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Cekrop 3a jaBHe Habaeke
08/2 6poj: 404-1-3/17-57
£ 2018 roumHe

OBABELITEHE O AOMNYHW PACHIOLENE
JIEKOBA 3A NNEMEHSE YPOBEHUX BONECTU METABOJI3MA

Peny6ninukn chora 3a 3ppaBcTeedo ocurypake je, sa notpebe sapaecTBeRUX ycTaHosa w3 [Mnana
Mpexe, cnpoBeo NocTynke jasHux Habaskn JlekoBu 3a nevetbe ypohewnx Bonectn MeTaGonuama, 6p. JH 404-1-
110/17-3, n llexoBu 3a nevewe perkux Gonecty, 6p. JH 404-1-110/17-14, Ha ocHosy KOJUX je 3akrbyuuo
OKBUPHE CropasyMe ca AoGas/baunma 3a NPeMeTHe JIekoBe, @ O YeMy Cy APABCTBEHE yCTaHose obaselTete
VIHCTpyKLMjOM Y Besu 3akrbyuusara yropopa 6p. 404-1-3/17-31 oa 19.04.2017. rogune, gonykom UHCTpykunje
Y BE3K 3akrbyyupatba yrosopa 6p. 404-1-3/17-34 op 25.04.2017, rogwse a UHeTpykuMjoM y Besn sakbyunBatba
yroeopa 6p. 404-1-12/17-22 og 04.07.2017. roguHe.

CexTop 3a nexose 1 PapMakOSKOHOMU]y Avpekumje Penybnuukor doHga sa 3apascTeeHo ocurypare y
unjoj je HagnexocT Komucnja PenyBnuukor dowpa aa 3APABCTBCHO OCUrypatbe 3a Nedetse ypoheHux
GonecTin meTaGonuama (y garem Tekcty: Komucwja) oGasectno je Cextop 3a jasHe HaBaske O oanykama
Komucuje y Bean oGeabefusarsa AOAATHUX KONKUNHE NEKOBA 33 NEUEHe YPoheHnX GONecTH MeTaGonuama no
OKBUPHUM Cnopasymuma sabydeHum y 2017. roankn, a Ao cripoofjetsa HOBOT NOCTynka jaBre HaGaske 3a
2018. roauHy.

Y cknagy ca rope HaseaeHuM oanykama Komuckje, 13Bpluena je AoflyHa pacnogene Nekosa 3a Nievetoe
ypoheHnx GonecTi MeTabonnsma No 3PaBCTBEHIUM YCTAHOBAMA KOjOM CY:

1. KnuHuukoM BeHTpy Cp6uje onpeserbeHe aone Hase/eHe AoAaTHE KonninHe 3a cnegehe nexkose:

- imigluceraza 400 j., sawruheror Hasvsa Cerezyme, Y konuuusm of 27.200 jeaunnua,
- taligluceraza 200 j., sawTuheror Hasmaa Elelyso, ¥ KonuuuHm oa 9.600 jeannuua.

2. Knuuuum 3a Heyponorujy n ncuxujarpujy sa Aely v OMNaAWHY onpeaerbeHa AoAaTHa KONUYNHa
oA 77 Goumua neka laronidaza, sawTuheHor Hasvea Aldurazyme.

3. YHuBepauTeTckoj Aevjoj KNMHMLM onpederbeHe Aone HaBeaeHe AOAaTHE KonnuMHe 3a chieache
nekose:

- laronidaza, sawruhewor Hasvea Aldurazyme, Y konmunHu of 35 Gounua,
- idursulfaza, satuTuheror Haavsa Elaprase, y konuunn og 21 Gouuye,
- imigluceraza 400 |., sawTtuheHor hasusa Cerezyme, y KonumHy og 9.600 jennnnua,

- mercaplamin, aawTuhenor Hasuea Cystagon, y konuunHk og 600 karicyna,
4. VIReTUTYTY 33 3ApaBcTBeHY 3aWTUTY Majke W JeTeTa Cp6uje ,Ip Byran Yynuh* onpegersexe

Aone HaBeAeHe AoAaTHE KONMYKHE 3a cneaehe nekose:

- laronidaza, sawrtuhetor Hasusa Aldurazyme, y konuuuHu og 21 6oymnue,

- idursulfaza, sawrTuheHor Haswea Elaprase, Y Konuunkn oa 35 6oynua,

- imigluceraza 400 j., sawTuhetor Hasuea Cerezyme, y KonminHu og 38.400 jeannnua,

- taligluceraza 200 |., sawruheHor vasusa Elelyso, y konuunnu o 4.800 jeimHuya,

- sapropterin, sawruheHor Hasuea Kuvan, y xonusurm of 60 TabneTa.

5. Knununukom uentpy Kparyjesau onpeaesbera AogatHa konnduHa oa 14 Boumnua neka idursulfaza,
sawTuheHor Haauea Elaprase.
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8. OnwToj Gonuuuyn AsteKcuHal onpefesbera goaaTtHa konuuuHa of 21 Govnue neka idursulfaza,
sawTtuheror Hasnea Elaprase,

7. Knununvkom ueHTpy Huw onpeferbeqa A0AaTHE konnumnka of 11.200 jeguHnua nexa taligluceraza
200 j., sawrnhedor Haanba Elelyso.

8. Knununuxom uenTpy BojBoauHe onpegerseHa posartha konudnka og 21 6ouuue nexa agalzidaza
beta, sawTnheror Haswea Fabrazyme.

9. VIHCTMTYTY 3a 3ApaBCTBeHy 3awTuTy feue M oMnanuHe BojBoawHe onpegersena oaatHa
Konuunka og 360 kancyna neka mercaptamin, sawTuhexor pasnea Cystagon.

'ope HaBeaeHe 3APaBCTBEHE YCTAHOBE MOTY MPHCTYNIATY 3aKIbYHEH:Y YroBopa 3a AORATHE KOAMHWHE Ha
OCHOBY OKBMPHWX CrIOpasyMa 3akibydeHuX Y jasHoj HaGasuv JlekoBn 3a neuerse ypohenux Gonectu
wmeTabonuama, 6p. JH 404-1-110/17-3, u 3a nek saproplerin y jasHo] nabasuy Jlekosn 3a nedere peTkax
Bonectw, Gp. JH 404-1-110/17-14.

HanomuiseMo ga je AonyHa pacnogene nekosa 3a neverwe ypofleHux Gonect metafonusma no
30paBCTBEHUM ycTaHoBama OOjaBrbeHa Ha WHTepHeT cTpanuuv PenyBnnuxor hoHaa 3a 34paBCTBeHO
ocurypame, y aeny Jaere nabaske/LlenTpanusopane japHe Habapke 2017/Oxeuphn cnopasymw/ flekosn 3a
neverse ypofleHnx 6onectn metabonuama / JlekoBu sa nevetbe peTkix 6oNECT, OAHOCKO Ha aapech

http://iwww.javnenabavke. rfzo. rs/index.php/n2017/okvirnisporazumi2017

HaunH sakmbyumsara yrosopa je AsTaroHo objauiben y MHcTpykumjy 6p. 404-1-3/17-31 op 19.04.2017.
ropure, aonyHn VHCTpykuuje 6p. 404-1-3/17-34 oa 25.04.2017. roauHe 11 HCTpykumjn Gp. 404-1-12/17-22 op
04.07.2017. roaude koje cy, Takolie, o6jaBroeHe Ha rope HaBEAEHO] 3APECH, U OCTA0 je HeNpoMerbeH.
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BocTtaputi:

Knuxiuukom LeHTpy CpGuje

Knutnum 3a seyponorujy u ncuxujatpvjy 3a Aewy v omnagudy
YHMBEP3NTETCKO] A8YjO] KITMKMLIN

WHCTUTYTY 3a 3aApaBCTBEHY 3aLITUTY Majke u AeTera Cpbuje ,[p Byxan Yynuh*
Krimnuakom yeHTpy Kparyjeray

OnwToj SonHnyn AnekcrHau

Knunuskom uesTpy Hus

KnuHnukom uerTpy BojpoanHe

9. MKCTUTYTy 3@ 3ApaBcTseHy 3atiTUTy feue v omnaavte Bojsoaune
10. ®Qunujanu PO30 aa rpap, Beorpag

11. dunujarnm P30 3a jyxHo-Gaukw oxpyr, Hoen Cag

12. dununjani PO30 3a Huwasckn okpyr, Huw
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