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BPUO Tlpe3unenta Pecnybnuku bamkoprocran
Xabuposy P. O.

YnoanomoueHHOMY 10 MpaBaM pebeHka Pb
CxopoboraTtoBoit M.M.

BPUO Munucrtpa 3apaBooxpanenus Pb
Snnaposy P.I'.

[Ipencenaremto CoBera OOIIECTBEHHBIX OpraHU3aIUil IO
3a1MTe npas naueHToB npu Poc3apasnanzope PO
Bnacosy 41.B.

Cnencrennbiii komuteT Poccuiickoit deaepanun no
Pecny6nnke bamkoprocran
KacpsHOBY A.A.

[Tpokypopy Pecnybiinku bamkoprocran
Hazapory A.U.

Munuctpy BHyTpeHHHUX 1€l 110 Pb
Heesy P.B.

YBaxkaembie, mMbl, MexpernonanpHas OOmectBenHas Opranusamus [larueHToB ¢
bonesnpto ®abpu m apyrumm peakumu 3a0osieBaHusIMH «Jlopora K JKU3HU» B JIHIIC
IIpencenarens Ky3nenoBa Muxawia u poauTenen AE€T€U, CTPAJAOIIUX PEAKUM TSKEIIBIM
TreHEeTUYECKUM 3a0o0sieBaHueM (PEeHUIIKETOHYpHs, oOpamaeMcs K Bam ¢ kpukoM o momoIu
HAIllUM JIETSIM.
®ennakeronypuss  (PKY)-  BpoxiaeHHoe  HapylleHHe  OOMEHa  aMHUHOKHCJIOTHI
(ennsianaHuHa BCIEICTBUE OTCYTCTBHUSI WM PE3KOTO CHUXKEHUS aKTUBHOCTH (hpepMEeHTa
(heHMITATaHMHTUIPOKCIIIA3bl B MIEUEHH, YHACJIEIOBaHHOE PEOCHKOM OT 000MX poauTenel u
He3aBUCUMO OT ero noja. @KY BXoauT B mepedyeHb KU3HEYTPOXKAIOUIUX M XPOHUUYECKHUX
MPOTPECCUPYIOMUX penkux (opdaHHbIX) 3a001€BaHUN, TPHUBOASIIUX K COKPAIIECHUIO
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NPOJOKUTETFHOCTH JKU3HU TPAXKIAH WM HUX HHBAIMIHOCTH (VME. NOCMAHOBIEHUEM
Ilpasumenvcmea P® om 26 anpens 2012 2. Ne 403).

EnuHcTBeHHOE, Ha CeroAHSIIHUN NeHb, 3pdextuBHOe Neuenue OKVY, sto cobmoneHue
CTpOKaWIIell TUEeThl C YYETOM Ka)KIOro rpaMma Oeiika, KOTOPBIA CONEPIKUTCS B MPOAYKTAx
MUTaHUSA, U TOJHOTO HCKIIIOYEHMS] U3 PalMOHA BBICOKOOEJIKOBBIX MPOAYKTOB — XJeO U
BBINIEYKA, MOJIOKO M MOJIOYHBIE MPOJYKTHI, KPYIbl, MaKapOHbI, ChIp U TBOPOT, IIOKOJaJ,
sia, MsIco U peIOy. DTO mpakTUdecku 95% Bcex MPOIYKTOB, KOTOPhIE yHOTPEOJSIOT B
nunry oObranbie mogu. Jns GompHbIx DKY Bce 3TH TPOAYKTHI HEMPUMEHUMBI H3-3a
colepkaHusi OOJbIIOro KojmyecTBa Oenka. HecoOmtogeHue AHETHl MOMKET MPHUBECTH Y
HallUX JeTed K Pa3BUTHIO TsKeJIOM (OpMbI YMCTBEHHOH OTCTajJOCTH, & MMEHHO, TaK
Ha3bIBaeMON «(EHUITATAaHUHOBOW OJUTO(PpEeHUN», KOTJa pEeOCHOK CTAaHOBUTCS TSDHKEIBIM
MHBaJIUIOM. B 3TOM He 3aMHTEpecOBaHbl HM TOCYJAapCTBO, HU, €CTECTBEHHO, POIUTEIIH.
Ctporoe coOroieHre JUEThl HEBO3MOXKHO 0€3 yrnoTpeOIeHHs B MUIILY JIEUeOHOTO MPOIyKTa
— aMUHOKHUCJIOTHOM CMecH (3aMeHUTeNsi OeyKa), KOTOPbId HeOOXOAUM JJisi MOJHOIEHHOTO
pa3BUTHsl peOeHKa. DKBUBAJICHT OEJIKOBOW MHINM, aMUHOKHCIOTHBIE CMeCH, OECIUIaTHO
BBIJIEJISIET TOCYapCTBO.

Cr. 7 Koncruryuuu P® npeagycmorpeHo, uto Poccuiickas Denepanus - COUUAIBHOE
rocyJ1IapCcTBO, MOJIMTHKA KOTOPOTO HampaBjeHa Ha CO3JaHUE YCJIOBUH, 00€CTEUHBAOIINX
JOCTOMHYIO >KU3Hb M CBOOOJHOE pa3BUTHE uYejoBeka; B Poccuiickoit denepauuu
OXPAHSIIOTCA TPYA U 3I0POBbBE JIIOJIEW, YCTAHABIMBAIOTCS TOCYJAPCTBEHHBIC IEHCHH,
MoCcOOMsl U WHBIE TapaHTUU coluadbHOM 3amuThl. U3 4.1 u 4.2 c1.39 Koncruryuuu PO
CIEAYyeT, UTO KaXJAOMYy TapaHTHUPYETCs COIMajIhbHOE OOecleueHHue Mo BO3pacTy, B Cilyyae
00JIe3HN, MHBAJIMIHOCTH, TTOTEPH KOPMUJIbIIA, SISl BOCIIUTAHMS JETEH M B MHBIX CIydasx,
YCTAHOBJICHHBIX  3aKOHOM; TOCYJAapCTBEHHBIC IIEHCMHM M  COIMAJbHBIE  TOCOOHUS
YCTaHABJIMBAIOTCS 3aKOHOM.

Cornacno ct.l1 ®@enepanbHoro 3akoHa Ne 181-®3 ot 24.11.1995r. «O conuanbHON
3al[UTe WHBAIMIOB» WHBAIUJ - JUIO, KOTOPOE€ MMEET HApYyIICHUE 30POBbSI CO CTOMKUM
paccTpoiicTBOM (YHKIIMH oOpraHu3ma, OOYCIIOBIICHHOE 3a00J€BaHUSIMU, TOCIIEICTBUIMHU
TpaBM Wid AedeKTaMH, IPUBOIAIIEE K OTPAHNYCHUIO YKU3HEACATEILHOCTH W BBI3BIBAIOIICE
HEOOXOIMMOCTD €I'0 COI[UAITLHOM 3aIlIUTHI.

HeoOxoaumoe sl CynIeCTBOBaHUA Jie4eOHOE MHTAHHE - AMUHOKHCIOTHAs CMECh
(3ameHuTETL O€NIKa), €XKErOJHO BBHINUCHIBACTCS HaM , HAONIOAAIONMIMM HAc TEHETHKOM
Pecniyonukanckoro Menuko-I'enetnueckoro LleHTpa, B pacuere Ha eKeKBapTaJbHOe
noJjiyueHue. PacueT BbIaeTCs TEHETUKOM HPe0sapumeibHo HA 8ecb 200, 4YTOOBI  ObUH
M3BECTHBI KOJMYECTBO M HAMMEHOBAaHUE TOTO WJIM MHOrO JIeYeOHOro MHUTAaHMS, Ha
omnpeneneHHoro pebeHka-uHBanua. JlaHHoe JedyeOHOE THUTaHUE XapaKTepusyercs
MHAMBUYyAIbHON IEPEHOCUMOCTBIO OOJIBHOTO K CMECH.

Peuent st palloOHHOM MONMKIMHUKUA O(POPMIISIETCS y4aCTKOBBIM BpayoM, MOAMKHCHIBAECTCS
OTBETCTBEHHBIM 34 BbIIAUY PELENTOB B PAOHHOMN MOTUKINHHKE.

YBaxkaemble, BRIHYXJACHBI JOBECTH J10 Barero cBezenus, uto ieueOHOE MUTaHHUE , KOTOPOE
SBJISIETCS J)KU3HEHHO HEOOXOAUMBIM JUIsl HAIIMX JIeTeH, He MPEAOCTaBIsAETCs B HaAJICKAIIUN
CPOK W B HajajexaiieM KonnyectBe. [1o HEM3BECTHBIM MPUUMHAM , TUTAHHUE 3a/1€PKUBAIOT
nopoit 10 3 Mecs1eB U HEAOCTAIOUIee KOJMUEeCTBa OAHOK TaKXKe Yy BCEX JEeTel Mo pazHomy(
or 1 mo 30 mryk). Tak, neueOHoe muranue Comida PKU B aist HEKOTOPBIX feTeil He ObLIo




BbIJIAHO 32 11eJbli kBapTan!!!

Ha mamm Bompockl, moueMy JiedeOHOE MUTAHWE HE MPEIOCTABISACTCS HaM B HaJICHKAIIHMA
CPOK U B HY)KHOM KOJIMYECTBE, PAOOTHUKH aNTEK BBIIAIOIINX JAHHOE MUTAHUE OTBEYAIOT,
YTO HE 3HAIOT MPUYUH 33/ICPIKEK.

PaGotHuku MunznpaBa Pb MHOSCHSIOT, YTO 3aKynka HUTaHUS MPOU3BEIEHA BOBPEMS U
n0JIHOCTRI0. Ha nmpoch0Oy BbLIATh HAM MUTAHUE 32 OPOUISANINNA KBapTal, B KOTOPOM HE ObLIO
BOBpEMsl BbLIAHO, ObLI OTBET B YCTHOW (popMe O TOM, YTO 3aJHUM YKCIIOM PELENT He
BbIJIA€TCs, TaK KaK 3TO HapylleHUe 3aKoHa. A TO, YTO HE ObLIO BBIIAHO CBOEBPEMEHHO U B
[0JIHOM 00bEeMe MUTaHUE, ITO HE SBISETCS /Il pAOOTHUKOB 3/IPABOOXPAHEHUS HAPYKEHUEM
3akoHa?!

JlaHHasi cuTyalnusi MOBTOPSAETCA M3 roJa B Ioj, He B3MPas HA paHee BbIHECEHHbIE IO
JAHHOMY MOBOJY aKThl MPOKYPOPCKOIr0 pearipoBaHusl M BbHIHOCHMbIE pPellleHHs Cy/10B
(B wactHoctn Pemenuem Kuposckoro paitonroro cyna r. Ybur Pb ot 24.08.2015r. no ucky
npokypopa Urmmunackoro pairioHa Pb mpusHaHo He3akoHHBIM Oe3zeiicTBue MUHHUCTEpCTBa
3npaBooxpaHeHus: Pecnyonuku bamkopToctan B Oecriepe0oitHOM o0ecriedeHuN XaKUuMOBOM
J1.T. cieninanu3upoBaHHBIM JICUEOHBIM MUTAHUEM ).

Tak cyneOHOM MPAaKTUKON YCTAHOBIIEHO YTO:

Coenacrno cmamove 8 @edepanvroeo 3axona Poccuiickoii @edepayuu N 323-D3 "O6 ocnosax
OXpaHvl 300po8bs epaxcoan 6 Poccuiickou @edepayuu” coyuanbHas 3auUUEHHOCD
2paxcoam 6 ciyuae ympamel 300p08bsi 00ecneuusaemcs nymem YCmaHo81eHus U peaiu3ayuu
npasoevlx, OKOHOMUUECKUX, OpP2aAHUAYUOHHBIX, MEOUKO-COYUANbHbIX U Opyeux mep,
2apaHmupyroWux coyuanlbHoe obecnedenue, 8 MoM Yucie 3a cuem cpeocms 0053amenbHO20
COYUANbHO20 CMPAXOBAHUS, ONpedesieHUs NOmpeOHOCMU 2pAdCOAHUHA 6 COYUANbHOLL
3awume 6 coomeemcmeuu ¢ 3aKkoHooamenbcmeom  Poccuiickou — ©Dedepayuu, 8
peabunumayuu u yxode 8 ciyuae 3a001e€8aHUsL (COCMOAHUSA), VYCMAHOBLEHUS 8PEMEHHOU
HempyooCnocoOHOCMUY, UHBATUOHOCU UTU 8 UHBIX ONPEOeNeHHbIX 3AKOHOOAMENbCMEOM
Poccuiickou @eoepayuu crnyuasx.

B coomeemcmeuu co cmamveu 16 nazeannozo ®edepanvHoco 3aKoHd, K HOTHOMOYUAM
0p2anoe 2ocyoapcmeenHoil enacmu cyovekmoe Poccuiickoii @edepayuu ¢ chepe oxpani
300pP06bsi OMHOCUMCA, 8 MOM YUCle 3aWuUma Nnpas Yeno8eka U 2padcOaHuHa 6 cghepe
OXpaHvl 300p06bsl, paspabomka, yYmeepxcoeHue U peanusayusi NpocpamMm pa3eumus
30pasooxpauenus,  obecneueHuss  CAHUMAPHO-INUOEMUONOSUYECKO20  O1a2oNnonyyus
Haceneuus, Npo@UIAKMUKYU  3a0071e8aHUl,  OP2AHU3AUUA  00ECneYeHUus  2Pancoau
JIeKApPCMEEHHBIMU NPenapamamu u MeOUYUHCKUMU U30eAUAMU, a makxdce ydacmue 8
CAHUMAPHO-2UCUEHUYECKOM NPOCBEUjeHUU HACETIeHUS.

Kax yemanoeneno cmameoeti 4.1 @edepanvrozo 3akona Poccutickou @edepayuu om 17 urons
1999 2o00a N 178-@3 "O eocyoapcmeennoli coyuanvHou nomowu" K NOIHOMOYUAM
Poccuiickoti @edepayuu 6 obracmu oxaszaHus 20Cy0apCmMEeHHOU COYUALLHOU NOMOWU 8
suoe Habopa COYUANbHLIX YCAYe, HNEPEeOAHHbIM 0N  OCYULECHIBICHUA  OP2AHAM
2ocyoapcmeennon  enacmu  cyovekmoe  Poccuiickoui  @edepayuu, omuocamca
HOTHOMOYUA RO OP2AHU3AUUU O00ecnedyeHus 2padcoaH, 6KnoyeHHvlx 6 DedepanbHulll
pe2ucmp 1uy, UMeowux npasgo Ha NoaydeHue 20CyO0apCmeeHHoU COYUAIbHOU NOMOWU, U He
OMKA3ABUUXCS OM NOJIYYEHUsL COYUATbHOU YCLy2U, npedycmMompenHol nynkmom 1 uwacmu 1
cmambu 6.2 Hacmoswezo PDedepanbHo20 3AKOHA, JNEeKAPCMEEHHbIMU Npenapamamu,
usoenuAMU MeOUYUHCKO20 HA3HAYeHUs, a MAaKdce CREeUUAIU3UPOBAHHLIMU NPOOYKMAMU
J1e4edH020 numanua 041 Oemei-uHeanIud0s, 3aKalo4eHue no Umozam pasmeuieHus



20Cy0apcmeenHblX 3AKa3086 HA NOCHMABKU JIEKAPCHIGEHHBLIX Npenapamos, u3oeauil
MEeOUYUHCKO20 HA3HAYEHUA, A MaKxyce CReYUuaIu3upoSaHHbIX NPOOYKMOE J1e4edHO020
numanus 014 0emeu-uHeaIu008 COOmMeEEm CmEyIOuUX 20Cy0apCcmeéeHHbIX KOHMPAKM 06.

B cBsI3M ¢ BbIIIEU310)KEHHBIM Mbl, POAUTE/IHU IeTeH ¢ (PEHUTIKETOHYPHUEH, CHUTAEM, YTO
padorhuku MunsapaBa Pb, koTopble O0TBEeTCTBEHHBI 32 OPraHU3ANUI0 3aKYNKH H
BbIJIA4YH JIE4eOHOI0 MUTAHMS, XAJATHO OTHOCATCH K UCIOJHEHUIO CBOMX 00SI3AHHOCTEH,
3THM CaMBbIM CTaBfl NOJ Yrpo3y KU3HM Hamux Aerei! OHU He KeJAKT NMOHATH BCHO
rJIyOMHY W CONHMAJIBHYI) ONACHOCTH JAHHOM curyauuu. /[0 padOTHMKOB, KOTOpPbIE
3aHUMAIOTCA 3aKYIKAaMHU M o0ecre4yeHHeM CMeCH He BO3MOXKHO [I03BOHHUTBCH,
NPUXOAUTCH 3BOHUTH 10 S0 pa3 B CyTKH, a J03BOHMBIINCH, Mbl POJAUTEH, CJABIIIAM
YIPeK M HeJ0BOJHCTBO, HO HUKAK He OTBETHI HAa CBOM BONPOChl! MbI cuMTaem, 4To
Takue 0e30TBEeTCTBEHHbIEC M He NMepPe:KUBAIOIINe 32 30POBbe JeTeil YMHOBHUKH, He
TOJIZKHBI 3aHUMATH cBoe MecT0! OHM HAPYIIAKT NMPaBa JeTeili-uHBAJINI0B CTPAJAKIINX
DKY, craBsa moa yaap HMX JKU3Hb, 310pPOBbe, POCT U Ppa3BUTHE, NPUYMHASA
HPABCTBEHHbIC CTPaJaHUsA POAMUTEIsIM, CBA3aHHBIM €O CTPAaxoM 3a 30pOBbe H
MOJIHOLIEHHOE YMCTBEHHOE pa3BUTHE HX JeTei.

HeBbi1aya jie4eOHOr0 MUTAHUA CBOCBPEMEHHO, BJieUeT 3a c000ii 0e3yC/IOBHOE TSKKOE
YXyALICHHE 310POBbSl HAIIUX [eTed, BIUIOTh [0 KpaWHed CTENeHH YMCTBEHHOU
OTCTAJIOCTH M CMepTH!

Ha ocHoBanum wu3inoxenHoro, npocum Bac npunsars HE3AME/UIMTEJIBHBIE
Mepbl, o 00si3anni Mun3zapaBa Pb exerogHo, B CBOEBPEeMEHHOM W B IOJHOM
MOJIOKEHHOM 10 BO3pacTy 00beMy, BbIIaUM Jie4eOHOT0 NHUTAHUA IJA JeTell
ooseromux ®KY, npoBecTtu pacciieioBaHMe MO BbISIBJEHUIO NPUYUH BOZHMKHOBEHUS
AAHHOW KPUTHUYHOM CHUTyallMH, NPOBEPUTHh HAJUYHE COCTABA IMPECTYILICHUS
npeaycMoTpeHHoro cr. 285, m.2 cr. 293 YK P®, npus/jiedb BHHOBHBIX JHI K
HaJJ1e;kaned OTBEeTCTBEHHOCTH.

C YBAKEHHMEM,
IIPEJICEJATEJD
MPABJIEHHS

MOOII ¢ b® " P3 «/IOPOTA K KHU3HU»




