALMja BO
Komb6uHaumja co
nomouw 3a
UCKaLWAyBakbe U
nepkyTaHa
ractpoctomuja

Cnuka 4. KnuHu4Ku anzopumam 3a 0uja2HOCMUKA U pecrnupamopHa He2d Ha nayueHmu co CruHAsaAHa

MYCKYnAHa ampodauja

10. UTHU COCTOJBU KAJ NALUUEHTU CO CMA

PeKkypeHTHN pecnupaTopHN MHPEKLMM MOKe Aa ja BaowaT cocTtojbaTa Ha naumneHTuTe

co CMA 1 moxe aa nma notpeba og UTHa XocnuTanmsaumja co nocsenoBaTesIHO 0OHOBYBaHE

Ha NPOOAHOCTa HAa AUWIHWUTE NaTULWTA, HEUMHBA3UBHA WU/ MHBA3UBHa BeHTVIJ'IaLI,VIja n TepanMja

COo Kucnopog. Jomasaweto KMcaopos He Tpe6a Aa ce aAgMUHUCTPUPa EMIMUPUNCKMN, 6e3 Aa ce

cnean COz M He Tpeba Oa ce KOPMCTM KaKo anTepHaTMBa 3a BEHTMAAUMjaTa CO MO3UTUBEH

27



HALUWMOHANEH KOHCEH3YC 3A IMJATHO3A, TPETMAH U CNEAEHE HA CMTUHATHA MYCKY/IHA ATPODUIA

NPUTUCOK. BoO 3aBUCHOCT opf COCTOj6aTa Ha MNauMeHToT, Cce ananynpaat aHTM6MOTMLI,M,

napeHTepasHa UcxpaHa, Bpakakbe Ha 6asaHCoT Ha BOAA-ENEKTPOINT.

11. UENUN U ONMEKYBAHKA O TPETMAHOT HA NAUMUEHTUTE CO CMA

Lenute wu OYyeKkyBakbaTa 04 TPETMAHOT Kaj nauneHtTnte co CMA 3aBucat o TMNOT Ha

6onecrta n cepnmosHOCT Ha uctaTa. FeHepanHo, 34paBCTBEHUTE PabOTHMUM M MMaaT cnegHuBe

O4yeKyBakba O, TPETMAHOT:

npexunByBarbe, ocobeHo ce ogHecyBa 3a nauneHtTute co CMA tun 1,

OApXKyBake U yHanpeayBare Ha bynbapHaTta ¢yHKUMja,

nogobpysame Ha pecnupaTtopHaTa yHKUWMja,

cTabunmszauymja Ha 6onecta U npeBeHUMja Ha NOHaTamoweH rybUTOK Ha MOTOPHUTE
dyHKUMK,

yHanpeayBakbe Ha MOTOPHUTE OYHKUMKM, Ouaejkm M aypu U Mananm MNPOMEHU BO
cnocobHoCTa U MyCKy/nHaTa cuna, ocobeHO BO rOPHUOT Aen o4 TeNOTO ce cmeTaaT 3a
KIMHWYKM 3HAYajHMU,

3a4p’KyBakb€ Ha HE3AaBUCHOCTA LUTO € MOXKHO MNo40NTO,

3a4pKyBatbe Ha MOTOpPHaTa QyHKLUMja Ha rOpHUTE EKCTPEMWUTETU, Kaj NaumeHTUTe co
CMATMn1wm?2,

NO3UTMBHO B/INjaHME HA CEKOjAHEBHUTE aKTUBHOCTH,

OCI'IO6OAYBaI-be o4 60/1Kka NMNoBpP3aHa CO KOHTPAKTYpPWU Ha 3rnobosute VI/MI'IM CKOJ1n03a.

JononnutenHo Bo Tabena 3 ce npuKaxkaHU peTKn popmm Ha npokcumanHa He5q CMA Kou ce

BK/NYYeHM BO aAudepeHuMjasHaTa AujarHo3a Ha  CNKMHANHA  MYCKy/lHa  aTpoduja.
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(OMIM) | leH Nokyc deHoTUN KAUHUYKKM cumntomm
ABTO30MHO AOMWHAHTHU
PaHa nojasa Ha cumnmomu
(181405) TRPV4 12924.11 CkanynonepoHeanHa CMA MporpecrBHa CKynynonepoHeanHa MycKynHa cnabocT w
JlapuHreanHa napasnmsa
(158600) DYNC1H1 14932.31 | CMA koja ru ondaKka fo/HUTe eKcTpemuTeTH - 1 MpokcnmanHa MYCKY/IHa cnaboct Ha AOoNHuTe
EKCTpeEMUTETH
(615290) BICD2 9g22.31 CMA Koja rv ondaka AoNHUTE eKCTpemMuTeTn — 2 MpokcumanHa MYCKY/IHa cnaboct Ha OONHUTE
EeKCTpeEMUTETH
BpooeHn  3rnobHM  KOHTpPaKTypM KOM  BAMjaaT  Ha
LLeHTPa/IHMOT MOTOPEH HEBPOH
AoyHa nojasa Ha cumnmomu
(182980) VAPB 20913.32 CMA co aouHa nojasa Ha cMmnTomM, Tun Finkel MpoKcMManHa MyCKyaHa cnabocT, MYCKY/IHU T[pPYEBU W
dacumkynaumm
(615048) - 22q11.2- CMA, tun Jokela MpoKcuManHa MyCKyaHa CnabocT, MYCKY/JHU TpyYeEBU W
ql3.2 dacumkynaumm
(604484) TFG 3g12.2 CMA, tTun Okinawa Bnarm ceH3opHW HapywyBaka, GOHM MYCKY/IHU TpYeEBY,
MWOTOHWja, gucdarnja
(159001) LMNA 1q22 CMA Koja ro ondaka u cpueto MporpecrBHa MycKyaHa cnabocT n KapgmuomuonaTuja
(602433) SETX 9q34 JouHa CMA co nMpammnganHu sHaum MpoKcuManHa M AucTasHa MycKyaHa cnabocT, Tpemop Ha
paLeTe, TETUBHU pedaekcn
ABTOCOMHO PELLECUBHU
PaHa nojasa Ha cumnmomu
(159950) ASAH1 8p22 CMA co nporpecMBHa MMOK/IOHA enunencuja PedpakTopHa Tepanuja, = MMOKAOHW4YHA  enunencuja,
ancoaruvja, pecnupatopHa cnaboct
(607596) VRK1 14932.2 MoHTouepebpanHa xunonnasvja co MHbaHTUAHA | MNceBaouepebenapHa xunonnasuja, MUKpouedanuja,
CMA MeHTa/lHa peTapaaumja
(614678) EXOSC3 9p13.2 MoHTouepebpanHa xunonnasmja co nojaBa Ha | MNcesaouepebenapHa xunonnasuja, MuKpouedanvja,
cumnTtomu 3a CMA BO AeTCcTBOTO MeHTasHa peTapgaumja
(611890) GLE1 9g34.11 ApTporpmnosa Koja ro BKAy4YyBa M nepudepHuoT
MOTOPEH HEBPOH
(614707) SLC52A3, CuHpgpom bpayH-Bjaneto-BaH Jlep MoHTObYN6apHa 3adaTeHOCT U HEBPOCEH30PHA FyBOCT
SLC52A2
JAoyHa nojasa Ha cumnmomu
XXXX | HEXB 5g13.3 CMA MpokcmanHa MYCKY/IHA cnaboct Ha LONHUTE
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EKCTPEeEMUTETHU

NMOBP3AHU CO X

PaHa nojaea Ha cumnmomu

(301830) UBA1 Xp11.23 NeTtanHa nHpanTMnHa CMA co apTpunTonasa XvnoTteHsuja, apuTMuUKU, OUCMOPOHU  KapaKTEPUCTUKW,
3rN106HU KOHTPaKTYpU
AoyHa nojasa Ha cumnmomu
(313200) AR Xq12 Byn6ocnnHanHa CMA, KeHeanosa 6onect CnabocT Ha nNpoOKcMManHWTe W BynbapHUTE MYCKYAM,

€HAOKPUHM HapyLyBakba

Tabena 3. leHeMCKU NPUYUHU U KAUHUYKU KOPaKmMepucmuKu Ha He5q cnuHanHa myckynHa ampodpuja
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