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rOANLLEH U3BELLUTAJ 3A MPOIPAMCKA U BYLIETCKA PEA/IU3ALINIA

Mporpamarta 3a neKyBabe Ha peTku 6onectn Bo PM 3a 2017 roguHa

NIeKoBUTE HabaBeHM MpeKy Nporpamarta: reHepuyKko U
3alUTUTEHO MMe Ha NeKoT, Gopma Ha SIEKOT, A03a Ha IEKOT, MMe Ha NPOU3BOAUTENOT
n pobasyBayor.

Benegporepuja | ATL FeHepuuyko ume | JaumHa ¢apmaueBcka Popma KonunuunHa
. MpaLwoK 1 BEXNKYAYM 33
MAKEJIOHUJA Coagulation .
TIEK B02BDO7 factor XIII 250 1U pacTeop 3a MHJEKT'MpaH:e nnm 343
nHpy3uja
deferasirox(Ex.ja TabneTta 3a nepopasHa
[TaHOBCKHM VO3AC03 500mg . 5656
de) cycneHsuja
TMasoeckn | VO3ACO4 deferasitox | 125mg Tabnera 3a nepopaka 14400
cycneHsuja
AJIKAJION ] A16ABO2 imiglucerase 400IE Mawok 3a KOHLI,eHTp%)T 3a 1784
KOHC (Cerezyme) pacTBop 3a MHoy3Kja
AJIKAJION ], sapropterin Tabneta/npallokK 3a
A16AX07 10 3000
KOHC (Kuvan) me nepopaseH pacTBop
AJIKAJION [ Diazoxide
KOHC C02DA01 (Proglicem) 25mg Kancyna, Tepaa/Tabnerta 8200
AJIKAJION]L C02KX01 Bosentan 125mg dunm-o6n0KeHa Tabneta 1900
KOHC
AJIKAJION N, idursulfase KOHLLEHTpPAT 3a pacTBop 3a
KOHC AL6ABOI (Elapraze) 3mg nHoy3uja 324
AJIKAJIOW nitisinone
KOHC A16AX04 (Orfadin) 5mg Kancyna, T8paa 2000
AJIKAJION Conestat MpaLoK 3a pacTeBop 3a
KOHC BO6ACO4 alfa(Ruconest) 2100E| WHjeKTupare 48
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Kancyna TepAa/npaLloKsa

3ETH NO3AX17 stiripentol 250mg . 2880
nepopasHa cycrneHsuja(60)
3EIMH LO1XE18 ruxelitinib - 5 Tabnera(56) 4480
(Jakavi)
3ETH A16AX06 Miglustat 100mg Kancyna, TBpaa 488
C1 inhibitor MpaLwoK 1 BEXMKYIYM 33
MAK]?_II][E?{HHJA BO6ACO1 plazma derived | 500 IE pacTBOp 32 UHjeKTUparLe Nan 170
(Berinert) MHOY3Mja
NPaLUIOK 33 KOHLLEHTPAT 3a
pacTteop 3a UHd./npaLloK 3a
MAK]?_II][E?{HHJA JO1XAO01 Vancomycin 500mg. pacTteop 3a UHG./npaLloK 3a 800
pacTBop 3a UHO.UAU
nepopasieH pacTeop
AJIKAJION nitisinone
KOHC A16AX04 (Orfadin) 5MG. Kancyna Tepaa 1400
AJIKAJION ] . Tabneta/ancnep3nbuiHa
KOHC LO4AA18 Everolimus 2.5mg a6, 10500
AJIKAJION]] Conestat NMpPaLIoK 33 paTcBoOp 3a
KOHC BO6ACO4 alfa(Ruconest) 2100IE WHjeKTMpakbe 150
AJIKAJION]] Sildenafil
KOHC GO04BEO3 (Revatio) 20mg. dnnm obnoxkeHa Tabneta 1080
AJIKAJION]L A16AX05 Zink acetate 50mg Kancyna Tepaa 6000
KOHC
AJIKAJION]] Vimizim KOHLLEHTPAT 33 pacTBop 3a
KOHC Al6ABI12 (elosulfase alfa Sme/5ml nHdy3uja 480
AJIKAJION L, I pacTBOp 32 UHjeKTUpPare Un
KOHC JO1GBO6 Amikacin 500mg/2ml WH®./pacTBOp 33 WHj. 4800
MPaLLOK 33 KOHLUEHTPAT 33
1000m pacTeop 3a uHo./npaLok 3a
OAPMA TPEJ]] | JO1XA01 Vancomycin (1rp.) & pacTeop 3a uHo./npaLok 3a 1600
P pacTtBop 3a UHG. MK
nepopaseH pacTeop
npawoK 3a pacTBop 3a
®APMA TPEJJT | JO1XBO1 colistin 1MIE MH],MHGY3Uja Hm 27600
(colistimetate) NHXa/aLMjanpaLloK 3a pacTeop
Ba MHjeKTUparbe nan nHodysuja
NpaLoK 3a pacTBop 3a
OEHUKC .
DAPMA JO1DHO02 meropenem 500mg. WHj,nnn VIHd)/I'IpaLIJ.OK 33 1200
pacTBOp 3a UHj.
NpaLoK 3a pacTBop 3a
OEHUKC WHj,uAn nHd/npawokx 3a
DAPMA JO1DHO02 meropenem 1000mg.(1rp.) DacTBOP 33 WHI. 2400
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OEHUKC . 300mg/4ml MHXaNaLUMCKM pacTBop 3a
DOAPMA j01GBO1 Tobramycin (300mg./5ml) Hebynunsatop 12096




EJI UMIIEKC | HOSAA02 teripartide | 250mcg/ml PacTeop 3a uHjeKTvparbe 15
. dnnm obnoxkeHa Tabneta
EJI UMIIEKC | NO7XX02 Riluzole 50mg 8400
Kancyna/Tepaa
MEJEKC .
DAPM A16AX06 Miglustat 100mg. 750
MEJIEKC dornase alfa 1mg/iml MHXaNaLMCKN pacTeop 3a
BAPM RO5CB13 (desoxz;b)onucle (2.5ma/2.5ml) HeBynM3aTop 23400
'AJIMKOC s
DAPM LO4AA10 sirolimus 1mg tabl, 975
MAKEZOHWIA GO4BEO3 Sildenafil 50mg tabl. 6427
JIEK
TAJIMHOC S
DAPM MO01CCO1 penicilamine 250mg tabl/kapsula 22755
1.2. /lucTa Ha JaBHM 34paBCTBEHUN YCTAaHOBM A0 KOWU ce ANCTpMbymnpaHn HabaBeHUTe NeKoBK, 6poj

Ha /AMua Kou ja Kopuctene HabaBeHaTa Tepanuja CO HaBeAEHM AMjarHO3M Ha peTKute

6onectu og Kou boneaysaaT AnLUATa .

BKyneH 6poj
J3Y YHuBep3uTeTcKa Ha AwnjarHo3a no MKB 10
KnuHuka nauueHTn
XemaTonoruja 20 D 56;D 47.1;E 75;D 61
Kapguonorunja 11 127
Jdepmartonoruja, 20 D 84.1;T 78.3;L 10
[acTpoeHTepoOXenaTosioruja, 13 E 83.0;K74
Hesponoruja 24 G 12.2;E 85.1; E 83.0;G 10
[eTckn bonectu D 68.2;Q21;Q20.1;, MOS;E 16.9;E
53 76.2;E 20.8;E 76.0;E 70.0;Q
85.1;G40.4;E 70.2;E 75.2

TpaHcdysunonorunja 5 D68.2
BKynHO 146

1.3.bpoj Ha AnLa BO perncTep 3a peTkn 6oaectn no AujarHosu

AOwnjarHosa MKB10 Bpoj | AwmjarHo3a MKB10 | BpojHa OwmjarHo3a | BpojHa
Ha nvua MKB10 nvuya
nmuya
T78.3 3 D68.2 6 E75.2 9




127 7 D75.81 4 E75.6 1
M34.0 1 D56.0 1 E70.0 6
Q20.4 1 D84.1/778.3 13 E76.0 1
Q80.0 1 D84.1;T78.3;085.1 | 1 D 84.9 1
Q20.1 1 D47.1 16 D56.1 24
Q90; 1 27 1 D 56.9 1 E76.2 2
Q25.9 2 G12.2 17 E20.8 1
Q24.5 1 G40.31 3 E83.0 23
Q85.1 3 G40.01,085.1 1 E70.2 1
E83.5 1 E72.01 1 E71.3 2
Q21.2 1 G10.0 6 M08.0 8
Q21.0 1 Q85.0 3 Q87 1
T178.3 1 G12,0 3 E 16.9 2
D61.9 2 D68.9 1 D84.1 2
G40.4 1 G11.0 2 E 84 100
G711 1 G95;M41,; Q74.08 1 185.0 1
L10 2 N 15.8 2 N 18 1
Q78.0 12 Q79.6 1 Q81.0 1
Q87.3 1 Q87.8 1 Q99 1
R27.0 1 R69.0 3 R69;E03 1
A41.9, E43, D50.9 1 E83.3 E10 2
E22,D35.2,E29,Q78,E89.3 1 E25.0 7 E25.9 1
E55 1 E72 1 E75.0 5
E75.2 1 E76.0 1 E78 1
E83.5 1 E85.1 3 184.9 1
M31.3 1 M33.1 1 M34 2
M62.8 1 G12.9 3

2. bByyeTcKa peanusaumja Ha aKTUBHOCTUTe GUHAHCUPAHM OA, OCHOBHUOT byLieT Ha
MMWHUCTEPCTBOTO 3a 34PABCTBO M ByeToT Ha CaMOPUHAHCUPAYKMN aKTUBHOCTH

duHaHcKcKaTa peannsaumja Ha ,MporpamaTa 3a fiekyBakbe peTku bonectu 3a 2017 roguHa “ e Bo
BUCWMHA Ha oa0bpeHnTe PUHAHCUCKKU CpeacTBa COracHO ycBOeHMOT ByueT Ha Penybavka
MakeaoHuja Bo BucnHa og 213.967.000,00 geHapw.

Mogroteun: npum.a-p CyzaHa MaHescka u a-p Mapwuja Xaym XpuctoBcKa
Opobpun:  npum.a-p CyzaHa MaHeBcKa

PopmaToT Ha M3BELUTAjOT 3a Mporpamcka U PpuHaHCUCKa peasnunsaumja Ha lMporpamaTta e NoAroTBEH BO CKOM Ha aKTUBHOCTWUTE 3a
OTtBopeHO BnaguHo MapTHepcTBO ycBOeHu og Bragata Ha PM, a BO HacoKa Ha yHanpegyBake Ha (UCKasHaTa TPaHCMAapeHTHOCT.
PopmMaToT Ha M3BELLTAjOT € NOoAroTBeH 04 MUHUCTEPCTBOTO 3a 34paBCTBO Ha PM un 3apyxeHneTo 3a emaHumnaumja, CoAMAapHOCT U
€/,HAaKBOCT Ha »keHuTe — ECE.



