Peny6mika CeBepra Makegonuja Republika e Magedonisé sé Veriut

MuHHUCTEpPCTBO 3a 3,PaBCTBO Ministria e Shéndetésisé
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rogmHa

rOAULLEH U3BELLUTAJ 3A NPOrPAMCKA U BYLIETCKA PEAZTU3ALMUIA
3a
Mporpamara 3a neKkyBakbe Ha peTku 6onectn Bo Penybanka CesepHa MakegoHuja
3a 2021 roguHa

1. Onuc Ha NnoCTUrHyBaHa

TabenapeH npernes Ha NekoBuTe HabaBeHU NpeKy Nporpamara co jaBHaTa HabasKa 3a 2021 roamnHa: reHepu4yKo m
3alUTUTEHO MMe Ha N1eKoT, popMa Ha N1eKOT, 403a Ha NEeKOT U Ha3MB Ha Beneaporepuja nobasysau.

. BKynHa
Beneaporepuja ATL, TFeHepuuko Ume JaumHa dapmauescka Popma EM KOAMUNHA
Eypodapm A16AX04 nitisinone 5mg Kancyna, TBpaa napye 3000
BO6ACO1 human Cl-esterase 500 IE Mpalok 1 Bexnkynym 3a napye 490
MakegnoHuja nek inhibitor pacTBOpP 33 MHjeKTUpare
AN HOYy3Mja
BO6AC04 Conestat alfa 2100 IE Mpalwok 3a pacTeop 3a napye 700
®eHnkc bapma .
WHjeKTUpaHe
ENBMIOP GO04BEO3 Sildenafil 20 mg dunm-obnoxeHa Tabnera napye 1500
ANKaNouz KoHe A16AB12 elosulfase alfa 5mg/5ml KoHueHTpaT 3a p.aCTBOp 33 napye 1026
WHoy3Mja
NO7XX02 Riluzole 50mg dunm-obnoxeHa Tabnera napye 10416
FanuHoc bapm
FanuHoc bapm A16AX06 Miglustat 100mg Kancyna, Tepaa napye 3528
LO4ACO07 Tocilizumab 200mg / 10ml KoHueHTpaT 3a pacTBop 3a napye 131
AnKanoua KoHc .
WHoy3Mja
FanuHoc papm Mo01CCo1 penicillamine 250mg Tabneta/kancyna napuye 36.000
ANKaNONA KOHC GO04BEO3 Sildenafil 50mg dunm-obnoxeHa Tabneta napye 6000
AnKanoua KoHc A16AB02 imiglucerase 400 IE fpaLloK 33 KoHUEHTAT 32 napue 700

pacTeop 3a UHbY3Mja

MpaloK 1 BeXMKynym 3a
250 1U pacTBOpP 33 MHjeKTUpare napye 450
AN HOY3Mja

Coagulation factor

MakegnoHuja nek B02BD07 Xl

T
AnKkanoung KoHc A16AX07 sapropterin 100mg n:gg;i/::;f;};;; napye 960

3ernH NO3AX17 stiripentol 250mg Kancyna napye 3000
EYPOOAPM VO03ACO03 deferasirox 360mg Tabnera sa nep.opanHa napuye 2100
cycneHsuja
AnKanoua KoHc A16AB09 idursulfase 3mg Rouuenpar sa p.aCTBOp 32 napuye 170
MHoYy3Mja
AnKanoua KoHc LO1XE18 ruxolitinib 5mg Tabneta napuye 10080
Lapco NMXAPM NO7XX08 tafamidis 20mg Kancyna, meka napuye 3960

MakegnoHuja nek C02KX01 bosentan 125mg ®unm obnoxeHa Tabneta napye 4312
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MpalloK 3a pacTeop 3a

Llapco NXAPM A16AB11 taliglucerase alfa 200IE . napue 988
nHdy3nja
Ankanoua KoHc B02BX05 eltrombopag 50mg bum-obnoxera rabrera napuye 1080
[-p.MaHoBCcKM A16AX05 Zink acetate 50mg Kancyna, TBpaa napuye 11000
ANKanoms, KoHe C02DA01 Diazoxide 25mg Kancyna, TBpaa napuye 600
A16AX10 Eliglustat 84mg Tabneta napuye 784
AnKanounpg, KOHC
LO1XE10 Everolimus 2.5mg Tabneta napue 7950
AnKanounpg, KOHC
LO4AA10 Sirolimus Img ObnoxkeHa Tabneta napuye 11100
AnkKanounpg, KOHC
[-p.MaHoBcKM LO4AX05 Pirfenidone 267mg Kancyna napuye 3780
[-p.MaHoBCcKM HO5AA02 Teriparatide 20mcg/80 mcl pacTBOp 3a UHjeKTUpare napuye 30
. 12mr/5mn .
Eypodapm MO09AX07 Nusinersen (2.4mr/mn) BMjana napye 21
[-p.NaHoBckm A16AB10 Valglucerasa alfa 400 IE BMjana napuve 432
BO6AC02 Icatibant 30mg/3ml Hanonrer napye 40
ANnKanoup KOHC wnpuy,
AnKanoua KoHc R0O7AX02 Ivacaftor 150mg Tabneta napuye 2160
human Cl-esterase
MakenoHuja nek BO6ACO1 inhibitor 2000 IE BMjana napuye 90
(cybryTaHa dopma)
Human normal
MakeaoHuja nex JO6BAOL |mmunos\llc:bu||n 5 200 mg/ 5ml pacTBOp 3a UHjeKTUpare napue 450
Human normal
MakeaoHuja ek JO6BAOL |mmun05\llc:bulln 20 200 mg/ 5ml pacTBOp 3a UHjeKTUpatbe napue 240
[1-p.MaHoBCKN MO9AX10 Risdiplam 0.75mr/mn NpaLLoK 33 opaneH pacTBop e 120
[1-p.MaHoBCKM BO6AB0O1 Human hemin 250 mg./10ml amnyna napue 12
ienti . K
®APMA TPEI A16AX12 Trientine 200 mr ancyna napue 2160
i i . K
[POMEAMKA LO1EX09 Nintedanib 150 mr ancyna napue 1440
PactBop 3a nHjektnpame 1
NPeTX0A4HO HanoNHeT
. LO4AC03 Anakinra 100 mg./ 0,67 mn P ,a,
MakegoHuja nek WHjEKLMCKN napue 91
wnpuu*0,67mn
- - o
ANKAROMA KOHC NO3AGO4 Vigabatrin 500 mg unm obnokeHa Tabneta napue 7200
[1-p.NaHoBcKM A16AA05 Carglumic acid 200 mg Tabneta napue 420
dennke dapma NO7XX06 Tetrabenazine 25 mg Tabneta napue 784
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1.1. /lucta Ha HabaBeHW NIEKOBM MO KJAMHWKKM Kage ce AUCTpMByMpaHu nekoBuTe, co 6poj Ha nmauueHTn 3a

KOMIKY nuua e HabaBeHa Tepanuja co HaBeAeHW AMjarHO3M Ha peTkute 6onecty og Kou 6oneaysaat

nunuara.
BKyneH 6poj .
Ha6aseHu nekosu J3Y YHuBep3urercka KnuHuka KyneH bpoj [AujarHosa no MKB 10
Ha NaLMeHTn
YK 3a HeBponoruja 6
1. D-penicilamine YK 3a racTpoeHTepoxenaTosormja 16 E83.0
YK 3a getcku 6onectu 5
YK 3a ractpoeHTepoxenartosiorvja 8
2. Zinc acetat E 83.0
YK 3a aeTckun bonectn 2
3. Trientine YK 3a ractpoeHTepoxenartosiorvja 1 E 83.0
4, Tafamidis 20mg. YK 3a HeBposioruja 12 E85.1; G62.8
5. Riluzole YK 3a HeBposiormja 29 G12.2
YK 3a aeTckun bonectn 1
6. Miglustat E75.2; G11.8
YK 3a HeBponoruja 1
7. EIOSL.'”?S.e g YK 3a aeTckun bonectn 2 E76.2
(Vimizim)
Idursulfase
8. YK 3a aeTckun bonectn 1 E76.0
(Elapraze)
9 U e YK 3a geTcku 6onectu 3 M08.0
’ (Actembra) A )
10. LRSS YK 3a xematonoruja 4 E75.0; E75.2
(Cerezyme)
11. JRlslicRiase YK 3a xematonoruja 4 E75
alfa
12. Valaglucerasa alfa YK 3a xematonoruja 2 E75
13. Eliglustat YK 3a xematonoruja 1 E75.2
C1 inhibitor plazma YK 3a geTckn 6onectn 3 D84.1
14. . A
derived (Berinert) YK 3a JepmaToBeHeponoruja 17 D84.1; T78.3
C1 inhibitor plazma
15. derived (Berinert) YK 3a geTckm 6onectu 1 D84.1
subkutana forma
. - Q20; Q21.0; Q20.1; 127.0;
16. Sildenafil 20mr. YK 3a aeTckun bonectn 4 142.0; 150.9; M08.0
17. Sapropterin YK 3a geTckm 6onectu 3 E70.0
18. Proglicem YK 3a geTckm 6onectu 3 E16.9
19. U FETETT 2 YK 3a aeTckun bonectn 1 E20.8
(Forteo)
Vigabatrin
20. . YK 3a aeTckn bonectn 3 Q85.1; G40.3
Sabril
YK 3a aeTckun bonectn 4
21. Everolimus Q85.1
YK 3a Hedpponoruja 2
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Nitisinone
22, (Orfadin) YK 3a aeTckun bonectn 1 E70.2
23. Stiripentol YK 3a geTckum 6onectu 2 G40: G40.4
24. Sildenafil YK 3a Kapgponoruja 8 127,2; Q21.00; Q21.09;
YK 3a Kapaunonoruja 6
25. Bosentan 127,2; Q21.00; Q21.09;
YK 3a aeTckun bonectn 2
26. Ruxolitinib YK 3a xematonoruja 7 D47.1
27. Conestat alfa (Ruconest) YK 3a gepmatoBeHeponoruvja 17 D84.1;T778.3
28. Deferasirox YK 3a xematonoruja 7 D56.1
29. Eltrombopag YK 3a xematonoruja 4 D61.9
MHCTUTYT 3a TpaHcdy3noHa 4
30. facto::)?::lg(lj;:’l::znamin) oA D68.2
8 YK 3a aeTckun bonectn 1
31. Sirolimus (Rapamune) YK 3a getckm 6onectu 5 Q85.1
. G12
32. Nusinersen YK 3a aeTckun bonectn 7
YK 3a HeBponoruja 4
33. Risdiplam G12
YK 3a aeTckun bonectn 0
Trerostonil 2.5mg/m| " YK 3a Kapauonoruja 0 127.0
34. 5mg/ml YK 3a peBmatosoruja 0 M34.0; 184.8
35. Icatibant (Firazyr) YK 3a gepmatoBeHeponoruvja 17 D84.1;T778.3
36. Nintedanib YK 3a nynamonorunja n anepronoruja 2 184.1;184.9
37. Pirfenidone YK 3a nynamonoruja n anepronoruja 4 184.1;184.9
Human normal
38. mmunoglobulin 5 mn. U YK 3a HeBposioruja 1 E85.1
20 mn.
39. lvacaftor YK 3a aeTckun bonectn 3 184
40. Human hemin YK 3a HeBponoruja 1 E80
41. Anakinra YK 3a getcku 6onectu 1 D84.8
42. . .
Tetrabenasine YK 3a HeBposoruja 1 G10.0
43, Carglumic acid YK 3a getckun 6onectu 1 E71.1
1.2.bpoj Ha 1A BO permctep 3a peTkn 6onectu no anjarHosm
D47.1 25 D 68.2 8
D47.3 1 D 80.1 1
D56.0; D56.1; D56.8; D 56.9 28 D 84.8 1
D61: D61.9 7 D 84.9 1
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HAE - D84.1;T78 25 185 1
D89.8 1 184.1 12
D83.9; K52.8 1 184.9 1
€90 2 L10 3
E 10 2 L13 1
E16.9 3 MO08; M08.0 20
E20.8; E20.9 2 M32.9 1
E22;D35.2, 1 M33.1 1
£22,D35.2,E29,Q78, E89.3 1 M34 5
E25.0 8 M62.8 1
E55 1 M94.1 1
E70 5 M60.88 1
E70.0 5 M89.50 1
E70.2 1 NO4 1
E71.1 1 NO7 1
E72.0 1 N 15.8 2
E72.3 2 N 18 1
E72.5 1 Q04.34 1
E75 22 Q20.1;020.4 2
E 76.0 2 Q21.0 11
E76.2 2 Q24.5 1
E78 1 Q25.9 3
E 83.0 37 Q43.10 1
E 833 3 Q78 20
E 835 1 Q79.6 1
E84 147 Q803 1
E 85 15 Q81.0 2
E80 1 Q85.0 3
G10.0 10 Q85.1 13
G11 4 Qs7 1
G12.2 79 Q87.3 1
G12;G12.0;,G12.1;G12.8,G12.9; 19 Q87.8 1
G36 3 Q99 1
Ga0 9 R27.0 1
G62; G62.8 5 R69 4
G71 1 A41.9, E43, D50.9 1
G 71.0 2 Antepupayka xemunnernja Bo 1
G934 1 AeTCTBOTO

BKYMHO 644
G95;M41; Q74.08 1
127.0 13
127.2 1
142;142.2;142.8 6




Peny6mixa Cesepra Makenonuja Republika e Magedonisé sé Veriut

MuHACTEPCTBO 3a 34PaBCTBO Ministria e Shéndetésisé

OpA, BKYNHMOT 6p0oj Ha N eBUAEHTUPAHM BO PerncrtepoT Ha amua co peTkn 6onectu, 3aknydHo co 2021
rogMHa, NoYMHaTK ce BKynHo 66 anua oa Perucrtepor.

2. byyercka peanu3au,uja Ha aKTUBHOCTUTE ¢MH3HCMpaHM o4 OCHOBHMOT 6y|,|e'r Ha MuHucTepcTBOTO 3a
34pPaBCTBO U 6y|,|e'r0'r Ha CaMOd)MHaHCMpa'-IKM dKTUBHOCTU

duHaHcKcKaTa peanusaumnja Ha ,,Mporpamara 3a fiekyBame peTkn 6onectu 3a 2021 rogmnHa “ e Bo BMCMHA
Ha oaobpeHUTe GUHAHCUCKMU cpeacTBa COrNacHoO ycBOeHUOT byueT u PebanaHc Ha byueT Bo BUCMHA oA,
680.000.000,00 aeHapw.

Noarotemn: npum.a-p CysaHa MaHescKka u a-p Mapuja Xaypm Xpuctoscka
Opobpun:  npum.a-p CysaHa MaHeBcKa

PopMaToT Ha M3BELUTAjOT 33 Nporpamcka 1 GuUHaHCUCKa peanmsaumja Ha MporpamaTta 3a akKTUBHa 3paBCTBEHA 3aLUTMUTA € NOATOTBEH BO CKOM Ha
aKTMBHOCTMTe 3a OTBOpeHO BnaauHo MMapTHepcTBO ycBoeHW of Bnagata Ha PCM, a BO Hacoka Ha yHanpeayBake Ha ¢ucKanHata
TpaHCNapeHTHOCT. POpMaToT Ha M3BELWTAjoT € NoAroTBeH o4 MWHMCTEPCTBOTO 3a 34paBCTBO HAa PM u 3apyXeHueTo 3a emaHumnaumja,

CONMAAPHOCT U eAHAKBOCT Ha XeHuTe — ECE.



