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YNPABUTEJ HA H30K

N3NCKBAHUA HA H3OK
3A NPOBEXOAHE HA NEYEHUE NPU
HACJNEOACTBEHA TPAHCTUPETUHOBA AMUITOUOO3A
C HEBPOIATUA U KAPOUOMUOINATUA U
TPAHCTUPETUHOBA AMUITOUOHA KAPOUOMUOIATUA (OUB TUIM)

B U3BBbHBOJIHUYHATA NMOMOLL,


http://www.nhif.bg/

N3UCKBAHUA HA H3OK NP N3OABAHE HA NPOTOKOJIN 3A NMPOBEXOAHE HA NEYEHUE NPU
HACNEOACTBEHA TPAHCTUPETUHOBA AMMNONOO3A C HEBPONATUA U KAPOAUOMUONATUA U
TPAHCTUPETUHOBA AMUJITIOUOHA KAPONOMUOMNATUA (AUB TUIM)

MpoTokonuTe ce n3gaeat oT cneyuanu3MpaHm KOMUCUM B Nie4eOHU 3aBeAeHUA 3a 60NTHUYHA NOMOLY, Cb3AaAEHUN CbC
3anoBep Ha gupekTopa u cknuunu gorosop ¢ H30K.

Cneumanusupanata komucus B YMBAI ,AnekcaHgpoBcka” — rp. Codust BkNOYBa CNeLManmcTi ¢ Kog Ha cneumanHocT
10 — HepBHM Gonectn u 08 — kKapguMonoruA 3a u3gaBaHe Ha MPOTOKONM MPU NIeYEeHWe Ha MauMeHTU C HacneAcTBeHa
TPaHCTUPETUHOBA amMmnNonao3a ¢ HEBPONaTUs 1 KapanoMmMonaTms.

CneunanusupaHaraute komucusium B YMBAJ ,CB. BaH Puncku” - rp. Cocpusa, YMBAJT "Liapuua MoaHHa — UCYN" - rp.
Codbus, YMBAJ ,Ceetu 'eopru® EAL - rp. Nnoeane n YMBAJ1 "Cseta MapuHa" EA[l - rp. BapHa BknoyBaT cneumanucty ¢ kog
Ha cneumanHocT 08 — kapauonorus 3a n3gaBaHe Ha NPOTOKONW NPU NeYeHne Ha NaumeHTn ¢ TpaHCTMPEeTMHOBA aMmMnonaosa ¢
KapanoMuonaTumsa OuB Tu.

I PEQ 3A 3ABEPABAHE HA NMPOTOKOJINTE

[poTokonu 3a 3ano4yBaHe Ha ne4vyeHue

=  MeauumMHCcKka OOKYMEHTauus, NoTBbpXKAaBalla Kputepumte no npunoxeHue 1 u
BCUYKM Heobxoaumu nscneaBaHnsi, CbobpasHo npunoxeHuve 2
CMNMEUMANN3NPAHA = PelweHne Ha cneuvanuamMpaHa KOMUCUA C siCHa MeauUMHCKa MOTMBaLMs 3a
KOMUcCusa 3ano4BaHe Ha TepanudaTa, 3agbimKUTenHo ce oTbenasBa nvnca Ha M3KYBaLm
KpuTtepum
= “[poToKon 3a npegnuceaHe Ha nekapcTtea, 3annawaHn ot H3OK/P30K” — o6p.
M3-H30K
Komucus no un. 78, 1. 2 3aBepka Ha npoToKona
ot 330 B LIY Ha H30K B P30OK

[1poTokonu 3a npoabKaBaHe Ha fevyeHue

=  MeauumMHcKka OOKYMEHTauus, NoTebpKAaBalla Kputepumute no npunoxexHuve 1 n
BCUYKM HeobXxoaumun nscneaBanHnsi, CbobpasHo npunoxeHuve 2

CMNEUNANU3UPAHA = PelweHne Ha cneuyuanuavMpaHa KOMUCUSA C SICHa MeAMUMHCKa MOTMBaUuMsA 3a

KOMUCUS npogobimkaBaHe Ha TepanusATa, 3adbIDKUTENHO ce oTbens3Ba nunca Ha
W3KIOYBALLM KpUTEPUA

= “[poToKon 3a npegnuceaHe Ha nekapcTtea, 3annawann ot H3OK/P30OK” — o6p.

M3-H30K
Komucus no un. 78, 1. 2 3aBepka Ha npoTokona
ot 330 B LIY Ha H30K B P30OK

Il. OB NONOXEHUA

1. E-npoTokon ce u3gaBa OT Y/leHOBE Ha crneunanusvpaHm KOMUCUMK B ne4yebHM 3aBeeHWs1, OKa3Balyn 6GONMHUYHa MeaULIMHCKAa NOMOLL,
(N3BM) Ha ocHoBaHuve ,PelweHne Ha cneunanuaupaHa komucus® no Allp Ne 38 ,OnpegensiHe Ha mnaH Ha neyYeHwe W npocnegsiBaHe Ha
TepaneBTUYHWSA OTFOBOP NPU MauUMEHTW, NoslyyaBally CKbNOCTPYBALLM fIeKapcTBEHW NPOAYKTM Mo peda Ha un. 78, 1. 2 330" B cboTBETCTBYUE C
HacToswwmTe N3nckBanns Ha H3OK, kaTo MbpBUAT 1 BCEKM CrieABall, MPOTOKON ce n3gasar 3a nepuog Ao 180 gHw.

2. 3011 ynoctoBepsiBa ¢ noanuca cu B ,PelueHve Ha cneunanusmparHa komucus® no Allp Ne 38: cnepgHoTto: ,XKenasa ga mu 6vae ogobpeHo
neveHne C nekapcTBEHUs NPOAYKT, KaTo Aeknapupam, Ye CbM yBEAOMEH 3a [eCTBMETO Ha Ha3HayeHaTa nekapcTBeHa Tepanus v AaBam
MHOPMUPaHO cbriacue cblyata aa mn 6bae npunaraHa®; ,CernaceH/a cbM 3a U3NOM3BaHe Ha MMYHUTE MY AaHHU 3a LienuTe Ha ekcrnepTu3ara’;
~Kenasa na 6baa ysegomen/a 3a pesynrara ot ekcneptusara ot P3OK no eguH ot cnegHuTe HaumHu: no e-mail, TenedpoH nnm Ha msacto B P3OKY;
,PaspeluaBam fOCTLMN 40 €NEKTPOHHOTO MU 34paBHO Aocue”.

3. 0o nony4yaBaHe Ha uHdoOpMaLuMs 3a 3ano4yBaHe WNW NpoagbinkaBaHe Ha 3asABeHOTO nedveHue, 30J1 npogbmkaBa TepanusATa C
nekapcTBeH/u NpoAyKT/n, C KOUTO e NpoBexaan re4YeHMeTo A0 MOMEHTA.

4. MNpeawn cTapTUpaHe Ha npoueca no usgasaHe Ha E-npotokon Ha 30J1, cneunanuanpaHaTa KOMUCUA NpaBuW CripaBka Mo eNeKTPOHEH MbT 3a
n3gagenn Ha 301 npeaxodHu MpOTOKonM, Mo Cblms npodun Ha 3abongsaHe. lMpouechT no mM3gaBaHe Ha E-npoTokon ce peanusupa B
MeauuMHCKM codTyep. B HacTosilyMTe 3NCKBaHMS ca NOocCoYeHU HeobxoanMUTe AOKYMEHTH 3a uspgasaHe Ha E-npotokon Ha 30J1.

5. JokymeHTUTe (amBynaTopHWUTE NUCTOBE, ENUKPU3U, uscneasaHus), kouto cbuiectsyeaT B H3MC/nHdopmaumoHHaTa cuctema Ha H3OK, ce
Aeknapvpat B E-npoTtokona ¢ TexHute yHukanHu Homepa (HPH).

MHdopmaumaTa, oTHOCMMa KbM n3gaBaHe Ha E-npoTokona, KosiTo € B AOKYMEHT, KOMTO HAMa enekTpoHeH dhopmat u He ce cbabpxa B H3UC,
ce nofaBa: kaTo ce nonbrea B PelleHneTo Ha cneumanuavpaHa KoM1McKst — OCHOBaHWe 3a u3gasaHe Ha E-npoTokona unm JoKyMeHTBT ce ckaHupa
1 npvkayda kM E-npoTtokona.

6. Npwn n3gaBsaHe Ha E-npoTokon no pena Ha ekcneptusarta no yn.78, 1.2 ot 330, oTnaga HeobxoaAMMOCTTa Aa ce NPeAoCTaBAT U CbXpaHsaBaT
npunoxenue Ne1 u npunoxerue Ne3 ot HacTosiwuTe ,M3ncksaHus Ha H3OK", npu cnegHute ycnosusi:

- 3a npunoxeHne Ne1, nognucaHo oT cneumanmaMpaHaTa KOMUCKS, NPU HaNMYMeTo Ha TeKCT B ,PelleHne Ha cneumanuanpaHa komucusa“ no Allp
Ne 38: ,JlunceaTt n3knoyBalLmM KpUTepun 3a 3arnovsaHe/npoabinkaBaHe Ha neveHne c J1M*;

- 3a npunoxeHue Ne3, nognucaHo ot 30J1, Npy HanNMYMETO Ha TeKkCT B ,PelleHne Ha cneumanuanpaHa komucusi no Allp Ne 38: ,)Kenas na mu
O6bae 00obpeHo NneyeHre C nekapCcTBEHWS NPOAYKT, KaTo AeKnapupaM, Ye CbM YBEJOMEH 3a JeNCTBMETO Ha HAa3HayeHaTa fekapcTBeHa Tepanus
1 AaBam MHOPMUPAHO Cbriacue cblyata Aa My 6bae npunaraHa.

N3NCKBAHMA HA H30OK 3A NMPOBEXXAOAHE HA NNEYEHWE MPU HACNEOCTBEHA TPAHCTUPETUHOBA AMUNOMOO3A C HEBPOMATUA N
KAPONOMUOMNATUA N TPAHCTUPETUHOBA AMUNIONOHA KAPOMOMUOIMATUA B M3BBHBEOJTHNYHATA NMOMOLL
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NPUNOXEHUE 1A

NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NNEYEHUE HA HACNEACTBEHA
TPAHCTUPETUHOBA AMUITOUAOO3A C HEBPOIATUA B NMbPBU CTAOUN

A. KPUTEPUN 3A 3ANMOYBAHE HA MbPBU KYPC C INN TAFAMIDIS 20 mr3, INOTERSEN*, EPLONTERSEN*,
PATISIRAN*, VUTRISIRAN* (SAOBLINKUTENIHU CA BCUYKU KPUTEPUMW)

MKB E85.1

1 | CurypHa auarHosa, noTBLpAeHa Ype3 reHeTUYHO u3scneaBaHe 12

OueHka no PND (polyneuropathy disability), oueHka Ha ctagua Ha xepegutapHata TTPA, NIS (neuropathy impairment
score) 12

EHI" (enekTpoHeBporpadus), eumMraTukeB-Te6T, CUMMNATUKOB KOXEH OTroBOp, U3cneaBaHe Ha CyAOMOTOpHaTa pyHKUus
(SUDOSCAN) -2

4 | KoHcyntauus c kapguonor — EKI, exokapavorpacus 2

5 | KoHcyntauus ¢ ractpoeHTepornor 2

6 | Nunca Ha u3knoYBaLM KpUTEPUM No Touka b 2

'peleHue Ha cneumanmaMpaHa KOMUCHUS C OTPa3eHN aHAMHECTUYHM JaHHW, KNMHWYHATa CUMNTOMATUKa U eBOMIOTUBHUS X0z Ha 3a6onsaBaHeTo

2 MeuMUMHCKA JOKyMEHTaLMs, NOTBbPX/AaBalla KpUTepumnTe No npunoxexune 1 1 BCUYKM HeoBXoaMMM N3cneaBaHusi, cCbobpasHo Npunoxexune 2
(CeHeTUYHO M3cneaBaHe, Aoka3BaLlo 3a60SBaHETO U BCUYKM MOCOMEHWN U3CNeaBaHNS W KOHCYNTaLUMK B NPUIoXeHWe 2 ca 3agbikuTenHu!)

3Mpu naumeHTn ¢ abHOPMHM PE3yITaTi Camo OT CUMMATUKOB TECT (CUMMATUKOB KOXKEH OTrOBOP), M3creBaHe Ha cy1oMoTopHaTa dyHKLms (SUDOSCAN)
cnenga aa ce 3anoyre Tepanus ¢ TAFAMIDIS 20 mr

4Mpu naumeHTU ¢ aGHOPMHM Pe3ynTaTh OT CUMMATUKOB TECT (CUMMNATVKOB KOXEH OTFOBOP), M3cheBaHe Ha cyJoMoTopHaTa dyHkums (SUDOSCAN) u
EHI cnenpa aa ce s3anoyHe Tepanus ¢ INOTERSEN nnu EPLONTERSEN mnu PATISIRAN nnmn VUTRISIRAN

B. USKIMIOYBALLU KPUTEPUM (NMPU 3ANMOYBAHE HA JIEMEHUE)

1. CBpPbX4yBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO UMM KbM HAKOE OT MOMOLLHUTE BELLEeCTBa
2. MauueHTn ¢ pegku HacneacTBeHU Npobnemu kKaTo OPyKTO3HA HEMOHOCMMOCT

3. BpemeHHOCT 1 KbpMeHe

4. MeanatpuyHun naumeHTn (Nuua nog 18-roguiliHa Bb3pacT)

B. KPUTEPUU 3A MPOABLIIKABAHE HA JIEMEHUMETO C INN TAFAMIDIS 20 wr, PATISIRAN, INOTERSEN,
EPLONTERSEN, VUTRISIRAN

(SAOBIKUTENHU CA BCUYKWN KPUTEPUW)
MKB E85.1

HesponoruyeH crartyc, oueHka no PND (polyneuropathy disability), oueHka Ha ctagus Ha xepeguTapHata TTPA, NIS
(neuropathy impairment score) '-2

Hanuune Ha EHI” npomenn n/wnu Ha nporpecus ¢ yBenuyasaHe 9 Touku no ckanata Ha NIS npu nevenne c Tafamidis 20
1,2
mr "

3 | Koncynrauus ¢ kapguonor — EKI, exokapavorpadwms 12

4 | KoHcynTauus c ractpoeHtepornor -2

5 | llunca Ha u3KnoYBaWm KpuTepmm no Touka M 12

' peleHue Ha cneumanuaupaHa KOMUCHSA C OTpaseHa eheKTUBHOCT MO NoKasaTeny OT MPUNAaraHoTo NeyeHne
2 MeaMUMHCKa JOKYMEHTaLMS!, NOTBLPX/AABRALLA KPUTEPUMTE MO NPUIOXKeHUe 1 1 BCUUKN HEOBXOAVMI U3CNeABaHMs, CboBPa3HoO NpUNoXeHue 2
Mpwu nporpecus ¢ nevyeHmne Ha Tafamidis 20 mg, ce npeMnHaBa Ha neyeHue c Patisiran, Inotersen, Eplontersen, uan Vutrisiran.

r. U3KINK4YBALLU KPUTEPUU (MPU NPOOBIMKABAHE HA NEYEHUETO)

CBpPbX4yBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO UMK KbM HAKOE OT MOMOLLHUTE BellecTBa

HaBnusaHe B cTagumn 2 Ha HEBPOMOrMYHOTO yBpexaaHe (camo npu nedvenune ¢ Tafamidis)

HaBnu3aHe B cTaguin 3 Ha HEBPOMOIMYHOTO YBpEXaaHe

Texko YepHoapo6OHO yBpexaaHe — camo npu nevexune c Patisiran, Inotersen, Eplontersen u Vutrisiran
Texko 6bOpeyHO yBpexaaHe unu TepmmHania 6b6peyHa HegoctatbyHOCcT (€GFR < 30ml/min/1.73m2) —
camo npwu nevexue c Patisiran, Inotersen, Eplontersen n Vutrisiran

CvoTHowweHne 6enTbk / KpeaTuHWH B ypuHaTa Hag 113 mg/mmol n/vnm eGFR < 45 ml/min/1.73m2 — camo
npu neyexue c Inotersen n Eplontersen

Bpoit Ha TpoMBouuTnTe < 75 x 109/l — camo npwu nevexne c Inotersen

MepnatpuyHun naumeHTn (Nnua nog 18-roguiliHa Bb3pacT)

BpeMeHHOCT 1 KbpMeHe

ahob=
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NPUNOXEHUE 16

NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NNEYEHUE HA HACNEACTBEHA
TPAHCTUPETUHOBA AMUITOMOO3A C HEBPOINATUA BbB BTOPU CTAOUU
(PATISIRAN, INOTERSEN, VUTRISIRAN, EPLONTERSEN)

3abenexka: Mpu nosiBa Ha CTpaHU4YHM peakuUn OT FieYeHMETO MNKU NpU U3yepnBaHe Bb3MOXHOCTUTE Ha e€AWH OT rfieKapcTBEeHUTe
NPpOoAYKTU MOXe Aa ce NpeMUuHe KbM Tepanusa ¢ Apyrus fiekapcTtBeH NPoAayKT.

A. KPUTEPUU 3A 3ANOYBAHE HA MbPBU KYPC
- 3a Tepanusi ¢ PATISIRAN u VUTRISIRAN ca 3agbmkutenHu kputepumn 1, 2, 3,41 8
- 3a Tepanus ¢ INOTERSEN ca 3agbmkutenHu BCUYKU KpUTepumn
- 3a Tepanusi c EPLONTERSEN ca 3aab/mKUTeNH BCUYKU KpUTEPUM

MKB E85.1

1 HeBponormng CTaTyc, OLeHKa Mo PND (polyneuropathy disability), oueHka Ha cTtagusa Ha xepegutapHata TTPA, NIS
(neuropathy impairment score) '2

2 Ezfir(eneKTpOHeBporpa(bmn), CMMMNAaTUKOB KOXXEH OTrOBOp Fe6¥, nscneasaHe Ha cyaomoTopHata dyHkuma (SUDOSCAN)

3 | KoHcynrauws c kapguonor — EKI, exokapavorpadwms 12

4 | KoHcynTauus c ractpoeHtepornor -2

5 | KoHcyntauus c ogpranmorior '2

6 | eGFR Hag 45ml/min "2

7 | ChoTHolleHne BenTbk / kpeaTuHWH B ypuHata noa 113 mg/mmol 12

8 | Jlunca Ha u3knoYBawWwm KputTepum no Touka b 12

1 pelueHne Ha cneumanu3vpaHa KOMUCUA C OTpaseHa ePeKTUBHOCT MO NokasaTenu oT NpUaraHoTo neyvexHve
2 MeanUMHCKa OOKYMEeHTaunA, NoTBbpXaaBalla Kputepmnute no npunoxeHue 1 1 BCUYKM HEOBXOAMMYM U3CreaBaHus, C'b06p33H0 npunoxeHue 2

B. U3KNKOYBALLU KPUTEPUU (MPU 3ANOYBAHE HA NEYEHUETO)
1. CBpPBbXYYBCTBUTENTHOCT KbM aKTUBHOTO BELLECTBO UMM KbM HAKOE OT MOMOLLHMTE BellecTBa
2. Texko YepHoapoObHo yBpexaaHe - npu neveHvie ¢ Patisiran, Inotersen, Eplontersen n Vutrisiran
3. Texko 6b6peYHO yBpexaaHe Unn TepMuHania 6b6peyHa HegocTaTbuHOCT (€GFR < 30mlI/min/1.73m2)
4. CwboTHoweHue 6enTbk / kpeaTuHUH B ypuHata Hag 113 mg/mmol n/mnm eGFR < 45 ml/min/1.73m2 — eame npu
nevexue c Inotersen, Eplontersen
5. Bpon Ha TpomboumnTtute < 100 x 109/l — camo npu neyeHne c Inotersen
6. bBpemeHHOCT 1 KbpMeHe
7. TllegunatpuyHu naumeHTn (NMnua nog 18-roguilHa Bb3pacT)
8. [NauveHTn cnep YepHoapobHa TpaHcnaaHTauua npu neyvenve ¢ Eplontersen

B. KPUTEPUM 3A NPOOBLINKABAHE HA NEYEHUETO (BAOBIDKUTEITHN CA BCUYKU KPUTEPUMN)
- 3a Tepanus ¢ PATISIRAN n VUTRISIRAN ca sagbmkutenyu kputepun 1, 2,31 6
- 3a Tepanus ¢ INOTERSEN ca 3agbimkuTenHm BCUYKN KpUtepumn
- 3a Tepanua ¢ EPLONTERSEN ca 3agbmkUTenHn BCUYKN KpUTepum

MKB E85.1

HesponoruyeH crartyc, oueHka no PND (polyneuropathy disability), oueHka Ha ctagus Ha xepegutapHata TTPA, NIS
(neuropathy impairment score) 2

KoncynTtauus ¢ kapgvonor — EKT, exokapguorpadwus 12

KoHcynTtauwms ¢ ractpoeHtepornor "2

eGFR Hag 45ml/min 12

A | A (WN =

CoboTHOLIEHME BenTbk/KpeaTMHUH B ypuHaTa nog 113 mg/mmol -2

6 | llunca Ha u3knYBalWM KpUTEpuM no Touka I 2

1 pewieHMe Ha cneunanmsnpaHa KOMMCuUsA C oTpaseHa ereKTVIBHOCT MO nokasaresnu oT npunaraHoTo fievyeHne
2 MeanUMHCKa OOKYMEeHTaunAa, NoTBbpXaaBalla Kputepumute rno npunoxeHue 1 1 BCUYKM HEOBXOAMMU U3creaBaHus, c1;o6pa3Ho npunoxeHue 2

r. U3KNKDYBALLU KPUTEPUU (MPU NPOOBITNKABAHE HA NEYEHUETO)
1. CBpBbX4YYBCTBUTENHOCT KbM aKTMBHOTO BELLECTBO MMM KbM HAKOE OT MOMOLLHMTE BELLeCcTBa
2. HaenusaHe B cTaguii 3 Ha HEBPONMOMMYHOTO yBpEXaaHe
3. Texko yepHOapOOHO yBpexaaHe - Npu neyeHve c Patisiran, Inotersen, Eplontersen u Vutrisiran
4. Texko 6LOpeYHO yBpEXdaHe nnm TepMmnHanHa 6ubpeyna HegocTaTbuyHOCT (€GFR < 30ml/min/1.73m2) - mpu
nevenve c Patisiran, Inotersen, Eplontersen u Vutrisiran

5. CwuboTHOwWweHne 6enTbk / kpeaTuHWH B ypuHaTa Haa 113 mg/mmol n/vnn eGFR < 45 mi/min/1.73m2 — eame npu
nevenHue c Inotersen, c Inotersen, Eplontersen
6. Bpoin Ha TpomBoumnTmTe < 75 x 109/ — camo npu neveHwve ¢ Inotersen
7. bBpemMeHHOCT 1 KbpMeHe
8. [legmaTtpuyHun naumeHTn (Nnua nog 18-roguiliHa Bb3pacT)
'/ _— M3NCKBAHWA HA H30K 3A MPOBEXOAHE HA NEYEHWE MPU HACITEACTBEHA TPAHCTUPETVMHOBA AMUIIONAO3A C HEBPOMATUA U

KAPONOMUOMNATUA N TPAHCTUPETUHOBA AMUNIONOHA KAPOMOMUOIMATUA B M3BBHBEOJTHNYHATA NMOMOLL



NPUNOXEHUE 1B

JINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU NEYEHUE HA HACNEOCTBEHA
TPAHCTUPETUHOBA AMUJITIONOO3A NP NAUMEHTU C KAPONOMUOMNATUA
(TAFAMIDIS 61 mr; VUTRISIRAN; ACORAMIDIS)

A. KPUTEPUU 3A 3ANOYBAHE HA NEYEHUE (SAOBITKUTENHU CA BCUYKU KPUTEPUWN)

MKB E85.8

1. | CurypHa guarHo3sa HacnefcTeeHa ATTR, NnoTBbpaeHa Ypes reHeTuyHo uacneasaHe "2

2. | OueHka no PND (polyneuropathy disability), oueHka Ha ctaguna Ha xepegutapHata ATTR, NIS (neuropathy impairment
score) 12

EHI (enekTtpoHeBporpadus), CUMNaTUKOB TECT, u3crneaBaHe Ha cyaomoTopHaTa dyHkums (SUDOSCAN) 12

Exokapauorpadus - gebennHa Ha cteHaTta Ha JIK=12 mm v guactonHa gucdyHkums 2

KocTHa cumHTturpadus (nnaHapHa n SPECT) cbe cTeneH 2 unu 3 Ha HaTpyneaHe Ha pagnodapMauesTvk B Myuokapaa 12

CbpaeyHa HefocTaTbYyHOCT ¢ dyHKUMoHaneH knac no NYHA [-111 12

EKI 1 cbpaeyHn 6uomapkepu (BNP/NTproBNP) 2

KoHcynTauws ¢ ractpoeHTteporor 2

© o N o g M e

Jlunca Ha usknouBawm Kputepum no Touka I 2

pelueHme Ha cneumanmanpaHa KOMUCHA C OTPA3EHN aHAMHECTUYHI JaHHM, KNMHUYHATA CUMMTOMATHKA 1 €BOMIOTUBHUS X7 Ha 3abonsBaHeTo
2 MeaMLMHCKa JOKYMEHTaLMs, MOTBbPX/AaBalla KpuTepuiTe no npunoxeHune 1 1 BCMUKN HeoBXoanMmn nacrneasaHmus, CbobpasHo NpUNoXeHne
2

(*F'eHeTnyHO nM3cneaBaHe, AokasBaLlo 3abonsaBaHETO U BCUYKY MOCOYEHW U3CrieaBaHNs U KOHCYNTaumm B MpUoXeHue 2 ca 3agbimkutenHu!)

** Ckop 2 nnu 3 Ha nornbliaHe Ha paguomapkep B Muokapaa npu npoeexaaHe Ha 99mTc-PYP wnu DPD, nniv HMDP kocTHa cumHTurpadms
npy nunca Ha MOHOKMoHanHa ramanatus (AJl amunongosa), oueHeHa Ypes cepyMHu cBoboaHu neku sepurv (FLC) n umyHodukcaums B cepym
1 ypuHa.

*** MNoTBbpPKAABAHE HANUYME HA aMUMOWA U TUMN3MPaHe 3a TPAHCTUPETVH C UMYHOXUCTOXMMUS UMW Mac-CrneKTPOMETPUS.)

5. KPUTEPUU 3A NPOOABINKABAHE HA NEYEHUETO (SAOBINKUTEINHU CA BCUYKU KPUTEPUN)

3a6enexka: bonHuTe cnegga ga 6baar MOHUTOPUPaHU Ha-12-Ta-ceaMutia-oT HavaAoTo-Ha-Ae4eHUeTou Ha BCeKM 6 MeceLa efes-ToBa.

MKB EB85.8

1. | HeBponoruyeH cratyc, oueHka no PND (polyneuropathy disability), oueHka Ha ctagmna Ha xepeguTtapHata ATTR, NIS
(neuropathy impairment score) '2

EKTI", exokapaumorpadus, cbpaedHu 6uomapkepun (BNP/NTproBNP) -2

CbpaeyHa HeocTaTbYHOCT ¢ yHKUMoHaneH knac no NYHA [-11] 12

KoHcynTauws ¢ ractpoeHteporor "2

2
3.
5.
6

INunca Ha u3knoYBawWwm KpUTEepUmM nNo Touka B 12

'peleHue Ha cneumanmapaHa KOMUCUS C OTPa3eHN aHAMHECTUYHMN JaHHW, KMMHWYHATa CUMNTOMATUKA U eBOMIOTUBHUS X0z Ha 3a6onsBaHeTo
2 MeMLMHCKa [JOKyMEHTaLMs, NOTBbPX/AaBalla KpUTepumnTe No NnpunoxeHune 1 1 BCUYKM HeoBX0aMMM N3CneaBaHus!, CbobpasHo NpunoxexHune 2

B. U3KINKOYBALLU KPUTEPUU (MPU 3ANOYBAHE U NPU NPOOBLMNKXABAHE HA NNEMYEHUETO)
1. NeguaTtpuyHm naumeHTn (Bb3pacT nog 18r.)
2. CBpBbX4YYBCTBUTEITHOCT KbM aKTUBHOTO BELLECTBO UMK KbM HSKOE OT MOMOLLHUTE BeLlecTBa.
3. Hannuune Ha nbpBMYHa NekoBepmxkHa amunonaosa
4. CbpaeyHa He[oCTaTbYHOCT € oyHKUMoHaneH knac no NYHA — 4
5. OcTpa gekomMnpecupaHa CbpAaeyHa HeJocTaTbYHOCT (060CcTpsHE Ha xpoHuyHa CH, nposesiBalla ce ¢ npusHaum
1N CUMMNTOMM, KOUTO MOXE [a U3UCKBAH UHTPABEHO3HO JleYeHne) 40 OBNaAasBaHe Ha cuMnTomaTukaTa
6. Texka cTeneH Ha YepHOAPOOHO yBpexaaHe, bunnapHa uMposa unm xonecrasa
7. YepHoapobHa/cbpaeyHa TpaHCcnnaHTauust Unu MMNaHTMpPaHo MEXaHNYHO NMOMOLLHO YCTPONCTBO
8. bpeMeHHOCT 1 nakTtaums

' . N3NCKBAHMA HA H30OK 3A NMPOBEXXAOAHE HA NNEYEHWE MPU HACNEOCTBEHA TPAHCTUPETUHOBA AMUNOMOO3A C HEBPOMATUA N
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NPUNOXEHWE 1I

JINCT 3A ONPEAENAHE HA KPUTEPUUTE NPU NEYEHUE HA TPAHCTUPETUHOBA AMUNOWOO3A MNMPU
NAUMEHTU C KAPOAUOMUONATUA (ANB TUIM)
(TAFAMIDIS 61 mr; VUTRISIRAN; ACORAMIDIS)

A. KPUTEPUU 3A 3ANOYBAHE HA NEYEHUE (SAOBITXKUTENHU CA BCUYKU KPUTEPUN)

MKB E85.8

1. | Exokapguorpadus - nebenuHa Ha cTeHaTa Ha JIK 212 mm n guactonHa gucdyHkums 12

2. | KoctHa cuuHturpadmsa (nnaHapHa u SPECT) cbc cteneH 2 wnu 3 Ha HaTpyneaHe Ha 99mTc-PYP/DPD/HMDP

pagvodapmMaLleBTvk B Muokapga 2

3. Jlnnca Ha MOHOKMOHaneH NPoOTEUH NP MMyHOMUKCaunsa Ha CepyMm 1 ypuHa n HOpMasnHO OTHOLUEeHMEe Ha kana/nambaa

CBOOOLHW NEKn Bepurn 3a U3Kn4YBaHe Ha nekosepum>xHa amminongosa il

eHeTUYeH TecT 3a AuarHosa Ha HacneacteeHa ATTR-KMIM 12

CbpAeyHa HegocTaTbYyHOCT € dyHKUMoHareH knac no NYHA [-11] 12

EKI v cbpaeuHn 6uomapkepu (BNP/NTproBNP) 2

N o o M

Jlunca Ha usknouYBawWwm KpuTepmm no Touka B 2

pelueHmne Ha cneuManmanpaHa KOMMCHA C OTPA3EHN aHAMHECTUYHI JaHHN, KNMHUYHATA CUMMTOMATHKA 1 €BOMIOTUBHUS X7 Ha 3abonsBaHeTo

2 MeaMUMHCKa AOKYMEHTaLWs, NOTBLPXAaBaLla KpUTepuuTe Mo NpunoxeHue 1 1 BCUUKN HEOBXoaMMIN N3creaBaHmsi, CboBpasHo NpunoxeHune 2

( * Ckop 2 unu 3 Ha mormbLUaHe Ha paguomapkep B Myuokapaa npu nposexaaHe Ha 99mTc-PYP vnu DPD, nnn HMDP kocTtHa cumHTurpadus npum
nmMnca Ha MOHOKMNoHanHa ramanatus (Al amunonaosa), oueHeHa Ypes cepyMHu cBoboaHn neku Bepuru (FLC) n myHodmkcaums B cepym 1 ypuHa.
** MNoTBbpXAABAHE HANMWYME HA aMUMONA U TUMU3MPaHe 3a TPAHCTUPETUH C UMYHOXUCTOXMMUSI UMM Mac-CneKTpOMETPUS.)

B. KPUTEPUU 3A NMPOOABINKABAHE HA JIEMEHMETO (SAQBINKUTEITHU CA BCUYKU KPUTEPUN)
(TAFAMIDIS 61 mr; VUTRISIRAN; ACORAMIDIS)

3abenexka: bonHuTe cneaBa ga 6bAaT MOHUTOPUPaHU Ha-12-Fa-ceAMMUHa Ha BCekM 6 Mecella oF-Ha4aRoTo-Ha-AeYeHueTo.

MKB E85.8

1. | EKT, Exokapamorpacwusi, cbpaeyrm 6romapkepn (BNP/NTproBNP) 12

2. | CbpaeyHa HegoOCTaTbYHOCT G (hyHKLMOHaneH knac no NYHA [-11| 12

3. | Nunca Ha naknoYBaLLM KpUTEPUM MO Touka B 12

"peleHue Ha cneumanmanpaHa KOMUCHA C OTPA3EHN aHAMHECTUYHMN AiaHHW, KIMHWYHATA CUMATOMATUKA U €BOMIOTUBHUS X0, Ha 3a60MsABaHETO
2 MeMUMHCKa [JOKyMEHTaLMs, NOTBbPX/AaBalla KpUTepumnTe no NnpunoxeHune 1 1 BCUYKM HeOBX0AMMM N3CNeaBaHUs!, CbobpasHO NpunoxeHune 2

B. U3KINMIOYBALLU KPUTEPUM (MPU 3ATNOYBAHE U NPU NPOOBINKABAHE HA NNEYEHUETO)

Bb3pact nog 18 1.

Hanunume Ha nbpBMYHA NEKOBEPMKHA aMmiongosa

CbpaeyHa HegoCcTaTbYyHOCT ¢ (hyHKUMoOHaneH knac no NYHA — 4

OcTpa gekomnpecupaHna cbpaeyHa HegocTaTbyHOCT (0b6ocTpeHa xpoHudHa CH, nposiBsiBalla ce ¢ npusHaum u
CUMMTOMM, KOUTO MOXE [a U3MCKBAT UHTPABEHO3HO JTIeYeHne) OO OBnaasBaHe Ha cumnToMaTukara

Texka cTeneH Ha YepHoaopoOHO yBpexaaHe, bunmapHa LUMpo3a unu xorecTasa

YepHoapobHa/cbpagyHa TpaHCnnaHTauus UM UMnaaHTMpaHo MEXaHNUYHO MOMOLLHO YCTPOWCTBO

7. bBpemeHHOCT 1 nakTauus
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4 t‘@ KAPONOMUOMNATUA N TPAHCTUPETUHOBA AMUNIONOHA KAPOMOMUOIMATUA B M3BBHBEOJTHNYHATA NMOMOLL
‘\ 9



1.

2,

NEYEBHO-AUWATHOCTUYEH ANMTOPUTBM

NPUNOXEHUE 2

NIEKAPCTBEHM MPOAOYKTW, BkntoveHn B lMpunoxeHne 1 Ha TMNC, kounto H3OK 3annawa B CbOTBETCTBUE C

Jencreawmte HopMaTUBHU OOKYMEHTWU.

Ta6bnuua 1

INN

OO3A

TAFAMIDIS

e 20 mg nepopanHo - npenopbynTenHa gHesHa Ao3a 3a MKB E85.1
e 61 mg nepopanHo - npenopbYMTENHa AHEeBHa fo3a 3a MKB E85.8

PATISIRAN e 0,3 mg/kg TenecHo Terno Ha BCEKM 3 ceamMULM KaTo MHTPaBeHOo3Ha NHAY3NS B
npoabmxkeHue Ha 80 MuHyTK 3a MKB E85.1

INOTERSEN e 284 mg noakoxHo — BeAHBX cegmmyHo 3a MKB E85.1 1 E85.8

VUTRISIRAN e 25 mg nogKoXHO - BeAHBbX Ha Bceku 3 meceua 3a MKB E85.1

ACORAMIDIS e 712 mg nepopanHo - npenopbymMtenHara gHesHa gos3a 3a MKb E85.1 n E85.8

EPLONTERSEN e 45 mg nogkoxHo — BegHbX MmeceyHo 3a MKB E85.1

NPOCIEAABAHE:

Tabnuua 2

Mokasatenu u nscnepgBaHnA™

I'Ipe.qu 3ano4yBaHe Ha
Jie4YeHueTo

Ha Bcekun 6 meceua

TenecHa maca

X

mBMI (BMI x cepymeHn anbymuH g/l)

06wy 6enTbk

AnbymMmuH

MKK

CYE

CepyMHU eneKkTponuTu

KpbBHa 3axap

KpeaTuHuH, NMKoYHa kucenuHa, ypesi

ACAT, ANTAT

ImomepynHa duntpauus (EGFR) — sa Patisiran, Inotersen, »
Vutrisiran n Eplontersen

X[ X | X| X| X| X| X| X| X| X

X | X | X | X| X[ X[ X[ X]| X]| X]| X

CboTHoLeHne 6enTbk / kpeaTuHuH B ypuHata (UPCR) — camo
3a Inotersen u Eplontersen

x

x

EHI

KoHcynTauums ¢ HeBponor

KoHcynTauusi ¢ ractpoeHTeposior

KoHcyntauus c kapguornor — EKIT, ExoKI

X | X| x| X

KoHcyntauus ¢ optanmonor — eame-3a Inotersen u Eplontersen

X [X| X| X| X

EHI (enekTpoHeBporpadusi)

CuMnaTvKoB TEeCT, M3crnedBaHe Ha Cy[OMOTopHaTa (yHKUMSI
(SUDOSCAN)

EKI n cbpaeynn 6uomapkepu (BNP/NTproBNP)

* N3cnenBaHusaTa crefga Aa ca ¢ AaBHOCT 4o 1 Mecel, npeaw kaHaupaTtcTBaHeTto. [Mpu Hanuune Ha xocnuTanusaumst € Heo6xoauMo
envkpusara c Homep Ha U3 pga e ¢ gaBHocT Ao 1 Mecel npean KaHAMOATCTBAHETO.

N3NCKBAHMA HA H30OK 3A NMPOBEXXAOAHE HA NNEYEHWE MPU HACNEOCTBEHA TPAHCTUPETUHOBA AMUNOMOO3A C HEBPOMATUA N
KAPONOMUOMNATUA N TPAHCTUPETUHOBA AMUNIONOHA KAPOMOMUOIMATUA B M3BBHBEOJTHNYHATA NMOMOLL



Il. OB USNCKBAHUA

1. Bb3pacToBaTa rpaHuua ce n341crsisa B HaBbpLUEHW FTOANHM - T.€. BKIIOYMTENHO KbM AaTaTa Ha u3gaBaHe Ha NpoTokona oT
crneuvanuavpaHaTa KOMUCUSI.

2. Mpu Ha3Ha4aBaHe Ha Tepanus Mo NPOTOKON 3a4bIMKUTENHO ce Cbobpa3ssiBaT Bb3pacTOBUTE OFPaHNYEHUsI CbIMacHo kpaTkaTa
XapakTepucTvka Ha CbOTBETHUSI NNEKAPCTBEH NPOAYKT, yTBbpAeHa no peaa Ha 3J1MXM.

3. H3OK He 3annalua neyeHne n3BbH ykasaHaTa Bb3pacToBa rpaHuLLa B KpaTkaTa XxapakTepmucTvka Ha NpoaykKTa.

4. H3OK He 3annaila neyeHue ¢ 403n HaJ MakCMMarHo paspeLleHuTe no KpaTka XxapakTepucTvka Ha NpoayKTa.

5. B cnyyan Ha HacTbnuna nodosvpaHa HexenaHa rnekapcTBeHa peakuus, nekapaT yBegomsisa WAJl no pega Ha un. 184 ot
3JINXM. Konne ot cboblieHneTo ce npunara/onucea KbM/B MeauumHckata aokymeHTauma Ha 30J1 npu kaHomMpoaTcTBaHe 3a
neveHue.

6. Bcekn e-npoTokon ce usgasa oT cneunanuanpaHa komucnsa B JI3BI Ha ocHoBaHue Allp Ne 38 ,OnpegensiHe Ha nnaH Ha
neyeHne N nNpocrnegsBaHe Ha TepaneBTUYHUSA OTrOBOP NpY NaLUEHTH, NoNy4vaBally CKbNOCTPYBaLLM eKapCTBEHM NPOAYKTM No
pena Ha un. 78, 1. 2 330°.

Eksemnnsap Ha xapTueH Hocuten oT Allp Ne 38 ,OnpenensiHe Ha nnaH Ha NeYeHne 1 NpocrneasiBaHe Ha TepaneBTUYHUSA OTITOBOP
npy NauyeHTn, nonyyaBally CKbMOCTPyBalLM NeKapCTBEHU NPOAYKTWM Mo pefda Ha uyn. 78, T. 2 330, KOMTO e OCcHOBaHWe 3a
n3gaBaHe Ha MPOTOKOIM, MOAMMCaH OT nekapsi cneumanuanpaHa komucusa u 30J1 (poguTen, HacToMHUK/NpUeMeH poauTen), ce
BOAM MO pea, onpeaeneH oT ne4yebHOTO 3aBeaeHVEe U ce CbXpaHaBa B KabUHeTa Ha nekapsi/komucusita.

7. MNpu n3gaBaHe Ha E-npoTtokon no peaa Ha ekcnepTtusara no un.78, 1.2 ot 330, oTnaga HeobxoguMoOCTTa Aa ce npeocTaBaT
1 cbxpaHsasat npunoxeHune Ne1 n npunoxeHue Ne3 ot HacToswwmTe ,M3uncksaHns Ha H3OK".

8. N3paBaHeTo Ha E-npoToKOn Ce ocbLyecTBABa B CbOTBETCTBME CbC CbBMECTHU ,YKa3aHus 3a paboTa ¢ nogafeH no enekTpoHeH
nbT npotokon IA/IB/IC (e-mpoTokon)®, mexay HauvoHanHaTa 3apaBHoOCUrypuTenHa kaca u bbnrapcku nekapcku cbio3 3a
npunaraHe Ha HauvoHanH1si paMKkoB JOrOBOP 32 MEAULIMHCKUTE OEWHOCTW.

Hacmoswume u3uckeaHusi ca ymebpdeHu om ynpasumens Ha H3OK cned PeweHue Ne P[-HC-04-....... /.......2026 e. Ha
HadsopHusi ceeem Ha H3O0K u npedsapumernHo cbenacysaHe ¢ BJ1C, Ha ocHosaHue 41.51, an.10 eve 8p. ¢ an.8 om lpasunHuka
3a ycmpoticmeomo u OeliHocmma Ha HayuoHanHama 30pasHoocuaypumersHa kaca. 3uckeaHusima eniu3am 8 cuna om 0amama
Ha obHapodsaHemo um 8 ,[IbpxaeeH 8eCMHUK".

' . N3NCKBAHMA HA H30OK 3A NMPOBEXXAOAHE HA NNEYEHWE MPU HACNEOCTBEHA TPAHCTUPETUHOBA AMUNOMOO3A C HEBPOMATUA N
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NPUNOXEHUE 3

OEKNAPALINA 3A UHOOPMUPAHO CbITIACUE C UBUCKBAHUATA 3A 3ANMOYBAHE/ MPOOBITKABAHE
HA NEYEHUETO C NEKAPCTBEHUA NMPOOYKT

cref kato ce 3ano3Hax C uanata MW npegoctaBeHa MHdopmauums W uenta Ha fe4YeHUeTo C IeKapCTBEHUS
RTOTOTA\IITr ) o bkt e U RSROR 1 crieq KaTto Nofy4Ynx usdyepnaTternHym oTroBopuy Ha
NocTaBeHUTE OT MEH BLMPOCH, AeKnapupam Ye:
1. Llle cna3seam npenopbyaHaTa MU CXeMa Ha fevyeHne 1 NEPUOANYHOCT Ha KOHTPOSHUTE Nperneau.
2. PepoBHO e ce fBSIBAM Ha KOHTPOMHW Mpernegnm M Hama ga MPOMEHsM CaMOBOSHO MMM Mon APYro BHYLUEHUWe
HasHa4yeHaTa MU Tepanus.
3. Tlpwu npeycTtaHoBsIBAHE Ha NEYEHWETO MO MPUYMHU, HEMPOU3TMYALLM OT peLleHneTo Ha Komucusita 3a ekcneptusm B
P3OK wn/unu Komucusita no un. 78, 1.2 ot 330, e yBeaoMs He3abaBHO NMYHMSA CY Nnekap.
4. Tlpu HecnasBaHe Ha NOCOYEHMUTE YCIOBUA NEYEHNETO MU C YNIOMEHATUSI NMEKAPCTBEH NPOAYKT LWe 6bAe npekpaTeHo u

HAMa Aa nmam npeteHuun kbm H30K.

' . N3NCKBAHMA HA H30OK 3A NMPOBEXXAOAHE HA NNEYEHWE MPU HACNEOCTBEHA TPAHCTUPETUHOBA AMUNOMOO3A C HEBPOMATUA N
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