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NM3NCKBAHWA HA H3OK NMPU U3JABAHE HA NMPOTOKONX 3A NMPOBEXOAHE HA NEYEHUE NPU
HACNEOCTBEHA TPAHCTUPETUHOBA AMUNOWAO3A C HEBPONATUA U KAPOMOMWUONATUA U
TPAHCTUPETMHOBA AMUITOUAHA KAPOAWOMWUOMNATWA (AUB TUN)

MpoTokonuTe ce U3aaeaTt OT crneunanu3Mpasn KOMUCHUM B NevebHW 3aBeaeHns 3a BOMHWYHA NOMOL, Cb3AAAEHN CbC
3anoBef Ha aAvupekTopa U ckmoyunu goroeop ¢ H30K.

CneuunanusupaHata komucua B YMBAJ  Anekcangposcka’ — rp. Codusa BkMOYBa CneunanncTy ¢ kod Ha cneunantoct 10
— HepBHW Bonectu u 08 — kapauonorus 3a u3gaBaHe Ha NPOTOKONAW MpW MeYeHre Ha nauueHTu C HacneacTeeHa
TPaHCTUPETUHOBA aMWNOUA03a C HEBPONAaTUA N KAPAMOMUONATUA.

CneunanuaupaHarta komucua B YMBAJ] ,Ce. Meau Punckn” - rp. Codhus Bknio4Ba cneunanncTu ¢ ko Ha cneunanHoct 08
— KapAuMOnorusa 3a U3gaBaHe Ha NPOTOKONWU NPY NeYeHne Ha NauneHTn ¢ TPaHCTUPETUHOBA aMUNoNA03a ¢ KapaAuoMuonaTusa e
™.

I. PEQ 3A 3ABEPABAHE HA NMPOTOKOJTUTE

rlpOTOKOJ'IH 3a 3ano4yBaHe Ha ne4vyeHwue

*  MeauumHcka AOKYMEHTAUMS, NOTBbPXAARALLA KPUTEPUUTE NO NPUNoXeHue 1 u
BCUYKM Heobxoaumun nacneneaHns, cbobpasHo npunoxeHve 2
CNEUMATNTU3UPAHA =  PeweHue Ha cneuymanuavpaHa KOMWUCHUA C ACHa MeauuMHCKa MOTUBauMAa 3a
KOMUCUA 3ano4YBaHe Ha TepanusTa, 3a/b/KNTEeNHo ce 0TOens3ea Nunca Ha N3KNKYBaLlm
Kputepun
=  ‘[MpoTokon 3a npeanuceaHe Ha nekapcTea, 3annawanv ot H30K/P30K" — obp.
/ M3-H30K
Komucus noun. 78, 1. 2 3aBepka Ha npoTokona
ot 330 B LIY Ha H30K B P30K

npOTOKOHH 3a NpoAbiKaBaHe Ha nevyeHuwe

L Me,umumncxa AOKyMeHTauuna. noTebpXasaila Kputepunte no npunoxexHwe 1un
BCUYKM HEODX0AUMIW M3cneaBaHus, cbobpasHo npunoxeHue 2

CHELIMAHMSMPAHA L PeweHue Ha cneuyuanuinpaHa KOMUCUA C ACHA MeWUUHCKa moTueBauusa 3a

KOMWUCHUS NpoAbMKagaHe Ha TepanusaTa, 3aabmkvTenHo ce otbenszsa nunca Ha
U3KMTIOYBALLW KpUTEpUM

= “MpoTokon 3a npeanuceaHe Ha nekapcTea, 3annawanu o1 H30K/P30K” — obp.

M3-H30K
Komucus no un. 78, 1. 2 3aBepka Ha npoTokona
ot 330 B LIY Ha H30K B P30K

1l. OBUWW NONOXEHUA

1. E-npoTokon ce W3aaBa oOT YNeHOBe Ha CreuuanuaupaHdn KoMucuM B neveGHU 3aBefeHuUs, okazsBalu BONHUYHA MeULMHCKa NomMoLy
(N3BN) Ha ocHoBaHue ,PelueHWe Ha cneuuanuavpaHa komvcus” no Alp Ne 38 ,Onpejensve Ha nNNaH Ha neyeHue U npocnejsBaqe Ha
TepaneBTUYHUA OTrOBOP NP NauWeHTH, Nonyyasallu CKLNOCTPYBALLY NEKAPCTBEHW NPOAYKTY No peaa Ha un. 78, 7. 2 330" B CLOTBETCTBUE C
HacToswwmTe WNancksanua Ha H30K, kaTo NLpBUAT 1 BCEKW CNeABall NPOTOKoN ce uaaaeat 3a nepuog Ao 180 Axn.

2. 300 ynoctoBepsBa ¢ nognuca cu B Pellerne Ha cneuvannavpana komucus® no Allp Ne 38: cneaHoto: JKenas aga mu 6bae opobpeqo
NeyeHne C NeKapcTBeHWA MPOAYKT, KaTo AEeKnapupam, Ye CbM YBEAOMEH 33 AeACTBMETO Ha HasHayeHaTa nekapcTseHa Tepanus U jasam
nHOpMUpPaHO cbrnacue chliata Aa Mu 6bae npunaraHa’; ,Curnacex/a kM 33 W3NON3BaHE Ha NIMYHATE MU AaHHU 33 UenuTe Ha ekcnepTuaaTa’;
JKenas na 6baa yBegoMeH/a 3a pesynTata oT excnepTiaaTa oT P30K no eaunH oT cnejHuTe HaumHu: no e-mail, Tenedon nnu Ha macto 8 P30K",
JPaspelwaBam a0CTbN 40 ENEKTPOHHOTO MU 3APaBHO J0CKE",

3. [lo nonyyaBaHe Ha WH(OPMauus 3a 3anoyvBaHe WNK NpoAbIiKaBaHe Ha 3assBeHoTo nedewwe, 30J1 npoabnxasa TepanuaATa ¢
nekapcTBeH/U NpoayKT/vu, ¢ KOUTO e NpoBeXxaan nevyeHneTo A0 MOMeHTa.

4. MNpean cTapTupaHe Ha npoueca no u3gaeaHe Ha E-npotokon va 30J1, cneynanuaupasata KOMUCWA NPaeu CNpPaBka No enekTPpOHeH NbT 3a
usgaaern Ha 30J1 npeaxosHU NPOTOKOMM, NO ChLUMA Npodun Ha 3abonssaHe. MpoueckT No n3jasaxe Ha E-NPOTOKON ce peanninpa B MeauuUnHCKu
copTyep. B HACTOAWMTE M3UCKBAHUA Ca NOCOYEHW HEOBXOAMMUTE OKYMEHTH 3a u3nasaHe Ha E-npotokon Ha 301

5. [lokymeHTUTE (amBynaTopHUTE NUCTOBE, ENUKPU3N, W3CNEABAHWA), KOUTO CbllecTByeaT 8 H3UC/mHdopmaunoxraTta cuctema Ha H3OK, ce
Aeknapwpat B E-npoTokona ¢ TexHWTe yHukansu Homepa (HPH).

WHhopmauusaTa, oTHOCUMAa KbM U3AaBaHe Ha E-npoTokona, KosTo e B AOKYMEHT, KOWTO HAMA ENeKTPOHEH opMaT U He Ce CbABLPXa B H3WC, ce
nojasa: kaTo ce nonbnea B PelwleHneTo Ha cneunannanpala koOMMGHA — OCHOBaHWE 3a uanasade Ha E-npoTokona wnn 4OKYMEHTBT Ce ckavupa u
npukaya kem E-npoTokona.

6. Mpwn n3pasaHe Ha E-npoTokon no pesa Ha ekcnepruaata no 4n.78, 1.2 oT 330, oTnasa HeobxoaMMOCTTa Aa ce NPeAOCTaBAT U CbhxpaHsasar
npunoxexune Ne1 un npunoxenune Ne3 ot HacToswuTe Mancksanus Ha H3OK', npu cnegHute ycnogus

- 3a npunoxexue Nel, NogNMCaHO OT cneuManuaMpaHaTa KOMUCWA, NPKU HANUYMETO Ha TexcT B Pellerne Ha cneuuanuanpada komucua® no Aflp
Ne 38: ,JlunceaT 3knoYBaLLy KpUTEPWUW 38 3anoYBaHe/npod bmkasaHe Ha nedexue c JIM".

- 3a npunoxenve Ne3, nognucano ot 30J1, npu HanW4MeTo Ha TekcT B ,PelueHne Ha cneunanuavpana komucna' no Allp Ne 38: Yenasa pga mn
6bAe 0400pEHO NEYEHWE C NEKAPCTBEHWA NPOAYKT, KATO AeKknapupam, Ye CbM yBeJOMEH 33 JeUCTBUeTO Ha HA3HAaYeHaTa nekapcTeeHa Tepanus
1 gaBam MHOPMUPAHO Chrnacue ckliata Aa mu 6vae npunaraHa.

| 7; 4 KAPAUOMMWOMATUA N TPAHCTUPETUHOBA AMUNOWUOHA KAPANOMWONATUA B UBBBHBEONHUYHATA NOMOLY
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NPUNOXEHWE 1A

NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE HA NEYEHWE HA HACNECTBEHA
TPAHCTUPETMHOBA AMWITOVUAO3A C HEBPOMATUSA B MbPBU CTAAUN

A. KPUTEPUM 3A 3ANOYBAHE HA MBbPBU KYPC C INN TAFAMIDIS (A0 BMKUTENHU CA BCUYKU KPUTEPUU

MKBE E85.1

1 | CurypHa AuarHo3a, NnoTBbpAeHa Ype3 reHeTUYHO uicneaeaHe 1.2

Ouexka no PND (polyneuropathy disability), oueHka Ha cTagus Ha xepeauTapHaTa TTPA NIS (neuropathy impairment
score) 2

3 | EHI (enekTpoHeBporpadusa), CUMNaTUKOB TECT, U3CneaBaHe Ha cyuomompHaTa cbyHKumn (oUDOSCAN)

4 | KoncynTauwms ¢ kapauonor — EKIT, exokapanorpadns 12

5 | KoHeynTauus ¢ ractpoeHTeporor 2

6 | Nunca Ha u3kNYBaWM KpUTEpUKn no Touka b '?

'peweHnne Ha cneuManuaupaHa KOMUCUA C OTPA3EHIM aHAMHECTUYHU A2HHY, KMHWIHATA CAMNTOMATVKA 1 EBOMIOTUBHUA ¥0j, Ha 3abonABaHeTo
2 MeaVLMHCKE AOKYMEHTALMA, NOTBLOXAABALLA KPUTEPUUTE NO NpUnoXeHue 1 1 BCUuk HeoBXOAMMI N3CNeABaHNS, CbOBPa3HO NpunoXeHue 2
(TeHeTUYHO M3cneaBaHe, A0Ka3Ballo 3a60oNABAHETO W BCUUKA MOCOYEHIN N3CNeABaHNs U KOHCYNTauny B Npunoxexue 2 ca 3ajbmxuTendu!)

B. U3KNKOYBALLUKU KPUTEPUN (MPU 3ANMOYBAHE HA NEYEHUE)

i1 CBpBbXYYBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO UK KbM HAKOE OT NOMOLLHWTE BellecTBa
2 MaunenT ¢ peaku HacneacTeBeHn npobnemu kaTo HpyKTO3HA HEMOHOCUMOCT

3. BpemeHHoCT 1 KbpMeHe

4 MeaunatpuyHmn naumeHTy (Nuua noa 18-roanuHa BL3pacT)

B. KPUTEPUU 3A NPOOBMKABAHE HA NEYEHUETO C INN TAFAMIDIS, PATISIRAN, INOTERSEN, VUTRISIRAN
(SAOBMKUTENHKU CA BCUYKKW KPUTEPUU)

MKB E85.1

1 HesponoruueH cratyc, ouerka no PND (polyneuropathy disability), oueHka Ha ctagua Ha xepeawTapHata TTPA, NIS
(neuropathy impairment score) '2

2 | Hanwuve Ha nporpecus ¢ yBenuyaeaHe 9 Touku no ckanata Ha NIS npw neuenve c¢ Tafamidis '

3 | Koucyntaums ¢ kapawmonor — EKI, exokapauvorpadus 2

4 | KoHcynTaums c ractpoeHTeponor '2

5 | NMunca Ha U3KNYBaLWM KpuTepumn no Touka I 2

' peweHue Ha cneunanuanpaHa KOMUCHS C OTpa3eHa eHeKTUBHOCT NO NOKA3aTENK OT NPUNAaraHoTo nevenve
2 MeauUMHCKa AOKYMEHTaUMA, NOTBLPXAABALLA KpUTEpUUTE No NpUnoXeHune 1 1 BCUuku HeoBXOANMIM N3CNeaBaHNs, CboBPA3HO NPUNOoXEeHWe 2
Mpwu nporpecus ¢ nevyexune Ha Tafamidis, ce npemMuHaBa Ha nevexune c Patisiran, Inotersen wnu Vutrisiran.

r. I/I3Kn|0‘-IBAlu,M KPUTEPUWU (NPU NPOABIMKABAHE HA NEYEHWUETO)

CBpbX4yBCTBUTENHOCT KbM aKTUBHOTO BELLECTBO UMK KbM HAKOE OT NMOMOLLHUTE BEUlecTea

HaenusaHe B cTaguil 2 Ha HEBPOMOMMYHOTO yBpexaaHe (camo npu nevedue ¢ Tafamidis)

HaenuzaHe B cTaguil 3 Ha HEBPONMOTrMYHOTO YBpEXaaHe

TexKo yepHoApOBHO yBpeXaaHe — camo npu nevenue ¢ Patisiran, Inotersen v Vutrisiran

Texko 66peyHo yBpexaaHe unu TepmuHania 6ebpeuna HegoctaTbuHocT (eGFR < 30mi/min/1.73m2) —
camo npu nedenune c Patisiran, Inotersen v Vutrisiran

CroTHowWweHWe 6enTbK / KpeaTuHKH B ypuHata Hag 113 mg/mmol w/vnn eGFR < 45 mi/min/1.73m2 — camo
npu nevenue c Inotersen

Bpoi Ha TpombBoumnTuTe < 75 x 109/l — camo npu nedyeHuve ¢ Inotersen

MeguatpuyHm nauveHTn (Nnua noa 18-roauwHa BbL3pacT)

BpemeHHOCT u KbpmeHe
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NPUNOXEHWE 1B

NNCT 3A ONPEAENAHE HA KPUTEPUWUTE NPU 3ANOYBAHE HA NNEMEHWE HA HACNEOCTBEHA
TPAHCTUPETUHOBA AMUNOUAO3A C HEBPOMATUA BbB BTOPU CTALIUA
(PATISIRAN, INOTERSEN, VUTRISIRAN)

3a6enexka: Npu nosABa Ha CTPAHWYHU PEAKLUMN OT NEYEHUETO UMK NPU U3YEPNBaHE BL3MOKHOCTUTE HA €JUH OT NeKapCTBEHUTE NPOAYKTH
MOXe a ce NPpeMUHe KbM Tepanus ¢ ApYyrvs nekapcTBeH NpoaykT.
A. KPUTEPUM 3A 3ANOYBAHE HA MbPBU KYPC
- 3A TEPAMMWA C PATISIRAN WU VUTRISIRAN CA 3AOBIDKUTENHU KPUTEPUM 1,2, 3.4 18
- 3A TEPAMMWA C INOTERSEN CA 3A0B/MKUTENHA BCUYKW KPUTEPUK

MKB E85.1

1 Heaponormt_eu cTaTyc, oueHka no PND (polyneuropathy disabiliitiy;)i OLEeHKa Ha cTaans Ha ;ébﬂéﬁ;ﬁ—a};HaTa TTPA, NIS
(neuropathy impairment score) 2

2 | EHI(enekTpoHeeporpacdvs), CUMNAaTUKOB TECT, M3CNeBaHe Ha CyoMoTopHaTa dJyH;U,MH(SUDOSC;AN) 12

3 | KoHcyntaums ¢ kapauonor — EKIT, exokapavorpadus 12 L -

4 | KoHcynTauus ¢ ractpoeHTteponor '2

5 | KoHcyntauus ¢ odTanmonor '? o o S

6 | eGFR Hap 45ml/min '? o -

7 | CvoTHowWweHue GenTkk / kpeaTuHuH B ypuHata nog 113 mg/mmol 12 - )

8 | INunca Ha u3knYBaLM KpuTepun no Touka b 4 R o

" pewenne Ha cneyManu3upaHa KOMUCHA C 0TpaseHa epekTUBHOCT NO NokasaTeny oT NPUNAraHoTo nevyeHue
2 meanUMHCKa JOKYMEHTALMA, NOTBbPXAABALLA KPUTEPMUTE NO NPUNOXeHue 1 1 BCU4k HeoBxoaumK nscnensaHmns, cbobpasHo npunoxenue 2

B. U3KMKOYBALLW KPUTEPUW (NPU 3ANO4YBAHE HA NNEYEHWETO)
1. CBPBbXYYBCTBUTENHOCT KbM aKTMBHOTO BELLECTBO MW KbM HAKOE OT NOMOLLHWTE BellecTea
2. TexKo yepHoapobHO yBpexaaHe
3. Texko 6b6peyHo yBpexagaHe unu TepMuHanta 6ubpeyra HepoctatbuHocT (eGFR < 30mi/min/1 73m?)
4. CrvoTHoweHne BenTek / kpeaTuHuH B ypuHata Hag 113 mg/mmol n/unu eGFR < 45 ml/min/1.73m2 - camo npu
neyexue c Inotersen
5. bBpoi Ha TpomBouuTtuTe < 100 x 109/ — camo npu neyexue ¢ Inotersen
6. bBpemeHHOCT U KbpMeHe
7. [lMepguartpuyHu nauveHTy (nuua nog 18-roguiiHa sb3pacT)

B. KPUTEPUU 3A NPOOBIMKABAHE HA NEYEHWETO (BAOBIDKUTENHU CA BCUYKWU KPUTEPWUW)
- 3A TEPAMWSA C PATISIRAN W VUTRISIRAN CA 3ALBIDKMTENHU KPUTEPUM 1,2, 31 6
- 3A TEPAMMA C INOTERSEN CA 3AIBIIKUTENHN BCUYKN KPUTEPUM

MKB E85.1

1 HeBsponoryeH craTyc, oueHka no PND (polyneuropathy disability), oueHka Ha cTagus Ha xepeautapHata TTPA, NIS
(neuropathy impairment score) 2

2 | Koncynraums ¢ kapavonor — EKT, exokapavorpacms '2

3 | KoHcyntauus c ractpoenTeponor '2

4 | eGFR Hag 45mi/min '2 -

5 | CroTHowWweHne BenTbk/KpeaTuHUH B ypuHaTta nog 113 mg/mmol '2

6 | lunca Ha uaknoYBaWM KpUTEepun no Touka I 12

! peweHue Ha cneumanuaupaHa KOMUGHA C OTpaseHa eeKTUBHOCT MO NOKA3ATENW OT NPUNAraHoTo nevexne
2 MeAUUMHCKa AOKYMEHTALMA, NOTELPKAABALLA KPUTEPUUTE NO NPUNOXeHMe 1 1 BCUYKM HEOBX0aNMI 3CNeBaHNs, ChoBpa3sHo NpunoxeHue 2

r. U3KNKOYBALLW KPUTEPUU (NPU NPOABIMKABAHE HA NEYEHUETO)

1. CBpbX4yBCTBUTENHOCT KbM AKTUBHOTO BELLECTBO MW KbM HAKOE OT MOMOLLHUTE BellecTsa
2. Haenwuaaxe B cTagui 3 Ha HEBPONOTUYHOTO YBpEXaaHe
3. Texko YepHoapoOHO yBpexaaHe
4. Texko 6u6peyHo yepexaaHe unu TepMmuHania 6uopeuna HegoctaTbuHocT (€GFR < 30mi/min/1 73m?)
5. CwoTHoweHue BenTbk / kpeaTuHuH B ypuHata Hag 113 mg/mmol w/unu eGFR < 45 ml/min/1.73m2 — camo npw
neyexue c Inotersen
6. Bpoi Ha TpomBounTuTe < 75 x 10%/1 — camo npw neyexue ¢ Inotersen
7. BpemeHHOCT U KbpMeHe
8. MMeawatpuyHn nauveHTv (Nnua noa 18-rognwHa Bb3pacT)
.‘ W3NCKBAHWA HA H30K 3A MPOBEX/AHE HA NEYEHWE NPW HACNEACTBEHA TPAHCTUPETUHOBA AMUNOWUAO3A C HEBPONATUA W

KAPAUOMWONATUA N TPAHCTUPETUHOBA AMUNOUIHA KAPANOMUONATAA B M3BBHEONHUYHATA MOMOLL
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NPUNOXEHWE 1B

NUCT 3A ONPEAENAHE HA KPUTEPUWUTE NPU NEYEHWE HA HACNEACTBEHA TPAHCTUPETUHOBA
AMWNOUAOO3A NPU NALUMEHTU C KAPOAUOMUOMATUA
(TAFAMIDIS)

A. KPUTEPUU 3A 3ANOYBAHE HA NNIEYEHUE (SAOBMKUTENHW CA BCUYKU KPUTEPUN)

MKE E85.8

1. | CurypHa anarHosa HacneacTeera ATTR, NoTBbp/AeHa Ypes reHeTUHO uacneasaxe ' -

2. | Ouenka no PND (polyneuropathy disability), oLieHka Ha cTaans Ha xepeantapHata ATTR, NIS (neuropathy impairment

score) 12

EHT (enekTpoHesporpachuisi), CAMNATUKOB TECT, U3CTIEABAHE HA CYAOMOTOPHaTa tyHkums (SUDOSCAN) 2

Exokapauorpacus - nebenuna Ha cteHata Ha JIK212 mm u avacTonHa aucdyHkums 2

KOCTHa CUMHTMrpacvs (nanapHa u SPECT) CbC CTeneH 2 Unu 3 Ha HaTpynsaHe Ha paavothapMaLesTik B MUokapaa ' 2

CbpaeyHa HefocTaTb4HOCT © hyHKUuMoHaneH knac no NYHA I-111 12

EKF 1 cbpaeynn Guomapkepyn (BNP/NTproBNP) 12

KoHeyntauus ¢ ractpoeHTeponor "2

@ @ N o o A W

Nunca Ha n3knoYBawM KpUTepUn no Touka I 12

'peweHue Ha cneynanuaMpaHa KOMWCHA C OTPA3EHI aHAMHECTUYHI AaHHU, KNTMHUYHATA CUMNTOMATWKA U EBOMIOTUBHUA XOA Ha 3abonasaHeTo
2 MeauUMHCKA AOKYMEHTaUMS, NOTBLPXAABALLA KPUTEPUUTE N0 NPUNOKEHNe 1 1 BCYKK HEODXOANMN nacneasaHns, CbobpasHo npunoxexue 2
(*reHeTU4YHO M3CNeaBaHe, A0Ka3BaLL0 3a60NABAHETO U BCUUKIA NOCOMEHU U3CNEABAHWA W KOHCYNTALMA B NpUNoXKeHue 2 ca 3agbnkutentu')

** Ckop 2 Unu 3 Ha nornblyaHe Ha paguoMapkep B Muokapga npu nposexaade Ha 99mTc-PYP unu DPD. unu HMDP koctHa cuunTurpadus npu
nunca Ha MoHoKNoHanHa ramanatua (Al amunongosa), oueHeHa Ypes cepymHu ceoboiHu nekn sepurn (FLC) n umyHodbukcaumsa B cepym 1 ypuHa.
*** MNoTebpXAaBaHE HANWNYME Ha aMUNONA W TUNW3UPAHE 33 TPAHCTUPETUH C UMYHOXUCTOXMMUA UM Mac-CNeKTPoOMEeTpua.)

B. KPUTEPUU 3A NPOOBLIMKABAHE HA NEYEHMUETO (SA0BMKUTENHW CA BCUYKU KPUTEPUMW)

3abenexka: BonHuTe cneasa a4a 6bAaT MOHUTOPUPaHK Ha 12-Ta ceaMMLA OT HA4YanoTo Ha NeYeHNeTo U Ha Bcekn 6 Mecela cneq ToBa.

MKE E85.8

1. | HeBponoruden cratyc, ouenka no PND (polyneuropathy disability), ouenka Ha ctagua Ha xepeagutaphata ATTR, NIS
(neuropathy impairment score) '

EKT, exokapauorpadus, cepaeuHu 6uomapkepu (BNP/NTproBNP) 12

CbpheyHa HEAOCTaTLYHOCT C chyHKUMoHaneH knac no NYHA |-l 12

2
3
5. | KoHcynTaums ¢ ractpoenteponor '2
6

Nunca Ha n3knoYBaLWM KPUTEPUM NO Touka B 2

1pe|uei-me Ha cneyuanuivpaHa KOMUCKUA C OTPAZEHU AHAMHECTUYHN JaHHW, KNUHUYHATA CUMNTOMATUKE U EBONKTUBHWA XO4 Ha 3abonsBaHeTo
2 MeAWUMHCKa OKyMEeHTaUWsA, NOTBbPXAaBalla Kputepuute No npunoxeHne 1 v BCuukm Heobxoanmn uscneaBaHns. ckobpasHo NpUNoXeHue 2

B. U3KNKO4YBALLWN KPUTEPUU (MPU 3ANOYBAHE U NPU NPOOBIMKABAHE HA NEYEHUETO)
1. MepunaTtpuyHn nauneHTn (Bb3pacT nog 18r.)
2. CBpBbXYYBCTBUTEIHOCT KbM aKTUBHOTO BELLECTBO UMK KbM HAKOE OT MOMOWHUTE BELLECTBA.
3. Hanuuue Ha nbpBMYHA NEKoBEpW¥Ha amunounaoza
4. CbpaeyHa HeqoCTaTbyHOCT ¢ (hyHKUMoHaneH knac no NYHA — 4
5. OcTpa gekoMmnpecupaHa cbpaeyvHa HeaocTaTbYHOCT (0BocTpaHa Ha xponvdHa CH, nposssaeala ce ¢ npusHaum U
CUMMNTOMMW, KOMTO MOXE [1a M3UCKBAH MHTPABEHO3HO NeYeHne) 10 OBNaasaBaHe Ha cuMnTomatukarta
6. Texka cTeneH Ha yepHoapobHo yBpexaane, BunvapHa unpo3a nnu xonecrasa
7. YepHoapobHa/cbpagyHa TpaHcnnaHTauvsa Mnv UMNAaHTUPaHO MEXAHWYHO NOMOLLHO YCTPOWCTBO
8. BpemeHHOCT 1 nakTaums

=Y W3WCKBAHWA HA H30K 3A NPOBEXIAHE HA NEYEHUE NPU HACNEACTBEHA TPAHCTUPETUHOBA AMUNOWUAO3A C HEBPOMATUA U
Vé,’% KAPOUOMWONATUA N TPAHCTUPETUHOBA AMUITOWIAHA KAPAWMOMWONATUA B UBBBEHEONTHUYHATA NOMOLL

@



NPUNOXEHUE 1I'

NAUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU NEYEHUE HA TPAHCTUPETUHOBA AMUITOUOO3A
NPU NAUMEHTWM C KAPOAUOMUWUONATUA (OAWUB TWUM)

A. KPUTEPWUU 3A 3ANMOYBAHE HA NEYEHWE (BAOBLMKUTENHWU CA BCUYKWN KPUTEPWUWN)

MKB E85.8

1. | Exokapamorpadus - aeGenuna Ha cTenata Ha JIK 212 mm v agnactonHa ancyrkums =

2. | KoctHa cumHTurpadms (nnawapHa u SPECT) cbkc cTeneW 2 unu 3 Ha Hatpyneawe Ha 99mTc-PYP/DPD/HMDP
pagvodapMaleBTyk B Muokapaa 2

3. | Jlunca Ha MOHOKNOHANEH NPOTENH MPK UMYHOUKCALIMS HA CEPYM W YPUHA W HOPMANHO OTHOLIEHUE Ha kana/nambaa

CBOﬁOAHH NeKn Bepuru 3a M3KNn4BaHe Ha NekoBepmxHa ammnonaosa 12

leHeTUYeH TecT 3a AnarHosa Ha HacneacTeeHa ATTR-KMM '

ChbpaeyHa HeaocTaTbuHOCT C dyHKumoHaneH knac no NYHA -1 12

EKI 1 cbpaeyHn Guomapkepn (BNP/NTproBNP) 12

N o o »

Jlunca Ha naknoYBalm KpuTepun no Touka B 12

"pelleHMe Ha CMeLMann3upaHa KOMUCHUA C OTPA3EHN AHAMHECTUYHM 4aHHN, KITMHIYHATA CUMITOMATHKA U EBOMIOTUBHUA XO4 Ha 3aBonssaHeTo
2 MeAMUMHCKA OKYMEHTALWMA, NOTBLPXAaBaLLa KPUTEPUTE N0 NPUNOXeHWe 1 1 BoUHKK HeoBXO0A MK N3CNEABaHNA, ChoBPa3HO NpUnoXeHue 2
(* Ckop 2 nnu 3 Ha nornbliaHe Ha paguomapkep B Muokapaa npu npoeexgane Ha 99mTc-PYP wnu DPD, unn HMDP kocTHa cumHTurpadns npu
nunca Ha MOHOKNoHanHa ramanatua (Al amunonao3sa), oueHeHa ypes cepymun csobogHu nekun sepury (FLC) n nmyHoduKcaumna B CEpYM 1 ypuHa.
** MoTBbPKAABAHE HANWYME HA aMUNOUA U TUNU3MPAHE 3a TPAHCTUPETUH C UMYHOXUCTOXUMWUA U MaC-CNEKTPOMETPUS.)

B. KPUTEPUU 3A NPOOBIMKABAHE HA NEYEHUETO (3AQBMKUTENHU CA BCUYKWU KPUTEPUN)

3aGenexka: bonHute cnegsa Aa 6b4aT MOHUTOPMPaHK Ha 12-Ta cegMMULA OT HA4ANOTO Ha NEYEHUEeTOo.

MKB E85.8

1. | EKT, Exokapauorpacus, cbpaeuHn Guomapkepn (BNP/NTproBNP) '2

2. | CupaeyHa HeJOCTaTLYHOCT C dhyHKuMoHaneH knac no NYHA I-11l 2 o

3. | Nlunca Ha W3KNIOYBALLYM KpUTEPUM No Touka B 14

'pelweHune Ha cneyUannavpaHa KOMUCHUA C OTPA3EHN aHAMHECTUYHM AaHHV, KNMHWYHATA CUMITOMATUKE 1 @BOMIOTUBHUA X04 Ha 3abonaBaHeTo
2 MeAMUMHCKA LOKYMEHTALMSA, NOTBLPKAABALLA KPUTEPUUTE NO NPUNOXeHKUe 1 1 BCUUKN HEOBXOAUMY W3CTeABaHus, CLoBpa3Ho NpunoxexHue 2

B. U3KNKOYBALLW KPUTEPUU (NPU 3ATTIOYBAHE U NPU NMPOABLIMKABAHE HA NIEMYEHWETO)

Bv3pact nog 18r.

Hanuyune Ha nbpBUYHA NEKOBEPWKHA amunonaosa

CobpaeyHa HegocTaTbyHOCT ¢ dhyHKkUMoHaneH knac no NYHA — 4

OcTpa aekomnpecupaHa cbpaedHa HepgoctarbyHocT (obocTpena xpoHvyHa CH, nposisaABalla ce ¢ npusHaum v
CMMNTOMM, KOUTO MOXE A3 W3UCKBaAH MHTPaABEHO3HO NEYEeHne) A0 OBNaARBaHE Ha CUMNTOMaTuKaTa

Texka cTeneH Ha YepHoapobHo yepexaaHe, bunnapHa LuMpo3a unu xonecrasa

YepHogpobHa/cbpaeyHa TpaHCnnaHTaums unn UMNNaHTupaHo MexaHuyHo NOMOLLHO YCTPOWCTBO

7. bBpemeHHoCT 1 nakTauyus

bl ol

oo

h, ,. W3NCKBAHUA HA H3OK 3A NMPOBEXJAHE HA NEYEHUE MNPWU HACNEACTBEHA TPAHCTUPETUHOBA AMUNOWIO3A C HEBPOMNATUA U
'7% KAPAMOMWONATUA U TPAHCTUPETUHOBA AMUNOWAHA KAPANOMWONATUASA B UBBLHBONHWYHATA NMOMOLL

()
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NMPUNOXEHWE 2

I NEYEBHO-OWATHOCTUYEH ANMTOPUTBM

1. NEKAPCTBEHW NPOOYKTMW, skniouenn B8 Mpunoxenwe 1 Ha MNC, kouto H3OK 3annauja B choTBETCTBME C
[JelcTBalluTe HOPMaTUBHU OOKYMEHTH.

Tabnuua 1 e B
INN AO3A
TAFAMIDIS 20 mg nepoparnHo - NnpenopbyYuTenHa AHeBHa Ao3a 3a MKb E85.1
61 mg nepoparnHo - npenopbYUTENHA AHeBHa n03a 3a MKE E85.8
: e 0,3 mg/kg TenecHo Terno Ha Beekw 3 ceaMULV KaTo WHTPaBeHOo3Ha MHY3nsa B
TEURRAR npoabvnkeHve Ha 80 munyTi 3a MKE E85.1
INOTERSEN e 284 mg NOAKOKHO — BEAHBXK ceaMmuyHo 3a MKE E85.1
‘VU':!'RISIRAN e 25 mg NOAKOXKHO - BeAHbBX Ha Bcekn 3 meceua 3a MKB E85.1

2. ﬁPOCﬂEﬂFIBAHE:

Ta6nuua 2 ]

Moka3saTenu u uacneaBaHusa™® Mpeaw 3anouyBaHe Ha Ha Bceku 6 meceua

nevyeHueTo

TenecHa maca X X

mBMI (BMI x cepymeH anBymuH g/l) X o x
06w 6enTbK X X

AnbBymun X X

MKK _ % T X

CYE i x X

CepyMHW enekTponuT T x X

KpbBHa 3axap X ' X
KpeaTwHWH, NUKOYHA KUucenuHa, ypes X X

ACAT, ANAT i B X
ImomepynHa duntpauns (eGFR) — aa Patisiran. Inotersen u e X

Vutrisiran : - -
CwoTHowweHne 6enTuk / kpeatuhn B ypunata (UPCR) — camo X X

3a Inotersen s

EHI X X
KoHcynTauma ¢ Heeponor X X
KoHcynTauus ¢ racTpoeHTeponor X o
KoncynTauus ¢ kapanonor — EKI, ExoKl X | X
KoHcynTaums ¢ ogpTanmonor— camo 3a Inotersen B E

EHI(enekTpoHesporpadgus) - ) o

CumnaTtukoB TecT, n3cneaBaHe Ha CyAOMOTOpHaTa quHKI..Wm

(SUDOSCAN) S .

EKI n copaeunu Guomapkepu (BNP/NTproBNP) e

* WacneaBaHWATa CNesBa A4a Ca C AABHOCT A0 1 MECEL NPean KaHAWAATCTBAHETO [Py HanU4Me Ha XOCMUTANU3aUNs e HeoBXOAUMO
enuKpu3aTa ¢ Homep Ha M3 4a e ¢ AaBHOCT 40 1 MECeL NPeau KaHAWAATCTBAHETO,

,. WM3NCKBAHWA HA H30K 3A NPOBEXXOAHE HA NEYEHWE NPWU HACNENCTBEHA TPAHCTUPETUHOBA AMUNOWAO3A C HEBPOMATUA U
KAPIMOMUOMATUA U TPAHCTUPETUHOBA AMUNOWUAHA KAPANOMWONATUSA B U3BBHBEONHUYHATA MOMOLL



Il. OB USUCKBAHUA

1. B'bapacmBaTa rpaHuua ce n34yncnasa B HaBbPWEHW TOQWHK - T.€. BKNYMTENHO KbM JaTata Ha n3flaBaHe Ha NnpoTokona oT
cneynanuanpaHarta KOMUCKA.

2. Mpu Ha3HayaBaHe Ha Tepanus No NPOTOKOI 3af4bIHKUTENHO Ce Cbobpa3sBaT Bb3PacTOBWUTE OIPAHNYEHWS CbITIACHO KpaTkaTa
XapakTepuCTKa Ha CbOTBETHUSA NekapcTBeH NPoAyKT, yTBbpaeHa no peaa Ha 3/1MXM

3. H30K He 3annauua ne4yeHue M3BbH yKkasaHaTa Bb3pacToBa rpaHuLa B KpatkaTa xapakTepucTuka Ha NpoaykTa.

4. H30K He 3annalla neyeHve C A03W Ha[ MakcMMarnHo paspeLueHuTe no KpaTka xapakTepucTvka Ha npoaykra.

5. B cnyyail Ha HacTenuna nogo3vpaHa HexenaHa nekapcTBeHa peakuws, nekapsT ysepomsasa WAJ no pea Ha un. 184 ot
3MMNXM. Konve oT cboOlueHWeTo ce npunara/onucsa kbM/B MeauuuHckata gokymenTtauns Ha 30J1 npu kasgupaaTtcTBaHe 3a
neveHve.

6. Bceku e-npoTokon ce uzgaea ot cneuwanuavpana komucua B JI3BIM Ha ocHosanmne Allp Ne 38  OnpenensiHe Ha nnaH Ha
neyeHne 1 NpocneasBaHe Ha TepaneBTUHHUSA OTrOBOP MPU NaUMEHTV, NonyYasalln CKbNOCTPYBALLM NEKaPCTBEHW NPOAYKTW Mo
pena Ha un. 78, 1. 2 330"

Eksemnnsp Ha xaptueH Hocuten oT Allp Ne 38 ,OnpenensiHe Ha nnaH Ha nedYeHve U npocnejsBaHe Ha TepanesTUYHUA OTroBOp
NPy NauWeHTh, nosy4asalyy CKbNOCTPYBALUM NMEKapCTBEHU NPoAykTM no peaa Ha un. 78, 7. 2 330 koWTo e OCHOBaHWe 3a
W3AaBaHE Ha NPOTOKOM, NOAMUCAaH OT Nekaps cneynanuanpaxa komwcus u 3011 (poauTen, HAaCTOUHMK/MPUEMEH POAUTEN), Ce BOAK
no pen, onpenened ot nevyebHoTo 3aBefeHWe U Ce CbXxpaHaea B kabuHeTa Ha nexkapsa/komucuaTa

7. MNpw n3gaeaHe Ha E-npoTokon no peaa Ha ekcnepTuaarta no 4n.78, 1.2 ot 330, oTnaga HeobxoAMMOCTTa Aa ce NPeaocTasaT u
cbxpaHasar npunoxenue Ne1 u npunoxenune Ne3 ot HacToswwmTe Mancksanns Ha H3OK".

8. MapaeaHeTo Ha E-NpoTokon ce 0CblUecTBABa B CbOTBETCTBWE CLC ChBMECTHM YKasaHus 3a paboTa ¢ NofajeH No enekTpoHeH
nbT npotokon IA/IB/IC (e-npoTokon)®, mexay Hauwonanwata 3apasHOOCUIypUTeEnHa kaca v bbnrapcku nekapcku cbro3 3a
npunaraHde Ha HauywoHanHus paMmKoB AOroBOp 3a MeAULWHCKUTE JerHOCTH.

Hacmosiwyume u3uckeaHus ca ymebpdeHu om ynpaeumens Ha H3OK cned Pewenue Ne PL-HC-04-38/22.05.20252. Ha
HadaopHus cbeem Ha H30K u npedeapumento cbenacyeawe ¢ BI1C, Ha ocHogaHue un.51. an. 10 ewe ep. ¢ an.8 om lNpasunHuka
3a ycmpoiicmeomo u deiiHocmma Ha HauuoxanHama 30pasHoocuzypumenna kaca. M3uckeaHusma enusam e cuna om damama
Ha obHapodeaHemo um e ,[bpxaseH eecmHuk” u omMeHsm delicmeatuume usuckeaHus, & cuna om 23.08 20242, na ocHogaHue
peweHue Ne P-HC-04-85/29.07.2024e.

- M3UCKBAHWA HA H30K 3A NPOBEXIAHE HA NEYEHWE NMPW HACNEACTBEHA TPAHCTUPETUHOBA AMUNOWUAO3A C HEBPONATWAA U
n KAPOWOMWOMATWA N TPAHCTUPETUHOBA AMUNOWAHA KAPAUOMWONATUA B M3BBLHBONMHUYHATA NOMOLL

.



NPUNOXEHMWE 3

LOEKNAPALMA 3A UHOOPMUPAHO CBHIMACUE C U3UCKBAHUATA 3A 3ANOYBAHE/ MPOABLIDKABAHE
HA NEYEHUETO C NEKAPCTBEHWA NPOOYKT

cref Kato Cce 3ano3Hax C usnata MU npefocTaseHa  MHOpMauWs W UenTa Ha nevyeHWeTo C NeKapCTBeHWS
s e o e R e SO PO P W Cnej Kato nonyuux n3vepnatenHu OTroBOpU Ha
NOCTAaBEHWUTE OT MEH BBLNPOCK, AgKnapupam Ye:
1. Ule cnassam npernopbyaHaTa My CXema Ha nevyeHue 1 NepuoaNYHOCT Ha KOHTPOTHUTE Nperneau.
2. § _F;ﬁe.qoauo llle ce ABABAM Ha KOHTPOSHU Nperneau U HAMa [a NpPoOMEeHsM CamOBOMHO UMW MoA APYro BHyleHWe
‘HasHaveHaTa Mn Tepanus.
45 'ﬂpu'hpeycTaHoaqsaHe Ha NEYEHMETO MO MPUHUHN, HENPOU3TUYALLIM OT pPeLLeHneTo Ha KomucnsTa 3a ekcnepTuaun B P3OK
wiunu KomucuaTa no un. 78, 1.2 ot 330, we yeegomsa He3abasBHO NUYHKUA CU NeKap.
4. [lpu HecrnasBaHe Ha NOCOYEHWUTE YCMOBWSA NEYEHWETO MW C YNOMEHaTVsi NekapcTBeH NPoaykT Lie Obae NpekpateHo v
HAMa aa vmam npeteHuum kem H30K.

r B M3NCKBAHWA HA H30K 3A MPOBEXOAHE HA NEYEHWE NPWU HACNEACTBEHA TPAHCTUPETUHOBA AMUNOWUAO3A C HEBPOMATKA U
‘E‘Z}Q‘ KAPOWOMUWOMNATUA U TPAHCTUPETMHOBA AMWUNOWOHA KAPAMOMWNONATAA B U3BBHBONHWYHATA NOMOLLY



