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Beenenne. I'en F508del ¢ nHapymieHHOW CTPYyKTYypoW HE CIOCOOCH CHHTE3HUPOBATH
HOpMalibHBIN GyHKIHMOHANRHBIM TienTtun, CFTR ywacTBylomuii B TpaHCHOpPTE HOHOB
XJiopa depe3 MmeMOpany kiaetku. Mytanuu B reHe CFTR nmpuBoasaT K BOZHUKHOBEHHUIO
3a00JICBaHUS MYKOBHUCIIMI03 U MY)KCKOro Oecrionus. Boccranosnenne rena F508del
CrocoOCTBYeT cuHTE3y pyHKIMOoHaIbHOTO Oenka CFTR.

Henn. MccnenoBaTh BO3MOKHOCTh F'eHETHUECKOM peryisiiuu aedextHoro rena F508del
CFTR npu MyKoBHUCIHI03€ HAHOKPHUCTANIAMU TajUTya3uTa MUKPOWHBEKIUSMU Ha
aTMMYCHBIX MBIIIAX JUHUH NU/NU.

Matepuajabl 1 MeTOAbI. MOJETHHBIM O0BEKTOM CIIYKIJIM aTUMYCHBIC MBIIIN JIMHAN
NU/NU, KOTOPBIM OBLIH MOACAXKECHBI KJICTKH KUIICYHHKA OT OOJBHBIX MYKOBHCIIHI030M
moaei. Metoa BOCCTaHOBJICHHUS MPOBOJMIICS TOATOTOBKOW oOpasia. HaHokpucTamisl
rajlya3suTa, BBOJUJIUCh BHYTPUBEHHO MHKPOUHBEKIIMSIMHU B TEUEHUU 3 HENEIh C
uatepBagom 2 aHda. Crmmaicuar MPHK Genka CFTR koHTponmwpoBanmm renb -
anekTpodope3oM.  ODTambl  MeTaOONMM3UPOBAHUS  HAHOKPUCTAIJIOB — Trajulya3uTa
OTCJICKUBAIIN C MTOMOIIIBIO (iroopuciienTHOrO O6enka TurboGFP.

PesyabTarel. Boccranosnenune rena delFS508 HaHOKpHCTaibl BCTPAaMBAIOTCS
oObemuusis S-calt u 3-caiiThl cIIalicuHra, B OJHY MOJEKYJIY HYKJICOTH]IHBIE
nocinenoBarenbHocT PHK, TpanckpuOupoBaHHBIE C pa3HbIX TIeHOB. B  ocHOBe
BoccraHoBieHMs: reHa F508del  nexuT pekoMOMHAIMOHHBIA TPOIECC TCHOB,
BKJIFOYAIOIIUN 00pa3oBaHUE JIBYHUTYATHIX PAa3pbIBOB U JIMTUPOBAHUE HYKJICOTHIHBIX
MOCJIETIOBATEILHOCTEH B HOBBIX KOMOMHAITHSX.

BoiBoabl. Hame BHuUMaHuWe TPUBICKAeT BO3MOXKHOCTh T'€HOTEPAIUH  3TOTO
3a00seBaHusl, B YaCTHOCTH, METO/bl TeHHOMH)KeHEepHOTo JiedeHuss MB He Tpebyromiee

IIPUMEHEHUS JOHOPCKUX CTBOJIOBBIX KIIETOK, BUpyca BIY uenoBeka, peTpoBUpyCOB.



