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W3UCKBAHUA HA H3OK NPU U3OABAHE HA MPOTOKONM 3A NEYEHWE HA MAUKUEHTU C KNCTO3HA
®UBPO3A /IMYKOBUCUUAO3A/

MipoTokenBT Ce W3gaga OT CNeUManuiupaHa KoMUCUs B neyetHW 3aBenfeHUs 33 GONHMYHA NOMOLL, CKIMIOYUNK
porosop ¢ H30K. Cneuuanu3upaHuTe KOMMCHM Ce Cb3faBaTr Cwe 3anosen Ha gupektopa 8 cnepHute N3 YMBAI
JAnekcanaposcka” — rp. Cocus, YMBAI .Ceetn Feopru” - rp. Mnoegue, YMBADN , d-p I CrpaHckn” — rp. MNnesex, YMBAN ,CeeTa
MapuHa” - rp. BapHa.

3abenekKa: 3anouBaHe ¥ NPOALIKABAHE HA NEYEHNETO C TpaHcmemOpaHuu perynarvopu Ha NPOBCAUMOCTTa NpH
kMcTo3Ha hubposa (CFTR) ce ocbllecTBABA NPe3s NbpBaTa roauHa ¢ U3nasaxe HA NPOTOKONW CbEC CPOK HA BANWAHOCT A0 180 aHn
eAWHCTBEHO 0T CNeuranu3upaHa KOMWCKUA B YMBAN ,Anexcangposcka” — rp. Cocun. [TopeaHuTe NpoTOKONW, npu jokasaxa
eeKTMBHOCT OT NYEHUETO Cnej NLPBaTa roauHa, morar [A ce W3aBar oOT BCAKa eAHa OT CReLnanu3spadnTe KOMUCHK. YMBATI
_Anekcangposcka” — rp. Cocousi, YMBAI ,CeeTu Feopru” — rp. Mnosavs, YMBAJ , O-p T. Ctpanckn’ — rp. Mnesen, YMBAI .CeeTa
MapuHa” — rp. BapHa.

I. PE] 3A 3ABEPAIBAHE HA NPOTOKONWUTE

MpoTokonu 3a 3anoYsaHe Ha nevyeHve

»  [lofbNHEHO W rognucaHo npunoxenve 1 — MMCT 3a onpefensHe Ha
KpUTEPUUTE (MO TOMKA A) C BCMUKM HEOBXOAMMN M3CTENBAHMA.
»  MegMUMHCKA AOKYMEHTAUWA, BKIIOHBALLA AaHHW OT aHamHesata, ¢Tatyca u

- NpeAXoXaaLo NeueHe
CNEUWATTUIUPAHA »  PelleHue Ha CREUMANUIMPAHA KOMWUCHUA C ICHA MEQMLMHCKA MOTMBAUWA
KOMUCHKA g (33ABMKUTENHO Ce OTOENA3BA NANCA Ha U3KTIOUBALIA KPUTEPUM (POOMUCAHO

oM GCUYKU YABHOGE Ha cneyuanuaupanama KOMUCUS)

= ‘MpoTokon 3a NPeANMCBaHE HA NexkapcTsa, 3annalliaHn ot H30KP30K" — 0bp.
M3-H30K
Komwucus no un. 78, 1. 2 3aBepka Ha NPOTOKONa B

o1 330 B LY Ha H30K "l P30K

MpoToKONY 32 NPOALIKABAHE HA Neverne

«  {lonbNHEHC W nognucaHe npunoXxenuwe 1 — NACT 3a onpeaenAHe Ha
KpuTepuute (no Touka B)
»  MeOMUMHCKA AOKYMEHTALUMSA, BKIIOUBALA AaHHW OT aHamyesara, cratyca U
_ Npeaxexzalle neveHve
CNELUWNATIMZNPAHA »  PeweHWe HA CNeUManu3npaHa KOMUCWUA C fiCH2 MeaWUMHCKa MOTMBAUWA
KOMUCHUA {33AbIKUTENHO ce oTOenn3Ba NUNCa Ha M3KMIOHBALUM KpUTEPK (nrodnucaHo
Offt GCUMKU UMIEHOSE HA CrIELLIAnU3Upanama KOMUCUR)

¥

*  ‘MpoTOKON 33 NPEANUCBAHE HA NeKapcTea, 3annaiiaHi oT H30K/P30K’ — obp.
/ M3-H30K
Komwcuanoun, 78, 1. 2 3aeepKa Ha NpoToKONa B
oT 330 B LY Ha H30K "1 P30K

OBLN NONOXEHWA

1. 30N nogaea noproTBeHUTe AOKYMeHTH B P30K, Ha TepUTOPHATA HA KOATO & HaNpaBuno n3bop ra ONN. JokymeHTure
BKNIOYBAT: B :

1.1. 3aneneHve A¢ [upextopa #a P30K.

1.2. NMombAHEHO W NOANMCAHO npuRowetie 1. Monbnea ce MO CLOTBETHATE TOUKA U ce npwnara 0TpaseHaTa B LMgpos
WHAEKC MEAULIMHCKA AOKYMEHTALNA, YAOCTOBEPABALLE BCEKW EAVH OT KpUTEDUUTE.

1.3. MbnHUAT Hatop wacnepBaHuA (HU3NKANHN, MHCTDYMEHTANHM 1 NaBopaTopHu), OTPaseH B MPUNONEHUe 2.

1.4.'NMpoToKON 3a NpPeANNCBaHe Ha NekapcTsa, 3anfnawawu or H30K/P30K' — ofp. M3-H30K, wspageH ot
cneuuannanpana komucva. MNpunara ce OpuruHan Ha NPOToKONa, a NpW KaHAWAATCTBaHE 33 npofbKasane Ha Tepanuata ce
npeacTasa opurMHan Ha npe.u.xonﬂust MPOTOKDA ¢ OTHA3EHW HASHAMESHUA NO HETo.

1.5. PelueHne Ha cneunanvaupasa KoMucHa oT neyveliHo 3aseferne — UINBNHWTEN HA Ambynatopra npoueaypa Ne 38
,OnpegensHe Ha NNaH Ha NeucHWe 1 NpPOCneaspaHe Ha TepaneBTUYHKA OTrosop npy NaUWeHTH, NonyYasawm
CKBLNOCTPYBalM NeKapCTBeHM NPOAYKTH NO peaa Ha yn. 78, an. 2 330" - 6n. M3-H30K Ne 13

1.8. Oexnapauvs 3a nHOpMUPaHo chbrnacue no.obpasey {npunoxexne 3)

2. P30OK npuema AOKyMeHTMTE N0 ToYKa 1 cnen cnpagka oTHOCHO sApaBHoOCHTYpUTENHUs cTaTyc Ha 301,
3. [lpovoKonNMTE MOTAT Aa ce u3paeaT 3a nepMoa Ao 365 AHW NO NPEUEHKA HA CNeLNanu3npaHaTa KOMMCUA.

. 2
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NPUNOXEHWE 1

NUCT 3A ONPENENAHE HA KPUTEPMATE NPY 3ANOYBAHE U NPOABMKABAHE HA NEYEHUETO HA NALUMEHTU C
KMCTO3HA GUBPO3A f MYKOBUCUUAO3A/

[ Ume: ern 1 1 1 1 1 1T T T |

3abenexka; MeduyuHckama doxymenmauus, yoocmosepaeaula sceku om kpumepuume € AocoNeHa ¢ yugpa 8 uHdexc U 3adumKuMmenHo
Npudpyxasa HaCMOoAWOMO MPUNOXeHUe.

A. 1. KPUTEPYM 3A 3ANQYBAHE HA NEYEHWNE C MULTYENZIMES (3AOBIMKUTENHU CA BCUYKWU KPUTEPUU
MKE E84.1

[OnarHosa, [OKasaHa upe3 KNUHWYHM NOKA3aTenu 3a NEHKpeacHa HenocTaTbuHoct, noTeH TECT WM TEHETUYHO
notsbpaeHa

1
MEAMLMHGKA [LOKYMEHTALMA 1 M3CREABAHMA B ChOTBETCTBUE C TaBnuua 2 NPU HANMMKE Ha XOCNUTANN3AUMA ¢& NPUNAra enukpuaa ¢ HOMep Ha
N3 ¢ AaBHOCT A0 1 MECEL NPEAV KaHAKAATCTBAHETO

YAOCTOBEPABA Ce C NOANUCY Ha YIEHOBETE Ha KOMMCUATA B NPUNOXeHWe 1 Ha HACTORLMTE MINCKBAHKUA

A. I KPUTEPUM 3A 3ATIOMBAHE HA MEYEHMETO C MULTYENZIMES Y DORNASE ALFA (3AOBMKATENHW CA
BCUYKW KPUTEPWU)

MKB E84.0, E84.1
[eHETUIHO NOTBLPAEHA AMarHosa |

— 3

DYHKUMOHANHO N3CHRERBAHE HA OULIAHETO
T 3

INMnca Ha M3KNIOMBAIIN KpUTepuy NO T. B

MEAWLIMHCKE AOKYMEHTALMA W WICNSABAHWA B CHOTBETCTBME C Tabnuua 2; NpU HanMuMe Ha XOCNUTANM3aUMA Ce Npunara enukpnia ¢ HoMep ha
M3 ¢ aasHocT 4O 1 MeCel NPeAl KAHAWAATCTBAHETO
z opuriHaneH il wiTn AOANKCAH0 U 3ABEPEHO KOTMe
: YAOCTOBEPAER ¢8 ¢ NOANMCH Ha WIBHOBETE Ha KOMWUCHATA B NPUNOKEHWE 1 Ha HACTORUWTE U3UCKBAHNA

A L KPHTEPBM 3A 3AMOMBAHE HA TNEYEHMETO C MULTYENZIMES, DORNASE ALFA WU TOBRAMYCIN/
COLISTIMETHATE SODIUM/ LEVOFLOXACIN (3ALBMKUTENHN CA BCUMKA KPUTEPUK)

MKE E84.0, EB4.1- : :
FeHeTUHHO NOTELPABHA AMArHo3a ! '

DYHKLMCHANHY KICNEFBAHE HA AUILAHETO ?

XpOHWUHO Hocurencrso Ha Pseudomonas aeruginosa, NOTBBPAEHO C TP MUKPOBUONOTMHHW U3CNEABAHNA Ha
BpOHXManen cakpeT Unn AbnBOoK rbpreH CekpeT, NPOBEAESHW 38 NepUop OT ABE roanHY °

Nunca Ha u3kNIoMBalWK Kputepum no 7. B ¢

! MEAMLMHCKE AOKYMEHTALNA W W3CNELBAHUA 8 CBOTBETCTEUE C Tabnuua 2; NP HanMuMe Ha XOCTUTANM3ALMA Ce Npunara enukpusa ¢ Homep na
A3 ¢ pasHocT 40 1 Mecel Npeaun KaHAWLATCTBAHETO

"~ opurMHaneH (ULl WAY NOAMKHCZHO W 3aBEpeHO Konue

YAOCTOBEPABA Ce € NOKIMCH HA YNEHOBETE Ha KoMUCUATA B NpPUNOXeHne 1 Ha HACTORIUTE NINCKBAHUA

E. KPUTEPUM 3A NMPOABMKABAHE HA NEYEHWETO (SAABINKMTENHK CA BCUYKK KPUTEPUW)
MKE E84.0, E84.1

- :
KnvHMUHA OUEHKA W MHTEPNPETALMA Ha M3CaeABankATa

z
Nunca Ha M3kNI4BaWM KpUTepun no 1. B
MEJMLWHCKA AOKYMEHTAaLINA 1 U3CneBaHua 8 CLOTBETCTENE ¢ Tabnuua 2; Npw HANUYWE HA XOCTUTANM3aunA C& ApUNara énUKpU3a c HomMep Ha
W3 c RaBHoCT 40 1 Mecel APeAN KaHAWLATCTBAHETO
YOOCTOBEPSAB2 Ce ¢ NOAMKUCHA HA YNEHOBETE HA KOMMCMATA B NPUNOKEHNES 1 Ha HACTOAWMTE U3NCKBAHWA

B. U3KNIOUBALLW KPUTEPUM _
1. MNonea Ha HeNoHOCUMOCT kbM Tobramycin u Dornase alfa
2. Knunununa He_eq_:v_exmaﬂ'ocT APy NPEAXOKAALLO NeveHue

OTroBaps Ha KpUTepuMTe 3a figuetine ¢ ST OHOBHA A03a ...

noanUMcyU Ha YneHoseTe Ha KOMMCUMATA . ...

’%7"( W3MCKBAHMA HA H30OK NPW NEYEHWE HA KWCTO3HA ®WBPO3A/ MYKOBWCLWAO3A/ B N3BBHBEONHWYHATA NOMOL
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NPUNOXEHUE 1A

NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOUYBAHE U MPOOBLNXABAHE HA NEYEHUETO C

TPAHCMEMEPAHHM PEIYMATOPK HA NPOBOAUMOCTTA MPU KUCTO3HA ®OUBPO3A (CFTR)-—
NEYEHUE C LUMACAFTOR / IVACAFTOR

[ Wme: = VO A O S P A

dabenewka: MeduyuHckama JoKymenmayus., yOocmosepAsalla eCeKU Om KpUmepuume e AocoYeHa C utchpa @ uHoexc U 3a0binkumenHo
npudpykasa HaCMOAWOMO NpUNOXeHUe.

A. KPUTEPUM 3A 3AMOYBAHE HA IEYEHME C LUMACAFTOR/IVACAFTOR (BAMBLITKUTENHU CA BCUYKU KPUTEPWUN)
MKB E84.0

FeHeTVHHO NOTEBLPAEHA ANArHo3a - XOMO3WroTH 32 F508del myTauusaTta Ha reHa 3a TpaHcmemBpaHeH perynarop Ha
NPOBOAMMOCTTA NPV KUCTO3HA ¢pubpoaa (NOTBLPAEHY HAaNU4ne Ha F508del mytauws 1 B ABaTa anena Ha CFTR reHa)

BYHKUMOHANHO W3CNeABaHEe Ha AWLLIAHETO - thopcupaH ekcnupaTopen obem 3a eaHa cexyHaa (PECT) z

MoTen Tect 3
Exorpadius Ha wepen apob
NaGopaTopHK fioKasaTerny

T F
flunca Ha M3KMIo4Bauw KpuTepun no 7. B
T T

MEAMLNHCKA SOKYMEHTALMA ¥ U3CNEeABAHAA B CLOTBETCTEHE © Tabauya 2; NpW HanRUME HA XOCTIMTENNIALMA CE APUNAra enukpU3a C HOMED Ha
Izrléi € A2BHOCT A6 1 MECceL, Npear kKasAnaaTcTBaHeTo

™ opwrnHanen i #NW NOARMGAHO ¥ 33BEPEHO KonKe

ynocrosepﬂa}a_be; € HOANWCH HA YWIBHOBETE Ha KOMUCHATA B NPWNOKEHNE 1 HA HACTORIINTE UIUCKBAHWA

B. KPUTEPUM 3A TIPOMBIDKABAHE HA NTEYEHMETO C LUMACAFTOR / IVACAFTOR (3AQBIDKUTENHA CA BCUHKN
KPUTEPUM)

MKB EB4.C
KNUHYUHA OLSHKA W MHTEPNPETALMA HA 3CNEABaHWUATA !

3
MoTteH TecT

Exorpadms na sepet Apo6

B - 1
NabopaTopHu noKazaTenu

Nunca Ha U3KNIoYBaWM KpUTEpUHM no 7. B ‘

MEAULMHCKS LOKYMEHTAUMA W WICHEABAHUA B CROTBRTCTBUE ¢ TabBnuua 2. npu Hanudie Ha XOCHHTANM3ALWA Ce NPUIATa enukpuaa C HOMEp Ha
W3 ¢ paBHocT 40 1 Mecey npear KaHAMAATCTBAHETO

2,
OpUrHaneH gL WK NOANUCAHO W 3ABEPEHO KoTve
YAOCTOBEPABA CE & NOANHCH Ha YNEHOBETE HA KOMUCUATA B NPUMOKBHNE 1 HA HACTOAWNTE UIUCKEBAHUA

B. U3KNIOYBALLY KPUTEPUU

1. CBPbXMYBCTBATENHOCT KbM SKTUBHOTO BELIECTBO UNW KbM HAKOE OT NOMOLHUTE BellecTea
2. Bwuapact nof 2 rofuHn
3. KpeaTwuHvHOB WMpbHC Hag 30 mifmin
4. Texka cTeneH Ha uepHoapobro yepexaane (knac C no Child-Pugh)
5. Tlpu nosuiwenure Ha ALT nnn ABT>5 X ropHaTta rpaHuua Ha HopMara [ULN] nnmn ALT, uav AST>3 x ULN ¢ Bunupyoun >
2 x ULN unu KnvHMYHO NPOABEHA XbATEHUL2 NPUNOXKEHVETO Ha nymakacprop/uBakadTop TpAdea Aa ce npexpaTti
6. TpaHCNAHTRPAHW NatWeHTH
OTroBapsA Ha KPUTEPHMHUTE 33 FIBYEHUE C ... OHOBHA A03a ...

IOATIMCH HA HYNEHOBETE HA KOMUCHRATAL ...

’%7"% W3NCKBAHMA HA H3OK MPWU NEYEHWE HA KUCTO3HA ®UBPO3A/ MYKOBUCLWAO3A/ B M3BBHEONHNYHATA NOMOL




NPUNOXEHWE 16

NUCT 3A ONPERENAHE HA KPUTEPUWTE NPY 3ANOYBAHE WU MPOABIMKABAHE HA NEYMEHUETOC

TAHCMEMBPAHHU PEMYTNIATOPU HA NPOBOAMMOCTTA NPU KNCTO3HA OUBPO3A (CFTR) -
TIEMEHWE C IVACAFTOR / TEZACAFTOR / ELEXACAFTOR

[(Wwe: erm [ T 1 1 [ T 7T T 1 |

3abenexkka: MeduuuHckama OoxyMenmayus, yoocmosepseala ecexku om Kpumepuume @ ocoveHa ¢ uuppa 8 UHOEKC u 3a0BAKUMENHO
npudPyXaga HaCMOALOMO NPUNONEHUE.

A. KPUTEPUM 3A 3ANOYBAHE HA NEYEHUE C IVACAFTORITEZACAFTOR/ELEXACAFTOR (SAOBJDKATENHU CA 1, 2,
567, M8UNN3 4,567, U8 KPUTEPUM)
MKE E84.0

1 | reHeTMuHo NOTBLpAEHA OWArHo3a - Hal-Manko eaHa myTauus F508del B rewa Ha perynaropa Ha TpaHcmembpaxHaTa
(IPOBOAMMOCT NPY KUCTOZHE ¢pubposa (CFTR) !

2 DyHKLMOHANHO U3CNensaxe Ha aviwaneTo ¢ PEO1 2

3 | TeHeTHYHO NoTebpAeHa AWATHO33 - XOMO3UTOTK 32 F508de! myTauwAaTta Ha reHa 3a TpaHcMmeMbpaHeH perynarop Ha
NPOBOAMMOCTTA NPK KACTO3HA ¢huBpo3a (NOTBLPASHO Hann4ie Ha F508del myTauvs W B gBaTa anena Ha CFTR rena)
4 dJyHKuuoHﬁnﬂzo W3cneaeaHe Ha avwaneTo ¢ ®EO1T < 40 unu AUNCa Ha oTroBop OT nevenveto ¢ LUMACAFTOR /
lVACAFTQR -

MoTeH TecT® -

Exorpachiist Ha YepeH Apo6

NaBopaTopHi noxasaTent !

Nunca Ha U3KIIOYBALIM KPHTepUK no 7. B 4

MELWLMHCKA Abkyp}efﬂ?aunﬂ ¥ M3CNEABaHUA B ChOTBETCTBNE C Tabnuua 2; npu Hannume Ha XOCNATANM3ALUUA Ce Npunara envkpusa ¢ Homep Ha
Mg C AaBHOCT AD : 'ue_ca’u, Npeav KaHAnAaTCTRAHETO

" opurnHaneH guus WM MOANNGEHO W 3aBEpeHo Konwue
YAOCTOBEPABA C& G AOANMCH Ha YneHoBeTe Ha KOMMCHATA B NPUNOXeHKe 1 Ha HACTOAUTE UINCKBAHNA

- 0 ~| O] O

6. KPUTEPUK 3A ﬂPOﬂ%ﬂ)KABAHE HA NEYEHUETO C IVACAFTOR/TEZACAFTOR/ELEXACAFTOR (3ADBMKUTENHNK

CA BCHUYKM j(fPﬂTEPHM) :
MKB EB40

KAvHWYHA OUSHKa ¥ WHTEPNPeTaUMA Ha M3cneBaHuATa !

1
MoTeH TecT

Exorpacma Ha YepeH Apob -

NaGopaTophn noKasarenn !

Munca Ha n3kMmo4saiuw Kpurepmw ro 7. B 2

h |
MEAMLMHOKA LOKYMEHTALMA W WICNEABAHUR B CLOTBETCTBME C TaBnnua 2; NPU HANVUME Ha XOCMUTRNN3AUMA ce npunara enuxkpusa ¢ HOMEp Ha
M3 ¢ aaBrocT 40 1 MBCEL, NPEAN KaHAWLATCTBAHETO

yaocToBEpABa ce C noOANMCH Ha YreHoBeYe Ha KOMWUCHATA B NTPHNOXKEHUE 1 Ha HACTOAUMTE U3UCKBAHWA

B. U3KTIOYBALLW KPUTEPUWA _

1. CBpbX4YYBCTBWTENHOCT KbM aKTMBHOTO BELLECTBO 1Al KbM HAKOE OT NOMOLLHWUTE BELECTBa

2. BuapacT noj 6 roguHu ;

3. KpeaTMHMHOB KNWPBHC Hag 30 mifmin

4. Tewxo 4eproapobHo yapexgane (knac C no Child-Pugh}; YmepeHo (knac B no Child-Pugh) — OTHOCUTENHO U3KMoUBAaL
KpUTEPWiA, CIEJl KOHCYITTALMS C raCTPOEHTEPONOr U OUEHKa NON3a/pUCK OT NEYEHUETO

5. [pw nosuweHre #a ALT wnw AST>5 X ropHaTta rpanuua Ha Hopmara [ULN] unu ALT, nnu AST>3 x ULN ¢ Bunnpybut
»2 x ULN.AAN KUHWYHO NPOABEHA KBNTEHULA NPUNOKEHNETO Ha nymakachTop/mBaxadTop pabea Aa ce npekpaTti

6. TpaHCNAHTMPAKK NBLNEHTH

OTTOBAPR HA KPUTEPMMUTS 3ATIBUOHME © o OHOBHA [O3A  ccoooeoeerecrenenns

noanNvucH Ha YWneHoBeTe Ha KOMMOCHATR ..o

%7‘% W3NCKBAHWSA HA H30K MPU NEYEHWE HA KWCTO3HA OUEPO3A / MYKOBUCLIMAO3A! B M3BBHBEONMHWYHATA noMoL

<




NPUNOXEHME 1B

NUCT 3A ONPEAENAHE HA KPUTEPUUTE NPU 3ANOYBAHE U NPOSBMKABAHE HA NEMEHUETO C

TAHCMEMBPAHHU PEFYAATOPU HA NPOBOAVMMOCTTA NPU KUCTO3HA ®UEPO3A (CFTR} -
NEMEHME C IVACAFTCR

[me: Tern |1 ] 1 | [ T [ [ T 1]

Jabenexxa: meduyuHckama dokymesmauus, ydocmosepaeawa sceku om KpUMEpUUMe € NoCoYeHa ¢ Yugpa 8 uHOeke U 3adbmKumenyo
nApudpywasa HACMORUWOMO NPUITOMEHUS.

A. KPUTEPUM 3A 3ANO4BAHE HA NEYEHMUE C IVACAFTOR (AL BIMKUTENHW CA BCUHKW KPUTEPUW)
MKBE E84.0

MeHeTUHHO NOTBBbPAEHa gnarHosa - R117H CFTR MyTauwa wnu efHa oT cnepHuTe sofelumn Ao KaHanonaTin MyTauvn
(knac Ill) B reHa Ha TpaHcMembpaHhus perynatop Ha MPOBOGUMOCTTE MpPN KUCTO3HA ¢dmnbposza (CFTR). G551D,
G1244E, G1349D, G178R, G5518, S1251N $1255P, S549N unn S549R.

DYHKLMOHANHC W3CMEABaHEe Ha AUWAHETO C ®EO1°

3
[MoTeH TecT

Exorpadmﬁ'nainépeu-l Apo6 >
NaBopaTopk riokasatenu '
Nunca Ha M3KHOYBALLM KpUTepUK No T. B 4

MEAMLMHCKA AOKYMEHTALMA ¥ UICNEABAHWA B CLOTBETCTEMWE C TaBnvua 2; Npy Hanuuve Ha XOCMMTANW3aUMA cé npunara envkpusa © HOMEp Ha
U3 ¢ paeHoCT A0 1 MeCEU fpeK KAHAWAATCTBAHETO

3 OpHrMHaNeH Uil ANW NOATINCAHO M 33BEPEHO KOTWE

YAOCTOBEPABA G& C ROANMCH HA UNEHOBETE Ha KOMWCHATA B NpWNoNeHue 1 Ha HACTORAWMTE HINCKBAHWUA

= ;| | | W N

B. KPUTEPUU3A MPOABIKABAHE HA NEYEHUETO C IVACAFTOR (3AABLIMKUTENHN CA BCUYKK KPUTEPUW)
MKB E840 = = .
KAUHUYHA OLieHKA W WHTEpMpeTauMs Ha U3CNeABaHWATA !

1
MNoTteH TecT

Exorpacus Ha uepeH apob :

NaBopaTopHu fiokasarenu !

Nunca Ha w3KmIoYBaLM KpUTEPUM RO . B

T3 SR—
ME/ ULMHCKA OKYMEHTALMA N N3CNeLBAHMA B CLOTBETCTENE C Tabnmia 2; NpY HaNWUNe Ha XOSNUTANNIAUMA C8 NPUNara enukpu3a ¢ HOMEP Ha
3 ¢ 1aBHOCT A0 1 MECel, Npean KaHAWRATCTBAHETO

YAOCTOBEPABa ce ¢ NOANUCH Ha YneHoBeTe Ha KOMWCHATA B NPHUNOXEHWe 1 Ha HACTORLNTE UINCKBAHWNA

B. U3KMNIOYBALLM KPUTEPAN

CBpbXYYBCTBUTENHOCT KbM 2KTUBHOTO BELLECTBO WK KbM HAKOE OT NOMOLLHUTE BeLecTBa

Bn3apact oA 4 meceua v Terno noa 5 kg

KpeaTuiunoB KnuptHE Haa 30.miimin

Texxo uepHoapobHo yapexaare (knac C no Child-Pugh)

Mpwu noeniuexne Ha ALT nnu AST>5 x ropHaTa rpaHuLa Ha Hopmara [ULN] urm ALT, urim AST>3 x ULN ¢ BunupyBud
=2 x ULN Ay KAUHUYHO NPOSBEHa XbNTEHWLE NPUNOXEHNETO Ha ueakachTop Tpabea ga ce npekpat
TpaHCnaHTUPAHKU NaLKeHTU

o b W=

=

OTrosaps Ha KPUTEPUMTE 32 NIGNBHME C . OHEBHA A038 ..

NOANMKMGA Ha YNeHOoBeTe Ha KOMMOCHATARL ..o rieanaeees

: 6
VE % W3UCKBAHMA HA H3OK MPU NEMEHWE HA KWCTO3HA OUBPO3A / MYKOBUCLUMAO3A/ B M3BBHEONHWYHATA NOMOLL




NPUNOXEHWE 2

I. NEMEGHO-OAMATHOCTUYEH ANFOPUTHM

1. NEKAPCTBEHW NPOAOYKTH, BrnwoveHn B Mpunoxenue 1 Ha Mo3uTBHWSA NEeKapCTBEH CNUCHK, KOUTO H30K szannauia 8
CLOTEBECTBUE C HOPMATUBHUTE AOKYMEHTY 33 YCNOBUATAE.

Tabnuua 1

— 1
INN OrpaHuveHms DDD
COLISTIMETHATE = [lpu nauveHTh ¢ PEQ1<25% wnu ®EO
SODIUM >75% ° 3MU
» [lokazaHa  CBPbLXHYBCTBUTENHOCT — KeM
KOMUCTIH cyndaT uiu nonumikenH B
» [lop 6 roguwiHa Bb3PacT
= [lpu nauweHT! ¢ GEO1<25% wnm PEQ
TOBRAMYCIN >75% ° 1500 m
s CTOWHOGTW Ha KpeaTuHuHa >177 mmol/l 9
= [loxazaHa  CBPbXMYBCTBUTENHOCT  KbM
KOWTO W Aa & AMUHOTTMKO3NA
LEVOFLOXACIN® © {1« Toa 18 roguwna se3pact 240 mg
‘ . 1= Tloa5 ropuwwa sb3pact
DORNASE ALEA‘ | Npu nauventy c ©BK <40% ° 12mg
MULTYENZIMES
IVACAFTOR b [oa 4 meceyHa Bb3pacT
LUMACAFTOR/ - | n
IVACAFTOR = _ op, 2 roavWwHa Bb3pacT
IVACAFTOR/ -
TEZACAFTOR/ =~ | »= [Moa 6 roauwna se3pact
ELEXACAFTOR

*Cneqn NPOBEOeHO neysHue ¢ Colistimethate sodium unu Tobramycin 1 4yBCTBUTENHOCT Ha Pseudomonas aeruginosa,
KaxTO W NpW ANOPruYH1 NALHeHTH.

2. NMPOCNEQABAHE
Tabnwua 2

i

TenecHa maca

Pxcr _ X

MKK (xemornoGuH, XemaToKpWT, EPUTPOLMTY,  NIEBKOLMTH,

TPOMBOLMTH, ,E!.KK)1 S X X
CYE' : . X X
©EO1 3 _ —

LCI2.5 (noa 6 FOAMLINE Bb3IPACT - NPH BB3MOXHOCT)

KpbeHa 3axap (no npeuen_uécam_o:no 10 ropuwa Bb3PacT) X X
UepHoapoGHu enaumu — ASAT, ALAT, LRI X X
BUnMpyEuH - ' X X
MukpoBuonoruHo vscneasaHe 2 X X
KpeaTWHMH ¥ ypes Ha BCEKM LIECT NbiHM UMKENa Ha

Tepanus (180 fAHesHa AMWHOTAMKO3MAHA Tepanua) u no X X
npeueHka

CT/AMP * X X
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KoHcynTaums CbC cneuuanict YHI X X

KoncynTaums ¢ Hedgponor z X X

]
KoHcynTauna ¢ Hesponor X
KoHcynTauma ¢ eHaokpuHonor :

7
KoHcynTauusa ¢ racTpoexTeponor

Notex TecT X

Exorpachun Ha yepeH apob X X

1
MacneABaKWATa Ce NPeACTABAT HAa OPUTMHANHW GRaHKU MNW 3aBEpeHU KOMUA C NOANUC v Nevar Ha N3 (npy HAnMMe Ha XOCTUTaNW3auus ¢
A2BHOCT 10 1 MECeL, NPeAV KaHAWAATCTBAHETO C& npUNara 3aBEpeHo Konve OT eNukpusa ¢ HOMep n3)

NPK KTWHAMHA NOKA3AHWA
W3CNELBAHETO C8 UIBBLPIIBA NPU NALMEHTU Hag 6 roAMLLHA Bb3pacT

*Mpu neuyeHue ¢ TpancMeMOpaHHn perynaTopu Ha NPOBOAMMOCTTA NPU KUCTO3HA ¢mbpoza (CFTR) MokazaTeNHTE HA
yeproapobHara byHKIHA (ASAT, ALAT, TTT H GUAMPYONH) €€ NPOCIICAARAT HA BCCKH 3 Mecena mmpes mbppBaTa
rOjIMHA OT JICHEHUETO H €XCTOIHO CIC] TOBA.

Il. OBLUM H3UCKBAHUA

1. Bb3pacTOHATA rPaHNLIA Ce U3MCNABA B HABLPLUIEHV TOBUAN - T.€. BKIOUMTENHO KbM JaTaTa Ha n3faBaHe Ha npoTokona ot
CNELNanM3npPaRaTa KOMIACHS!.

2. Mpwn Hasuaqégasé Ha Tepan1a No NpoToKoN 3agbMKMTENHO Ce CLobpasnBaT BL3PacTosUTe orpaHndeHUs, CbrNacHo Kpatkara
xapaKTepucTvKa Ha CLOTBETHNA NeKapCTBeH NpoOYKT, yTEBPAEHA NO peAa Ha 3NNXM.

3. H30K xe 3ahnama neveHne N3BLH YKa3aHaTa Bb3pacTopa rpakuua B KpaTkaTa XapakTepucTuka Ha NpoaykTa.

4, H30K He 3aé§n'ama NEYeHNE ¢ 1031 HaAA MaKCUMAanHO PaspeLleHnTe No KpaTKa XapakTepucTyKa Ha MpoayKTa.

5. B cny4aw '_iiga-ﬂacrbnuna fl0Qo3VpaHa HEXEenasa nexapcTaeHa peakuus, nekapaTt ysegomaea WUAJ no peaa Ha un. 184 o1
3NNXM. Konne ot cHOBLIEHVETO Ce NPURAara KbM MeanHCKaTa aoxymenTauma na 3051 npu KAaHOWAATCTRAKE 38 NeyveHue.

6. CnELIMAnﬁ?i@PAHATA KOMWCHUA vapasa Pewenwe cneq nposeaeHa AmbBynaropHa npoueaypa Ne 38 ,OnpenenaHe Ha nnaH
Ha NedYeHre V. NPOCNeABane Ha TepaneBTyiHUA OTIOBOP NP NaLUneHTH, MONyYaBALLN CKBOCTPYBaLUM NeKapCTBEHN NpPoAyKTH No
pena Ha yn. 78, T. 2'330" Ha ocHosaHMe Wn. 53 u un. 309 oT HaumoHaneH paMKoB AOTOBOpP 3a MEIULMHCKUTE AEAHOCTH MEXAY
HauuvoxanHaTé : 3ApaBRooCHTypUTENHa kaca v Bbnrapckd nekapckv Chios 3a 2020-2022r. (obw., AB, 6p. 7 o7 24.01.2020 1) w
npepocTasena ot 30/1 MeavLMHCKE poxymenTauva. Cneuwanusupanara KOMVICUS CBXpaHABa €aVH EK3CMNNAD 0T PelwweHuveTo,
CbXpaHsBa BTOpK. EK3eMAAAD Ha NPOTOKONa/M, BCUYKU HeoBXoaMMK AOKYMEHTU 33 M3AABAHETO My U Konue OT npunoxeHue 1 Ha
HACTOSILUMTE N3NCKBAHNR, NOMBLIHEHO NO CHOTBETHATA TONKA W NOAFUCAHO OT YNEHOBETE Ha crieLnanM3anpaHaTa KoMUcHa.

Hacmoswtime u3uckeahus ca ymebpieHu om ynpasumens Ha H30K cned Pewenue Ne PI-HC-04-12/24.02.2023 2. Ha
Hadzoprusa cbeem na H30K u npedeapumesnHo cbefnacysaHe ¢ BfIC., Ha ocHosanue 4n.52, an.8 eve ep. ¢ an.6 om lMpasunHuxa
3a yempoiicmeomo u deilHocmma Ha Hauuonannama 30pasHo0CUypUMenta Kaca. UsuckeaHuama enu3sam e cuna om 0amama
na obHapodsaxemo uM 8 [ibpiaseH BECMHUK." U OMMEHAM deiicmealyume U3LCK8aRUs, & cuna om 8 cpeapyapu 2022e. Ha
ocHoeaue pewehue Ne PI-HC-04-11/03.02.2022 2.
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NPUNOXEHWE 3

OEKMNAPAUWA 3A WHOOPMUPAHO CbMMACUE C W3NCKBAHWATA 3A 3ANOYBAHE! NPOABIMKABAHE HA
NEYEHWETO C NEKAPCTBEHWUA NPOAYKT

A3 ,uonyno,unmcauwwr!a*ra

crej kato ce 3anosdax ¢ uanarta Mu npenocTaBela  WHGOPMaUnA ¥ LenTa Ha TNEYEHNeTO C NEKapCTBEHWRA
DOIYKT ... ssesess s eecossessss s W Creq KaTo NOMy4ux U3HEpnaTenHu OTroBOpW Ha
[OCTABEHWTE OT MEH BLNPOCH, ASKNapUpam 4e.
1. e cnassam NpenopbHanaTa My cxema Ha AEYEHUE U NEPUOANHHOCT Ha KOHTROMHATE NPernean.
2. PepoBHO lie Ce SBABAM Ha KOHTPONHM NpErneav W HAMA A2 NPOMEHAM CaMOBOMHO UnW Nop Apyro BHYLLEHWE
HaaHaqenaTa MU Tepanus,
3. Mpwm npeyc'rauosasaue Ha NEYEHUETO NO NMPUMMHIA, HEMPON3TULALIN OT PELLEHNETO ua KomucuaTa 3a excneptusn B P30K
Iwnu Kowlcuma no 4n. 78, 7.2 ot 330, we ysenoms nezabapHo nuunus o nekap v P30K n We BbpHa B P30K
nocne.tmun NPOTOKON, NO KOWTO CbM Nonyvaean/a nexapcreerns NpoayKT.
4, Npw Hecnassane Ha NOCOYEHUTE YCMOBUS NEYEHVETC MK C© yNOMEHaTUR NeKkapcTeen NPOAYKT We fbae NpexpaTeHo u

HsMa' 2 uMam npTesumm kb H3OK.
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