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M3NCKBAHWA HA H3OK NP U3AABAHE HA NMPOTOKOIKX 3A NPOBEXAAHE HA NEYEHUE MNPU 5Q

CMUHANHA MYCKYINHA ATPO®UA

MpoTokon®bT ce u3naBa OT cneuuanuavpaHa KOMMCUA B nevebHU 3aBefeHUs 3a GONHMYHA NOMOLL, CKIIOMMIW
porosop ¢ H30K. CneunannanpaHuTe KOMUCUM BKMIOYBAT CNELMANUCTK ¢ kog Ha cneuwanHocT 10 (HepBHU BonecTtu), 54
(meTcka HeBponorus) U ce cb3aaeaT Cbe 3anoBes Ha AMPEKTOPa Ha CNegHUTE yHUBEpCUTeTCkn nedebHu 3aBeaeHmns:

3a naumeHTV o1 0 Ao 3 rogunmn - CBANAE - rp. Codoma u YMBAIN “Ce. l'eoprw” - rp. NMnoeave;

3a nauMeHTH oT 3 Ao 18 roauHm -

CBANIBE - rp. Codhusa, YMBAI “AnekcaHgposcka” - rp. Cocoua, MBAJHI “Ce. Haym” —

rp. Cocus.u-YMBAJ] “Ce. MNeopru” - rp. Mnoeaus.
3a nauneHTn Han 18 rogunm - YMBAJ "Anekcangposcka” - rp. Cocousi, MBANHIM “Ce. Haym” — rp. Cocma u YMBAJ “Ce.

leoprun’ BAWB.

I. PEQl 3A 3ABEPSIBAHE HA MPOTOKOMUTE

lpoTokonu 3a 3anoysaHe Ha TepanuATa

CNEUMANTU3WUPAHA
KOMUCUA

b

NOCTOAHHA

EKCMNEPTHA
KOMUCURA"

= [lonbnHeHo U nognucaHo npunoxeHue 1A — NUCT 3a onpeaensHe Ha KpUTepuuTe
(no To4ka A) ¢ BCH4KKM HeOOX0aMMMK U3cneaBaHus

* MeauuMHCKa AOKYMEHTaUMUA, BKMOYBALLA JaHHW OT aHamHesarta, crartyca u
Npeaxoxaallo nevyeHue

* PeweHne Ha cneuuanuaMpaHa KOMWMCUA C SiCHA MeQUUMHCKa MOTMBauusa 3a
3ano4eBaHe Ha TepanusTa (modnucaHo Om 8CUYKU Y/IeHO8e Ha creyuanuaupaHama
Komucus)

= [lpoTokon 3a npeanuceaHe Ha nekapcTtBa, 3annawanu ot H3OK/P30K™ -
06p. M3-H30K

* CraHOBMILE C AICHA MEAWUMHCKA MOTUBAUWA 3a 3ano4BaHe Ha TepanuaTa Kato
eAVHCTBEHa anTepHaTuBa (TodUCaHo Om YfieHoeeme Ha KoMucusma)

v

Komucus no un. 78,
T. 201 330
8 LIY Ha H30K

3aBepka Ha
nporokona B P30K

CMNELUMANU3UPAHA |
KOoMUcUA —

= [lonbnHeHo u noganucaHo npunoxexue 16 — NUCT 3a onpegensHe Ha KpUTEpuuTe
(no Toqka B) ¢ Bcuukn Heobxoaumu ncneaBaHns

= MeguuMHCKa OOKYMEHTaUWA, BKNIOYBAlWlA [aHHW OT aHamHe3ata, craryca U
eheKT OT NPOBENKAAHOTO NEYEHNE

= PeweHne Ha cneunanuavpaHa KOMUCUA C SiICHA MeauLMHCKa MOTUBaLMA 3a
3anoysaHe Ha TepanuaTa (odnuUcaHO Om 8CUYKU Y/IEHOB8E Ha cneyuanusupaHama
Komucus)

= ‘MpoTokon 3a npeanucBaHe Ha nekapcTea, 3annawaHu or H3OK/P3OK" — obp.
M3-H30K

v

Komucus no un. 78,

B LIY Ha H30K

T.2 071 330 Bl

3aBepka Ha
npotokona B P30K

*Mocrosnna excneptHa komucusa (MEK) ce ccopmupa W npeacepaTencTsa oT npeaceaaTens Ha EKCNepTHUA LUEHTBP No peakin Bonectn Kem
YMBA"AnekcangpoBcka”, KaTo y4acTBaT OLe W NPeACeAaTENNTE Ha BCUYKK CNELManU3npali KOMMCUN, NOCoYeHn B ManckeanuaTa.

@ W3NCKBAHWUA HA H30K 3A NPOBEXIAHE HA NEYEHWE NMPW 5Q CNUHANHA MYCKYJTHA ATPO®UA B M3BBHEONHUYHATA NOMOLL,




Il. OBLLIX NONOXEHWUA
1. 300N nopaBa noaroTeeHuTe gokymeHTn B P30K no HacToawma cu agpec. [lokymeHTUTe BKNIOYBAT:

1.1 3aaBnenue go [upektopa Ha P30OK.

1.2 MNonbnHeHo U nognucaHo npunoxeHue 1. MNonbnea ce N0 CbLOTBETHATa TOMKA WM Ce Mpunara oTpaseHata B uucpos

MHAEKC MeauUMHCKa A0KYMEHTaUKs, yA0CTOBEPABALLA BCEKU eANH OT KpUTepuuTe.,

1.3 MbnHuaT Habop uacneaBaHUA (PU3MKaNHW, MHCTPYMEHTanNHW U nabopaTopHu), OTpa3eH B NpUNoXeHue 2.

1.4 “MMpoTtokon 3a npeanucBaHe Ha neKkapcTBa, 3annawaHun ot H3O0K/P30K® — o6p. M3-H30K, wagapeH ot
cneuwanusupaHa komucus. lNpunara ce opuriHan Ha NPOTOKONa, a NpW KaHawAaTCTBaHe 3a NpoabimKaBaHe Ha TepanusaTa ce
npeacTaBs OpUrMHan Ha NPeaxoAHUs NPOTOKON.
eHMe Ha cneumanuaupaHa komucus oT nevebHo 3aBefeHue — uanbnHUTen Ha AmbBynatopHa npoueaypa Ne 38
. HA NNaH Ha NnevyeHWe W npocnejsBaHe Ha TEPaneBTUYHWUA OTTOBOP MPU NALMEHTW, NOMy4YaBally CKLMOCTPYBaLM
AYKTW NO pega Ha yn. 78, an. 2 330" - 6n. M3-H30K Ne 13
ums 3a uHhbopMupaHo cernacue no obpasey (npunoxexue 3).

HAOKYMEeHTUTE Nno To4ka 1 cnep cnpaBKa OTHOCHO 3APaBHOOCUIypUTenHUA cratyc Ha 30I1.
CeKM crneaBall NpoToOKON ce u3aaear 3a nepuopg Ao 365 AHM.

=
@ WU3NCKBAHWA HA H30K 3A NPOBEXOAHE HA NIEYEHWE NPW 5Q CMMHANHA MYCKYNHA ATPO®UA B U3BBHBEONHWUYHATA NOMOLL



NPUNOXEHUE 1A

NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANMOYBAHE HA NEYEHUE HA 5Q CMUHANHA MYCKYNHA
ATPO®UA
(HYCUHEPCEH, PUCOUNTIAM)

Ume: ErH

Saﬁenexma meduyuHckama dokymeHmauus, ydocmosepssalua sceky om Kpumepuume € nocoyeHa ¢ yugpa e uHOeKC U 3a0bIDKumenHo
uasmomuomo npusioxenue.

0fiBa Ha CTPAHWYHW PEAKUMU OT NEYEHWETO WNW NPU U3YepnBaHe BHLIMOKHOCTUTE Ha eAUH OT NeKapcTBeHuTe
03 Ce NpeMHuHe KM Tepanus ¢ APYrua NeKapcTBeH NPpoaykT.

"EPMH 3A 3AMNOYBAHE HA NBPBU KYPC (3An'bl'l)KVITE31HH CA BCUYKW KPUTEPUN)

Mm'éiz.o, G12.1

2| 30 ; pac'r no-ronsamMa ot 2 Meceua 3a neqenme ¢ Risdiplam;
UMa MIOHE 2 KONUA Ha reHa SMN2 2 :

HECTUYHUTE AaHHM,

a nacneaBaHun

ca oTpaseH ! WNKU 3aBEpPeH0 U

nonnucana:‘ nua, npalr Hanuque Ha XocnuTanusauus ce npunara enukpuaa c Homep M3 c AaBHOCT A0 1 mecel npeg _KaHanaaTcTBaHeTo;
: OT re ermﬂu TecToBse, AokasBallm 3a6onsasaHeTo HA OPUrMHANHA NOANUCAHA W nognﬂgﬁna 6naHka.

1.

2,

3. AHaweaa 3a wwnal-lmpau WHHT ~ camo 3a 30]'& Hag, 18 rofnMHK

4. HapyilieHie B KpbBOCHCHPBAHETO e

5. [launeHTu ¢ HapyiieHa qepuonpoﬁaa cpyuxuvm — TPaHCaMMHa3u noBede OT 3 NbTW Haj HopmaTa - camo Npu
neuenue c Risdiplam

6. CBpbX4yBCTBUTENHOCT C nponau Ha ‘re:um aﬁa(bnnalrrmnu peakunit KbM aKTVBHOTO BELUECTBO UK KbM HAKOE

OT NOMOLLHUTE Bemecfaa
7. Y4actue B KNMHWYHO NpoyuBaHe 3a CMA

OTroBaps Ha KpUTEpUMUTE 3a 3anoyBaHe Ha

nevyeHueTo ¢ B AHEeBHa no3a

@k W3UCKBAHUA HA H3OK 3A MPOBEXJAHE HA NEYEHWUE NPW 5Q CNMHANHA MYCKYNTHA ATPOOUSA B 3B bHBEONHWYHATA NOMOLL




NPUNOXEHWE 1B

NACT 3A ONPEAENAHE HA KPUTEPUUTE NPU NPOABMKABAHE HA NEYEHUETO 5Q CNUMHANHA
MYCKYNHA ATPO®UA
(HYCUHEPCEH, PUCOWUNNAM)

Ume: ErH

3abenexxa: wmeduyuHckama QoKyMeHmayus, ydocmosepsasalya eceku om Kpumepuume e nocoyeHa ¢ yugpa 8 UHOEKC U 3a0BbAXUMEnHo
| HRCMOALLOMO NPUNOXeHue.

3abenexka: figme_fro npoabMxasa crnen HanpaseHa OUeHKa 3 Mecela cneg wecTata M Npeau cegMara no3a U cneq ToBa Ha BCeku 6
me ¢ Nusinersen 1 Ha Bceku 6 Meceua 3a neveHue ¢ Risdiplam.

P 3A NPOABIMKABAHE HA NEYEHUETO (3Aﬂ'bﬂ)l(;ﬂTEﬂﬂﬂ CA BCUYKN KPUTEPWUMN)

| MKB G12.0, G12.1

aTenHa hyHKUMA, M3MEPEHa NO CKanata 3a MOTOPHO-ABUFATENHW (YHKUMM Ha Hammersmlth Functlonal
';EExpanded (HFMSE) u Children’s Hospital of Philadelphia Infant Test of‘Neuromuscular Disorders

1 ﬂ‘f&'ND) Hammersmith Infant Neurological Examination (HINE), Bayley  Scales of Infant and
Development Third Edltlon(BSiD -lil) — 3a CMA Tun 1; u Revised Upper Limb (RULM), maxyanHo
TecTyBaHe (MRC) ckana — 3a CMA Tun 2 n BMWT (6 rnlnute walking test) 3a Tn 3!

2 OpHa (PYHKLNS, OLEHEeHa upe3 cnwpome'rpm oueHka Ha PAO2 " PACOZ 3a nepwog, ot speme bGes

In‘lTel'lHO nogaeaHe Ha Kucnopoj

/

3 XeméTcng’;iggnahu noasaten )

4 nnnca ‘ua_mmmeamu KPUTEpUM No T. ret

"B pewemaew no Aﬂp Ne38 ce orpassiBar aHaMHECTUYHWTE AAHHMW, KNWHWYHATA CUMMATOMATAKA W eaomommmw KTO W Aarara Ha
nocneaHaTa M Ha cnejpallara annukauws; MeguUMHCKa AOKYMEHTALMA C 0TpaseHa CTEeneH Ha NOBNUABAHE Ha nommm cnej 3anovsaHe
obxogumMuTe NacneaBaHna ca oTpaseHn B Tabnuua 2 Ha NpUNoXeHue 2 - 334 bIKUTENHO Ce npeAcramna SUruHanHu GnaHku
K 3asepeHi n nognmcauu KOMWA; NPWU HanNU4Me Ha XOCNWUTANU3aLnA ce npunara enukpusa ¢ Homep K3 cgﬂauocr Ao 1 mecey
npeAu xana; i cTeasero.
.qoc-rosoﬁﬁaa ec nonnncme Ha' _'

“CTB Ha KOMUCUATA B NPUNOXeHWe 1 Ha HacToAWMTE U3NCKBAHNUA

. N3KAK QMK{?KPEHTE’PMM (I‘IPH-HPOR‘I:H)KABAHE HA NEYEHMWETO)

cbnnax‘mqux peaKunn KbM SKTMBHOTO BelwecTeo VIFM KBM HﬂKDS OT na

BeujecTsa

OtroBaps Ha KpUTepuuTe 3a NpogbLNKaBaHe
EEghiaiweroec. 0 o o oo aa BAHCBHEARL. . .

@ W3WCKBAHWA HA H30K 3A NPOBEXIAHE HA NNEYEHWE NPU 5Q CMIUHANHA MYCKYNIHA ATPO®US B M3BbHBONHUYHATA nomotuy




NPUNOXEHUE 2
. NEYEBHO-AUWATHOCTUYEH ANMTOPUTBM

1. NEKAPCTBEHW NPOAYKTW, eknwoueHn B lMpunoxenuwe 1 Ha MNC, kouto H3OK 3annaila B CLOTBETCTBUE C
AeiCTBaLLUTE HOPMATUBHN JOKYMEHTHU.

Tabnuuya 1
INN OO3A
NUSINERSEN* e 12 mg NpunoxeHW UHTPaTeKanHo Ha BCekwn 4 Meceua

[OHEBHa A03a:
oT 2 Meceua A0 < 2 roaunum - 0,20 mg/kg

= 2-roavwHa Bb3pacT (< 20 kg) - 0,25 mg/kg
2 2-rogviiHa Bb3pacT (2 20 kg) - 5 mg

flepnog Ha neyeHue

M3XOAHO Ha BCeKu 6 Ha Bceku 12
. Meceua mMeceLla

X i X X

X X X

X X X

...... % Z 3

X X X

X X X

Cepym&; EneKTponuTH :x: X X
I{pea'runmmuuasa ; fac X X
®ubpuHoren - 3a Hycunepceﬂ Npu 3anousaHe v Ha 6. Meceua!aa ix X X

PuUcAMNNam Camo npi 3anouBaHe 0
Bpeme Ha paaue - 3a Hycunepcen npw 3anousane u Ha 6 meceua/sa X

x X

X X X

Hpomouﬁul-mso ‘Bpeme - 3a HycuHepceri npu 3anouysaHe u Ha 6 X X X
Mecela/sa Pucgunnam camo npv 3anousane. :

Macne.o.aane Ha APTT- 3a Hycmiepceﬂ npy 3anousaHe n Ha 6 X X i X

: X X X

Maﬂyanno Hmenaaue Ha MycKynHa q:yumm X X X

Penrrenorpamm Ha rphﬁuaqen cTenb - X

1. Bb3pacToBara rpamma ce Maqncnﬂaa B 'Hasbpwem roam-m Te. ammumenuo KbM naTa‘ra Ba W3naBaHe Ha npoTokona ot
cneunanmaupaHaTa KOMMCR. '

xapalcrepucmxa Ha c*bmaemm nexapc:’rseu npo,qyrr yTBbpAeHa no pe&a Ha BHHXM
3. H30K He 3annaia neveHve WapkLH yKkasaHaTa Bb3pacToBa rpaHuLia B KpaTkaTa xapakTepucTiuka Ha npoaykTa.
4. H3OK He 3annawa nevyexve ¢ 403% HagA MakcUManHo ‘paspeLieHnTe No KpaTka xapakTepucTika Ha NpoaykTa.
5. B cnyyaih Ha HacTbNua NOAO3UpaHa HexenaHa nexapc?aeﬂa peakuus, nekapsT ysegomsisa WA no peaa Ha un. 184 ot
3MNXM. Konwe ot cbobLueHVeTo ce npunara KbM MeguumHckata aokyMmenTauus Ha 30/ npu kaHauaaTCTBaHe 3a NeveHue.
6. CNELIMATNTUSNPAHATA KOMUCHA usnaBa Pewenue cnepn nposegeHa AMGynatopHa npouegypa Ne 38 ,OnpeaensiHe Ha
nnaH Ha nevyeHwe W npocneasBaHe Ha TepaneBTUYHWA OTFOBOP NPM NAaUWEHTW, NOony4vaBaliy CKbLMNOCTPYBALUWM NEKAPCTBEHW
npoaykTV no pega Ha yn. 78, 7. 2 330 Ha ocHoeaHuwe 4n. 53 u 4n. 309 ot HauuoHaneH pamkoB AOroBOpP 3a MeAWLIMHCKUTE
AeAHOCTM mexay HauwoHanHata sgpaBHoOOCUTypuTenHa kaca u Bbnrapcku nekapcku cbios 3a 2020-2022r. (o6H., OB, 6p. 7 ot
24.01.2020r.) w npepoctaBeHa or 30f1 MeauuuHCKa AoKkymeHTauus. CneuwanuaMpaHata KOMMCMS ChbXpaHsBa eavH
eksemnnap ot Pewenveto. MNpu usgaeaHe Ha npotokon Ha 30J1, cbxpaHsBa BTOPU EK3IEMNASP Ha NPOTOKONA, BCUYKM
Heob6xoauMM [OKYMEHTW 33 W3LaBaHETO My M KOnMe OT npunoxenHue 1 Ha HACTOAIWMTE M3UCKBAHWUS, NONLAHEHO NO
CbLOTBETHaTa TOYKa WU NOANUCAHO OT YNEHOBETE HA CneLuanuanpaHaTa KoMmucus,
Hacmoswume usuckeaHus ca ymebpdeHu om ynpasumens Ha H30K cned Pewenue Ne PI-HC-04-26/09.03.2022z2. Ha
HadsopHus ceeem Ha H30K u npedeapumento cbenacyeare ¢ BJIC, Ha ocHoeaHue yn.52, an.8 ebs ep. ¢ an.6 om lNpasunHuka
3a yempoiicmeomo u deliHocmma Ha HayuoHanHama 30pasHoocuaypumenHa kaca. MauckeaHusima enusam e cuma om damama
Ha obHapodsarHemo uM @ JbpxaseH eecmHuk.” u ommenam delicmeauwume usucksanus, & cuna om 01.04.20212. Ha ocHogaHue
pewenue Ne PL-HC-04-37/19.03.2021..
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@ W3NCKBAHWA HA H30K 3A NPOBEXOAHE HA NEYEHWE MPU 5Q CMIMHANHA MYCKYNIHA ATPO®UA B U3BBHEONHUYHATA MOMOLL,



MPUNOXEHME 3

OEKNAPALINA 3A UHOOPMUPAHO CBIMACHE C U3UCKBAHUATA 3A 3ANOYBAHE/ MPOABIKABAHE HA
NEYEHUETO C NEKAPCTBEHWA NPOOYKT

38“03!-!3)( C uanara Mun npegocrtaseHa MH(bOpMaLWIﬂ M uenTa Ha nNeYeHNeTo C neKapcTBeHWs

" cne.u, KaTo Nony4Ynx uayepnaTeriHn OTIOBOPW Ha

s R S R e R e D e e

édeﬁ B'bl'lDOCM AeKknapupam Ye:

nocrase
1. aBaM npenopbyaHaTa My CXeMa Ha neveHne 1 NepUoaNMHOCT Ha KOHTPONHUTE Nperneau.
2. 'u.le Ce SBABAM HAa KOHTPOMHM nperneaun v HaMa aa npoueHﬂM CaMOBOMHO WNKU NOA APYro BHYLUEHWe
'eHaTa Mu Tepanus.
3. WT&HOBHB&HE Ha neveHneTo no npﬁiihau HENPOWU3TUYALLM OT PEeLLEHNETO Ha Komucm‘ra 3a excneptuan B P30K
KOM’HCI.'IHTa no un. 78, 1.2 ot 330 Lqe yseaomMs HeszabasHO nuunust cu nekap U P30OK u we sbpHa B P30OK
ep;wnﬁ NPOTOKON, MO KOWTO CbM nonwasanla NeKapcTBeHWUN NPOAYKT.
4. " HecnaaBaHe Ha NMOCOYEHUTE YCNOBUA NEYEHUETO MU C YNOMEHaTus nel(apcmeﬂ npoAyKT we, Gbae npekpaTeHo u
;\ﬂm\ga Aa mam npeTeHuw KbMm H30K. 4 b : &’f;«
5. T 6'un. 78, 7.2 ot 330,

.qasaM c‘brnacuem CW, OcTaTbKa oT npe,qocTaBeHwTe 3a C'bxpaHeHHe B GoanqHa'ra anTelca q},n
npanyn aa 6b.qa'r npnnomeum Ha apyro 30/1 ¢ chluaTa AMarHo3a u B cnmoro nevetHo aaamﬁne

0T NneKapcTeeHnA

DeknapaTop:

@ W3UCKBAHWA HA H30K 3A MPOBEXAAHE HA NEYEHWE MNPU 5Q CMTUHANHA MYCKYNIHA ATPO®US B 3B bHEONHUYHATA nomoLy



