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MemooomM — JieueHuss  OaHHO20 — 3a00nesanus — AGIAEMCcs
Ouemomepanusi — 0be3benkosoe JneuebHoe numanue. Ilpu
paspabomke u opeanuzayu cxem 0becneueHus. WKOIbHUKOB
HEOOXOOUMBIMU UM PAYUOHAMU — JIeHeOHO20 — NMUMAHUSA
pezyupyrowue opeanbl CIAIKUSAIOMCA ¢ PAOOM npoonem, npu

Ludmila A. Ashikhina

Candidate of Technical Sciences, Associated Professor

Central Russian Institute of Management — Branch of RANEPA
(Orel, Russia), Associated Professor of Food Technology, Service,
Trade and Customs Department

ala-orel@yandex.ru

https://orcid.org/0000-0003-4408-6013

SPIN 8345-5646

Elena V. Izvekova

Candidate of Biological Sciences, Associated Professor

Central Russian Institute of Management — Branch of RANEPA
(Orel, Russia), Associated Professor of Food Technology, Service,
Trade and Customs Department

andizvek@mail.ru

https://orcid.org/0000-0002-9965-0673

SPIN 2444-1211

Elena G. Merkulova

Candidate of Biological Sciences, Associated Professor

Central Russian Institute of Management — Branch of RANEPA
(Orel, Russia), Head of Food Technology, Service, Trade and
Customs Department

lenamerkulival 972@yandex.ru

SPIN 5650-0291

Nataliya V. Lisichkina

Candidate of Economic Sciences, Associated Professor

Central Russian Institute of Management — Branch of RANEPA
(Orel, Russia) Associated Professor of Management and Personnel
Management Department

lisichkina-nv@ranepa.ru

https://orcid.org/0000-0002-7114-4330

SPIN 7418-9506

Alina S. Mintsevich

Central Russian Institute of Management — Branch of RANEPA
(Orel, Russia), Postgraduate Student of Food Technology, Service,
Trade and Customs Department

karolina9292@bk.ru

The article systematizes approaches to the development
of state and municipal management system in the field
of organizing school meals for children with
phenylketonuria, a genetically determined metabolic
pathology. The main effective treatment mode of this
disease is diet therapy — protein-free therapeutic
nutrition. Developing and organizing schemes of
medical nutrition rations provision for schoolchildren,
regulatory authorities face a number of problems, to
solve which regional specifics, children’s age, length of
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MEHEJXKMEHT

peuwenuy Komopuix HeoOX0O0UMO YHUMbIBAMb PeSUOHATLHYIO
cneyughuxy, so3pacm oemeti, OMUMENLHOCHb NPEOLIBAHUSL UX 6
wikone u opyeue ¢haxmopul. Ha ocnosanuu Oeticmsyroweri
HOPMAMUGHOU OOKYMEHMAayUL asmopamu ObLiu paspadomanvl
nepcnexmusHsle no0Xo0bl K NOCIMPOEHUIO U OpeaHu3ayuu
payuoros numanus Oemeli-wikonohukog 1—4 u 5—11 xnaccos,
obyualowuxcsi 6  20CYOapCMBEHHbIX U MYHUYUNATBHBIX
06ueobpazosamenvibix opeanuzayusx Oprosckoii oonacm.

Kniouesvie cnosa: ucmopuueckoe passumite, cucmemvl YnpagieHs,
pecuoHanbHblll  CManoapm, — coyuambhas  cghepa,  obpasosanie,
30pasooxpaneHue, hpeHunanaHuH, OUemomepanus, WKOIbHOe NUMaHrue.
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their stay at school and other factors must be taken into
consideration. Based on the current regulatory
documentation, the authors developed promising
approaches to creation and organization of nutrition
diets for schoolchildren of 1-4 and 5-11 grades
studying in state and municipal educational
organizations of Orel region.

Keywords: historical development, management systems,
regional standard, social sphere, education, healthcare,
phenylalanine, diet therapy, school meals.
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Beeoenue

®Oenunkeronypus (OKY) siBrsieTcst 0THAM W3 JJOCTATOYHO XOPOIIIO H3YUSHHBIX Op(haHHBIX 3a00meBanuii [ 10; 29;
30; 33]. ®enmkeTOHYpHs OBLIA OJTHOM M3 TIEPBBIX HACIICACTBEHHBIX OOJIe3HEel 0OMEHa BEIECTB, BKIIIOYEHHONW B MacCo-
BbIl HEOHATAbHBIN CKpUHHUHT B Poccuu Gonee 30 net Hazan. CornacHo uH(bopMaIii MeTuKo-TeHETHIeCKOTO Hayd-
Horo nenTpa uM. akagemuka H. IT. Boukosa (PI'BHY «MI'HLI»)'., B Poccuu ¢ 3a60mneBanneM OKY ekeroqHo poxkia-
forcst B cpeatemM ot 250 mo 300 meteit, 9To ABISETCS OTHOCHTENTBHO CTAOMIBHBIM KOJTMIECTBOM B TEUYCHHE MHOTHX JIET
uccnenoBanuid. Ilo manueiM Munsapasa Poccun, pesynsrats! ckpunuara 2021 roga nokasanu, 4To paclpocTpaHEH-
nocts PKY cocraBiser oauH ciydail Ha 7 000 HOBopoxkIeHHbIX AeTeil. B 2022 rofy 1o pe3ynbTaTaM MacCOBOIO HEO-
HATaJIFHOTO CKPUHUHTA OBLIO 3aPErUCTPUPOBAHO 239 HOBOPOXKACHHBIX C 3THM 3a00JICBAHHEM HA IOCHMITTOMATHYCCKOM
cramuu. B nepuog ¢ stHBapst o maii 2023 rona crienmanucts BB ooiee 80 maruentos ¢ @KV, mist 6onee noso-
BUHBI 13 HUX Hccnenosarenn GTBHY «MITHLIy yoke MoATBEpMIIN IMATHO3 MOJIEKYJIIPHO-TEHETHYECKMMH METO/IaMH

OKY xapakrepuzyeTcst HapyIIeHHEM THIPOKCHIMPOBAHNSI aMUHOKUCIIOTHI ()eHUIATIaHUHA, TOCTYTAFOIICH B Op-
TaHU3M YeJloBeKa ¢ OeNKOBOM THIIeH; (peHIITaTaHuH U €T0 METa0OJIMTHI HAKATUTMBAIOTCS B (PU3UOTIOTUUECKUX HKHIKO-
CTSIX M TKaHSX, TOKCHYECKH BO3ICHCTBYS M TSKEIO TTopaxasi eHTpansHyto HepBHYTo cuctemy (LITHC). ITockonbky mpu
OKY naronormieckue nameneHus B [IHC nposBIistioTest B HapyIIeHNH YMCTBEHHOTO Pa3BUTHS, TO TAHHOE 3a00JIeBaHe
0e3 JiedeHus SBJISIETCS KpaifHe OTIaCHBIM B JICTCKOM Bospacte [4; 18; 24; 28].

OnHuM U3 TIaBHBIX d()(HEKTUBHBIX METOMIOB JICYCHHUS TEHETHUECKH 00YCIIOBIICHHBIX TIATOJIOTHI 0OMeHa Be-
IeCTB, K KoTopbiM oTHOCHTCS DKV, sBiseTcst nuetoTepanus. JlueroTepanus npu kinaccudeckoit popme OKV 3a-
KJIFOYACTCsI B OFPaHMYCHHH MMOCTYIUICHHS (PeHUIIaTaHnHA, 0OMEH KOTOPOTO HAPYIICH B PE3yJIbTaTe MYTAI[HOHHOTO
Omoka epMEHTOB 3a CUET UCKITFOUCHHSI BRICOKOOCIKOBBIX MPOIYKTOB U3 palMoHa MuTaHus. [1o MaHHBIM COBpe-
MEHHBIX HCCIIe/IOBaHNH, 6e30eIKoBoe (HU3K00EIKOBOE) JieueOHOE MUTaHKE JOJKHO BBOAUTHCS C MOMEHTA 10/
TBepxKAeHus nuarno3a ®KY mpu yposHe peHmnanannHa Ha CKpUHUHTE >360 MKMOIIB/I (> 6 mr/mn) [10; 22].

! B Poccuu 3a name mecayes 2023 zo00a eviaeuru Gonee 80 nayuenmoe c  penuncemonypueti // TACC. — URL:
https://tass.ru/obschestvo/18124827?ysclid=I10rj989hw40604253 1.
2 «Hemvsn Oadice mnpobosamv Mmscoy: Kax ocueym modu ¢ enuikemonypueii. 6 Poccuu — 2021 // RT. - URL:

https://russian.rt.com/russia/article/8582 1 1-deti-fenilketonuriya-pitanie-problemy?ysclid=110ut94cef80161492.
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Pacmipoctpanéanocts @KV cpenu nereid, 00yCcoBISHHOW paHHIM BBISIBIICHHEM Ha MACCOBOM CKPUHUHTE, U PSIIT
Tpo0JIeM, CBI3aHHBIX C OCOOCHHOCTSIMH €€ TeUeHHsI M TIOCIIEICTBIHA B ISTCKOM BO3PAcCTe, ONPENeIIHIN aKTyaIbHOCTD
HACTOAIIIEro ucciaenoBanus. [I0CKobKy KauecTBO MUTAHHS M B PAaHHEM JIETCKOM IIEPHOJIE, U BO BpeMs IMpeObIBaHUs
B JIETCKOM JIOIIKOJIEHOM YUPEXKIICHUH, U B MIEPHOJ OOYUCHHS B IIKOJIE BO MHOTOM OIpeessieT (hopMUpOBaHHE
MUIICBbIC TIPUBBIYKHU, YTO OTPAXKACTCSI HA 3[I0POBBEC HE TOJILKO MIKOJHHHKOB, HO M CTYACHTOB, OKa3bIBas HEIO-
CpEeACTBEHHOE BIMsIHKME Ha Oynyniee Gusnueckoe U MHTEUIEKTyallbHOE pa3BUTHE yenoBeka [2; 12; 13; 15; 19; 25;
31; 34], To opraHW3alNUU MIKOJBHOTO MUTAHUS CICIYeT YACIATh 0c000€ BHHMAaHHUE, YTO M CTAJO MPEAMETOM
HACTOSILET0 UCCIICJOBAHMUSL.

O0pa3oBateNbHbIC YUPEKACHU (IIKOJIBI) IPEACTABISIOT COO0H Cpely, OKa3hIBAIOIIYI0 3HAYUTEIILHOE BITH-
STHHE HE TOJIbKO Ha YMCTBEHHOE Pa3BUTHE, HO U HAa BOCIHMTAHHE, M HA KA4eCTBO JKU3HHU AeTei [5; 6; 27], B ToM
4YHCIIe Ha PeXUM U npornecc nutanus. B cnyuae ®KY opranuzanusi NKOJIbHOTO MUTAHKUS UMEET OMpeIeTIEHHbBIE
CIIO)KHOCTH, TaK KaK OCHOBHBIMH IEJIIMU BHEIPCHUS U WCIOJIB30BAHUS CHEIHANBHBIX PAIIMOHOB B IIIKOJIE SIBIISA-
€TCsI TIOBBIIIICHUE TOJIEPAHTHOCTH (IIEPEHOCUMOCTH) (eHIIIATIaHNHA, TT0JTy9aeMOT0 ¢ HaTypalbHOM MUIIeH, n3be-
JKaHUE TSKEIION HEBPOJOTHUESCKONW CUMITTOMATHKH, YIydIlIeHHe KauecTBa Ku3HU pebenka, crpamaromero OKVY,
BKITIOUasi COMANBbHYIO amanTamuo [8; 20; 23; 32].

Kpowme Toro, npobreMsl opraHuzanuu mutanus fetreil ¢ quarao3oM OKY HeoOX0auMo HCCIenoBaTh ¢ y4éroM
PETHOHATIEHOTO aCIIEKTa, TIOCKOJIBKY (PMHAHCHPOBAHKE JETCKOIO MUTAHKS B YIPEKIACHUSIX JOMIKOILHOTO U 00IIEro 00-
Pa30BaHMs OCYIICCTBIISICTCS 32 CUET CPE/ICTB OFOJDKETOB CYOBEKTOB (henepalmy u MyHHIAauTeToB [7; 9; 11].

Obvexmol u MEemMoOOUKa Ucc1e006anus

B kayecTBe 00BEKTa HACTOSIICTO MCCICIOBAHUSA PACCMOTPEHBI PAIOHBI MHUTAHUS JCTEH-IIKOJILHIUKOB
1-4 u 5-11 xnmaccoB, 00y4arOMMXCs B TOCYNaPCTBEHHBIX M MYyHHIIMIIAIBLHBIX 0011e00pa3oBaTeIbHBIX OpraHu3a-
IIUSX, PACTIONOKEHHBIX Ha TeppuTopruu OpIOBCKOH 00JIaCTH.

Pesynomamot u oocyrxcoenue

Cornacho ct. 37. 3akona «O06 obpa3oBannuu B Poccutickoit @eneparuimy, opraHu3aliysi TUTaHus 00ydaro-
IMUXCS 10 00pa30BaTEIbHBIM IPOrpaMMaM Ha4aJIbHOTO OOIIETr0 00pa30BaHUs B FOCYJAPCTBEHHBIX M MYHHIIH-
HaJbHBIX 00pa3oBaTesbHBIX Opranu3anusax ¢ 1 cenrsops 2023 roaa goipkHa NpeaycMaTpiBaTh 0OecIIeueHHe «HE
MEHee OJJHOTO pa3a B JIeHb OECIUIATHBIM T'OPSYMM MUTAHUEM, IPElyCMaTPHUBAIOIIMM HAIWYHE Topsidero 0irona,
HE CYMTasi FOpsiYero HaINTKa, 3a CYET OIO/KETHBIX acCUTHOBaHUH QeepanbHOro 0rojpkera, OI0KETOB CyObeK-
ToB Poccuiickoii deneparyiv, MECTHBIX OIOJXKETOB W MHBIX MCTOYHHKOB (DMHAHCHPOBAHUS, NPETYyCMOTPEHHBIX
3aKkoHoJaTebcTBOM Poccuiickoii Menepaumuny»'. Cormacho ®3 ot 01.03.2020 Ne 47-03 obecneuenue yCioBuii
JUTSL OpraHU3aliy OECIIaTHOTO TOPSYEro MUTaHus ocyiecTsisieTcs modTamao ¢ 01.09.2020 mo 01.09.2023.

Just peanusannu TpeboBaHui (heaepantbHOro 3aKOHOJATENBCTBA OPTaHbl PETHOHAIBHOTO M MYHHIIUIIANb-
HOTO yTIPABJIECHUS B JOCTATOYHO CKAThIe CPOKH JIOJKHBI OBLITM BHECTH U3MEHEHHUS B COOCTBEHHYIO HOPMATHBHYIO
6a3y, mpexycMOTpeB oOecreueHne MUTaHHEM HE TOJIBKO HOPMOTUIMYHBIX JIETEH, HO M AeTei ¢ opdaHHBIMU H
MHBIMH 320071€BaHIAMH, HE MPEISITCTBYOINMHY HHKIFO3HBHOMY OOyUYEHHUIO B 00pa30BaTEIbHBIX OPraHU3aLUsIX.

B cwty MHEPIIMOHHOCTH MBIIUICHUS] M HEAOCTATOYHON OCBEIOMIIEHHOCTH COTPYJHHKOB PETHOHAIBHBIX
JerapTaMeHToB oOpa3oBaHus o mpodiemax aereid ¢ ®KY u apyrumu amMMeHTapHBIMHE 3a00JICBaHUSMH, TIPU
CIEIIHOW pa3paboTKe PeryJMpyoInX J0KyMEHTOB JaHHas crenuduka 3a4actylo He yuuTsiBanach [9; 17; 23].

B TO ke Bpemsl, BO MHOTUX POCCHUICKHX PETHOHAX CUTYyalusl IOCTEIIEHHO U3MEHsIeTCsl K ayunieMy. Tak, B
mkosax bamkoprocrana, HoBocubupckoii, OpeHOyprekoit odnacrell ycrenHo paspadboTaHbl 1 pealtn30BaHbl Ha
PaKTHKE CTEUANbHBIE MIIEBLIE PALMOHBI IS J€Tel, cTpanaomux GKY?2,

JlononHuTenbHBIM (aKTOPOM, YCIOKHSIOIINM CUTYALMIO, SIBJISICTCS O0Jiee BHICOKAsi CTOMMOCTD ITPOJIYKTOB
(DYHKIIMOHAJIBHOTO MHUTAHUS, BKIIOYasl U MPOAYKTHI OE3IIIIOTEHOBOTO psifa. IIpu 3TOM 3aBBIIIEHHAs CTOMMOCTD
MHOTHUX NIPOAYKTOB, MAPKUPOBAHHBIX KaK ()yHKIOHAIbHBIE, HE 00YCIIOBIIEHA X PEaIbHOM MHIIEBON IEHHOCTHIO
1M 0oJiee BEICOKOH ce0€CTOMMOCTRIO TIPOU3BOICTBA (YTO, B IIETIOM, XapaKTEPHO JJIS MPOU3BOJICTBA OE3TIIOTEHO-
BBIX BapHaIM{ MPUBBIYHBIX MPOSYKTOB MUTaHMS), & ABIACTCS JIUIIb MAPKETHHIOBON YJIOBKOH ITPOM3BOAUTEIICH,
MOIJIEP)KUBAIONIUX U aKTUBHO 3KCIUTyaTHPYIOMIMX 320y kIeHus morpebureneii [1; 3; 14; 16; 21; 26].

B OproBckoit o0sactu 10 HeaBHETO BPEMEHHU OpraHu3alust M (PUHAHCHPOBaHKE LIKOJIBHOTO MUTAHUS pe-
TJIaMEHTHPOBaJIOCh NoctaHoBiIeHHeM [IpasurensctBa OpnoBckoii o6mactu ot 03.02.2014 . Ne 16 «O6 opranu-
3alMK IUTaHKs 00yYaKOIIHMXCS 3a CUET OHO/PKETHBIX aCCUTHOBaHMI 00JIaCTHOTO GIO/KETa» >, KOTOPOE MPELyCcMar-
pHBajo BbleNICHHE OIOKETHBIX CPEJICTB ANl 00EeCIICUeHHs IIMTAHUEM JIMILIb OTJEIbHBIX KaTeropui yJarmxcs

I @edepanvnoni saxon om 29.12.2012 2. Ne273-®3 (ped. om 04.08.2023) «06 o6paszosanuu Poccutickoii ®edepayuuy. — URL:
https://base.garant.ru/70291362/.

2 «Hembzs Oadce npobosamb MACO»: Kak ocueym aoou ¢ penunkemonypueii 6 Poccuu — 2021 // RT - URL:
https://russian.rt.com/russia/article/85821 1-deti-fenilketonuriya-pitanie-problemy?ysclid=1l0ut94cef80161492.

3 Hocmanosnenue Ipasumenscmeéa Oprosckoti obnacmu om 03.02.2014 2. Ne 16 «O6 opeanusayuu numanus oOy4arowuxcs 3a cuem
61000i1cemublx accuenosanuil oonacmuozo 6100xcemay. — URL: https://orel-region.ru/index.php?head=17 &part=19&docid=5434.
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(oOydaromuxcst B Ka3eHHBIX 3aBEJICHUSX, JETCH-CUPOT U T.I1.), MpudeM 0e3 muddepeHnraniy pamuoHa ¢ y9eToM
COCTOSIHUS 37I0POBBS YICHUKOB.

B 2020 roxy, B cBsi3u ¢ I3MECHEHHEM (ellepaIbHOTO 3aKOHOJATEIbCTBA, 00IACTHBIM JICIaApTAMEHTAM 37pa-
BOOXPAHCHUS U 00pa30BaHUs OBUIO TAaHO MOPYYCHUE OPTaHM30BaTh OCCIUIATHOE TOpsYee MUTAHUE BCEX 00yYaro-
HIMXCsI, TIOJTYYAIOIINX HadalbHOE 00Iee 00pa30BaHUE B rOCYAaPCTBEHHBIX M MYHHUIIUITATBHBIX 00pa30BaTEIbHBIX
oprarmzanusx Opiosckoii oonactu'. B paMkax HCIIOJIHEHHUs STOro NopydeHus pabodeii rpymnioii mpodeccopcko-
npernoaBareabckoro kowiektiea PAHXul'C (mpu HEmoCpeICTBEHHOM Y4YacTHUHM aBTOPOB) OBLTH pa3pabOTaHBI
10-aHeBHBIC PaLIMOHBI MUTAHUS JETEH-IIKOJIBHUKOB 1—4 1 5—11 KIaccoB uisi rOCYJapCTBEHHBIX U MyHULUIIAb-
HBIX 00IIe00pa3oBaTebHBIX OpPTaHM3allii, PAcTOIOXKEHHBIX Ha Tepputopun OpiOBCKOW 00JacTH, KOTOPHIE B
2022-2024 romax ObUTH BKITIOYEHBI B « PErOHaNbHBIN CTAHIAPT OKa3aHUS YCIYTH MO 00€CTICYCHUIO TOPSIUM ITH-
TaHHEM O0YJarONINXCS B TOCYJAPCTBEHHBIX U MyHHUIUIIATBHBIX 0011e00pa30BaTeIbHBIX OPTraHA3aUAX, PACTIONO0-
JKEHHBIX Ha Tepputopur OpIOBCKOii obnacTh» (nanee PernoHansHeIH cTangapT)?.

IIpu pa3paboTke paroHOB OBUTH YYTEHBI BO3PACT AETEH M JUIMTENFHOCTh MPEObIBaHNSA WX B mIKoie. B
00pa30BaTEeNBHBIX YUPEKICHISIX YICHUKAM, He HaXOIAIIMMCS B TPYTITIE MPOIIIEHHOTO THI, OBLIO PEIOCTaBICHO
2-pa3oBoe ropsuce MUTaHUE: 3aBTPaK u 00e]. DHepreTHyecKas IICHHOCTh PALMOHOB 10 MPpUEMaM IHIIH pacipe-
JleTiiIach cieayrommmM oopazom: 3aBTpak — 20-25 %; odex — 30-35 % ot o01ieit KaIOpHHHOCTH CPEAHECYTOUHOTO
pawiona. Ilpu pacuérax OpUCHTUPOBAIUCH HA HOPMBI (PH3HOIOTMYCCKON MOTPEOHOCTH B SHEPTHH U IHIICBBIX
BemecTsax (manee Hopmer)®. Miexons us Hopm, Bo3pacTHas IepHoAU3als JETCKOTO HACEIEHHS IPH pacuéTax
MEHIO OBLIa pacrpe/esieHa CISAYIONMM 00pa3oM: MIAIINKA MIKOJIbHBINA Bo3pacT 7—10 netT coorBeTcTBOBaAN 1—4
KJlaccaM, CpeJHUI M cTapIinii MKOJIbHBIN Bo3pacT 11-17 ner — 5-11 kiaccam 6e3 yuéra nona.

ITockonbky 1o naHHbIM JlenapTaMenTa 3apaBooxpaHenns OpIIOBCKO# 00JacTH, B PETHOHE TIPOXKHUBAIOT 34
yennoBeka ¢ (eHWIKETOHYpHel, TpuuéM 27 U3 HUX — JETH B Bo3pacTe 10 18 jet?, npu paspaboTke cTaHIAPTHBIX
PaIMOHOB MHUTAHUS IITKOJFHUKOB OBIIa MPEeIyCMOTPEHAa BO3MOXKHOCTh MX aJalTalldi K MOTPEOHOCTSM JaHHOW
kareropuu yuaniuxcs. s nereit ¢ ®KY pa3nudHbIX BO3pACTHBIX TPYII A0MYCKASTCs YMEHbIIEHUE TIOTPEOICHUS
Oenka B cyTkr Ha 10 % B 3aBHCHMOCTH OT MHUILEBOTO CTAaTyca M TOJIEPAHTHOCTH OOJIFHOTO K MHIIE U (peHmIaza-
HUHY. OCHOBHAsI 9aCTh CYTOYHOTO OCJIKa JOJDKHA BOCIOJHATHCS 32 CUET CHCIMAIM3UPOBAHHBIX MPOJIYKTOB Ha
OCHOBE CMECH aMUHOKHUCJIOT .

IIpu cocTaBneHUU PaMOHOB MIKOJIBHOTO UTaHuUs 1is Aeteii ¢ @KV ucnonp3oBanu oOMIEIPUHATHIN TPHUH-
IUIT «ITUIIEBOW CBETO(POP», MPU KOTOPOM HATYpPabHBIC MPOIYKTHI U MPOAYKTHI JUIs MPUTOTOBICHUS OO pa3-
JICIICHBI HA TPU OCHOBHBIX CITHCKA IO COJACPKAHUIO B HUX OeJKa U, CIeJJOBATCIILHO, (DCHIIIANIAHUHA: «3CIEHBINY,
«OKENTBIM» U «KPACHBII».

CoriacHO JaHHOMY TOAXOAY B pa3paOOTaHHOE MEHIO MPEHMYIIECTBEHHO BXOAWIH Pa3pemIEHHBIC MPH
OKY npoaykTsl 1 0J1t0]1a, coAepKaIIe HE3HATUTEILHOE KOJIMYECTBO (peHUIaIaHnHa. DTO IPOAYKTHI, BKITIOUEH-
HBIE B «3€NIEHBII» CITUCOK, KOTOPBIE MOTYT IIPUMEHATHCSI CBOOOIHO B OOBIYHBIX KOIWYIECTBAX: (PPYKTHI U STOJIBI,
OBOIIM U 3€JICHb, HEKOTOPBIC BUIIBI KPYII, 36PHOBBIX M MPOAYKTH UX IepepaboTKH (caro, Kpaxmal TalmnoKH, Ky-
Kypy3HBIH U KapTO(QeIbHBIH, MyKa pHCcOBas M KyKypy3Has), )KHPBI 1 Macla, caxap U CIaJoCTH, HAUTKH (KpoMe
Ta3UPOBAHHBIX HAITUTKOB C Caxapo3aMEeHUTENIEM acrapTaMm).

! Pacnopscenue Ilpasumenscmea Oprosckoti obnacmu om 22 wions 2020 2. Ne337-p «O6 ymeepoicoenuu nepeunss meponpusimuil
(«00podHCHOT Kapmbly) no opeanusayuu 6ecnIamHo20 20psauez0 NUMAanUs 00Yy4alouWuxcs, NOAYHaloWux HavaibHoe obujee obpaszosanie 6
20CY0apCMEeHHbIX U MYHUYUNALbHBIX 00PA308AMENbHbIX Opeanuzayusx, obecneuusarowux oxeam 100 npoyenmos om uucia obyuyaruuxcs,
noyuanwux HayatbHoe odujee 06pasoeaHue 6 20Cy0apCmMeeHHbIX U MYHUYUNATbHBIX 00pazosamensHblx opeanusayusx Oprogckou odracmuy.
— URL: https.//orel-region.ru/sendfile.php?id=30373.

? Mpuxaz Jlenapmamenma odpazosanus Oprosckoii ooaacmu om 20.01.2022 Ne 27 «O6 ymeepaicdenuu Peauonansio2o cmandapma okasanus
yeryeu no obecnedenuio 20pAYUM NUMAaHueM 00y4aiouuxcs no o06paszoeamenbHblM NPOPAMMAM HAYATILHOZO 00uje20 0Opa3o8anus 6
20CY0apCMBEHHbIX U MYHUYUNATLHBIX 00Ue00pas08amenbHblx Opeanu3ayull, pacnonodxicennvlx ha meppumopuu Oprogckou oonacmuy. — URL:
https://obr57.ru/media/ckeditor/orcoko-rykov/2023/10/25/27.pdf ; Ilpuxas [Jenapmamenma o6pasosanus Oprogckoi ooracmu om 11.09.2023
Ne 1665 «O6 ymeepocoenuu Pecuonanvnoco cmandapma oxazamusi yciyeu no o0ecneuenulo 2opsuum numanuem oOyuaiouwuxcs no
06pazoeamenbHblM NPOSPAMMAM HAYATLHO20 00wjec0 00pa306anus 6 20CYOAPCMBEHHbIX U MYHUYUNATbHLIX 00UeobpazosamenbHbIx
opeanuzayull, pachonodicennvix na meppumopuu Oprosckou obracmuy. — URL: http://orel-region.ru/sendfile.php?id=40531; Ilpuxas
Henapmamenma odpazosanus Oprosckoii obnacmu om 29.01.2024 Ne 111 «O6 ymeepoicoenuu Pecuonanvnozo cmandapma oxkazanus yciyeu
no obecneuenuio 2opAYUM NUMAHUEM OOYYAIOWUXCS NO  0OPA306AMENbHLIM NPOSPAMMAM  HAYANLHO2O0 00Wje20 00pa308anus 6
20CY0apCmMEeHHbIX U MYHUYUNATLHBIX 00U e00pa308amebHbIX OP2aAHU3aYUlL, paAcnonodcerHblx Ha meppumopuu Oprosckou obonacmuy. — URL:
http://orel-region.ru/sendfile.php?id=41790.

3 Memoouueckue pexomenoayuu MP 2.3.1.0253-21 «Hopmel (usuonoeuveckux nompebHocmeri 6 sHepauu U NUWEEbIX 6euecmeax O
pasnuunbix epynn nacenenus Poccutickoii @edepayuuy (yme. @edepaibHoll CyaucOoli no Had30py 8 chepe 3awumsl npas nompedumenei u
onazononyuus yenogexka 22 uiona 2021 e.). — URL: https://rospotrebnadzor.ru/documents/details.php? ELEMENT ID=18979.

4 Opnosckum Oemsam ¢ pedkum eenemuueckum 3ab601eeanuem HeHuIKemonypus Heob6Xo0uMbl mepwvl coynoddepycku. — URL:
https://regionorel.ru/novosti/society/orlovskim_detyam_s_redkim_geneticheskim_zabolevaniem_fenilketonuriya_neobkhodimy _mery_sotspo

dderzhki/?ysclid=110w45uwwi950318818.

> Cneyuanusuposanivie npooykmol 1euebHo20 numanus 01 demeil ¢ (henunxemonypueti : memoo. nocobue. 4-e uso., nepepab. u don /
[Bywyesa T.B. u op.]; ®PI'AY «HMHUL] 300posws demeiiy Munsopasa Poccuu. — Mockea: ®I'AY «HMHUL] 300poses demetly Munzopasa
Poccuu, 2018. — 128 c. — ISBN 978-5-9500392-8-7. — URL: https://nczd.ru/wp-content/uploads/2020/12/spec-produkt-lech-pit-detey-
aenilketonuriya-1.pdf.
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Hopwmbl ¢pusnonorndeckoil IOTpeOHOCTH B OCHOBHBIX MHIIEBBIX BELIECTBAX M YHEPTUH C YKa3aHHEM OpHU-
E€HTHUPOBOYHOTO KOJIMYECTBa OelKa, MOTpeOIsIeMoro 3a CUET CIIeUaIM3UPOBAHHOM cMecH 0e3 eHIITaTaHrHA JITIS
neteit ¢ ®KY, koTopbie OBUTH B3STHI 32 OCHOBY TIPH Pa3pabOTKe MKOJIBHOTO MEHIO, TIPECTABICHbI B Ta0HIe 1.

Tabmuuma 1 — Hopwmbl ¢Qu3noiorndeckoil moTpeOHOCTH B OCHOBHBIX IHIIEBBIX BEIICCTBAX W JHCPIHH,
UCIIOJIB3YEMBbIC NPHU pacuETe Topsiuero MUTAHUS JIIs ISTeH MIKOIBHOTO Bo3pacta ¢ DKY*
Hopmbr ¢pusno.rorndeckoii noTpeOHOCTH B OCHOBHBIX ITHIEBBIX BEINECTBAX H JHEPIrHH
Bospacm / knaccet
benok, 2(**) | Kupot, 2 | Yenesoowl, 2 | Duepeus, KKan
CyTouHasi mOTpeOHOCTh
Ot 7 o 10 ner / 1-4 xnacce 63 (54) 70 305 2100
Ot 11 no 17 ner / 5-11 xmaccel 76 (65) 83 363 2500
3aBtpak (20-25% oT cyTouHOIT HOTpeGHOCTH)
Ot 7 no 10 sier / 14 xnaccel 12,6/(10,8)-15,8/(13,5) 14,0-17,5 61,0-76,0 420,0-525,0
Or 11 no 17 ner / 5—11 xnaccel 15,2/(12,8)-19,0/(16,0) 16,6-20,8 72,6-90,8 500,0-625,0
O6en (30-35% ot cyTouHOl MOTpeOHOCTH)
Ot 7 o 10 et / 1-4 xiacce 18,9/(16,2)-22,0/(18,9) 21,0-24,5 91,5-106,8 630,0-735,0
Ot 11 o 17 ner / 5-11 kaccel 22,8/(19,2)-26,6/(22,4) 24,9-29,0 109,0-127,0 750,0-875,0

* Memoouueckue pexomenoayuu MP 2.3.1.0253-21 «Hopmbl ¢usuonocuueckux nompebHocmel 8 sHepeuu U NUWesblx 8ewyecmeax 0/
pasnuunbix epynn nacenenusi Poccuiickou @edepayuuy n.5.3., maon. 21 [5].
** B cKoOKax YKa3aHo opueHmuposounoe nompeonenue 6eika (2) 3a cém cneyuanuzuposantol cmecu 6e3 genunananuna [6].

B MeHI0 Taxke ObLTH BKJIFOYCHBI MPOIYKTHI, TOTPEOJICHUE KOTOPHIX B €XKETHEBHOM parmone mpu OKY
OTpaHUYCHO («KENTHIN CIHUCOK): CIMBOYHOE MACIIO, CMETaHA BHICOKOW )KUPHOCTH (B KAYECTBE 3aIlpaBKH JJIS ca-
JIATOB W MEPBBIX OJIOM), KapTodelnb, KamycTa [IBETHAS, OBOLIHBIC KOHCEPBBL. [IPOIYKTHI U3 «KEITOT0» CHHCKA
PaBHOMEPHO PACIPEACISIIUCh B TCUCHUE JIHS, HCIIOIB30BAIUCH OTPAHHMYCHHO (B JJOITyCTUMOM KOJIMYECTBE), Mpe-
HUMYIICCTBEHHO TOJBKO B COCTaBE OJFOM: XOJOIHBIX 3aKyCOK M CalaToB (MKpa KabauyKoBasi, TOPOILICK 3CIEHBIN
KOHCEPBHPOBAHHBIN, BUHETPET OBOIIHOM, CAJIaT U3 CBEKJIBI C 3€JIEHBIM TOPOIIKOM ), IIEPBBIX Ok (1K, OOPIIL, CYII
OBOIIIHOM, CYII C PHCOBOW KPYIIOH) M BTOPBIX TOPSUMX OO (IIFOpe M3 IBETHOW KAIyCTHI).

B cooTBeTcTBHH ¢ pa3pabOTaHHBIMHU TEXHOJOTHIECKUMU KapTaMH MIPUTOTOBIICHUE TTEPBBIX OJII0]T JOHKHO
OCYILIECTBJIATHCS HA BOJIE MJIM Ha OBOIIHOM OTBape. B MeHto mikonbHOTo niutanus st neret ¢ ®KY npoaykTsl ¢
BBICOKHM COJIepKaHHuEM Oelika («KpacHBI» CITUCOK): MSCO M MACONPOIYKTHI, pbi0a U PHIOOTPOAYKTHI, TBOPOT U
CBIpHI, ST, XJ1e0 U XJ1e000yIOUHbIE W3ICIUs U3 MIISHUIHON, pKAaHOH, OBCIHON M TPEYHEBOM MYKH, KPYIBI U
XJIOTIbs (MaHHAs, TPEeYHEeBas, SUHEBAs, TIIIEHO, TOJIOKHO, XJIOMbS OBCSHBIE «I epKymec») — BKIIIOUEHBI HE OBLIIH.

IIpu moctpoeHnn MWKOJIEHOTO MeHIO i aeteit ¢ @KY Obuto yuTeHO 00s3aTeNbHOE HATHYUE B KAXKIOM
npuéMe MUINY CIIeNUATU3UPOBAHHBIX cMecel 1 0e30eIKOBBIX (HU3KOOEIKOBBIX) MPOIYKTOB (MaKapOHHBIC U XJIC-
000yIIO4HBIC U3AETHS), 32 CYET KOTOPHIX BOCIOIHSIICS CYTOYHBIA OCIOK, HEJJOCTATOK IMOJTMHCHACKHICHHBIX JKUP-
HBIX KHCJIOT, YIJIEBOJIOB M 00CCIIeYnBaIach SJHEPreTHYCCKasl ICHHOCTD JISYEOHOr0 palioHa JO HOPMATUBHEIX O~
KazaTeJeil.

Tunuynabie JHA pa3pabOTaHHOIO MPUMEPHOTO NECATUAHEBHOTO MCHIO ISl OPTaHU3aLUU FOPSYEro MmuTa-
HUS OPJIOBCKUX JeTEeH-IIKONBEHIKOB 1—4 1 5—11 kmaccoB, o0ydaromuxcs B TOCYAapCTBEHHBIX H MYHHUIIHIIATBHBIX
0011e00pa3oBaTeNbLHBIX OPTAHU3AIMSX, IPEJCTABIICHBI B TA0HMIax 2 U 3.

Tabmuna 2 — TUMUYIHBINA TeHh TPUMEPHOTO JAECATUIHEBHOTO MEHIO ISl OPTaHNU3AIMH TOPSYETO MMUTAHUS JACTeH-
HIKOJIbHUKOB 1—4 KjaccoB

Boixoo Huweevle seuecmea, 2
IlIpuem Duepzemuueckan
Haumenoeanue onrooa oniooa, N TK
nuwju benok (*%) Kupwr | Yeneeoovt | uennocms, kxkan
MUY 2
3aBtpak | CanaT U3 MOPKOBHU C 50 0,6 0,4 12,7 57,0 1.13
H3IOMOM
Kama carosas 10 % 100 0,12 34 13,4 83,0 1OKY
Macno cIMBOYHOE 10 0,1 7,2 0,1 66,0 1.3
(nopuusiMu)
Yaii ¢ TMMOHOM 200 0,2 0 13,3 52,6 9.1
Bynouka HU3K0OENKOBAst 30 0,25 1,6 19,2 92,0
S16n0K0 150 0,6 0,6 14,7 70,5 8.1
Crienuanu3upoBaHHBIN Ue- Bun npoaykTa 1 ero KOJIM4ecTBO 3a MPUEM MUIIH ONPEAEIIeTCS
TUYECKH (JIeueOHBIN) mpo- MeANaTpOM MHAMBUAYAIBHO 10 KAXAOMY peOCHKY
KT (CMECh) MPOMBIIIICH-
HOT'O IIPOU3BOJICTBA
HWroro 3a 3aBTpak* 540 1,9 13,2 73,4 421,1
Hopma 12,6/(10,8)— 14,0— 61,0-76,0 420,0-525,0
15,8/(13,5) 17,5
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Buoixoo Huweevle seugecmea, 2
IlIpuem Duepzemuueckan
Haumenoeanue onrooa oniooa, N TK
nuwu benok (%%) Kuput Yzeneeoont UEeHHOCHb, KKaT
MUY 2
Oo6en Hkpa kabaukoBast 60 1,1 5,4 4,7 71,4 1.7
CTCPIIIM30BaHHAS
PacconpHuk*** 250 1,6 5,1 16,5 118,0 2.5
Kanycra tyménas 150 3,0 4,0 20,0 129,0 7.3
Kucens u3 mionos 200 0,3 0 32,0 153,4 8.5
[IMIOBHHKA (BUTAMUHHBIH)
X110 HU3KOOETKOBBIN 50 0,3 1,25 29,5 138,0
Crienuanu3upoBaHHBIN Ue- Bun npoaykTa 1 ero KOJIM4ecTBO 3a MPUEM MUIIH ONPEAEIIeTCS
TUYECKH (JieueOHBIN) mpo- MeANaTpOM MHAMBUAYAIBHO 10 KaXAOMY peOeHKY
KT (CMECh) MPOMBIIIICH-
HOT'O IPOU3BOJICTBA
Wroro 3a o6en* 710 5,7 15,8 102,7 609,8
Hopma 18,9/(16,2)— 21,0— | 91,5-106,8 630,0-735,0
22,0/(18,9) 24,5

* [anunvle 6 epaghe npusedensvi be3 yuéma Koruuecmea 8b10a6aemMo20 CReYuaIu3Upo8aHHO20 OUemu1eckozo (1euebno2o) npooykma (cmecu)
ona demeti ¢ PKY.

** B ckoOKax yKasaHo opueHmuposouHoe nompebienue benka 3a cuém cneyuanusuposaHHo20 Ouemuyeckozo (1euebnozo) npooykma (cmecu)
ons 0emeti ¢ PKY.

*** [lepevie 61100a 20mossim HA 800e UL 08OUJHOM OMEape.

Tabnuua 3 — TUMUYHEIN IEHb TPUMEPHOTO JECATHIHEBHOTO MCHIO JUTSI OPTaHHU3AIMN TOPSYCTO TUTAHUS ICTCiH-
IIKOJBLHUKOB 5—11 Kj1accoB

Boixoo ITuwesvie sewecmea, 2 Onepeemuuecka
Ilpuem
nuwu Haumenosanue oniooa oniooa, Benok (%) Kupot Voneeodut A UEHHOCHb, N TK
MJL UU 2 KKa
3aBTpak |MOpKOBb TyIIEHAs C 150 2,1 5,1 33,2 144,5 20KY
SI0JI0KaMH
Maciio ciuBoOYHOE 10 0,1 7,2 0,1 66,0 1.3
(TIoprmsIMH)
Yaii ¢ caxapom 200 0,2 0 13,3 52,6 9.1
Bynouka HE3KO0EIKOBas 30 0,25 1,6 19,2 92,0
I'pyma 150 0,6 0,6 15,5 70,5 8.1
CrienManu3upoBaHHBIN 1He- Bun npoaykTa 1 ero KOJIM4ecTBO 3a MPUEM MUIIH ONPEAEIIeTCS
TUYECKUH (JIeueOHbIN) po- NeIuaTpoM MHAMBUAYAIBHO 10 KaXIOMY PEOCHKY
KT (CMECB) MPOMBIIILICH-
HOTO IIPOU3BOJICTBA
Hroro 3a 3aBrpak*® 540 34 14,5 81,3 425.6
Hopma 15,2/(12,8)— |16,6-20,8| 72,6-90,8 500,0-625,0
19,0/(16,0)
O6en Cauat U3 CBEKJIBI C 3¢JEHBIM 100 1,8 6,5 10,4 104,0 1.16
TOPOIIKOM
[u u3 cBexel KanmycTsl ¢ 250/10 1,7 4.9 11,5 96,8 2.4
KaprogeneM co
cMeTaHon***
OBo11HOE Mope 200 4,0 8,4 26,0 195,6 3DKY
Cok BUHOTPAIHbIH 200 0,6 0 38,0 1544 9.6
Xi1ed HU3KOOETKOBBIN 50 0,3 1,25 29,5 138.0
Crienuanu3upoBaHHBIN JTHE- Bun npoaykTa U €ro KOJHYeCcTBO 32 MPUEM ITHIIH OMPEACISICTCS
THYECKUi (JIe4eOHBII) PO~ MeNATPOM UHIUBHAYAIBHO 110 KAXKIOMY pEOCHKY
KT (CMECh) IPOMBILIICH-
HOTO NMPOM3BOJICTBA
Hroro 3a oben* 810 8,4 21,1 115,4 688,8
Hopma 22,8/(19,2)— |24,9-29,0| 109,0-127,0 | 750,0-875,0
26,6/(22,4)

* [aunvle 6 epaghe npusedensvi be3 yuéma Koiuuecmea 8b10a6aemMo20 CReyuaIu3Upo8aHHo20 OUemuieckozo (1euebno2o) npooykma (cmecu)
ona demeti ¢ PKY.

** B ckoOKax yKa3zano opueHmuposoyHoe nompeoierue Oeika 3a cuém cneyuaiusupo8anHo20 OUemuieckozo (1ededrHo20) npooykma (cmeci)
ons 0emeti ¢ PKY.

*¥* [lepevie 6.1100a 20mMossim HA 800€ UL 0BOUJHOM OMBaApe.

Ha ceropnsiunuii 1eHp B HallIEH CTpaHe UCIOJIB3YETCs IUPOKUI ACCOPTUMEHT CIELUATIM3UPOBAHHBIX cMeCcEr
6e3 (enmmananrHa, cOaTaHCHPOBAHHBIX 10 COCTABY aMHHOKHCIIOT, BUTAMHHOB M MHHEPAJIOB B COOTBETCTBUH C TIO-
TpeOHOCTIMH Pa3IMIHBIX BO3pPAcTHHIX rpymil. CoriacHo pekoMeHIaIsM MuHcorpa3sutisi PO, aMIHOKHCTIOTHBIE
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CMECH ¥ CIICIHAI3UPOBAaHHbIE IPOLYKTHI JiedeOHoro mutanus npu @KV 1omKHBI He TOIFKO OTBEYATh TPSOOBAHISIM
0E30MaCHOCTH M CTAHIAPTaM KauecTBa, HO M IMETh XOPOILHE OPraHONENTHYECKAE XapaKTepHCTUKH . [Tpr 5TOM BUI IIpo-
JyKTa ¥ €r0 KOJIMYECTBO 3a MPUEM TIHIIH JTODKHBI OTIPEIeIIATECS TTIeINaTPOM HHANBUAYAIHFHO TS KaKIOTO peOeHKa.

ITo nanueiM JlemaptamenTa 3apaBooxpanenust OpiioBckoit o0mactu, ooecrneuenue nanueHTos ¢ ®KVY cre-
UATU3UPOBAHHBIMH TPOIYKTAMH JICYSOHOTO MUTAHUS OCYIIECTBISCTCS 3a CYET CPEACTB OOJNIACTHOTO OrO/IKETa
HE3aBHCHUMO OT HAJIMYUS U OTCYTCTBHUSI MHBAJUAHOCTH. [[allMEeHTHI, MPOILIEAIINE MEAUKO-COLUATIbHYIO dKCIep-
TU3Y ¥ HAXOJSIIUECS MO/l HAOOICHUEM B MEIUIIMHCKIX OPTaHU3AIMIX 00JIaCTH, Ha PETyJIIPHOW OCHOBE 00ec-
MICYMBAIOTCS CIICUATU3UPOBAHHBIMY JTUCTHICCKUMU (JIEYeOHBIMU) MPOJAYKTaMU (CMECSMH) IO PEKOMCHIAUU
Jnevaiero Bpaya’. Bpau HazHauyaeT Ie4eOHbI OIPOIYKT HA OCHOBAHHHU YCTaHOBJICHHOT0 auarno3a ®KY, ceplasich
Ha [epedeHb, yTBEPKASHHbIH pacnopsxkenneM [IpasurenscTa PD3.

ITpu opranmzaruu mMKoJILHOTO TUTaHus Ay nereit ¢ DKY He TpeOyeTcs OTAenbHON CTOJIOBOW M KyXOHHOK
TIOCYIBI, OTJETBHBIX TEXHOJIOTHYECKHX CTOJIOB, Pa3AeIOYHOr0 HHBEHTAPS. AJITOPUTM OPTraHNU3aLNH HHIMBH/TY aTbHOTO
MIUTaHUS B IIKOJIAX JUIS AeTel ¢ 3a00JIeBaHMSMH, COIPOBOKIAIOIIMMH TTHIIIEBEIMUA OTPAHNYCHUSIMH, TIPEICTABICH B
PernonansHoM cranmapte. PazpaboTaHHOE MEHIO COTJIACOBBIBACTCS C MIEAMATPOM M POIUTEIIIMU; BMECTE C TEXHOJIO-
THYECKIMH KapTaMH eTO PEKOMEHIyeTCs pa3MeIiaTh Ha OPHUIMAIIEHOM caiiTe 00pa3oBaTeIbHON OpTaHN3AIINIL

3aknwouenue

Takum 00pa3oM, KOMIUICKCHBIN MOIXO0/, BKIIOYAIOIINN PAHHIOK JHATHOCTHKY, MEIMIMHCKOE HAOIII0Ie-
HUE, MEPBI COIMATHLHOMN MOICPKKH, HA3HAYCHHE HU3KOOCIKOBOW TUETHI, TOCIOICPIKKY B 3aKYIKE CICIIHATA3H-
POBaHHBIX JICYEOHBIX MPOAYKTOB, MO3BOJSIET PELIATh LENbIA Psi po0ieM marueHToB ¢ auaraozom ®KY. Opra-
HU3aLHUs [KOJIBHOTO MUTAHUS SBJISETCS OAHUM U3 BaXKHBIX HHCTPYMEHTOB KOMIUIEKCHOTO MOAX0/1a K YIIyUIIEHUIO
KadecTBa xu3HM neteit ¢ DKV, u B OpiioBckOM pernoHe UMEIOTCS Bce HE0OXOUMBIE JUTSl 3TOTO BO3MOYKHOCTH U
MEXaHHU3MBI, TIO3BOJISIONINE YUYUTHIBATh HHANBUAYAIbHBIE 0COOCHHOCTH MUTAHMS KXKIOTO peO&HKa.
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