PeHUNKeTOHYpUA

Co BpemMeHeM 1 HaKkonneHneM onbiTa B AUAarHOCTUKE U NeYeHnn (DeHNNKETOHYPUN CTano sICHO, YTO 3a 3TO
3aboneBaHue «OTBEYaET» €AMHCTBEHHbIN reH, HasbiBaeMblt PAH (aHrn.) pyc (reH doeHnnanaHuHrngpokcunassl).
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OeHunanaHuHruapoKcunasa O

— HacneacTeBeHHoe 3abonesaHue rpynnbl depMeHToNnaTnn, CBs3aHHoOE C
HapyLweHnem metabonmama aMMHOKUCIIOT, rMaBHbIM 06pa3om heHnnanaHuHa.
HecobntogeHne HU3Ko6enkoBom AneTbl CONPOBOXAAETCHA HakonneHnem deHnnanaHmHa
N ero TOKCUYECKMX MPOAYKTOB, YTO NPUBOAUT K TsKENomy nopaxeHuo LIHC,
NPOABMIAOLLEMYCH, B YaCTHOCTU, B BUAE HAPYLUEHNA YMCTBEHHOIO pa3BUTUS
(dbeHunnmpoBuHorpagHon onurodgperun). OQHO N3 HEMHOIMMX HacneaCcTBEHHbIX
3aboneBaHn, NOAOAOLLMNXCS YCMELLHOMY FTEYEHWIO.

depnoceeBa HacTs,



B 6onblKMHCTBE cry4vyaes 3aboneBaHme CBSA3aHO C PE3KUM CHUXEHMEM NN NOSTHBIM OTCYTCTBUEM
aKTUBHOCTM Ne4YEHOo4YHOro chepmeHTa heHnnanaHuH-4-ruapokcunasbl, KOTOPbIN B HOpME
KaTanuanpyet npespawieHne deHmnnanaHnHa B TMPO3uH. [1o 1 % crniyyaeB (PeHUNKETOHYpUn
npeacTaBeHo aTUNNYHbIMM OOpMamMmn, CBA3AHHBIMU C MyTaLUUsIMU B APYrMX reHax, oTBeYaroLwmx 3a
kKoanpoBaHne depMeHTOB, 0becnevnBatoLLInMX CUHTE3 KodbakTopa deHmnnanaHMHrmapokcmnnasbl —
TeTparnapobuonTtepuHa (BH4).
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PaHHUMK npusHakamn heHUIIKETOHYPUMN:

« CnyXxart pBOTa,

s BANOCTb UMW FTMNEPaKTUBHOCTb,

 3anax NrneceHn oT MOYN N KOXN,

* 3agepkKa NCUXOMOTOPHOIO PasBUTUSA; TUMUYHbIE NO3AHNE
NMPU3HaKK BKNHOYAOT ONUrodpeHNIo,

3aboneBaHune HacneayeTcd no aytocoMHoO-peueCCnNBHOMY
Thny
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JleyeHue
N36aBUTLCSA OT reHETUYECKOro Aedekta HEBO3MOXHO.

Ho Bpay MoXeT pekoMeHAoBaTb cneuunanbHyo AUETY, B KOTOPOW UCKITHOYEHbI MPoayKThl, boratble 6enkom. Toraa
dbeHnnanaHnH He NOCTYNUT B OPraHN3M U He OyOeT pUCKa OCIOXXHEHUA.

PﬂBQCWCHbl 6 CMpoeco

JTroosam ¢ peHUnKeToHypuen Henb3s: 02PAHUYEHHOM KoJlu4yecmee
* OBomM
* AUua; * Kaprodens
* MOJOKO U CbIPbl; * PpyKThI
* MSICO: KypuLy, CBMHUHY, TOBSAOVHY; * Puc
* pbIOY; ¢ JKembl, BApeHbs
« 6060Bbl€e, COIO; p me"‘
* Maco
* TMKMNBO
* Maprapux
o [llepGeTsr

* XneboOysmoyHbIe U3/1e/THS C
HHU3KHUM cofiepyKaHueM Oejika

* MakapoHbI M1 My4YHbIe
IIPOJAYKTHI, U3TOTOB/IEHHbIE U3
MYKH C HU3KHUM COJIepPyKaHUeM
dennnasaHHA




