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dH3MmonaTuaA — PeHUNKeToOHypusA
r6OY BMO Capamosckuli TMY um. B.W1. Pazymosckoeo MuH30pasa Poccuu, meduyuHckul nuyel

HayuHelili pykosooumeno: K.6.H. AHOpoHosa T.A.

Llenb: O3HAaKOMWUTBCA C MEXaHU3MOM BO3HMKHOBeHUA deHunketoHypum (PKY) u ¢ npuHuMnamu BbiasneHns OKY cpeaun
HOBOPOXAEHHbIX B I. CapaTtoBe.

JH3umonaTumn - obuiee HasBaHuWe 60/e3HeN, Pa3BMBAIOLLMXCA BCAEACTBME OTCYTCTBMA MM CHUMKEHWA aKTUBHOCTU TEX WM MHbIX
bepmeHTOB. Camyto 6O/bLIYIO TPYNNy HAcNeACTBEHHbIX SH3MMOMATUIA COCTaBAAIOT 60ne3HM, CBA3aHHble C HapyleHuem 6enkosoro
obmeHa. Cpegy HMX Hambonee 4acTo BCTpeyaeMoe HacneacTBeHHoe 3abonesaHune — OKY (Bnepsble onucaHo B 1934 roay PennuvHrom),
CBAI3aHHOE C HapyleHMem obmeHa He3aMeHUMOM aMWHOKUCNOTbI deHunanaHuHa. dedpuumnt depmeHTa beHUNANAHUHIUAPOKCUNASDI
HapyLaeT npespalleHre GeHUNANaHNHA B TUPO3UH, YTO NPUBOAUT K ObICTPOMY HAKOMIEHUIO MPOAYKTOB MeTabo/nM3ma, OKasblBaloLLMX
TOKCMYECKOE AeNCTBME Ha LIEHTPasIbHYIO HepBHYHO cuctemy. PKY HacneyeTca No ayTOCOMHO-peLLeccCMBHOMY TUMy, 06a Nosia nopaxaroTcs
C OAMHaKOBOM YacToToN. Bofe3Hb MOXKET BO3HWKHYTb B TOM C/y4ae, €C/M POaMTENMN SABNAKOTCA HOCUTENAMW 3TOrO reHa. bonesHb
BCTPEYAETCA PEXKE, YEM PACMPOCTPAHEH TEH.

3aboneBaHne maHudecTnpyer B Bo3pacTe 2-6 mecaues. PaHHUMM CUMNTOMaMM ABAAIOTCA 3amnax NAECeHW, MCXOAALMIA U3 MOUMN U KOXKMU
pebeHKa, pBOTa, NOBbIWEHHAA BO36YAMMOCTb. XapaKTepHa rMMNONUIMeHTaUmMa KOXW, BONOC, PaAyKKU rnas. B AanbHeilwem HapylieHus
MWENNHN3ALMU HEPBHbIX BOIOKOH NPUBOAAT K PA3BUTUIO TAXKENOM YMCTBEHHOW OTCTANIOCTU, SNUAENTUYECKUM NPUNALKaMm, ABUraTebHbIM
HapylweHuam. Mpu nofo3peHnn Ha 3abonesBaHWe OBbIMHO NPOBOAUTCA TeCT Ha onpefeneHue deHunanaHMHa B KpoBu. PaspaboTaHbl
cneumanbHble bymaxkHble geTekTopbl (nponuTaHHble FeCls), KOTopble CTAHOBATCA 3e1eHbIMU MPU COMPUKOCHOBEHUWU C MOYOM 60/IbHOrO
pebeHKka. Bo MHOrMx pasBUTbIX CTpaHax, B TOM uucie u Poccuu, Ans npoBeAeHWs MAcCOBOrO aBTOMAaTM3MPOBAHHOMO CKPUHMHIA
ncnonbsyerca GaroopumeTpus.

Mo ctatuctuke B r. CapaToBe B HacToAwee Bpems 3adpuKcuposaHo 13 cnyyaes 3abonesaHnsa PKY. B rog npubasnserca no 1-2 HoBbIx
cnyyas, 2010r. — 9 60nbHbIX, HOBbIX -1; 2011r. -9 60nbHbIX, HOBbIX -0; 2012r. -11 60abHbIX, HOBbIX -2; 2013r. — 13 60/bHbIX, HOBbIX -2;
2014r.- 13 60/bHbIX, HOBbIX -0.

[naBHbIM crnocobom nedeHnsa ®KY aAnaetca guetorepanysa, OrpaHMYMBaOWAA MOCTyNJ/IeHWe B OpraHuM3m nuiiesoro 6eska wu
deHnnanaHmHa 40 MUHMUMaNbHOW BO3PACTHOM NOTPEBHOCTU. IPPEKTUBHOCTL NEYEHNA 3aBUCUT OT BPEMEHM ero Hadyana. [lo yctaHoBAeHUsA
reHeTMYeCcKoW Npupoabl 3a601eBaHMA BCTpeYaeMoCTb 60e3HM Bbina 3HaUUTENIbHO Bbilwe. CBOEBpeMEHHan AMarHocTMka PKY nossonser
BOBPEMS HayaTb AMETOTepanuio U usbexaTb Cepbe3HbIX MOCNEACTBUI AN 340POBbA pebeHKa U CHU3UTb 3KOHOMWYECKUE U3AEPIKKM,
CBA3aHHbIe C COUManbHOM peabuamTtaumen npy nosgHen amarHoctnke GKY.
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