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COOMNWTEHUE

®oHAOT 3a 34pPaBCTBEHO ocurypyBakbe Ha MakeaoHWja caka Aa ja MHbopmMpa jaBHOCTA AeKa no
NPUMEPOT Ha MHOTY EBPONCKM 3eMju M3/1e3e BO NPECPEeT Ha /iMLaTa Co PeTKM 601ecTn Npeky NpownpyBame 1
BOBeJyBate Ha HOBA rpyna Ha HYTPUTUBHU NPOAYKTU Ha ToBap Ha POHAOT.

OBo3moXMBME HYTPUTUBHU NPOAYKTU 3a JinUa CO PETKn 6onectu , 4 TOa ce nocebHu BNOOBU Ha
6pau.|Ho, MNEKO U MaCno 3a jap,el-be KOW WTO NPEeTCTaByBaa OCHOBHA UCXPaHa U Z1eK 3a OBUE InLA.

Osaa BynHepabuaHa rpyna Ha rpafaHu BO CBOjaTa MCXPaHa HE MOXKE 43 BKAYUYM MPOLYKTM KOU cogpsKaT
oApefeHn NpoTenHM U macna, a 6es3 Toa, CepMo3HO Aa He ro HapylaT COMNCTBEHOTO 3apasje. KomauKkaummTe
KOW MpowusnerysaaT of, BHeCyBatbe Ha HECOOZBETHA MCXpaHa MOKpPaj B/OWYBarbe Ha 34paBjeTo Ha /MuaTa,
[AoBeAyBa A0 3roleMeHu Tpowoum Ha PoHAOT M ONLITECTBOTO.

3aT0a, og, 01.08.2014 roguHa, nounTyBajKku ja Nporpamata Ha Bnagarta, BoBeayBame ABE HOBUHM:

1. NMpaBoTo Ha 6e3nNpoTenHCKOo BpallHO U 6e3NPOTEMHCKO MAEeKo Ke ro aobujar cute amuya co
3abonyBarbe Ha MeTab0/IM3MOT HA aMUHOKUCEIMHU U MeTaboIM3MOT Ha MaCHU KUCEIUHMU.

2. MNpaBo Ha HOBOBOBEAEHUTE XUNOAJIEPreHO M/IEKO BO NPaB U MAac/o 04, CpeAHOIaHYaHU
Tpuranuepugm 3a nmuyarta co Alagille Syndrome.

3a npBaTa HOBWHA MPOLWIMPEHU Ce MHAMKaUMUTEe BO AENOT Ha NpaBo Ha 6e3npoTeuMHCKo 6pallHo u
M/IEKO 3a AnuaTta co 3abonyBarbe Ha aMUHOKUCENMHU U MACHU KMCENIMHM M Toa 3a caeAHusBe 8 rpynu Ha
bonectu:

o [pyna Ha 3abonyBara Ha meTabonn3am Ha pasrpaHeTUTe aMUHO KUCENUHU (XunepneyumH -
us3oneyumMHemMmuja,  XUMNepBa/MHEMMjA, U30BafepuMyHa  auMAemMuja,  METUIMAJIOHUYHA
aumaemuja, NPoONMOHCKa aungemmja);

e [pyna Ha 3ab6onyBarba HAa MeTaboIM3aMOT HA MacCHUTE KUCeNIMHU (agpeHosieykogucTpoduja
Addison-Schilder, geduunt Ha MycKynHa KapHUTUH NaAMUTUATPaHcdepasa) ;

e T[pyna Ha 3abonyBatba Ha aAMMHOKUCENIMHCKUOT TpaHcnopTt (LuctnHosa,  LucTuHypwja,
Fanconi(-de Toni)(-Debre) cunapom, Hartnup-oBa 6onect, Lowe-0B cMHAPOM);

e T[lpyna Ha 3abosnyBatba Ha MeTaboO/NM3aMOT HA aMUHOKUCENMHUTE O cyadyp
(LmcTatmoHMHypKja, XomouncTuHypuja, MeTmoHuHemuja, dedunumnt Ha cynduT okcruaasa);

e [pyna Ha 3abonyBaba Ha MeTAabOMUTUUKUOT LMKAYC Ha ypeaTta (ApruHuHemuja,
APruHUHOCYKUMHUYHA aunaypuja, UntpyanHemuja, XunepamoHemuja);

e Tpyna Ha 3a6onyBarba Ha MeTaboN3MOT Ha IM3UH U XA POKCUAU3UH (TNyTapHa aumaypuja,
XuapokcunumsnHemuja, XvnepnausmHemuja, 3abosnysBatba Ha OPHUTMHCKMOT MeTabosmsam,
OpHutnHemmja (tun |1, 11));

e [pyna Ha 3abonyBaba Ha T[AULUMHCKMOT MeTabonusam (XMnepxmApoKCMMNPOANHEMMU]],
XunepnponauvHemuja (tun |, 1), HekeToHcKa xunepravumnHemumja, CapkosmHemuja);
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e T[pyna Ha Apyrm o3HayeHn 3ab6osnyBatba Ha MeTA60/M3MOT Ha aAMUHOKUCE/IMHUTE
(3abonyBarba Ha MeTaboM3MOT Ha 8 AMUHOKMCENNHUTE U Y-FIYTaMy LUKYC).

OBue HOBMHM 3HAYaT rosiema 3awTega Ha oBUe IMLLA U HUBHUTE GaMMUINM 3aTOA LUTO C€ M3J/I0XKEHMU HA
meceueH Tpowok og, 4.000 o 35.000 geHapu 3a xpaHa. OaHocHo 4.000 geHapm 3a 6e3rnyTeHCKOTO 6paLlHo,
20.000 geHapu meceyHO 3a 6e3npoTeMHCKOTO 6palwHO U maeko, okoay 10.000 aeHapu 3a XunoanepreHa
¢dopmyna Ha mneko co 55-80% Ha cpegHoNaH4YaHu Tpuravuepuam u 3.000 geHapu 3a C/IT macnoro.

XpPOHO/OWKM rNefaHo, 3a AMUATa CO pPeTKM 60/1ecTU KoM KOpPUCTaT MCXPaHa KaKo JieK BO CBOETO
cekojaHeBne ®30M 3anoyHa co BOBeayBake Ha onpegeneHn npoaykth ywTte Bo 2007 rogMHa Kora 3a Nps nat
Ha lMo3nTMBHATA INCTA HA JIEKOBM Ha peuenT ce BoBeayBa He3rnyTeHCKOTO BpallHO M MAEKO 3a /AMuaTta co
AujarHocTUuMpaHa uenunjakuja (anepruja Ha rayteH). Bo M3MMHATMOT nepuod of, cTpaHa Ha DoHAOoT 3a
3/1paBCTBEHO OCUTypyBake Ce eBUAEHTUPaHN 247 nuua CO AUjarHOCTULMPAHA Ue/Injakuja Kou ce XPOHUYHU
KOPUCHUUM Ha NPOAYKTOT 6e3 rnyTeH (6palHo U MAeKo).

Bo ¢eBpyapu 2014 rogmHa co usmeHaTta Ha [paBUIHUMKOT No Oapaktbe Ha OCUTYPEHWU JiMLA CO PETKU
6onectn (Kako wTto e deHnn KeToHypujata n Rett Syndrome), ®oHOOT 3a 34paBCTBEHO OCUrypyBare BoBeae
3a NpB NaT HOBa rpyna Ha nomarana ,CynnemeHTV 3a AUrecTMBHM U metabonHu 3abonysamwa“ Kora ce
BOBEAEHM

e b6e3rnyTeHcKo bpalwHo 3a anua 3aboneHn oa Ret Syndrome,

e 6e3npoTeMHCKO bOpallHO M MAeKko 3a Aauua 3aboneHn co deHUnketToHypuja, 3abonysarba Ha

TUPO3MHCKNOT MeTabonnsam- TUposnHemMUU, XUCTUAMHCKN U TpuntodaHcKM meTabosimsam

Cute goceralwHu U3MeHU Kou rm BoBege PoHAOT ce ogHecyBaaT Ha okony 300 ocMrypeHULM CO BaKBU
3abonyBara. P30m ce HageBa AeKa CO OBaa CBOja 3a/10Xkba Ke UM ro 0NeCHU CEeKOjaHEBHUOT GpUHAHCUCKM
TepeT Ha pamUANNUTE Ha OBME ANLLA KOM MMaAaT peTKn 60a1ecTn 1 noHaTamy AOKOAKY ce nojaByBa notpeba Ke ro
npoLMpyBa OBa NpaBo.

®30M

2012

www.fzo.org.mk




