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ATtanypeH
http://ru.lumiprobe.com/p/ataluren-775304-57-9

ATanypeH — 3TO npenapaT, NpefHa3Ha4vyeHHbIn Ana Tepanuu 3aboneBaHW, Bbi3BaHHbIX HOHCEHC-MyTaUUAMU
(Mpe)xLeBpeMeHHbLIMI CTOM-KOLOHaMK). BewecTBo nNo3gonseT pnbocomMe MrHOPMpPOBaTL NPEXAEBPEMEHHbIA CTOMN-KOAOH B
MaTpuyHoi PHK u npogosxaTb CMHTE3 MOJSIHOPa3MepPHOro, PyHKUNOHaNbHO akTuBHOro 6enka. MpegnonaraeTcs, 4To
aTaNypeH B3aMMOAENCTBYET C annapaToM TPaHCAALNW KNETKWU, B YHaCTHOCTK € pubocoMon n akTopamm TepMmuHauum
eRF1/eRF3, cnocobcTBya BCTpamBaHMio BAMKAWLWMNX MO CMbICJY aMWHOKUCAOT BMECTO MpeXAeBPeMEHHON OCTaHOBKM
CMHTe3a. ATaslypeH NCNosib3yeTcsa Ans Je4eHns MbileyHon guctpodum JioweHHa (MOA), BbI3BaHHOW HOHCEHC-MyTaLWen B
reHe QUCTpoduHa, y ambynaTopHbIX NaLMEHTOB B BO3pacTe OT ABYX JIeT M CTapwe. Tepanusa HanpaBfiieHa Ha
BOCCTaHOB/IeHNe CMHTe3a 6enka ANCTpoduHa, 4TO 3amMepnseT nporpeccuposaHue 3abonesaHna 1 No3BoNsAeT A0JblUue
COXPaHATb ABMraTenbHble PYHKUNN NaLWEHTOB. B LOKNIMHMYECKMX NCCNef0BaHNAX aTalypeH MPUMEHAETCS 4118 U3yYeHns
MeXaHM3MOB HOHCEHC-CYNpPeccuu, oLeHKN 3PHEeKTUBHOCTU Ha KIETOYHbIX Y XXMBOTHbLIX MOLENAX Pa3NYHbIX FEHETUYECKNX
3a60/71€eBaHMIN, BbI3BAHHbLIX MPEXAEBPEMEHHBIMU CTOM-KOLOHaMK. MOMUMO MbILEYHON ANCTpodumn [JioweHHa, BeayTCA
nccnefoBaHusa ero noteHumana gnsa Tepanuu mykosmcumpgosa (CFTR), cunapoma LBaxmaHa-fOamoHga (SBDS), a Takxe
LPYrnx HacNeACTBEHHbIX NAaTOJIOMNA.

MpoAyKT npefHa3Ha4yeH TONbKO NS UCC/Ief0BaTeNbCKUX uenen.
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O6wMe cBOUCTBa
Bug npopykra: 6enoe TBepAoe BeLLECTBO
MonekynspHas macca: 284.25
CAS-Homep: 775304-57-9
bpyTTo-hopmyna: CysHoFN,O,
PacTBOprMOCTb: aOMCO
KoHTponb KavecTBa: AMP *H 1 BIXKX-MC (98+%)
Ycnosusa xpaHeHus: 24 mecsiua (c MoMeHTa gocTaBkm) npu -20°C B TeMHoTe. TpaHCNOPTUPOBKA: A0 TpeX Helesb

npu KOMHaTHOW TeMnepaType. bepernTe oT BRaru.

lOpnanyeckoe 3aasneHune: MNpegHasHaYeHO UCKIIIYUTENIBHO 15 UCCief0BaTeNbCKUX uenen. Mbl He npogaem npoaoykuuto
nauneHTaMm, He 04 NCnoJjib30BaHUA B MEONLUNHCKUX Lenax.
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