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WU3UCKBAHMS HA H30K

HA JIEYEHUE NPU HACJHIEACTBEHA

~ GAMUIHA AMWNOMIO3A C HEBPOMATHS



W3UCKBAHUSA HA H30K NMPU U3QABAHE HA NPOTOKONMU 3A NPOBEXAAHE HA NNEYEHUE NPU
HACNEACTBEHA ®AMUNHA AMUITIOUAO3A C HEBPOIMNATUA

MpoToKON®T Ce n3aasa OT cneunanuanpaHa KOMMCHA B nevebHU 3aBeaeHUA 3a 60NHUYHA NOMOLY, CKIOYUNU AOTOBOP
¢ H30K. CneumanuaupaHute KOMUCHM Ce Cb3aasaT CbC 3anosed Ha aupektopa Ha MN3: Knuuuka no Hesponorua YMBAI
LAnekcaHagposcka' — Cocus.

I. PEQ 3A 3ABEPABAHE HA NPOTOKOINWUTE

MpoTtokonu 3a 3anoyBaHe Ha nevelue

=  MeawumHcka 4OKYMEHTaUMA, NOTBLPXKAABALLA KpUTEpUUTE NO Npunoxenue 1 u
= - BCHYKM HeobBxoaumu nacneasaHus, cbobpasHo npunoxexue 2
CNEUMANMU3IUPAHA * PeweHue Ha cneyuManuMivpaHa KOMMUCHA C ACHA MeauuuHCKa MOTMBaUMUSA 3a
KOMUCUA 3anodBaHe Ha TepanuATa, 3aabMMKUTENHO ce 0T6ensA3Ba NUNca Ha U3KNKYBaLm
KpuTepun
= “lpoTokon 3a nNpegnucBaHe Ha NekapcTea, 3annawadu oT H3OK/P30K" — obp.
M3-H30K
Komucus no un. 78, 1. 2 3aBepka Ha npoTokona
ot 330 B LIY na H30K B P30K

*  MeguumHcka AOKYMEHTALMA, NOTBbPXAABALLA KPUTEPUUTE NO npunoxexue 1 u
: BCUYKW HeoBxoauMu nicneasaHuns, cbobpasHo npunoxeHue 2

CNELUMANU3UPAHA * PeweHue Ha cneuManuaMpaHa KOMMCHUSAl C SICHA MeAMLIMHCKA MOTUBaLMS 33

KOMWUCHS npoAbmkaBaHe Ha TepanuaTa, 3aAblKWTENHO ce oTOena3sa nunca Ha

W3KIMIOYBALLY KPUTEPUM

/ * “[lpoTokon 3a nNpeanucBaHe Ha nekapcTtsa, 3annawanu ot H30K/P30K” — obp.

M3-H30K
Komucus novn. 78, 1. 2 ' 3aBepka Ha npoTokona

ot 330 B LY Ha H30K B P30K

_Ha CheuManuaMpaHn KOMMCHW B neveGHM 3aBefeHus, okassawm GOnHWYHA
e Peillenne Ha cneuvanuanpaxa komucus“ no Alp Ne 38 OnpegensiHe Ha nnaH Ha
OTrOBOP MPY NALMEHTH, NONY4aBaLLM CKLROCTPYBaLLM NEKapCTBEHN NPOAYKTU NO peaa
TorwuTe Maucksanna Ha H30K, kaTo NbpBHAT M BCEKM CnieaBaLl NPOTOKON Ce u3aaear

cH- <Pewenve Ha cneunanuaupaHa komucus® no Allp Ne 38: cnegHoro: )Kenas na mu 6bae
PO, KaTo Aeknapvpam, Ye CbM yBEAOMEH 3a IGHCTBUETO Ha Ha3Ha4YeHaTa nekapcTeeHa
|ara na mn 6vae npunaraxa®; ,CbrnaceH/a CbM 3a M3NON3BaHE Ha NUYHWTE MM

opobpeHo neveHne.
Tepanua v fasam UHG
[OaHHK 33 uenuTe Ha eKCnepTHaal
Ha4uHW: No e-mail, Tenedon unk:
3. flo nonyyasaHe Ha WHCPOP 1
TepanuaTa ¢ NeKapcTBeH/M NPOAYKT 0 € NPoBeXAan NeYeHUETO A0 MOMEHTA,

4. Npeav crapTupaHe Ha npoueca M asaHe Ha E-npotokon Ha 301, cneumanuivpaHata KOMUCWS NpaBW cnpaBka Mo
eneKTPOHeH NbT 3a napaaeHn Ha 30T npeaxoaHk NPOTOKoAK, NO ChlMA Npodun Ha 3abonseane. MpouecsT No U3aaeaHe Ha E-
NPOTOKON Ce peanuaupa B MeanumHckn codTyep. B HacTORUINTE M3NCKBAHMA Ca NOCOYEHM HEOGXOAUMMUTE AOKYMEHTH 3a
u3naeaHe Ha E-npotokon Ha 30/, : :
5. NokymeHTuTe (aMbynaTopHUTE NUCTOBE, ENUKPU3N, U3CNEABAHWS), KOUTO ChLLECTBYBAT B H3WC/uHdbopmMauuoHHaTa cucTema Ha
H3OK, ce aexnapupart B E-npoTokona ¢ TexHuTe yHukanHu Homepa (HPH).

WndopmaumsTa, oTHoCUMa KbM U3naBaHe Ha E-npoTokona, KOSTo e B AOKYMEHT, KOWTO HAMa ENeKTPOHEH (hOPMAT 1 He ce CbAbpxa
B H3WUC, ce noaaea: kato ce nonbnea B PeleHneTo Ha CneuManuanpana KOMMCUA — OCHOBaHUe 3a uazjaBaxe Ha E-npoTokona unu
AOKYMEHTBT Ce CKaHMpa 1 npukada KbM E-npoTtokona.

6. MNpu w3paeaHe Ha E-npotokon no peaa Ha ekcnepTtusarta no un.78, 1.2 ot 330, oTnapa HeobxoAUMOCTTa 4a ce NpeaoCTaBsaT U
CbxpaHsBaT npunoxeHue Ne1 u npunoxenue Ne3 ot HacToswwmTe Mancksanma Ha H30K", npv cnegHuTe YCINOBUSA:

- 32 npunoxenue Ne1, NoANWCaHO OT cneumManuanpaHaTa KOMUCHSI, NPU HANUYUETO HA TEKCT B ,PelleHne Ha cneuuanusupaHa
komucus® no Alp Ne 38: ,Jlunceat uskniousalum KpuTepum 3a 3anousaHe/npoaLMHKaBaHe Ha Nedexue ¢ M

- 3a npunoxexue Ne3, nognucaro ot 30J], Npu HaNUUMETO Ha TEKCT B ,PelueHre Ha cneunanuaupaHa KOMUCHS" no Allp Ne 38:
~Kenas na M 6bae 0a06peHO neueHue C NEeKapcTBEHWA MPOAYKT, KaTo AEKNapupaMm, Ye ChbM yBeJOMeH 3a AelCTBMEeTO Ha
HasHaueHarta fekapcTseHa Tepanua u Aasam MHOPMUPaHO cernacue cblwata Aa My 6bae npunarava

P30K"; ,Paspewasam A0CTBN 40 ENEKTPOHHOTO MU 3APaBHO AOCHE”,
- 3anovBaHe WAY NpoAbiKaBaHe Ha 3anABeHOTO neveHune, 30J/1 npoannxasa

=1 W3NCKBAHUA HA H3OK 3A MPOBEXOAHE HA NEYEHWE NPU HACNEACTBEHA ®AMUNHA AMUNOWAO3A C HEBPOMATUSA B
W3BBHEONHUYHATA MOMOLLY



NPUNOXEHWE 1A

NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NEYEHUE HA HACNEACTBEHA
®AMUNHA AMUNIOMAO3A C HEBPONATUA B MbPBU CTAAWN
(TAFAMIDIS)

A. KPUTEPMM 3A 3ATIOYBAHE HA TbPBU KYPC (BAITBIKUTENHN CA BCUYKN KPUTEPUM)

3 nm-apmasau;a KpUTEPUUTE NO npunoxeuuﬂ 1 BCUYKN HEOBXOAUMM UICNEABAHUA, CbOBPA3HO NPUNOXeHHUe 2
33110 3a60NABAHETO U BCUYKM NOCOYEHN U3CNEABAHUA U KOHCYNTaLUN B NPUNOXEHWE 2 Ca 3afLKNTenNnHn!)

AKTUBHOTO BELLECTBO NN KbM HAKOE OT HOMOLLHUTE BellecTsa
BEHU npoﬁneMM KaTo PpyKTO3HA HEMOHOCUMOCT

ﬁ_ . M3UCKBAHUA HA H30K 3A MPOBEXAAHE HA NEYEHWE NPU HACNEACTBEHA ®AMUNHA AMWUNOWAO3A C HEBPONATWA B
@ M3BBHBONHUYHATA NOMOLY



NPUNOXEHME 1A

NUCT 3A ONPEAENAHE HA KPUTEPUMTE NPU NPOABINKABAHE HA NEYEHUETO HA
HACNEACTBEHA ®AMUITHA AMUNOWUAO03A C HEBPOINATUA B MbPBU CTAAUN
(TAFAMIDIS, PATISIRAN, INOTERSEN, VUTRISIRAN)

A 3A NPOOBIMKABAHE HA NEYEHUETO (SAABMKUTENHU CA BCUYKU KPUTEPUK)

MKB E85.1

f;tatyc oueHKa no PND (poiyneuropathy dlsablllty) OlieHKa Ha CTagvwnA Ha xepeautapHata TTPA, NIS

| Nporpecus ¢ yBenuuaeaxe 9 Touku no ckanarta Ha NIS npu nevenue ¢ Tafamidis '2

LA ¢ kapauonor — EKT, exokapaviorpadus 12

Tauus c ractpoexteponor '2

5| Nu :,'"a siil U3KMIOYBALWM KPUTEPUM NO TouKa M 12

pBI.I.IGHWG HI cneuuanuaupaua KOMMCHA C OTpaseHa ehekTUBHOCT NO NOKa3aTenu oT npunaraHoTo neJyeHuwe

2 meanunHeKa, f , NOTBLPXKAABALLA KDUTEPUUTE N0 NPUNOXKEHHe 1 1 BCUYKN HEOBXOAMMM H3CNeABaHNS, CboBPa3Ho NpUNOXeHUe 2
Mpn nporpocmc m'\leimo #a Tafamidis, ce npemunaBa Ha nedenue c Patisiran, Inotersen unu Vutrisiran.

I mloqmuu KPUTEPUW (NPU NPOOBMKABAHE HA NNEYEHWETO)

aKTWBHOTO BELUECTBO MNK KbM HAKOE OT NOMOLLHWTE BellecTsa
HEBPONOrMYHOTO yBpexAaHe (camo npu nevenue ¢ Tafamidis)

Ha HEBPONOrMHHOTO yBpexXaaHe

aHe — camo npu nevenue c Patisiran, Inotersen n Vutrisiran

He Ul TepMuHanHa 6bbpeyHa HegocTaTbyHOCT (€GFR < 30ml/min/1.73m2) —
siran, Inotersen v Vutrisiran

MHWH B ypuHaTa Haa 113 mg/mmol u/mnu eGFR < 45 ml/min/1.73m2 - camo

2
-3,
5

-9
8.
9.

{nmua noa 18-roauiuna Bb3pacr)

_— M3UCKBAHUA HA H30K 3A NPOBEXIAHE HA NNIEYEHWE NPW HACNEACTBEHA ®AMUITHA AMWUNONMAO3A C HEBPOMNATWA B
M3BBLHBONHUYHATA NOMOLY



NPUNOXEHWE 1B

NACT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NEYEHME HA HACNEOQCTBEHA
S®AMUNHA AMUITOMAO3A C HEBPOIMNATUA BbB BTOPU CTAIUN
(PATISIRAN, INOTERSEN, VUTRISIRAN)

oaaa Ha CTPaHUYHMW PEaKLIUM OT NEeYEHUETO UMK NPU N3YEPNBaHE BL3MOXHOCTUTE Ha 8AWH OT NeKapcTBeHUTe NPOAYKTH
MOXe A2 GB NIPBMIHE K1-M Tepanus ¢ APYTuA NekapcTBeH NPOAYKT.

A MPHH 3A 3ANOYBAHE HA MBbPBU KYPC
TEPMC PATISIRAN U VUTRISIRAN CA 3Aﬂ'b]1}KH’T£ﬂH§I KPWTEPWUU1,2,3,418
MA C INOTERSEN CA 3Aﬂ'bﬂ)KHTEJ1HM BCUYKWA KPUTEPUM

| MKB E85.1

1 Hespcmormen crartyc, oueHka no PND (polyw.irapathy disability), oueHka Ha cTagus Ha xepegutapHata TTPA, NIS
(neuropathy impairment score) 2

2 EF#(enéxrponeaporpacpm), CUMNATUKOB, TECT, Maenensaﬂe Ha cyAomoTopHaTa tyHkuma (SUDOSCAN) 2

3 | KoHcynTauus ¢ uapgﬂomr — EKT, exoxapnuorpaqwn 2

4 Koncymauua c racrpoemeponor 12

ka b 12

| @DeKTUBHOCT N0 NOKasaTenu OT NPWNAraHoTo nevyeHne
WTE MO Npunoxedue 1 U BCUYKN HeoDxoaumK nacneaBaHna, CbobpasHo NpUNoXeHue 2

B. ualcnloqs'.iuﬁi KP ANOYBAHE HA NEYEHHETO)

Cspbqummmmmwm A KbM HAKOE OT NOMOLUHMTE BeulecTsa
TexKo YepHOAPODHO
Texko 6u6peuHo yepe
CboTHoweHune GenTuk /1
neveHue c Inotersen

5. bBpo#n Ha TpomBouuTuTe < 100 x 109/l — camo npm neuexue c Inotersen
6. DBpemeHHOCT U KbpMeHe

7. [MepwatpuyHu naymeHTu (NUua nog 18-roguwiHa BL3pacT)

bl ol e

He mutepuuﬂanaa 6u6peuna HegocTaTbuHocT (eGFR < 30ml/min/1.73m?)
'_ 113 mg/mmol wunn eGFR < 45 mi/min/1.73m2 — camo npwu

ﬁ“ : W3NCKBAHNA HA H3OK 3A NPOBEXXOAHE HA NEYEHUE NPW HACNEACTBEHA ®AMUTHA AMUITIOUO3A C HEBPOMATUA B
@ N3BBLHBONHWUYHATA NOMOLY



NPUNOXEHWE 1B

NUCT 3A ONPEAENAHE HA KPUTEPUMTE NPU NPOOBLINKABAHE HA NEYEHWUETO HA
HACNEACTBEHA ®AMUITHA AMMITOMAO3A C HEBPOMNATWUA BB BTOPU CTAOUU
(PATISIRAN, INOTERSEN, VUTRISIRAN)

rEPVM 3A NPOABMKABAHE HA NEYEHUETO (3AILIMKUTENHN CA BCUMKU KPUTEPUM
-,?M TEPATUSE C PATISIRAN M VUTRISIRAN CA 3AIBIDKUTENHU KPUTEPUN 1, 2,3 1 6
\ IE_EAauﬂ.c INOTERSEN CA 3A0BIDKUTENHU BCUYKN KPUTEPUM

4eH craryc oueHKa no PND (polyneuropathy disability), oueHka Ha cragus Ha xepegutapHata TTPA, NIS
y impairment score) '2

6 ﬂunca Ha uammaauw KpUTEpWK no Touka I 12

pemenmmmmﬂmmlmna KOMMCHA C OTpaseHa edekTUBHOCT NO NOKA3ATeNu OT NPUNAraHoTO NedeHue
2 MeJULVHCKE JOKYMEHTALMA, NOTBLPXABaLLA KpUTEPUUTE NO NPUNOKEHME 1 U BCUUKM HEOBXOANMM N3CneaBaHus, CboBpPasHO Npunoxexue 2

ABIMKABAHE HA NEMEHUETO)

BHOTO BELLECTBO UMM KbM HAKOE OT NOMOLLHUTE BellecTsa
OMUMHOTO yBpeXaaHe =

AW TEPMUHANHA 6b6peyHa HeAOCTaTEHHOCT (eGFR < 30ml/min/1.73m?)
_m ja:_ypuHaTa Hag 113 mg/mmol wunu eGFR < 45 mi/min/1.73m2 — camo npu

% 10%1 - = camon ﬁeqeuneclnotersen

EpeMGHHOGT ¥ KbpMeHe
MeguaTpuyHy NAHABHTY | (AL

il

nop, 18-ro.nuuma Bb3PAcT)

=% M3NCKBAHUA HA H3OK 3A NMPOBEXKOAHE HA NEYEHWE NPW HACNEACTBEHA ®AMUNTHA AMUIIOMAO3A C HEBPONATUSA B
M3BBbHBONHUYHATA NOMOLL



NPUNOXEHWE 2

l. NEMEBHO-OUMATHOCTUYEH ANTOPUTBM
1. NEKAPCTBEHW NPOAYKTW, skniovenn B Mpunoxenne 1 Ha MJIC, kouto H3O0K 3annawa B CLOTBETCTBME C
AeNCTBALUUTE HOPMAaTUBHUN [OKYMEHTH.
Taébnuua 1

INN AO3A

TAFAMIDIS ¢ 20 mg nepopanHo - NpPenopbYynTEnHa AHEBHA 038

0,3 mg/kg TENECHO TErNO Ha BCEKM 3 CEAMMULIM KAaTO MHTPaBEHO3HA UHAY3UA B
npogbnxeHve Ha 80 MUHYTH

284 mg NoAKOXHO — BEAHBXK CeaMUYHO

25 mg NOQKOXHO - BEOHBbX HA

Mpeau 3anovsaHe Ha Ha Bceku 6 meceua
_NeYeHUeTo

||l m ] s | ] ise] x| x| x
M| s sl x| x| x| x| x| x| x| x

rmmpynna twrpauus (€GFR) — 3a Patisiran. Inotersen u

>
b

X / kpeaTuhuH B ypuHata (UPCR) — camo

XX X| X| X
x| X x| X

B HEBBPLIEHN TOAMHY - T.€. BKMIOYMTENHO KbM JaTaTa Ha W3faBaHe Ha NpoTokona oT

HeHWA CBLIMACHO KpaTkaTta

anBIXUTERHO Ce cbobpasssar 3;;393 :
KT; ¥YIBBpAEHAE NO: 3 Ha 3MIMXM

@PUCTVUKE Ha NPOAYKTa.

KTEPUCTUKa Ha NpoayKTa.

omssa WA no peaa Ha un. 184 ot 3MMXM.
uns Ha 3071 apu KaHauaaTCTBaHe 3a NeYeHue.

e Alp Ne 38 ,Onpegensade Ha nnaH Ha

AyHMaBatiiyM CKbNOCTPYBALLM NEKAPCTBEHW NPOAYKTY NO peaa

4. H30K He 3annawa n
5. B cnyyaii Ha HacTbnuna
Konuve oT cbobweHneTo ce np
6. Bcexku e-npoTokon ce uznasa
neyeHne U npocneassaHe Ha Tepanes
Haun. 78, T. 2 330", .
Exsemnnsp Ha xapTueH Hocuten ot AlMp Ne 38 ,Onpef 'Ha MNaH Ha nevYeHue W NpocrneassaHe Ha TepaneBTUYHUS OTTOBOP
npu NauueHTu, NoNy4asally CKbLNOCTPYBALLM NEKapCTBEHW NPoAYKTW No peaa Ha yn. 78, 7. 2 330, KONTO e OCHOBaHWe 3a U3gaBaHe
Ha NPOTOKON, NoOANUCaH OT Nekapsa crneuvanuavpada komucus u 30J1 (poauTen, HacToNHUK/NpUEMEH POAWUTEN), Ce BOAU MO pen,
onpegeneH oT ne4ebHOTO 3aBefjeHNE U Ce CbXPaHABa B KADMHETA Ha Nekaps/koMucnaTa.

7. MNpu n3pasare Ha E-npoTokon no pega Ha ekcnepTuaaTa no un.78, 1.2 ot 330, otnaga HeobxoanMoCTTa 4a ce NpedocTaBsT 1
chxpaHasaTt npunoxexne Ne1 u npunoxexne Ne3 ot HacToswumTe U3nckeanuns na H30K".

8. NapasaHeTo Ha E-NpoTokon ce ocblecTBSABa B CbOTBETCTBME CbC CbBMECTHM ,YkasaHus 3a paboTa ¢ noaaseH no enekTpoHeH
neT npoTtokon IA/IB/IC (e-npotokon)®, mexay HauvoHanHata sapaBHoocHrypuTenHa kaca M Bbnrapcku nekapcku cbios 3a
npunaraHe Ha HaunoHanHua paMKoB JOrOBOP 3a MEANLMHCKUTE OEWHOCTU.

KpaTka xapa

Hacmosuwjume usuckeaHus ca ymespderu om ynpasumens Ha H30K cned Pewerue Ne PL-HC-04-85/29.07.20242. Ha HadzopHus ceeem Ha H30K
u npedeapumento cwenacyeane ¢ BfIC, Ha ocHOsaHue un.52, an.8 ebe ep. ¢ an.6 om [lpasunHuxa 3a ycmpoiicmeomo u deliHocmma Ha
Hauuonannama 3dpasHoocuaypumenHa Kaca. M3lckeaHusma enuzam & cuna om damama Ha o6HapodeaHemo uM e ALbpxaseH secmHux.”“ u
ommMeHam Jdelicmeaiyume usuckeaHus, & cura om 25.08.2023z. Ha ocHosaHue pewerue Ne PI-HC-04-56/11.08.20232.
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= W3UCKBAHWA HA H3OK 3A NPOBEXOAHE HA NEYEHUE MNPWU HACNEACTBEHA ®AMUMHA AMUNOWAO3A C HEBPOMATMA B
1 W3BBHEONHWNYHATA NOMOLL,



NPUNOXEHUE 3

AEKNAPALUA 3A UHOOPMUPAHO CbIMMACHE C UBUCKBAHUATA 3A 3ANOYBAHE/ MPOABIMKABAHE HA
NEMEHUWETO C NEKAPCTBEHMA NPOOYKT

cnen K - 3amosHax C uAnata MM ‘npeaocTaseHa uHpopMaLMs M LeNnTa Ha NEeYeHWeTO C NeKkapcTBeHWs
: e Y e e, 2 ¥ crieg KaTo NOMyYux M3depnartenHu OTroBopu Ha
:w-ﬁeﬁ"sbnpocu, Aexnapupam ye:

nnaaaam npenopbyYaHaTa M CXéMa Ha NedeHne W NepUoaUYHOCT Ha KOHTPONHUTE Nperneau.

ﬁae ce gaﬁéam Ha KOHTPONHM NPErNeav U HAMa ja NPOMEHSM CaMOBOMHO UMK NOA APYrO BHYLLIEHWE Ha3HaueHaTa

3. Fipﬁnpeyc'rauoaﬁsane Ha Ne4YeHneTo no" M, HENPOM3TU4ALLM OT peteHneTo Ha KomucusTa 3a ekcneptuan B P3OK

AW Komucusta no un. 78, 1.2 ot 330, 'meyaeaoms He3abaeHO NUYHWA CY nexap.
4, 'ﬁpu HecnaseaHe Ha NOCOMEHNUTE YCMNoBUS neqeuue’tfo MU C YNIOMEHaTH NexapcTBeH NpoaykT we 6bae npekpaTeHo 1 HAMA
,qa AMam npeTeHuvm kbm H3OK.

= M3NCKBAHWA HA H30K 3A NPOBEXXIAHE HA NEYEHWE NPW HACNEACTBEHA ®AMUNHA AMUITOMAO3A C HEBPOMATUA B
W3BBbHBEONHUYHATA NOMOLL,



