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B U3BBHBOJNIHUYHATA I'IOMOI.I.I



M3NCKBAHWA HA H3O0K NPU U3OABAHE HA NPOTOKOJIN 3A NPOBEXAAHE HA NEYEHUE NPU
HACNEACTBEHA TPAHCTUPETUHOBA AMUNOUAO03A C HEBPOMATUA U KAPOAUOMUONATUA U
TPAHCTUPETUHOBA AMUNIOUAHA KAPAWOMUONATUA (AUB TUN)

MNpoTokonuTte ce u3aaeaT OT cneUWanu3MpaHu KOMUCHU B nevebHM 3aBeaeHns 3a GONHUYHA NOMOLL, CL3A3AEeHHU CLC
3anosep Ha gupekTopa U ckmouunu gorosop ¢ H30K.

Cneuunanuanpanarta komucus B YMBAN ,AnekcaHgpoecka” — rp. Codua BKNIOYBa CNEUManicTy C KoA Ha cneLwanHocT
10 — HepBHu Gonectu u 08 — kapAuonorus 3a u3gaEaHe Ha NPOTOKONW MNPW NEYEHUE Ha NauUeHTU C HacneacTBeHa
TPaHCTUPETMHOBA aMUIIONA03a C HEBPONAaTUA U KapaMOMMONAaTHS, -

Cneuuanusnpanute komucuu B YMBATN ,Ce. MBaH Puncku” - rp. Cocua, YMBAJ "Llapuua Moanna — UCYN" - rp.
Codun, YMBAI ,CeeTu leopru® EAJ] - rp. Mnosaues n YMBAI "CeeTa Mapuna" EAJ] - rp. BapHa BkniouBaT cneuwanvcTy ¢ Kog
Ha cneyuanHocT 08 — kapAMONOruA 3a U3fasaHe Ha NPOTOKONW NPW NEYEHNE Ha NALMEHTU C TPAHCTUPETMHOBA aMUIOMA03a C
KapAMOMWUONAaTHA VB TWN.

I PE[l 3A 3ABEPABAHE HA NPOTOKOJUTE

lpoTokonu 3a 3anoYBaHe Ha nevyeHue

* MeauumHcka AOKYMEHTaLUMs, NOTBLPXKAABALLA KPUTEpUUTE No NpUnoxeHuwe 1 v
BCUYKM HeobBxoauMu uscneasaHus, cboGpasHo npunoxeHue 2
CNEUMANTUIUPAHA * PeweHue Ha cneuwanuanpaHa KOMHCHUS C SiCHA MeJMUMHCKAa MOTUBaUMA 3a
KOMWUCUA 3anouvBaHe Ha TepanuAaTa, 3aAbiIKMTENHO ce oTOenAsBa nunca Ha U3KMI4BaLln
KpuTepum
* ‘“Mpotoxon 3a npegnuceaHe Ha nexkapcTea, 3annawaxu ot H3OK/P30K" — obp.
M3-H30K
Komucua noun. 78, 1. 2 3aBepka Ha nporokona
ot 330 B LIY Ha H30K B P30K

MpoTokonu 3a npoabNXaBaHe Ha nNeYeHue

*  MeavuuHcKka AOKyMeHTaLMA, NOTBbPXAABALLA KPUTEPUHTE NO NPUNOXeHue 1 u
BCWYKKM HeobxoanMK nacneasatus, cLob6pasHo Npunoxexue 2
CNELIMANIU3UPAHA * PeweHne Ha cneuwanusupaHa KOMMCHUA C SiCHA MeOULMHCKA MOTMBauus 3a
KOMWUCHUSA npogbkasaHe Ha TepanwaTa, 3aAbMkUTENHo ce otbenAssa nunca Ha
: U3KMIOYBALLM KPUTEPUM
/ | = ‘lMporokon 3a npeanuceaHe Ha nexkapcTea, sannawaxm ot H30K/P30K” — o6p.

M3-H30K
Komucua noun. 78, 1. 2 3aBepka Ha npoTtokona
ot 330 B LY Ha H30K 8 P30K

Il. OBLL NONOXEHUA :

1. E-npoTokon ce W3naBa OT YNeHOBe Ha CreuWanyu3npaHn KOMUCHM B neveGHU 3aBeeHUA, OKa3Ballln GONHMYHA MEOULMHCKA NOMOLL,
(N3BM) Ha ocHosahne ,PelseHue Ha cneunanuaupaHa komucus' no Alp Ne 38 OnpegensHe Ha nnaH Ha NEYEHWE W NPocneAsBaHe Ha
TepanesTUYHUA OTFOBOP NPYU NaUWEHTN, NONYYABALM CKLNOCTPYBALUN NeKapCTBEHW NPOAYKTY No peaa Ha un. 78, T. 2 330" B cLOTBETCTBME C
HacToswmTe Uanckeanmna Ha H3OK, kaTo mbpBUAT W BCEkM CNejBall NPOTOKON ce W3 asaT 3a nepuoy 4o 180 AHu.

2. 301 ypocroBepsABa ¢ noAnNKUca cn B PellieHne Ha cneyuannaupaHa komucus“ no Alp Ne 38: cneaHoTo: Kenasa aa mu 6bae opobpeHo
nedyeHne C NeKapcTBEHWA NPOAYKT, KaTO AEKNapupaM, Ye CbM YBeAOMEH 3a ASHCTBMETO Ha HAa3HAYEeHaTa NekapcTBeHa Tepanus W Aasam
MHOpMUpaHO Cbrnacue Chblyata Aa Mi 6bae npunarana’; ,CurnaceH/a cuM 3a H3NON3IBAHE HA INYHUTE MU AaHHM 33 LIENUTE HA eKcnepTH3aTa®;
~Kenas na 6ba yBepoMeH/a 3a pesynTaTa ot ekcnepTu3ara ot P30K 1o eauH OT cnesHuTe HauuHK: no e-mail, TenedioH nnu Ha macTo B P30K":
.Pa3spewasam AOCTLN 4,0 ENEKTPOHHOTO MU 3APaBHO gocue”. :

3. fo nony4yaBaHe Ha WH(OpPMaUMs 3a 3anoysaHe WM NPoALMKABaHe Ha 3asBeHOTO nevenne, 3011 npoabmkaea TepanusTa ¢
nexapcTeeH/M NpoayKT/W, C KOUTO e NpoBeXAan NeYeHUeTo A0 MOMEeHTA.

4. MNpeau cTapTvpare Ha npoueca no u3naeaxe Ha E-npotokon Ha 30/, cneunanuanpaHaTa KOMUCHA NpaBu cnpaeka no eneKTPOHEH NbT 3a
u3gaaeHu Ha 30J1 npeaxoaHW NPOTOKONM, NO Cblyus Npocun Ha 3abonseade. MMpouUECHT NO W3AaBaHe Ha E-npotokon ce peanusupa B
Me/iuLIMHCKN codbTyep. B HacToswuUTe N3UCKBAHUA Ca NOCOYEHN HeoBXoAUMMUTE AOKYMEHTH 3a MapaBaHe Ha E-nporokon Ha 301,

5. NokymenTuTe (amBynatopHuTe NUCTOBE, ENUKPH3M, N3CNEABaHWA), KOWTO CblyecTByBaT B H3WC/MHGOpMaLMOHHATa cucTema Ha H3CK, ce
Aeknapupar e E-npoTokona ¢ TexHUTe yHuKkanHu Homepa (HPH).

WrdopmauunaTa, OTHOCMMA KbM W3gasaHe Ha E-npoTokona, KOATO e B JOKYMEHT, KOWTO HAMa enekTpOHeH hOPMAT W He ce ceALpXa B H3UC,
Ce NOAAaBa: KaTO Ce NONLNBA B PELUEHNETO Ha CneLManuaMpaHa KOMUCUA — 0CHOBaHHE 3a W3jaBaHe Ha E-npoToKona unu AOKYMEHTET ce CKaHupa
1 Npukaya kuMm E-npoTokona.

6. MNpn nzpasane Ha E-npoTokon no peaa Ha ekcnepTuaara no un.78, T.2 ot 330, oTnaga HeobxoauMocTTa Aa ce npejoCTaBAT U CbXpaHABaT
npunoxenue Ne1 n npunoxenwne Ne3 ot HacToswuTe M3ucksanna Ha H3OK®, npn cnegHuTe ycnoeus:

- 33 npunoxeue Ne1, NOANMCAHO OT CNELManN3NPaAHATA KOMUCHA, NPU HANMYUETO Ha TEKCT B PeleHne Ha cneuManuaupana komuens® no Alp
Ne 38: Jluncear n3kniouBalLM KPUTEPUM 3a 3aN04BaHE/NPOALIMKABAHE HA NEYEHNE C nne;

- 3a npunoxeHne Ne3, noanucano ot 30J1, Npu HANUYNETO Ha TEKCT B ,PelueHue Ha crieunanusupaHa KOMUCHs" no Alp Ne 38: ,Xenas ga mu
6bae opobpero neveHmne ¢ NnekapcTBEHUA NPOAYKT, KATO AEKNapUpaM, Ye CbM YBEAOMEH 33 AEHCTBUETO Ha Ha3HayeHaTa nekapcTBeHa Tepanua
¥ AaBaM NHC(HOPMUPAHO Cbrnacue Cbluata a Mn 6L4e npunaraxa.

!i'( M3NCKBAHMA HA H30K 3A NPOBEXXAAHE HA NEYEHWE NPU HACNEACTBEHA TPAHCTUPETUHOBA AMUNOWOO3A C HEBPOMATUSA W
N d KAPAUOMWMONATUA N TPAHCTUPETMHOBA AMUNIOUAHA KAPOMOMWONATUA B M3BBLHEONHUYHATA NOMOLL|




NPUNOXEHUE 1A

NUCT 3A ONPEAENSAHE HA KPUTEPUUTE NMPU 3ANOYBAHE HA NEYEHWE HA HACNEACTBEHA
TPAHCTUPETUHOBA AMMNOMAO3A C HEBPONATHUA B NbPBU CTAAUU

A. KPUTEPUM 3A 3ANOYBAHE HA NBEPBU KYPC C INN TAFAMIDIS 20 mr 3, INOTERSEN 4, EPLONTERSEN *4,
PATISIRAN 4, VUTRISIRAN * (SAQBITXWUTENHWU CA BCUYKWN KPUTEPUWN)

MKB E85.1

1 | CurypHa auarHo3a, NOTBLPAeHa Ype3 reHeTUIHo uscneaeaxe 2

2 Ouenka no PND (polyneuropathy disability), oueHka Ha cragus Ha xepeautapHaTa TTPA, NIS (neuropathy impairment
score) 12

3 | EHI (enextpoHeBporpachus), CUMNaTUKOB KOXEH OTTOBOP, U3cneABaHe Ha cyaomoTopHata dyHkuma (SUDOSCAN) 12

4 | KoHcyntauus ¢ kapauwonor — EKI™, exokapanorpacus 2

5 | KoHcyntauws c ractpoeHteponor 2

6 | Jlunca Ha nsknovBalLKM KpUTEpUM No Touka b '?

' pewenne Ha cNeUManu3upaHa KOMUCHA C OTPE3EHN AHAMHECTUYHIK AaHHU, KNTMHWUYHATA CHMNTOMATHKA W EBONIOTUBHUS XOA Ha 3a60NABAHETO
2 MeAMLIMHCKa OKYMEHTaLMA, NOTBLPXKAABALLA KPUTEPUITE NO NpMNoXeHue 1 1 Bcuki HEOGXOAMMM U3CNeaBaHus, CboGpasHO NpUNoXeHUe 2

(CeHeTUYHO MacneaBaHe, Aoka3Bawo 3a6onaBaHETO U BCUYKA NOCOMEHN M3CNEABaHUA U kol aunum B Npun Hue 2 bIDKUTENHHK!
Mpu nauweHTH c AGHOPMHMN Pe3ynTaTi Camo OT CUMNATUKOB TECT (CMNATMKOB KOXEH OTTOBOP), N3CneaBaHe Ha CyAoMoTopHaTa dyHkuua (SUDOSCAN)

cneaBa aa ce 3anoune Tepanua ¢ TAFAMIDIS 20 mr
4 Mpwn nauneHTH c aGHOPMHYU Pe3yNTaTH OT CUMNATHUKOB TECT (CHMNATUKOB KOXEH orrosop) nacneaBaHe Ha cypomotopHaTta yHkuus (SUDOSCAN) u
EHI cnepBa aa ce 3anouHe Tepanns ¢ INOTERSEN unu EPLONTERSEN wunu __PAT_ISIRAN unv VUTRISIRAN

B. USKNIOYBALLWX KPUTEPUU (NMPU 3ANOYBAHE HA NEYEHME)

1 CBpbX4yBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO MM KbM HAKOE OT NOMOLLHUTE BellecTsa
2 MauneHnTu ¢ peaku HacneacTBeHW Npobnemu kato pyKTO3Ha HENOHOCMMOCT

3. BpeMeHHOCT U KbpMeHe

4 MeawatpuyHun naumeHTn (NMuUa noga 18-roauiHa BL3pacT)

B. KPUTEPUKU 3A NPOABLIMKABAHE HA JEYEHUETO C INN TAFAMIDIS 20 wmr, PATISIRAN, INOTERSEN,
EPLONTERSEN, VUTRISIRAN

(SAABITKUTENHU CA BCUYKU KPUTEPWMW)
MKB E85.1

1 HesponoruyeH ctatyc, ouerka no PND (polyneuropathy disability), ouexka Ha ctagua Ha xepeautapHata TTPA, NIS
(neuropathy impairment score) '2

2 Hanuuve Ha EHI npomenu w/unu Ha nporpecus ¢ yeenu4yaeaHe 9 Touku no ckanara Ha NIS npu nevuenve ¢ Tafamidis 20
mr 12

3 | Koncyntauun ¢ kapauonor — EKT, exokapauorpagus 2

4 | KoHcynTauws c ractpoeHTeponor '2

5 | llunca Ha n3knNYBaLWM KpUTepun No Touka I 12

! pewenne Ha cneumannanpana KOMUCHA C OTPaseHa eheKTMBHOCT NO NOKA3aTeny OT NPUNAraHoTo NedeHue
2 MeaNLMHCKa AOKYMEHTaUMA, NOTBLPXAaBaLla KPUTEPUITE N0 NPUMOXeHHe 1 1 BCHYKN HEOGXCAUMM U3CIEABaHNS, cbo6pa3Ho npunoxeHue 2
Mpu nporpecusn ¢ neyenne Ha Tafamidis 20 mg, ce npemuHaBa Ha neveHne c Patisiran, Inotersen, Eplontersen, Vutrisiran.

r. H3I(J1IO‘-IBALI.[H KPUTEPWM (NPU NPOABINKABAHE HA NEYEHUWETO)

CBp‘hK\-IyBCTBMTeﬂHOCT KbM 2KTUBHOTO BeLLeCcTBO UNKU KbM HAKOE OT NOMOLLIHWTE BellecTBa

HasnusaHe B cTaguin 2 Ha HEBPONOTMYHOTO yBpEXAaHe (camo Npu neuvexve ¢ Tafamidis)

HaenusaHe B cTapunii 3 Ha HEBPONOrMYHOTO yBpeXaaHe

Texko yepHoapobHO yBpexaaHe — camo npu nedenue c Patisiran, Inotersen, Eplontersen u Vutrisiran
Texxo 6x6peuHo yspexaaHe unu TepmuHanta 6x6peuHa HegocTaTbyHocT (eGFR < 30mi/min/1.73m2) —
camo npu neyeHue c Patisiran, Inotersen, Eplontersen n Vutrisiran

CroTHoweHue 6enTek / kpeaTMHUH B ypuHaTa Haa 113 mg/mmol u/unu eGFR < 45 ml/min/1.73m2 — camo
npu neyeHune c Inotersen u Eplontersen

Bpow Ha TpomBouuTuTe < 75 x 109/1 — camo npu nevexne ¢ Inotersen

MeawatpuyHk nauueHTH (NUUa nog 18-rogvwHa BBL3PacT)

BpeMeHHOCT U KbpMeHe

ahLN
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:;.‘ N3UCKBAHMA HA H3OK 3A NPOBEXXOAHE HA NEYEHWE NP HACNEOCTBEHA TPAHCTUPETUMHOBA AMUNOWAOS3A C HEBPONATUA N
- \ KAPOWOMUONATUA U TPAHCTUPETUHOBA AMUNOWUHA KAPAWOMUONATUA B U3BBHEONHWUYHATA NMOMOLLL



NPUNOXEHUE 1B

NACT 3A ONPEOENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NNIEYEHUE HA HACNEICTBEHA
TPAHCTUPETUHOBA AMUIIOMAO3A C HEBPOIMNATUA BbB BTOPU CTAOUU
(PATISIRAN, INOTERSEN, VUTRISIRAN, EPLONTERSEN)

3abenexka: MNpu nosBa Ha CTPAHNYHWM PeakUUU OT FIEYEHUETO WK NPH U3YepnBaHe Bb3MOXHOCTMTE HAa €OMH OT NEeKapCTBEeHWUTe
NPOAYKTU MOXe Aia cé NPeMHHE KbM Tépanua ¢ ApYrvA NeKapcTBeH NpoaykT.

A. KPUTEPUWX 3A 3ANOYBAHE HA NBLPBU KYPC
- 3a repanus ¢ PATISIRAN n VUTRISIRAN ca sapemxutenqu kputepun 1,2, 3,41 8
- 3a Tepanus ¢ INOTERSEN ca 33 bmKuTeNHK BCHUKA KPUTEPUN
- 3a Tepanua ¢ EPLONTERSEN ca 3aabmKuTenHn BCUNKW KpUTEPUM

MKB E85.1

Hesponoruqen craryc, oueHka no PND (polyneuropathy disability), ouexka Ha cTagua Ha xepeautapHata TTPA, NIS
(neuropathy impairment score) '2 :

EHF (enexTpoHeBporpacnsi), CUMNATUKOB KOXEH OTTOBOP, U3CneaBaHe Ha-cyAOMOTopHaTa cyHkums (SUDOSCAN) 12

KoncynTaums ¢ kapavonor — EKT, exokapauorpacus 2

KoHcynTaums c ractpoeHteponor '2

KoHcynTauusa ¢ ocbtanmonor 2

eGFR Hag 45ml/min 2

Nl A ([WN

ChOTHOlLEHNe BENTLK / KpeaTHWH B ypuHaTa noa 113 mg/mmol 12

8 ﬂ'nm_':a Ha M3KNIOYBaLM KPUTEepU# No To'_‘-llﬁ. B2

' pewenme Ha cneumanusnpaHa KOMMCHA C OTpPa3eHa eeKTUBHOCT NO NOKA3aTeNy OT APUNAraHOTO NEYeHNe
2 MeANLMHCKa AOKYMEHTaLMA, NOTBLPXKAABALLE KPUTEPUUTE NO NpUnoxeHue 1 1 BCWYKKM HEODXOAMMM nacneasaHus, cbobpasHo NpunoxeHue 2

B. USKINIOYBALLW KPUTEPUM (NMPU 3ANOYBAHE HA JIEYEHUETO) :
1. . CBpBLXUYBCTBUTENHOCT KbM aKTMBHOTO BELLECTBO UMW KbM HAKOE OT NOMOLLIHUTE BellecTsa,
2. Texko 4epHoapobHO yBpexaaHe - npu nedenme c Patisiran, Inotersen, Eplontersen u Vutrisiran
3. Texxo 6L6peyHo yBpexaaHe UnW TEpMUHANHA 656peqna Henocmrbquocr (eGFR < 30ml/min/1.73m?2) - npw
neveuxue c Patisiran, Inotersen, Eplontersen u Vutrisiran
4. CroTHowenwe BenTok / kpeaTHHUH B ypuHaTa Hag 113 mg/mmol w’unu eGFR < 45 ml/min/1.73m2 — eame npu
neyenue c Inotersen, Eplontersen
5. bpoit Ha TpomBouuTUTe < 100 x 109/l — caMo Npu neyexve ¢ Inotersen
6. BpeMeHHOCT U KbpMeHe
7. TepuaTtpuyxu nauneHTH (NMua noa 18-roauiuHa BL3pacT)
8. [lauvenTy cneg YepHoapobHa TpaHcnnaHTaumA npu nevexue ¢ Eplontersen

B. KPUTEPUU 3A NPOABIMKABAHE HA NEYEHMETO (SAOBLIMKUTENHU CA BCUMKU KPUTEPUM)
- 3a Tepanua ¢ PATISIRAN n VUTRISIRAN ca 3agbmxkutennmn kputepun 1, 2,31 6
- 3a Tepanmsa ¢ INOTERSEN ca 3ag b/mkMTERHNA BCHYKM KpUTEpUM :
- 3a Tepanua ¢ EPLONTERSEN ca 3agbrxuTentn BCUHKM KpUTEPHA

MKB E85.1

HeBponorw-leH cratyc, oueHka no PND (polyneuropathy disability), oueHka Ha cragus Ha xepeamapHaTa TTPA, NIS
(neuropathy impairment score) 12

KoHncyntaums ¢ Ka_pnuonor EKI, exokapauorpacus '2

KoHcynTauus ¢ ractpoenteponor 2

eGFR Haa 45ml/min '2

(W N -

CroTtHoweHne GenTLK/kpeaTMHWH B ypuHaTa noa 113 mg/mmol 12

6 | lunca Ha naknouBawm kpurepun no Touka I 12

! pewenne Ha cneyMannaupaHa KOMUCHS C OTPa3eHa etheKTMBHOCT N0 NoKa3aTenu OT NPUNAraHoTO feveHue
2 MeanUMHCKa AOKYMEHTALMS, NOTEBPXKAABALLA KPUTEPUUTE NO MPUNOKEHME 1 N BCHUKM HEOBXOAUMM U3CTIEABaHNS, cb06pasHo npunoxeHue 2

r. U3KNIOYBALLU KPUTEPUM (NPU NPOOBIMKABAHE HA NNEYEHUETO)
1. CBpPBbXYYBCTBUTENHOCT KbM aKTMBHOTO BELWECTBO MM KbM HAKOE OT NOMOLLHWTE BELLECTBA
HaenusaHe B cTanui 3 Ha HEBPONOMMYHOTO yBpeXaaHe
Texko yepHoapobHO yBpexaaHe - npu nedenne ¢ Patisiran, Inotersen, Eplontersen v Vutrisiran
Texko 6bbpeyHo yBpexaaqe unu TepMuHania 6b6peyHa HegocTaTbyHocT (€GFR < 30ml/min/1.73m2) - npu
neuenwe c Patisiran, Inotersen, Eplontersen u Vutrisiran
CroTHowwenune 6enTbk / kpeaTuHnH B ypuHata Hag 113 mg/mmol nimnu eGFR < 45 mi/min/1.73m2 — eame npu
neyeHue c Inotersen, Eplontersen
Bpoit Ha TpomBouuTuTe < 75 X 10%1 — camo npu neveHue ¢ Inotersen
BpeMEeHHOCT U KbpMeHe
MeawaTpu4HW nauveHTH (NUuUa noa 18-roaviuHa BL3pacT)

hON
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M3UCKBAHNA HA H3OK 3A NPOBEXOAHE HA NEYEHWE NPU HACNEACTBEHA TPAHCTUPETMHOBA AMUNOWOOS3A C HEBPONATUA W
KAPAUOMWONATUA U TPAHCTUPETUHOBA AMUITOMOHA KAPAWOMWONATUA B U3BBHEOMHUYHATA NMOMOLL|




NPUNOXEHWE 1B

NUCT 3A ONPEAENAHE HA KPUTEPUATE NPU NEYEHUE HA HACNEACTBEHA
TPAHCTUPETUHOBA AMMNOUAO3A NPU NAUMEHTU C KAPAUOMUONATUA
(TAFAMIDIS 61 mr; VUTRISIRAN; ACORAMIDIS)

A. KPUTEPWUW 3A 3ANOYBAHE HA NEYEHUE (SAOBIDKWUTENHU CA BCUYKU KPUTEPUM)

MIKB £85.8

1. | CurypHa anarHosa HacneacTeeHa ATTR, noTebpaeHa upes reuemqua uacneABaHe e

2, Ouemca no PND (polyneuropathy disability), oueHka Ha cTagus Ha xepemapﬂara ATTR, NIS (neuropathy impairment
score) 2

EHI" (enekTpoHeBporpagus), CHMNATUKOB-TECT, U3CNeABaHe Ha cy:souoropua‘ra cdyHkums (SUDOSCAN) 12

Exoxapnuorpacpuﬂ - pebenuHa Ha ctenaTa Ha JIK212 mm u nwacmnna BvchyHkuma 12

Koc*rna cunHTUrpadua (nnavapHa n SPECT) cbe cTeneH 2 unv 3 Ha HaTpyneaHe Ha panuodnapmauesmx B Muokapaa 2

Cbp,qequa HEAOCTATLUHOCT C Q)yuxunouaneu knac no NYHA [}l 1.2

El({" " cspp,ewHu Guomapkepu (BNPINTproBNP) 12

KoHeyntauua ¢ ractpoexTeponor 2

o o N o o & o

INwunca Ha nakniouBawm KpuTepum no Touka I -2

Tpewesne ua CNeuuanu3upana KOMMCMA C OTPA3EHN aHAMHECTUMHM AaHHM, munmua'ra cuum'ouamxa M eBONIOTUBHUA X0 Ha 3abonaBaHeTo
2 MeAMUMHCKA AOKYMEHTALMS, NOTBLPXaBalLla KpUTEPUWTE NO MPUNOKeHMe 1u acm:m Heoﬁxo.nunu nacneasaHus, ceobpasHo npunoxeHue
2

(*MeHeTuyHo uscnesBaHe, A0Ka3BaLlo 3a00NABAHETO N BCUYKN NOCOYEHU uacnenaama_ " Koucy_m'auuu B NPUNoXeHue 2 ca saabmxuTentu!)

** Ckop 2 unu 3 Ha nornelyaHe Ha pagMoMapkep B MMOKapAa Npu npoeexaaHe Ha 99mT¢-PYP unu DPD, unu HMDP kocTHa cumHTUrpacus
npu nNUnca Ha MOHOKNOHanNHa ramanaTus (AJl amunoua03a), oueHeHa Ypea cepyMHu ceoGogHu nexu sepurn (FLC) n uMyHOdUKCaLmMs B cepym
N ypuHa.

*** MNoTBbpXAaBaHe HaNUIKE HA aMUMONA U TUNKU3UPAHE 33 TPAHCTUPETHH C MMYHOXUCTOXMMUR MM MAC-CNEKTPOMETPUA. )

B. KPUTEPUM 3A ﬂPO.ﬂ'hﬂ)KABAHE HA NEMEHUETO (SAABIMKUTENHU CA BCUYKU KPUTEPUMH)

3abenexxa: bonHuTe cneasa aa GLaaT MOHMTOPUPaHW Ha BCekw B meceua

MKB E85. 8

1. Heaponomqeu cTatyc, ouexka no PND (polyneuropathy disability), ouexka Ha c-ramm Ha xepemrapHaTa ATTR, NIS
(neuropathy impairment score) -2

EKI, exokapavorpacus, cbpaeunn 6uomapkepn (BNP/NTproBNP) 12

CbpaeyHa HEAOCTATLYHOCT C pyHKUMOKaneH knac no NYHA I-ill 2

2
3
5. | KoHcynTauus c racTpoeHTeponor -2
6

Nunca Ha uakniouBawWM KpUTEpUM No Touka B 12

TpeweHune Ha cneLManuaupana KOMUCHA C OTPA3EHU AHAMHECTHYHY A2HHW, KNMHUIHATA CUMNTOMATHKA ¥ EBONIOTHBHUS X0p Ha 3abonssaHeTo
2 MeAuLMHCKA ACKYMEHTaLUuA, NoTBBbPKAABALLA KPUTEPUATE NO NPUNOXEHKE 1 1 BCUYKKM HeobGxoanumu uscnegBaHus, cbobpasHo npunoxeHue 2

B. U3KNIOYBALLWN KPUTEPUM (NPU 3ANOYBAHE W NPU NPOABLMKABAHE HA NEYEHUETO)
1. MNeanaTpnyHn nauneHTn (BbL3pacTt noa 18r.)
2. CeBpbXYyBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO MU KbM HAKOE OT NOMOLLHUTE BELLEeCTBa.
3. Hanuure Ha NbpBUYHA NEKOBEPWXHA aMUNONA03a
4. CrhpaeyHa HeaoCTaTbYHOCT ¢ (pyHKUMOHaNeH knac no NYHA — 4
5. OcTpa aekomnpecvpaHa CbpAeyHa HeaoCTaTLYHOCT (0GOCTPsIHE Ha XpoHuyHa CH, npoaBsBaLLa ce ¢ NpuUsHaLm
¥ CUMINTOMU, KOUTO MOXeE 3 U3UCKBAH MHTPABEHO3HO NeYeHUe) 40 OBnaanaBaHe Ha CUMNTOMAaTHUKaTa
6. Texxa cTeneH Ha 4epHOAPOGHO yBpexAaaHe, BunuapHa uMposa unu xonecrasa
7. YepHonpobHa/cbpaeyHa TpaHcnNaHTaLMA U UMITAHTUPAHO MEXAHWYHO NOMOLLHO YCTPOMCTBO
8. BpemMeHHOCT U nakTauus

fal W3NCKBAHWUA HA H3OK 3A MPOBEXOAHE HA NEYEHWE NPW HACNEACTBEHA TPAHCTMPETUHOBA AMUNOW03A C HEBPOMNATUA W
&3 KAPJWOMWONATKA U TPAHCTUPETMHOBA AMUNTOWAHA KAPAWOMUWONATUA B M3BBHEONHUYHATA NMOMOLL,



NPUNOXEHWE 1T
NUCT 3A ONPEAENSHE HA KPUTEPUMUTE MNPU NIEYEHWE HA TPAHCTUPETUHOBA AMANIOM[03A NPU

NALUMEHTU C KAPAWOMUONATHUA (AUB TUN)
(TAFAMIDIS 61 mr; VUTRISIRAN; ACORAMIDIS)

A. KPUTEPUW 3A 3ANOYBAHE HA NEYEHWUE (SAOBIMKUTENHW CA BCUYKN KPUTEPUM)

MKB E85.8

1. | Exokapauorpadus - ne6enuna Ha cteHara Ha JIK 212 mm n guactonHa aucyHkums -2

2. | KoctHa cumHturpadma (nnaHapHa u SPECT) cbec ctenew 2 wnu 3 Ha HaTtpynsawe va 99mTc-PYP/DPD/HMDP
paguocapmauesTuk B Muokapaa 12

3. | Nunca Ha MOHOKNOHANEH NPOTENH NPWU MMYHOUKCALIMA Ha CepyM M YPUHA M HOPMArHO OTHOLIEHWE Ha kana/nambaa

cBoboaHM Nneku BepuUrK 3a N3KNIYBaHE Ha NIEKOBEPWKHA amunongosa 2

F'eHeTvyeH TecT 3a AuarHo3a Ha HacneacTeeHa ATTR-KMM 12

CrpaeyHa HelOCTaTLYHOCT ¢ (hyHKUMoHaneH knac no NYHA I-1] 12

EKI" 1 copaeynn 6uomapkepyu (BNP/NTproBNP) 12

Mo .

JNunca Ha n3knO4YBaLWM KPUTEPUKN NO Touka B 12

1 peweHKne Ha cneuManu3upaHa KOMUCHA C OTPa3eHW aHAMHECTWYHM AaHHW, KNMWHWYKATa CUMITOMATIUKA U eBONIOTUBHIA X0a Ha 3abonaeaHeTo

2 megnumMHCKa AOKYMEHTaLusA, NOTBLPXKAABaLA KpUTEPUMTE NO NpuNoxeHue 1 n Bcuykn HeobxoAnMK nscneaBaHus, CbobpasHo NpunoxeHue 2

(* Cxop 2 unu 3 Ha nornbL4aHe Ha paguomapkep B MMOKapAa npw nposexaaqe Ha 99mTc-PYP nnu DPD, unn HMDP kocTHa cuvHTMrpadius npu
nunca Ha MOHOKNOHanHa ramanatua (AJl amunonao3a), oueHeHa Ypea cepymun ceobogHm nexu sepurn (FLC) n umyHodukcaums B CepyMm u ypuHa.
** MNoTELPXKAABaHE HANWYME HA aMUNONA W TUN3MPAHE 33 TPAHCTUPETUH C UMYHOXMCTOXMMINS UK MAc-CNEeKTPOMETPHA.)

B. KPUTEPUN 3A NPOABIMKABAHE HA NEYEHUETO (3AOBLIDKUTENHU CA BCUMKU KPUTEPUW)
(TAFAMIDIS 61 mr; VUTRISIRAN; ACORAMIDIS)

3aGenexka: BonHuTe cneapa Aa 6bAAT MOHUTOPUPaHKM Ha BCeku 6 meceua

MKB E85.8

1. | EKT, Exokapaworpacus, cepaeunu Gnomapkepu (BNP/NTproBNP) 12

2. | CuppeyHa HEROCTATEYHOCT C dhyHKUMOHanEeH knac no NYHA I-11l -2

3. | Nunca Ha u3kniouBaLLyM KPUTEPUM NO Touka B 12

! pewenme Ha cneuManu3uPaHa KOMMCHA C OTPAIEHU AHAMHECTUIHI AaHHW, KNMHWYHATA CUMNTOMATAKE W @BONIOTHBHIA XO4 Ha 3a00NABaHETO
Z MEANUMHCK JOKYMEHTALMA, NOTBLRXAABALLA KDUTEPMUTE N0 NPMNOKEeHMe 1 1 BCHUKA HEOBXOANMM nacnessanns, cbobpasHo NpunoXeHue 2

B. U3KMNIOYBALLW KPUTEPUM (NPU 3ANOYBAHE U NMPU NPOABLMKABAHE HA NEYEHUETO)

Bbapactnog 18 .

Hanuuve Ha NbpBYMYHA NEKOBEPUXHA aMWUNOMAO3a

CbpaeyHa HeQOCTaTLYHOCT € yHKUMOHanNeH knac no NYHA - 4

OcTpa aekomnpecupana cbpaeyHa HeA0CTaTLYHOCT (060CcTpeHa xponyHa CH, nposiesieala ce ¢ nNpuU3HaUm u
CUMNTOMM, KOMTO MOXE Aa WU3UCKBAT UHTPABEHO3HO NEeYeHne) A0 OBNaAsBaHe Ha CUMNTOMATUKAETA

Texka cTeneH Ha yepHoapoGHO yBpexaaHe, GunuapHa uMpo3a WNK XonecTasa

YepHoapoGHa/chpaeyHa TPaHCNNAHTALUMA UK UMNAAHTUPAHO MEXAHMYHO NOMOLLHO YCTPOWCTBO
BpemeHHOCT U nakTauus

hPON=

N o

5'( W3WCKBAHMA HA H30K 3A NPOBEXJAHE HA NEYEHWE NPW HACNEACTBEHA TPAHCTUPETMHOBA AMUNION03A C HEBPONATUA U
N 3 KAPAWOMUWOMNATUA U TPAHCTUPETUHOBA AMUNOUOHA KAPAMOMUOMNATHSA B U3BLHEONHUYHATA nomotuy



NPUNOXEHWE 2
I NEMEBHO-ANATHOCTUYEH ANTOPUTBM

1. .JIEKAPCTBEHW NPOAYKTW, eknoueHn B lMpunoxenne 1 Ha MNC, kouto H30K 3annawa B CbOTBETCTBUE C
'.qéﬁcmamme HOPMAaTUBHU [IOKYMEHTH.

' ”?TaGnnua 1
: INN “A03A
TAFAMIDIS ¢ 20 mg nepoparnHo - npenopquenua AHeBHa no3a 3a MKB E85.1
g * 61 mg nepopanHo - npenopbqwrenua AHeBHa nosa 3a MKB E85.8
ik PATISIRAN s 0,3 mg/kg TenecHo Terro Ha aoexu 3 ceaMWLIM KaTO MHTPaBEHO3Ha UHGY3na B
_ npoabmxkeHne Ha 80 MuHyTH 33 MI(S E85.1
' :_INOTERSEN e 284 mg NOAKOXKHO — BeOHBbX c@g_nmymo 3a MKBE E85.1
; \D_‘UTRISIRAN i * 25 mg NOAKOXHO - BEAHLX Ha BCeku 3 Meceua 3a MKB E85.1 n E85.8
ACORAMIbIS » 1424 mg nepopanko - npenopbunTenHa AHeBHa no3a 3a MKE E85.8
i _EPLONTERSEN e 45 mg MOAKOKHO — BEAHBLK mecewHo 3a MKB E85.1

2. MPOCREAABAHE:

Tabnuua 2 i :
MNoka3saTenu u uscneasaHuA* Mpeau 3anousaHe Ha Ha Bcexn 6 meceua
JNIeMeHMneTo "

TenecHa maca x X
mBMI (BMI x cepymer anﬁyuun g/l) X X
Obw GenTk X X
AnGymun X X
MKK X X
CYE X X
Cepymun enekTponuTH X X
KpbeHa 3axap X X
KpeatuHus, 'nuxdu_ua KucenuHa, ypes X X
ACAT, ANTAT = X X
FnomepynHa cpun'rpaunn (eGFR) 3a Patisiran, Inotersen [ X X
Vutrisiran u Eplontersen

CuoTHoweHWe GenTiK / KpeaTuHWH B YpuHaTa (UPCR) — camo X X
3a Inotersen 1 Eplontersen :

EHI (enelrrpoueaporpadma) X X
KoHeynraums ¢ HeBponor K X
KoHcynTauus ¢ ractpoeHTeponor X X
KoHcynTtauus ¢ kapaunonor — EKI, ExoKIl X X
KoHcynTtauua ¢ otranmonor — 3a Inotersen u Eplontersen X

CWMNaTHKOB TECT, M3CneABaHe Ha CYAOMOTOPHaTa (hyHKLMA X X
(SUDOSCAN)

EKI n copaeqHn 6uomapkepu (BNP/NTproBNP) X X

* MacnepgaHunTa cneasa Aa ca C AaBHOCT 40 1 Mecel Npeau kaHauaaTcTBaHeTo. Mpy Hanuume Ha XOCNNTANN3aALUMA € HeOBXOAUMO
enukpusara ¢ HoMep Ha M3 aa e c 4aBHOCT A0 1 Mecel npean KaHAUAATCTBAHETO.

WU3UCKBAHWA HA H3OK 3A NPOBEXXOAHE HA NEYEHWE NPU HACNEACTBEHA TPAHCTUPETUHOBA AMUITOMAO3A C HEBPOMATHA W
KAPOWOMWONATUA U TPAHCTUPETUHOBA AMUIONOHA KAPOUOMWOMATUA B N3BLHEONHUYHATA NOMOLL




Il. OBLUA USUCKBAHUA

1. Bn3pacroBara rpaHMua ce U34MCNABA B HABBPLUEHW TOAUHM - T.€. BKMIOYUTENHO KbM AiaTaTta Ha u3faBaHe Ha NpoToKona ot
cneuuannaMpaHaTa KOMUCUSI.

2. MNpwu HazHaYaBaHe Ha Tepanus NO NPOTOKON 3a4bIKUTENHO ce Cbobpa3sieaT BL3pacTOBUTE OrPAHUYEHUS CLINACcHO KpaTkaTa
XapakTepPUMCTUKA Ha CbOTBETHUA NEKAPCTBEH NPOAYKT, YTBbPAEHa No pena Ha 3JIMXM.

3. H3OK He 3annalya ne4eHMe U3BbLH yKa3aHaTa Bb3pacToBa rpaHULA B KpaTKaTa XapakTepucTuka Ha NpoaykTa.

4. H30OK He 3annaiia neyeHue ¢ A03M HAZ MAKCUMANHO PaspelleHnTe NO KPaTka XapakTepucTika Ha npoaykTa.

5. B cnyyain Ha HacTbnuna nNoAo3anpaHa HeXernaHa nekapcTeeHa peakuuvs, nekapart yeegomsasa WAJ no pepa Ha un. 184 ot
3NNXM. Korve ot ctobuleHneTo ce npunara/onucea KbM/B MeauuMHckaTta aokymedtauwa Ha 30J1 npu kaHoupaTcTBaHe 3a
neveHue.

6. Bceku e-nporoxon ce u3gaea o1 cneumanusupaHa komucus B JI3ElN Ha ocHoeaHwe Alp Ne 38 ,OnpegensiHe Ha nnaH Ha
neueHWe 1 NPocNeasBaHe Ha TePaneBTUYHUA OTFOBOP NPKU NaLMEHTH, nonyqasaum CKBbNOCTPYBALLW NEKapPCTBEHW NPOAYKTH NO
peja Haun. 78, 1. 2 330"

Eksemnnnp Ha xapTueH Hocuten ot Allp Ne 38 ,OnpepensiHe Ha NnaH Ha ne\;euue W NpocneasiBaHe Ha TepaneBTUYHUA OTTOBOP
NPy NaUMEHTH, NONY4aBAaLLW CKLNOCTPYBALUM NEKapCTBEHU NPOAYKTU Mo peaa Ha un. 78, T. 2 330", KOWTO € OCHOBaHWe 3a
M30aB3HE Ha NPOTOKON, NOANWCaH OT NneKkapa cneuwanuanpaHa xomucus u 30J1 (poauTen, HAaCTOMHUK/NPUEMEH poauTen), ce
BOAM NO pen, onpefieneH oT NeuyeGHOTO 3aBeAEHNE U Ce CbXpaHABa B kabUHETa Ha Nekaps/KoMUCHSITa.

7. MNpu n3gasaHe Ha E-npotokon no peaa Ha ekcnepTuaarta no un.78, 1.2 ot 330, otnaga Heo6x0AMMOCTTa Aa Ce NPeAoCTaBAT
" Cbxpaﬁasa‘r npunoxexune Ne1 u npunoxenne Ne3 ot HacToswmTe ,M3nckBanus Ha H30K".

8. NsnasaHeTo Ha E-NpoToKON Ce OCLLIECTBABA B CbOTBETCTBUE CbC CbBMECTHY , Ykasanus 3a paGoTa c nofajieH no enekTpoHeH
nbT npotokon IA/IB/IC (e-npoTokon)®, mexay HauvoHanHata 3apaBHOOCHIypWUTenHa kaca W Ebnrapcm nekapcku cbio3 3a
npunaraae Ha HaumoHanHua pamkos A0roBop 3a MeAVLMHCKUTe AEAHOCTH. .

Hacmoswume u3suckeaHus ca ymebpdeHu om ynpaeumens Ha H3OK cned Pewenue Ne PL-HC-04-23/19.03.2026 2. Ha
Had3opHus cbeem Ha H3OK u npedsapumenHo cbanacyeare ¢ b/1C, Ha ocHoeaHue un.51, an.10 ewe ep. ¢ afn.8 om [pasunHuka
3a yempodicmeomo u deliHocmma Ha Hauuonannama 30paeHoocu2ypumesHa kaca. M3auckeaHusima enusam & cuna om damama
Ha obHapodsaHemo uM 8 [JbpxaeeH eecmHuK” u omMeHam Odetlicmeawjume uaucxeanun e cuna om 23.08, 2024 2. Ha OCHOoBaHue
peweHue Ne PA-HC-04-85/29.07.2024 .

WM3WCKBAHWA HA H30K 3A MPOBEXOAHE HA NEYEHWE MPW HACNEACTBEHA TPAHCTUPETUHOBA AMUNONO3A C HEBPONMATUA K
KAPAWOMWONATUA U TPAHCTUPETUHOBA AMWUIIOUAHA KAPAUOMWOTIATUA B M3BLHEONHUYHATA NOMOLL




NPUNOXEHWE 3

AEKNAPALNUA 3A UHOOPMUPAHO CBHIMACHUE C UBUCKBAHUATA 3A 3AMNOYBAHE/ NPOOBIMKABAHE
HA NEYEHUETO C NEKAPCTBEHUA NPOAYKT

cnen, xa'ro ‘Ceé 3ano3Hax C LuAnata MU npeaocTaseHa Mﬂcpopmaum M UeNnTa Ha NeYeHWeTo C NeKapCTBEeHUs

npo.qyl(*r ....................................................................... e u cne,u KaTo noslyynx uadepnatenHu OTTOBOpPW Ha
nOCTaBeHuTe OT MEH BBNPOCH, Aeknapnpam ye: .

1. Me CNa3Bam NpenopbLyYaHaTa M1 CXema Ha NnevyeHve u nepuonuuuom‘ Ha KOHTpOﬂHHTe nperneau.

2.0 Pe,qoaﬂo e ce ABABaM Ha KOHTDOHHH NPernean M HAMa Aa NPOMEHAM camoaonuo UNW noa ApYro BHYLUEHWE
; ,HaaﬂaquaTa MK Tepanus.

3. 'ﬂpu npeycTaHoaﬂBaHe Ha nequMeTo no npmuHu HENpOU3TV4ALM OT PelieHNeTo Ha KomucusiTa 3a excnepTusi B
_";P30K w’wnu KomucuaTa no un. 78, 1.2 OT 330 e yseoms He3aﬁaauo NNYHWUA CU Nekap.

4. :Flpu HecrnassaHe Ha NOCOYEHUTE YCNOBMS NEYEHNETO MU C ynomeﬁamﬂ nekapcTBeH NpoaykT we Gbne NpekpaTeHo M
o Hmna Aa nmam npeTeHumMn kb H3OK. Pi

M3NCKBAHWUA HA H3OK 3A NPOBEXXOAHE HA NEYEHWUE NPU HACNEACTBEHA TPAHCTUPETUHOBA AMUWNTONAO03A C HEBPOMATUA U
KAPAUOMWONATMA U TPAHCTUPETUHOBA AMUITOMAHA KAPOUOMUOMNATUS B U3BBHEONHUUHATA noMoLy




