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PeHNNKEeTOHYPUA

Nednunt pepmeHTa deHnnananmnHrngporkcunasol (PAH, EC 1.14.16.1)

YactoTa BcTpevyaemoctu B PO 1:7500

Most newborns with PKU do not show
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Knaccuyeckaa reHoTepanus (4oCTaBKa 310p0OBOM KONUM reHa)
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[ln3anH npenapaTa MblLMHaA moaens PAH-KO
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CXxema aKCnepmnmMeHTa
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OueHKa akcnpeccum PAH 1 BUpYCHOW Harpy3ku
16 Hepens
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A) YpoBeHb 3Kkcnpeccumn TpaHcreHa PAH. YpoBeHb 3KCNpeccuu reHa paccymTbiBalOT OTHOCUTENbHO YPOBHS 3KCMpeccMn pedepeHCHOro reHa
MGAPDH c ncnonb3sosaHunem cpasHuTesnibHOro metoga ACt.
B) OueHKa KonmyecTBa BUPYCHbIX TEHOMOB B OpraHax, Bblpa)eHHaA B KO/JIMYECTBE BUPYCHbIX FTEHOMOB Ha Koaudvectso AHK, BbiaeneHHoe u3

opraHa n gobaBneHHoe B peakuuto. KoanyectBo BUPYCHbIX FEHOMOB B OpraHax oLeHMBanocb meToaom KonmndectseHHom MUP (gPCR).
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BbiBOAbI

CuctemHoe BBeAEHWE BUPYCHOrO BEKTOPA C CUHTETUYECKMM  CEPOTUMNOM,
Haue/IeHHbIM Ha MNeYyeHb, Bbi3biBaeT AJIMTENbHbIM U CTAabUIbHbIM TepaneBTUYECKUMN
3P PeKT, UTO NPUBOAUT K YAOBIETBOPUTE/IBHON BUOXUMUMYECKON N HEHOTUNMNYECKOMN
KOppeKUMn Ha XKUBOoTHOU moaenmn OKY.

TepaneBTUYECKUN 3PPEKT coxpaHAeTca Ha NPOTAXEHMM 26 Heaenb: YpoBEHb
dbeHnnanaHnHa cootseTcTByeT PU3N0A0OrNYECKoM HOPME.

TepaneBTn4yeckme A03bl  PpeHUNaNaHMHA  COMPOBOXKAANUCL  (HEHOTUMUYECKOM
PEMMCCUEN: BOZIOCAHOM MOKPOB CHOBA CTAHOBMWJICA YEPHbIM.

TepaneBTnyeckmn adpdekT 6onee BblpaXkeH Yy CaMLOB M3-3a PasnMyvii B
BOCMPUMMUYUBOCTU MbILLEN K TPAHCAYKLUM neyeHn AAV B 3aBUCUMOCTU OT Nona.



Cnacmbo 3a BHUMaHue!




