JaKaoueHHe

K THIIOBBLIM MEHI0, pa3padoTaHHbIM /sl o0ecnevyeHHust THeTH1ECKHM
(VieueOHbIM) NUTAHHEM 00YyUYAKOIIHXCH B MYHHIHIIAJTBHBIX
001meoOpazoBaTeIbHBIX OPranH3aAUHsAX MYHHIHNIAJIBLHOT0 00pa30BaHHS
ropoa Kpacuoaap

JasiButenb: AHO «MHCTHUTYT OTpacieBOro nmuTaHus»

HanMeHoBaHHe NMPOEKTHON JOKYMEHTALIMH:
TunoBoe nauernuyeckoe (JeyebHOE) MEHIO Ul OpraHd3aldu  IHTaHHA

oOyyalonmxcss B MYHMIMIAIBHBIX  001I1€00pa3oBaTe/bHBIX  OpraHU3almix
MYHHLHNATBHOTO 06pa3zoBanms ropox KpacHonap Bo3pacTHoii kateropuu 7-11 se,

UMEIONMX 3a00JieBaHuEe (DEHUIIKETOHY PHUS;
Tunosoe puernyeckoe (JieueOHOE) MEHIO Ui OpraHu3auuy IMUTAHHA

o0yyYaromMXxcsi B  MYHHIMIAIBHBIX  0011€00pa30oBaTe/IbHBIX  OpraHW3alHsAX
MyHHIMIIATBHOTO 06pa3oBanus ropoa KpacHonap Bo3pacTHO# kateropuu 12 jieT u

crapiie, MMeloluX 3abosieBaHte (PEHUIIKETOHYPHSI.
Pazpaborunk npoektHoit mokymeHTauuu: AHO «MHCTHUTYT OTpacjeBoro

nutanus» IOpunnueckuii agpec: 107078. Mocksa, bosbion XapHUTOHBEBCKHH

nep., a. 21, ctp. 1

PaccMOTpeHHble AueTHYecKHe (JiedeOHbIe) MEHIO Ul [ETeH, MMCIOLIMX
3a0osieBaHle  (DEHMJIKETOHYpHs, COCTaBJIeHbl Ha 0a3e MEHI0 OCHOBHOIO
(OpraHM30BaHHOr0)  INHUTAHHsA,  pealn3yeMoro B 001eo0pa3oBaTeIbHbBIX
OpraHu3aLusX MYHHLIMIIAJIBHOIO oOpa3zoBaHUs ropoz KpacHoaap.

[lennecooOpa3HOCTh COCTAaBIEHHS JAHUETUYECKHX (neueOHBIX) MeHIO Ha Oase
MIPUMEHSIEMOTO  MEHIO  OCHOBHOIO  ITMTaHHS o0ycioBlieHa  CHeuu(pUKOH

06111e06pa30BaTENBHBIX OpPraHU3alMi, Ie HCIONB3YEeTC TIpymroBas CHCTEMa
mutanus. [Ipu OJHOBpEMEHHOI peaiu3aliy B YCJIOBHAX 00IIe00pa30BaTe/bHON
OpraHM3alMi HECKOJBKHX JHMET, HEOOXOMMMO Y4YUTBIBATH dakTOop HAIUYUS U
kBanM(UKALIN TTOBAPCKOT0 NEPCOHANA, HATMYUE M COCTOSHHE 000PY10BaHHUS. [Tpu
MOCTPOEHHUH CBOJHOTO MEHIO OpraHu3alMh PEKOMEHIYEeTCs n30eratb LIHUPOKOH
HOMEHKJIATypbl OJHOBPEMEHHO MPHUIOTABIWBAEMbIX OJIOJ AJA PasIMYHBIX THET,
TaKk Kak 3TO OTAromaer paboTy MHIeOJoKa M MOXET MPUBECTH K HaApYLICHHIO
NpaBUJ KyJTMHAapHOH 00paGOTKM MpPOJAYKTOB, YXYAUIEHHIO Ka4yecTBa MUTAHHA H
HapylUIeHHIO  JMEeTUYECKOro  MWTaHMA.  YUMTBIBas  I3TO, L1E1eCO00pa3Ho
npeaycMaTpUBaTh NMPUIOTOBICHHE pAla OJHUX M TEX XKE OJIIOA ISl Pas3UyHbIX
1MeT, obecrednBas TOJNBKO COOTBETCTBYIOIME CIIOCOOB! KyJIHHAPHOH 00PadOTKH H
ananTalMyi HEKOTOPhIX pelenTyp, 4T0O H peaqu30BaHO B IPEICTABJICHHBIX
nueTndeckux (neyeOHbIX) MeHIo. IIpakThKa MoKa3bIBaeT, YTO JMETHYECKOE MEHIO,
cocTap/leHHOoe Ha OCHOBe 00mero (OCHOBHOIO) MEHIO, B YCIIOBHSX KOHKPETHOH
Kol Oyaer peajn3oBaHO € OOJIbIICH BEPOATHOCTBIO, YE€M HHIMBHAYANBHOC
MEeHI0, pa3paboTaHHOE BPAauoOM JIMETOJIOroM 0e3 yueTra BO3MOXHOCTEH nuiednoka

0OpazoBaTe/IbHOM OpraHu3aliH.



B o06s3aresbHOM nopsiike Heo0XoAHMMO corjacopaHue THIOBOTO

JAHETHYECKOIro MEHIO C JieHaluuMm BpavdoMm. C YUeToOM HA3ZHAYEHHUH Jievyallero
Bpaya Ha OCHOBE THINOBOro MEHIO JAHETHYMECCKOIO NMUTAHHUA COCTABJIACTCH

HHHUBHAYAJAbHOe MeHI0. MHauBuHaya/ibHOE MEHIO MNMOAJIEKHT peryJisipHoH

AKTYAJTH3ANHH (MePHOAHYHOCTD ONpeesisieT Jevyauui Bpay).
Crnenyer OTMETHTb, YTO IPU OpraHu3aluyd JUETUYECKOIO (1e4edHOoro)

MATAHHUA B ACTCKHUX OpPraHU30BaHHbIX KOJUICKTHBAX, B TOM Yucyi€ JAOIIKOJIbHbBIX

06pazoBaTeNbHBIX opranu3aLusx, nojoxenus CanlluH 2.3/2.4 3590-20 BTOpHIHbI
U NPUMEHSIOTCA B 4YacTH, HE

M0 OTHOLUEHHUIO K IIPAKTUKE JHETOJIOTHH,
He npumMeHHUMbI B I1OJTHOM

MPOTHUBOpeYallell Ha3zHauYeHUsM JIeyalllero Bpauya.
o6beme kputepun CaulluH 2.3/2.4 3590-20 mo cymmapHbIM oObeMaM OJIOJ Ha
NMOTPEOHOCTU B TMHUILEBbIX BELIECTBAX, YHEPruv, BUTaMHHaX U

[IPUCMbI TTHIIH,
pacCIipcaACJICHHUA B [NIPpOUEHTHOM OTHOLICHHH

MHHCPAJIBHBIX BCILICCTBAX,
HOTpe6HeHHH [MUIIEBLIX BELIECCTB U SHEPI'UH 110 IIpUE€MaM IIHUIIH B 3aBUCHUMOCTH OT

BPEMEHH NPeObIBaHMS B OpraHU3allMH, KOJTMYECTBO [IPUEMOB ITHILH B 3aBUCUMOCTH
OT peXuMa (PYHKIIHOHUPOBAHMUS OpraHu3aluu U pexuma. Kpome toro, He MOTyT
ObITH NMPHUMEHUMBI B IOJHOM OOBEME JUIS JTUETHYECKOro (JIeueOHOro) MUTaHHs

nonoxenus CaunlluH 2.3/2.4 3590-20 «CpenHecyTo4yHble HaOOpBl MMUILEBOH

[IPOAYKILIHHN», TAaK KaK cCoAcCpzKaT IIHIICBbLIC [IPOAYKTHI, 3alIpCIICHHBIC

(orpaHuY€HHBIE) IJI HEKOTOPBIX JHET.

MDeHuIKEeTOHYpUS (phenylketonuria; OKY) — rpymnra
ayTOCOMHOPELIECCUBHBIX 3a00JieBaHHI, OOYCIIOBIE€HHbIX HapylleHHMEM OOMeHa
He3aMEHHMOM aMMHOKUCIOTHI (peHunamaHuHa (PA), rmocrynarouied B OpraHu3M
yejoBeka ¢ OenkoBoit nuued. DPKY o00bequHsS€T HECKOJIbBKO T'€HETHYECKH

reTeporeHHbIX ¢GopM HapylleHuss oOMeHa (peHWIaJlaHWHaA, CXOJHBIX IO

KJIMHHUYCCKHUM IIPU3HAKAM.

e xiaccuyeckass PKY (OKY I tuna), oOycinoBneHHas aeHIHTOM

¢ennnanannH-4-rugpoxcunassl (PATD);
® [ITepHMH-3aBUCHMbIE (OPMBI THUIIEP(PEHUIATAHUHEMHH, CBS3aHHBIE C

nedexrom nrepuHoBoro kogaxkropa (PKYVY II u III Tunos).

OcHoBHou Meto[ JieyeHuss PKY — noxuszHeHHas Aueroreparnus, OCHOBAHHAS
Ha pe3KoM OrpaHM4YeHUM (peHUJIaJIJaHMHA B pallMOHE OOJIBHBIX 34 CHET UCKIIOUCHHUS
BBLICOKOOEIKOBBIX NPOJAYKTOB. M3 panmona OOJILHOIO HUCKIIOHYAIOT MPOAYKTbL ¢
BLICOKMM cojiepkaHueM Oenka (COOTBETCTBEHHO M (DEHHJIAIAHHHA):  MSICO,
MACOTIPOAYKTEI, pbIOY, ppIOOIIPOILYKTBI, TBOPOT, fii10, 0000BLIC, OPEXH, HIOKOIA,
HEKOTOpbLIE KpYIbl € 3aMEHOH Ha CHELHaTn3UPOBAHHBIC TPOJYKTHI H CMECH.
Jlonycrtumpie B jinere HaTypajibHble TMPOJAYKTbI, TaKHe KaK OBOIIM, (PPYKThI M
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HCKOTOPLIC JAPYIrue NMpoAYKTbl ¢ HU3KUM COJICPXKAHHUEM Oesika BBOJSIT B palfHoOH B
COOTBCTCTBHHU C MMOACHETOM COJZIep>Kalerocs B HUX (])elmnanal—mna.

JlepuuMT OCHOBHBIX NUTATENbHBIX BEILECTB, MpPEXIe BCero OENKOB,
BUTAMHUHOB M MHUHEPAJIOB BOCIOJHAETCS 3@ CYET CIEHAIM3UPOBAHHBIX JICUEOHBIX
[IPOJYKTOB M MEJMILMHCKUX IIpenapaToB, J0 YpPOBHs ycraHoBjaeHHoOro MP
2.3.1.0253-21 "HopMmbl (pu3nonoruyeckux rnorpeOdHoOCTel B SHEPTHH U IMHIIEBBIX
BEILIeCTBAX JUISl pa3IMUHBIX rpyni HaceneHus Poccuiickoii denepauuu” (1ad.21).

Jluerorepanus npeaycMaTpuBaeT 3aMeHY BbICOKOOEJIKOBBIX IMPOAYKTOB Ha
CIIeLMAIIM3UPOBAHHBIE (C YACTHYHBIM WIIM TTOJHBIM MCKJIIOUeHHEM (peHUIaaHuHa)
cMecu. Cnenuanu3MpoBaHHbIE CMECH HA3HA4YaroTCs Jie4yallluM Bpa4voM, C Y4YETOM
O€JIKOB, MOJIYUYEeHHBIX C MUIIEH, JONOJIHUTEIBHO K PAllMOHY MUTaHUs 00JIbHOTO. J11is
pacyeTra KOJIMYECTBA CMecel HeOoOXOIMM €)XEJHEBHBINM YyueT (peHUJIaIaHHHA,
O€JIKOB, >XKMPOB, YIJIEBOJOB, YHEPTHH, MOJy4YaeMbIX C mulei. Pacyer CyTOYHOM
J03bl CIIELUATU3UPOBAHHOIO MPOAYKTAa MPOU3BOJUTCS C Y4ETOM (peHUJIaJlaHUHA,
MOJIy4yaeMoro ¢ nuuen. bejlok 3a cyeT eCTEeCTBEHHBIX [POAYKTOB B JHETE
PacCYUTHIBAECTCS, UCXOS U3 JONYCTUMBIX CYTOUHBIX KOJIMYeCTB PA C yyeToM, 4YTO
1 r Oenka comepxut npudausuteapbHo 50 Mr @®A. B 3aBUCUMOCTH OT
NEPEHOCUMOCTH MUIIEBOTO (hDeHUIAJIaHUHA JONYCTUMOE U 6€30MacHOe KOJIMYECTBO
DA B cytku coctasisieT 10-20 Mr Ha 1 Kr Beca peOeHKka.

B TUMOBBIX MEHIO, COAEPXKATCS CBEAEHHUS O COAEpKaHUU OEJIKOB, KHUPOB,
YIJIEBOAOB M JOHEPreTHYECKOM LIEHHOCTH B KaXJoM OJif0oJie, 4YTO I103BOJISIET
KOPPEKTUPOBAaTh CYTOYHbIM pallMOH, B TOM YMCJI€ JIOMAlIHWE IPUEeMbl MUIIH, a
TaK)X€ KOJIMYECTBO CIIELIMAJIM3UPOBAHHBIX CMECeH, UCXOAs M3 MHIAUBHIYaTBHOIO
npoduis pedeHkKa.

I[Ipy npakTHyecKoM NPUMEHEHUH TUIIOBOI'O MEHIO MPeyCMaTPUBAETCS, UTO
MaKCHMMajJbHOE KOJIMYECTBO OEJIKOB, IOCTYMAIOLIUX C MHULIEH, PeryJupyercs
00BEMOM IOPLMH, MCXOIsd M3 MHAMBHIAYyalbHOIro mpoduns (Bec, Kr) pebeHka c
OKY, B COOTBETCTBUM C Ha3HAYEHUSMHU Jieyallero Bpava.

[Ipy cocraBieHMM IIPEACTABIIEHHBIX MEHIO YYTEH IMepevYeHb IUILEBOi
NPOJAYKIHUM, KOTOpas He JAONYCKAaeTCs B MHMTAHUU JEeTed U TOJPOCTKOB C
(eHmnkeToHypuen. llpofykThl, 3ampelieHHble K HCMOb30BaHH npu OKY
(npunoxenue No 1 xk MP 2.4. 0162 -19) B MeHI0 He BbisiBNIeHBI. B npencrasieHnbIx
MeHio Juid jgered ¢ DKY BKIIOYEHBI Crneluaau3MpOBAHHBIE HH3KOOEIKOBLIE
MPOJYKThI — caro, 6€30eJIKOBbI Xj1e0, MaKapoHHBIE U3/elus 0e30eKoBbIe.

MakcuMasbHO JIONYCTUMBIH YPOBEHDb COZiepXKanust OeIKOB U (GeHnananiua
B IIPEJCTABJICHHBIX MEHIO pacCyUTaHbl BEPHO (JUIS CPEAHUX MoKa3aTenel Beca B
BO3PACTHBIX I'PYyIIax) B COOTBETCTBUU ¢ MeToJIMUeCKUMH peKoMeHanusimu MP
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2.4.0162-19  (npousBeneHbl  pacyeTbl  XMMHUKO-DHEPIE€THYECKOIO0  COCTaBa
PEKOMEHAYEMBIX HA0OpPOB IUINEBLIX IMPOJAYKTOB [0 TMpHeMaM IHAIIA  JUIA
OpraHu3alK NUTaHus jereii ¢ Gpennnkeronypueit (tad.3 npun.d MP 2.4.0162-19))
U DenepanbHbIMU KIIMHUYECKUMH PEKOMEH/IaUMsIMU 110 JIMarHOCTUKE U JIEUYCHUIO
(EHUIKETOHYPHHU.

PacuetHoe coneprkaHue O€JKOB B pallMOHE TUIIOBOIO MEHIO HE MPEBbIILIACT
MAaKCUMaJIbHO YPOBEHb.

B coorBetcrBuuM ¢ nm 2.5.5 MP 2.4. 0162-19 C unenbto obecrnieyeHus
0e30MacHOro M 30POBOr0 MUTAHUS JieTel ¢ (eHUIKETOHYpHUEH, aAMUHUCTPALIMH
OpraHM3allid COBMECTHO C POAMTENISIMH PEKOMEHAyeTcs MpopaboTaTh BOMPOCH
nopsiika TNUTaHUA peOeHKa, NPOUMH(POPMUPOBATH KJIACCHOIO PYKOBOIMTE/IS
(BocriuTaTesist), pabOTHUKOB CTOJIOBOM O HAMYMKU y pebeHKa (DEHHJIKETOHYPHH.
Mudopmauus o coxepxanun OenlkoB, KkamopuiHoOcTH, bIXKY nposoauTcs 10
POJTUTEJIEH.

Pexxum  nuTaHus ~ obOydaromuxcsi ¢ (DEHUIKETOHYpHeH - MOXET
COOTBETCTBOBATh PEXUMY TIMTaHUS OCTAJIbHBIX YYEHHUKOB, JOIMOJIHUTEJIbHBIX
(MpOMEXYTOYHBIX) MPUEMOB MULIU HE TPeOyeTCs.

[Tpu MCII0JIb30BaHUH MTPOAYKTOB ITUTAHMSI, H3TOTOBJICHHbBIX MPOMBIIIIIEHHBIM
criocoboM, ciaeayeT obpaiaTh BHUMaHUE HA MapKMPOBKY Ha MpeAMET HaJIWu4us B
coctaBe (eHunanaduHa u Acnaprama, ko E 951, (anrn. aspartame; L-AcnapTui-

L-penunananuH).

BrIBOOEI:

1. PacyeTHOE coziepkaHKe OeJIKOB B palliOHE TUIIOBOI'O MEHIO HE IIPEBBILIACT
MaKCHMMaJbHO YpOBEHb, COOTBETCTBYIOT TpPEOOBAaHUSAM IUETOTEpPANUU IMpPH

(GeHUJIKETOHYPHH.
2. Vcrionp30BaHKe 3anpellieHHbIX B COOTBETCTBYIOIIEH AUETE NMPOAYKTOB HE

BBIABJIECHO.

3. [IlpeacraBieHHble THUIIOBBIE MEHIO U OpraHM3alMd  IHTAHUS
obyyatoumxcs B 0011e00pa30BaTe/IbHBIX OPraHN3alUsX € (EHUIKETOHYpHEH
COOTBETCTBYIOT CAHUTAPHO-DMUIEMHOJIOTHYECKUM TPEOOBAHUAM K OpraHu3aluu

o6mectperHoro nuranus Hacenenus CanlluH 2.3/2.4.3590-20 (n. 8.1.2. B wacty,



He npoTtuBopeyvaler nosoxenusm MP 2.4, 0162 u tpeboBaHUIM TMPAKTUUECKON

JILETOTEPATIUN).

4. TlpencraBiieHHbIE THIOBbIE MEHIO JUIsl JeTed (PEeHMIIKETOHYpPHEH
COOTBETCTBYIOT Metoauueckum pexomenaanusim MP 2.4.0162-19 «OcobennocTy
OpraHu3ali¥ TMHTAHUS JeTed, CTPajalolluX caxapHbIM JUHa0ETOM M HHBIMH
3a00/IEBAHUSIM, M CONPOBOXJAIOIIMMUCS OrpAaHUYEHUSIMM B MHUTAaHUK (B
o0pa3oBaTebHBIX U 03I0POBUTENIbHBIX OpraHU3aLusiX).

5. TlpencraBneHHble TUMOBbIE MEHIO Ui OpraHU3alMH MUTaHMsA JIeTeH C
GeHunKeToOHypue pexkoMeHJ0BaHbl (npu  00s3aTEJbHOM  WHAMBHAYaJIbHOM
COrJTACOBAaHMM C JieyalMM BpadyoM) K TMPaAKTHYECKOMY [PUMEHCHHIO B
0011e00pa30BaTENbHBIX OPraHU3alUsIX MYHHIUIAIBHOTO 00pa3oBaHUs TOPOU
KpacHonap.

6. PexomengoBaHo, B cootBerctBuM ¢ CanlluHom 2.3/2.4.3590-20,

MHGOPMUPOBAThL POJMTENIEH O CcojAep)XaHUU O€JIKOB, >XHPOB U YIJIEBOJOB
MHIWBUYaAJIbHO U C UCIIOJb30BaHUEM caiiTa 00pa3oBaTeIbHOW OpraHu3alHH.

3aBedyIOIMI OTJAENIOM KIMHHYECKON auerosoruu Poccuickod AeTCKOH
kmuanueckoir  O6onbHUuBl  (PAKB) —  ¢dunmngaa=—=RICAOY BO PHHUMY
nMm. H.U. ITuporoBa Mun3zapasa Poccuu "

Vh}O. Crenausu




