JakiiloueHue

K THIIOBBIM MEHI0, pa3padoTaHHbIM LI oDecneyeHusi AHETHIECKHM
(JieueOHbIM) NMUTAHHEM 00YUYAIOIIHXCH B MYHHIHTTAJIbHBIX
001meoOpazoBaTeIbHBIX OPranH3aAMHAX MYHHIHNIAJBLHOI0 00pa30BaHHUS
ropoa Kpacuoaap

JasiButenb: AHO «MHCTUTYT OTpaciieBOro nuTaHus»

HanMeHoBaHue NpOEKTHON JOKYMEHTALIMH:
TunoBoe auernyeckoe (yieyeOHOE) MEHIO JUIsd OpraHu3alvy  ITHTaHHA

oOyuvalonmxcss B MYHMIMIAIBHBIX  001Ie00pa3oBaTelibHbIX  OpraHu3alnsix
MYHHIHIIATBHOTO 06pa3oBanus ropoa KpacHonap BozpactHoit kateropuu 7-11 JjieT,

UMEIOLMX 3a00JieBaHUE (PEHUIIKETOHYPHS,
Tunosoe pueTnueckoe (neyeOHOE) MEHIO JUIS OpraHu3aldd  TMHTAHWA

o0y4YaromMxcsi B MYHHUMMAIBHBIX  001€00pa3oBaTeIbHBIX  OpraHu3alHsiX
MYyHHIMIIAIBHOro o6pa3zoBanus ropoa KpacHoaap Bo3pacTHOM KaTeropuu 12 net

crapiie, MMeloluX 3abosieBaHue (PEHUIIKETOHYPUSI.
Pazpaborunk npoektHoi mokymeHTauuu: AHO «HHCTHUTYT OTpacjieBoro

nutanus» Opuauyeckuit agpec: 107078. Mocksa, bosbiion XapUTOHBEBCKHH

nep., . 21, cp. 1

PaccMOTpeHHBle aueTHuecKhe (JiedeOHbIe) MEHIO Ul [eTeH, MMCIOLIMX
3aboeBaHle (DEHMJIKETOHYpHs, COCTaBJIeHbl Ha 0a3e MEHIO OCHOBHOIO
(opraHM30BaHHOr0)  NHUTAHHsA,  pealu3yemMoro B 001eo0pa3oBaTEIbHBIX
OpraHu3aLusX MYHHLMIIAJILHOTO oOpa3zoBaHuUs ropoJ KpacnHozaap.
[{enecooOpa3HOCTh COCTABJIEHHS JAHUETHYECKHX (neueOHBIX) MEHIO Ha 0Oase
IPUMEHSEMOr0  MEHIO OCHOBHOrO MHTaHHs  0OYyC/IOBJEHA CrielM(MUKOU
06111e00pa30BaTEIbHBIX OpraHM3allvii, e MCIOJIB3YEeTCsA IpynroBasd CHCTEMA
nutaHusd. I[IpH OJHOBpPEMEHHOH peaiu3aluy B YCJIOBHSX 00111e00pa30BaTEIbHOH
OpraHHu3allid HECKOJBKHX [HMET, HEOOXOIMMO Y4YHMTHIBATH bakTop HaIUYUA U
kBaJM(UKALHH TOBAPCKOI0 MEPCOHaa, HATM4YUE U COCTOSIHHE obopynoBanus. l1pu
[MOCTPOEHHUH CBOJHOIO MEHIO OpraHM3alMu PEKOMEHIYeTCs n30eraTb LWIHMPOKOH
HOMEHKJIATYpbl OJIHOBPEMEHHO MPHIOTABIMBAEMBIX ONION Ul Pa3sIMYHBIX AHET,
Tak KaKk 3TO OTAromiaer padoTy mnuuiedsoKa W MOXXET NPUBECTH K HAPYHICHWIO
npaBui KyJIHHApHOH 00pabOTKH MPOAYKTOB, YXYAUIEHUIO KaiecTBa MUTAHHUA H
HapylIeHUI0  JMETHYEeCKOro  IMHTaHHS. YyuteiBasg  3TO,  LEJIECO00pasHo
npeaycMaTpuBaTh IPUTOTOBIEHHE pAla OJHUX M TEX KE ONox sl pa3iUuvHbIX
et, obecrneynBas TOJIbKO COOTBETCTBYIOIIME CIIOCOOBI KyJIMHAPHOH 00padoTKH U
ananTaldyd HEKOTOPBIX peUenTyp, 4TO M PpeaJn30BaHO B TPEACTABIICHHBIX
nuerndeckux (Jie4e6HbIX) MeHIo. IIpakTHKa Mmoka3pIBaeT, YTO AHETHYECKOE MEHIO,
cocTap/ieHHOe Ha OCHOBe 001ero (OCHOBHOIO) MEHIO, B YCIIOBHSAX KOHKPETHOH
KOsl Oy/IeT peaqn3oBaHO ¢ OOJIbLICH BEPOATHOCTHIO, Y€M HHIAHBHIYaNbHOC
MeHI0, pazpaboTaHHOE BpayoM JIMETOJIOTOM 0e3 ydyeTa BO3MOXHOCTEH Mullednoka

06pa3oBaTe/IbHOM OpraHu3aluy.



B o6s3areabHoM nopsijike Heo0XoAHMO corjacopaHue THIOBOTO

JHETHYECKOIro MEeHIO ¢ JIieYallHuM Bpa4vdoM. C YUeTom HA3ZHAYEeHHUH Jieyauero
Bpaya Ha OCHOBE THNOBOIo MeHIO AHETHYMECKOIO NMUTAHHUA COCTABJIACTCH

HHHBHAYAJIbHOe MeH1I0. UHAMBHAYA/IbHOE MEHI0 MNOMAJIEKHT peryJisipHou

AKTYAJTH3ANHH (MePHOAHYHOCTD ONpeeisieT Jeyauui Bpay).
CleyeT OTMETHTb, YTO MPHM OpPraHM3alMM JHETHYECKOro (JieqedbHoro)

MUTaHUA B JACTCKHUX OpraHu30oBaHHBLIX KOJUICKTHBAX, B TOM Yyuciie JAOIIKOJIbHBIX

06pazoBaTeNbHBIX opranu3auusx, nojgoxenus CanlluH 2.3/2.4 3590-20 BTOpHHBI
M INpUMEHSIOTCI B 4YacTH, HE

M0 OTHOLUEHUIO K IIPAKTUKE JHUETOJIOTHH,
He npuMeHUMBI B IIOJJHOM

MPOTUBOpEYAIlle Ha3zHAYEHUSIM JIeyallero Bpaya.
o6beme kputepun CaulluH 2.3/2.4 3590-20 mo cymmapHbIM oObeMaM OJIIO/ Ha
MOTPeOHOCTH B IHUILEBLIX BELIECTBAaX, YHEPrud, BUTAMHHAX H

MPUEMBI TMHUILH,
pacnpefejeHuss B  IPOLEHTHOM  OTHOIUEHHH

MHHCPAJIBHbIX BCILICCTBAX,
HOTpe6J1€HPI$I MUIIEBbLIX BECLIECTB U SHEPIUH I10 IIpUEMaM ITHUIIH B 3aBUCUMOCTH OT

BPEMEHH NPeObIBAHMS B OpraHU3allMK, KOJTMYECTBO IPUEMOB ITHILH B 3aBUCUMOCTH
OT peXuMa (PYHKIIHOHUPOBAHMUS OpraHu3aluH U pexuma. Kpome Toro, He MOTYT
ObITH NMPHUMEHMMEI B IIOJIHOM O0OBEME JUIS JUETHYECKOro (Je4eOHOro) MUTaHHs

nonoxenus: CaulluH 2.3/2.4 3590-20 «CpenHecyTouHble HaOOpBl MMHILEBOH

[NPOAYKIIHUH», TAaK KaK coAcCprKaT  IIHIICBbLIC [TPOAYKTHI, 3alIpC€IICHHBIC

(orpaHUYE€HHbIE) UISI HEKOTOPBIX JAUET.

DeHUIKeTOHYpUS (phenylketonuria; OKY) — rpymnna
ayTOCOMHOPEILIECCUBHBIX 3a00JieBaHUM, OOYCJIOBJIEHHBIX HapylI€eHHEM OOMeHa
He3aMEHHUMOM aMHHOKMCIOTHI (eHmnananuHa (PA), rnocrynarouen B OpraHusm
yejoBeka ¢ OenkoBod nuuied. DOKY o00beguHsET HECKOJIBKO TIE€HETHUYECKH

rereporeHHplX (opMm HapyuieHuss oOMeHa (peHUJIalaHWHA, CXOJHBIX IO

KJIMHHYCCKHUM IIPU3HAKAM.

e iaccuyeckass PKY (OKY [ tuna), oOycnoBneHHas aedHIUTOM

GennnananuH-4-rupokcunassl (PAID);
® [ITepHMH-3aBUCHMbIE (OPMBI TUINEp(PEHUIATAHUHEMHH, CBS3aHHBIE C

nedexrom nrepuHoBoro kodaxkropa (PKVY II u III Tunos).

OcHoBHoit Metoj JiedeHuss DKY — noxusHeHnHas querorepanus, OCHOBaHHAS
Ha pe3KoM OrpaHM4YeHHUM (peHUJIaJIJaHMHA B pallMoHe OOJIBHBIX 34 CHET HCKIIOUSHHUS
BBICOKOOEJIKOBBIX NPOAYKTOB. M3 panmona OOJILHOTO HCKIIOUAIOT MPOAYKTbL C
BLICOKMM cojiepkaHueM Oenka (COOTBETCTBEHHO M (DEHHJIAIAHHHA):  MSICO,
MACOTIPOAYKTEI, pbIOY, peIOOIPOAYKTBI, TBOPOT, fi110, 0000BBIC, OPEXH, IIOKOIA,
HEKOTOpbIE KpYIbl € 3aMEHOH Ha CHELHaTU3UPOBAHHBIE TPOJYKTH H CMECH.
Jlonyctumple B jauere HaTypalibHble TIPOJYKThbl, TaKWe KaK OBOIM, (PYKTHI M
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HCKOTOPLIC APYIrHe INMPOAYKTbI ¢ HU3KHUM COJICPXKAHHUEM OeJsika BBOJISIT B paloH B
COOTBETCTBHH C IMOACHECTOM COJIepKalErocs B HUX (])elmnanal-mna.

JIepUUUT OCHOBHBIX NUTATENILHBIX BELIECTB, TMpexae BCero 0eKoB,
BUTAMHHOB U MUHEPAJIOB BOCIIOJIHAETCS 3a CUET CIELHAIN3UPOBAHHBIX JICYEOHbIX

NPOJYKTOB M MEJMIMHCKUX I[IpenapaToB, /[0 YpPOBHs ycraHoBiaeHHoro MP
2.3.1.0253-21 "HopMbl (pH3HONOrHYECKUX NMOTPEOHOCTEH B IHEPrHU H IHIIEBbIX
BEILIECTBAX JUIS Pa3IMYHbBIX rpymn HaceneHus: Poccuiickoit denepauuun” (1abd.21).

Jluerorepanus npeaycMaTpuBaeT 3aMEHY BBICOKOOEIKOBBIX IMPOAYKTOB Ha
CTIeMAJIM3UPOBAHHBIE (C YACTUUHBIM MIIM TOJHBIM MCKIIIOUEHHEM (peHHIIaIaHWHA)
cmecu. Crnieumanu3vpoBaHHbIE CMECH HA3HAYAIOTCS JIEYalllUM BpavyoM, C Y4YETOM
O€JIKOB, MOJIYYEHHBIX C IMUILEH, JONOJHUTEIBLHO K pALIHOHY IMTUTaHUs 00JIbHOTO. JLj1st
pacyera KOJMYeCTBa cCMecel HeoOXOJMM eXXeJHEBHBbIM YyueT (peHusIaJaHuHa,
OeJIKOB, XKUPOB, YIJIEBOJOB, SHEPrHH, IMOJy4aeMbIX C MNMuile. Pacdyer CyTOYHOH
J103bl CHNELMATU3UPOBAHHOIO MPOJYKTa MPOM3BOJUTCS C YUYETOM (PEHUIIaJIaHHHA,
MoJilyyaeMoro ¢ mnuuled. benok 3a cyeTr eCTEeCTBEHHbIX IIPOAYKTOB B JHETE
pPacCYUTHIBAECTCS, UCXOAS1 U3 JOMYCTUMBIX CYTOYHBIX KOJIM4yeCcTB DA ¢ yyeToM, 4YTO
1 r Oenka coxepxutr npubausuteabHo 50 mr ®A. B 3aBUCUMOCTH OT
EPEHOCUMOCTH IMUILIEBOTO (heHUIaIaHUHA JIONYCTUMOE U 0€30MacHoe KOJIMYECTBO
DA B cytku coctasisieT 10-20 Mr Ha 1 Kr Beca pebOeHka.

B TUMOBBIX MEHIO, COAEPXKATCS CBEAEHHUS O COAEp KaHUU OEJIKOB, )KHUPOB,
YIJIEBOJAOB M JHEPreTHYECKOM LIEHHOCTH B KaXXJAOM OJIF0Jie, 4YTO I103BOJISIET
KOPPEKTUPOBATh CYTOYHBIM palMOH, B TOM YMCJI€ AOMAIIHWE IPUEeMbI TMHUINH, a
TaK)X€ KOJIMYECTBO CIIELMAJIM3MPOBAHHBIX CMECeH, UCXOAs M3 UHIAUBHIAYATBHOIO
npoduiisi pebeHka.

I[Ipy npakTHyecKOM NPUMEHEHHUH TUIIOBOIO MEHIO MpeNyCMaTPUBAETCS, UTO
MaKCHMaJIbHOE€ KOJIMYECTBO OEJIKOB, INOCTYMAIOIIUX C MHUIIEH, peryaupyercs
00BEMOM MOPLMH, MCXOIsd M3 MHAMBHIyaldbHOro npoduns (Bec, Kr) pebeHka c
OKYVY, B COOTBETCTBUM C Ha3HAYEHUSIMH JieHallero Bpava.

[Ipy cocraBiieHMHM TMIPEACTABIEHHBIX MEHIO YYTEH IEpPEYEHb TIHUIIEBOI
NPOJAYKLUMH, KOTOpas HE JOMyCKAaeTCs B IHUTAHUU JETed M TMOAPOCTKOB C
dbenunkeronypuen. IlpoaykTel, 3anpelleHHbIE K HMCIOJIB30BAHUIO npu OKYVY
(npunoxenue Ne 1 xk MP 2.4. 0162 -19) B MeHI0 He BbisiBIIeHBI. B npencrasienubIx
MeHio Juig gered ¢ DOKY BKIIOYEHBI crneluaau3MpOBAHHBIE HH3KOOEIKOBLIE
MPOJYKThI — caro, 0€30eJIKOBbI Xj1e0, MaKapoHHBIE n3/1elus 0e30enKoBble.

MakcumaibHO JI0ITyCTUMBIN YPOBEHDb Cojiepxanus 6e/IKoB U heHuananuna
B IIPEJCTABJICHHBIX MEHIO pacCUUTaHbl BEPHO (JUIS CPEHHX MoKa3aTenel Beca B
BO3PACTHBIX IPyNIiax) B COOTBETCTBHM ¢ MeTOJIMMECKUMH peKoMeHaatusmu MP
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2.4.0162-19  (npomsBejneHnbl  pacyeTbl  XMMHKO-DHEPreTHYECKOro  COCTaBa
PEKOMEHAYEMBIX HAOOpPOB IUILEBLIX MPOAYKTOB I10 TpUeMaM I[HLIKH Ui
OpraHu3alK NUTanus jerei ¢ Gpeunnkeronypueit (1ab.3 npun.d MP 2.4.0162-19))
U DeepalibHbIMU KIMHUYECKUMHU PEKOMEHJIALMAMHU 110 JIMArHOCTUKE U JIEUEHHIO
GEeHUIKETOHYPHMU.

PacueTHoe conepkaHue O€JKOB B pallMOHE THUIIOBOIO MEHIO HE MPEBLIILIACT
MaKCUMAJIbHO YPOBEHb.

B coorserctBuM ¢ nm 2.5.5 MP 2.4. 0162-19 C wuensto obecrieyeHus
0e30MmacHOIo M 370pOBOI0 MUTAHUS JETeH ¢ (PeHUIIKETOHYpHEH, aAMUHUCTPALIUH
OpraHM3allid COBMECTHO C POAMTENSIMH PEKOMEHAyeTcs MpopadoTaTh BOIPOCH
nopsiika TNUTaHUS peOeHKa, NPOUH(POPMUPOBATH KJIACCHOIO PYKOBOIMTE/IS
(BocriuTaTeist), pabOTHUKOB CTOJIOBOM O HAlW4YMKM y pebeHKa (DEHHJIKETOHYPHH.
Mudopmanms o cojepxanuu OenkoB, KajmopuitHoctd, bJKY posoautca 10
POJUTEIIEH.

Pexxum  nuraHus  oOyyaroupxcs ¢ (EHWIKETOHYpHEH  MOXET
COOTBETCTBOBATh PEXHUMY TIMTaHUS OCTaJIbHBIX YYE€HHKOB, JOINOJHHUTEIbHBIX
(MpOMEXXYTOYHBIX) MPUEMOB MULIH HE TpeOyeTcs.

[Tpy MCIoIb30BaHUH MTPOAYKTOB ITMTAHMSI, H3rOTOBJIEHHbBIX MPOMBIIIIIEHHBIM
ciocoboM, ciieayeT oOpauiaTh BHUMaHUWe Ha MapKMPOBKY Ha MPEAMET HalIu4us B
cocTaBe (peHunananuHa u Acraprama, ko E 951, (anrn. aspartame; L-AcnapTii-

L-dbeHunanaHuH).

BrIBOOEI:

1. PacuyeTtHoe COACPIKAHHUC O€eJIKOB B pallMOHE TUIIOBOT'O MEHIO HC IIPCBLILIACT
MaKCUMaJIbHO YPOBEHb, COOTBETCTBYIOT Tp€6OBaHI/IﬂM AUCTOTCPAIIUH  TIPH

G eHUIKETOHYPHH.
2. Vcrionp30BaHKe 3anpellieHHbIX B COOTBETCTBYIOIIEH AUETE MPOAYKTOB HE

BbIABJIEHO.

3. [IlpencraBiieHHble THIIOBBIE MEHIO Ul  OpPraHM3alMM  [HTaHUS
obyuaioniuxcsd B 0011€00pa30BaTe/IbHBIX OPraHU3alUAX € (PEHHIKETOHYPUEI
COOTBETCTBYIOT CaHUTAPHO-DIUIEMHOJIOTHYECKUM TPeOOBAHUAM K OpraHu3aluu

o6mectsedHoro nuranusa Hacenenus CanlluH 2.3/2.4.3590-20 (n. 8.1.2. B uacty,



He npoTtuBopeyalen nosoxenusm MP 2.4, 0162 u tpeboBaHUAM TPAKTUUECKON

JIUETOTEPATTUHN ).

4. TlpencraBiieHHbIE THUNOBBIE MEHIO JUIS JleTed (PEeHHIIKETOHYpPHEH
COOTBETCTBYIOT Metoanueckum pexomenaauusm MP 2.4.0162-19 «Ocobennoctu

OPraHu3alMKM THUTAHUS JIeTel, CTpajaloliMX caxapHbIM JHa0ETOM M HHBIMHU
3a00JIEBAaHUSAM, W COMPOBOXJIAIOIIMMUCS OrpaHUYEHHSIMH B TMHATaHUK (B
o0Opa3oBaTebHBIX U 03I0POBUTENIbHBIX OpraHU3aLUsIX).

5. TlpencraBneHHble TUMOBbIE MEHIO Ul OpraHU3alMH MUTaHUs JIeTeH C
GeHunKeTOHypUue pexkoMeHJoBaHbl (npu  00s3aTEJbHOM  WHAMBHIYaJIbHOM
COrTaCOBaHMM C JieYyalllUM BpauyoM) K TMPaKTHUUYECKOMY [PHUMEHEHHIO B
0011e00pa30BaTENIbHBIX OpPraHU3alUsIX MYHHUIMIAIBHOTO 00pa30BaHKs TOpOU
KpacHonaap.

6. PexomenmoBano, B cootBerctBuu ¢ CanlluHom 2.3/2.4.3590-20,
MHGOPMHUPOBATh POAMTENIEM O COAEepXXaHUU O€enKoB, MKHUPOB U YIJIEBOJOB
MHIWBUYAJIbHO U C UCIIOJIb30BaHHEM caiita 00pa3oBaTeIbHOW OpraHu3alHH.

3aBeqyIOLWMH OTAEIOM KIMHHYECKON JHeTONoruu PoccuiiCKOM JeTCKOM
kmuandeckoii  6onpHuubl  (PKB) — o¢umngaa==RCAOY BO PHHUMY
uM. H.U. ITuporosa Mun3sapasa Poccuu "

VhIO. CrenaHsH




