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OPrAHM3AUMA LLIKONbHOMO NUTAHUA ANA AETEN,
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AnnoTamus. Bo BBeieHMY NIPUBEICHO ONUCaHUE HACJIEICTBEHHOTO 3a00JieBaHNsI, CBSI3aHHOTO C HapylIlle-
HHEM OOMEHHBIX ITPOIIECCOB — (DeHIIKETOHYPHH, a TAKXKe YacTOTa 3a00JIeBaHUS U TIPOYME CTATUCTUICCKIE
JIaHHble. B KauecTBe 00beKTa UCCIIENOBAaHMS PACCMOTPEHbI ITMTAHUE U aCCOPTUMEHT OJIIOJ ILIKOJILHOTO K-
TaHUS JUTS AeTe, cTpafarolinx heHwikeToHypueil. [1pyu HecoOIoqeHuU HU3KO0EIKOBOI TUeThl Haboaa-
€TCs HaKOIUIeHUe (peHMIaJaHMHA U €r0 TOKCUYECKUX IIPOAYKTOB, YTO IPUBOAUT K TSIKEIOMY MOPAXKEHUIO
IHHC, nposiBisitoliieMycsi, B YaCTHOCTH, B BUZI€ HapyLIEHUs] yMCTBEHHOTO Pa3BUTHS ((heHUITTMPOBUHOTIpAI-
Hoii onurodpennn). Leabio rccaenoBaHus SIBISIETCS U3ydeHEe OCOOEHHOCTE OpraHU3aluy IIIKOJIBHOIO
nuTaHus Ij1s1 Takux aeteil B Pecnyonuke benapych. Ha ocHoBaHMM HOPMAaTUBHOM TOKYMEHTALIMU U HAyYHOI
JIUTEPATYPHI OTpeie/ieHbl 0COOEHHOCTH OpraHU3allMy TKOIbHOTO TuTaHus B Pecriyoike benapych, a Takxke
c(hopMyIMpoBaHbI OCHOBHBIE MPOOJIEMbI OpraHM3alMK IIKOJIbHOrO MUuTaHus. [1poBeneH aHaIM3 IKOJIBHOTO
MMUTaHMSI, TIPEIOCTABISIEMOTO IETSIM, CTpafaroInM (heHUJIKeTOHYpHeid, Ha TpuMepe KOMOMHATA IIIKOJIEHOTO
nutanus OKTI0pbCKOro paiioHa ropoaa IpoaHo. BeisiBiieHbI c/iabble CTOPOHBI M HEAOCTATKY IIPE1IaraeMoro
MUTaHMS. A TaKKe OIpeeeHbI CITOCOOBI COBEPIIEHCTBOBAHUS IIIKOJBLHOTO ITUTAHUSI.

KimoueBble ciioBa: heHUITKETOHYpUs, (heHWIalaHUH, IITKOJIbHOE TTUTaHWe, aHAJIN3 TTUTaHUs, KOMOUHAT
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ORGANIZATION OF SCHOOL MEALS FOR CHILDREN SUFFERING FROM
PHENYLKETONURIA

Abstract. Hereditary phenylketonuria disease associated with metabolic disorders and requires dietary
therapy. If the low-protein diet is not observed, it is accompanied by the accumulation of phenylalanine with
its toxic products, which leads to a severe defeat of the CNS in the form of a violation of mental development.
The article provides statistical data on the incidence of the disease. As the object of the study the food and
assortment of school meals for children suffering from phenylketonuria are considered. As the object of the
study, the food and assortment of school meals for children suffering from phenylketonuria are considered.
The Purpose of the study is a qualitative study of the problems and features of the organization of school meals
for such children in the Republic of Belarus. The main features of the organization of school meals in the
Republic of Belarus are determined and the main problems of organizing school meals are formulated on the
basis of documentation and scientific literature in the main part. The analysis of school nutrition provided to
children suffering from phenylketonuria was carried out on the example of the school feeding plant of the
Oktyabrsky district of Grodno. Weaknesses and shortcomings of the proposed nutrition have been identified.
The conclusion defines ways to improve school nutrition.
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Brenenne. HapyleHust 6e1KkoBoro oOMeHa siBJIsIFoTCS Haubosiee pacrpocTpaHeHHbIMU 3a00J1eBaHUSIMU
cpeayu oOHapy:KeHHBIX HaclIeICTBEHHbBIX HapyllueHnii ooMeHa BemecTs [1, 2]. @enunketonypus (PKY)
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SIBJISICTCS TIEPBBIM HapylIeHHEeM OOMeHa BEIIeCTB, KOTOPOe, KaK ObUIO YCTAHOBIICHO, BHI3BIBACT YMCTBEH-
HYIO OTCTaJIOCTh [ 3, 4].

DeHnIKEeTOHYpUSI MPEICTaBIsIET COO0I HaceNCTBEHHOE 3a00/IeBaHNE, CBSI3aHHOE C HApYIIEHUEM Me-
TaboJIM3Ma aMUHOKHCJIOT, TJIaBHBIM 00pa3oM (eHmtanannHa (PA), BEI3BaHHBIM neUIIITOM (heHMIana-
HUH-TUApokcuiasbl. Kak cienctsue, He3daMeHMMasi aMMHOKHMCJIOTa (heHUTalaHUH He MOXKET OBbITh ITPe00-
pa3oBaHa B THUPO3WH M HakKarimBaeTcss B KpoBu [l1, 5]. PeHmmamaHWH SBIsIeTCI He3aMEHUMON
aMUHOKHUCJIOTOIM, HEOOXOAMMOM IJISl aIeKBaTHOT'O Pa3BUTHUSI. YCTAaHOBJIEHO, UTO YeM MJiajillle pe0eHOK, TeM
B 0OJIBIIIEM KOJIMUECTBe (heHWIaJaHWMHA OH HYK/IaeTcsl, TaK KakK, B OTIMUKE OT B3pocibiX, 40 % muieBoro
(beHwnaaHWHa y IeTE MepBOTo rojia XU3HU PACXOAYETCS HAa CUHTE3 COOCTBEHHbIX O€JIKOB [2].

Bo BceM mupe cpeaHmii ypoBeHb 3a00JIeBa€MOCTH cocTaBiisseT okoio 1 ciydast Ha 10 000 HOBOpoXIeH-
HbIX. YacToTa 3a60j1eBaHM B OOJIBIIMHCTBE CTPaH MUpPa, B KOTOPBIX ellle He BBeAeHa ITporpaMMa CKpUHUH-
ra HOBOPOXK/IEHHBIX, HEM3BECTHA.

Cpenu peciry0ImMK ITOCTCOBETCKOTO ITPOCTPAHCTBA, TT0 JaHHBIM HEOHATAIbBHOTO CKPUHUHTA, HANOOJIbIIIAsT
yacToTa 3aboneBanus (1:5578) ormeuena B Pecniyonnke bemapych [6] n Ykpanne (1:5 750) [7]. B Poccnn
3a0oJieBaHUe BcTpeyaercs ¢ yactotoit 1:7 122 [8]. B Dctonuu dennnkeToHypust AuarHoctupyercs y 1 us
8 090 HoBopoxaeHHbIX [9], B JIutBe — y 1 u3 11 786 [10]. B JlatBuu (wactora 1:20 000) [11] 3aboneBaHue
BCTpeyaeTcs B 2,5 pexe, yeM B DCTOHUU U B 1,7 pa3a pexke 1Mo cpaBHEHUIO ¢ JINTBOIA.

B 1985 1. 6pu1a onpeneieHa mytaumst reHa AT, oOyciioBIMBaromas KIaCCUIECKYIO (PeHIIKETOHYPHIO.
B Hacrosiee BpeMs u3BecTHO 0oJjiee 460 TakuX MyTaLluid, pacIpOCTPAaHEHHOCTh KOTOPBIX MMEET CYILECT-
BEHHBIE MEXITOMYISILIMOHHbBIE M STHUUYECKUE 0COOEHHOCTH U pa3nnuus [ 12]. Hanbonee pacnpocTpaHeHHast
Ha BocToke EBpornbl, BuacTHoCTH, B benapycu u Poccun, mytatiuss R408W He 6b11a oOHapyxeHa B AArnoHuu
u Kurae, 4To monTBep:KaaeT TMITOTE3y O 0aITO-CIaBIHCKOM Havajle I 3TOM MyTalluu.

B nacrosiiee BpeMs B Pecriyosimke benapych 3To 3a001eBaHue BCTpeyaeTcs B CpeHEM ¢ 4acToToit 1:5 578
HOBOPOXAEHHBIX. B ron BeisiBsieTcs npuMepHO 15—20 HOBOpOXKAEHHBIX ¢ Tako# matosorueit [2]. Cortac-
HO JaHHBIM HayYHO-METOIMYECKOr0 yupexaeHus « HalroHalbHblii MHCTUTYT 00pa3oBaHusi» MUHUCTEPC-
TBa obpaszoBaHus Pecniyonku benapych, Bcero B pecnyoiinke 3apeructpupoBano 306 neteit ¢ heHUIKeTo-
Hypueit B Bo3pacte oT 0 1o 18 jset. U3 HUX yupekaeHusl JOIIKOJIbLHOTO U OOIIEro cpeaHero oopa3zoBaHus
nocemraioT 113 genoBek. IIIKOIBbHBIN BO3pACT SIBISETCS IIEPHOIOM OCHOBHOTO pPa3BUTHUS pebeHKa U (pop-
MUpoBaHUs 00pa3a xXu3HU. LLIKobl mpeacTaBasitoT co60ii JKM3HEHHO BasKHYIO CPEy, UCTIOIb3YS KOTOPYIO
MOXHO OKa3bIBaTh BIMSHME Ha Ipoliecc MUTaHus. KayecTBo MUTaHUS B JIETCKOM BO3pacTe BO MHOTOM
OITpeNesiseT 3I0POBhEe U pa3BUTHE YeJI0OBEKa B OYAyIleM, ITO3TOMY ITUTaHNE UMEHHO 3TOM BO3pAaCTHOM TPYII-
bl A€TEH, UrpaeT BaxkHYIO POJIb U SIBJSIETCS IIPEAMETOM UCCIeI0BaHMS.

OOBeKT HcCeoOBaHUST — TUTAHWE W aCCOPTUMEHT OJTIO/ ITKOJILHOTO TTUTAHUSI.

Llenbio uccienoBaHUs SIBISIETCSI U3yYEeHUE 0COOEHHOCTEN OpraHU3aliy IIIKOJIbHOI0 TuTaHus B Pecriy6-
nuke benapyce.

OcHoBHas yacth. HanGosee a(heKTMBHBIM METOIOM JIeUeHUSI KJTAaCCUIeCKOU (hopMbl (DEHUITKETOHYpPUU
SIBJISICTCSI AUETOTEpaIIusl, IOCTPOCHHAS 10 IIPUHITUITY Pe3KOTo OrpaHnYeHUS (peHITaIaHMHA B TUETE 00JThb-
HbIX aeTeit. B 1954—1956 rr. B uTepaType MOosSBUIOCHh HECKOJIBKO COOOIIEHU O 0JIarONPUsSITHOM IEiCTBUM
Ha JieTeit, 00IbHBIX (DEHNUITKETOHYPUEN, TIperiapaToB Oesika ¢ HU3KUM cosiepxkaHueM dbenmnanaHuna. [n-
POKO TIpUMEHSATH JueTn4YecKoe JedeHue 6oabHbIX DKY ¢ ncnonb3oBaHeM 0eJIKOBBIX TTIPOAYKTOB, COIEP-
JKalllMX OrpaHUYEHHOE KOJMYECTBO heHUIataHuHa, Hadyaau ¢ 1957 1. [13].

IMpumenstembie mpu @KY cnienmanm3npoBaHHBIE JIeUeOHbBIC pALIMOHEBI COATAHCUPOBAHBI IO OCHOBHBIM
MHUIIEBBIM BEIlIeCTBaM C YIETOM BO3PACTHBIX OCOOCHHOCTeI oprann3Ma. B HacTosIee BpeMs IIsl JIeUeHUS
6016HbIX DKY BhITycKaeTCs IMPOKKUI HAOOP CIIeNaTM3UPOBAHHBIX JICUEOHBIX IPOTYKTOB, YACTUIHO WJIH
TMOJTHOCTBIO JINIIIEHHBIX (peHMIaiaHHa. [T X MPOU3BOACTBA UCTIONB3YIOTCS pa3IMuHble BUAbI OeKa:
Ka3eWH, ChIBOPOTKA KPOBU KPYITHOI'O pOraTOTro CKOTA, JJAKTAJIbOYMUH, CBOOOJIHBIE AMUHOKUCIIOTHI [14].
H71s1 ameToTepanu HOBOPOXKIESHHBIX M TPYAHBIX IeTeit pa3paboTaHbl IeYeOHbIe MPOAYKThI, TPUOIKEHHbIE
110 COCTaBY K TPYJIHOMY MOJIOKY. DTU cMecH cOaJlaHCUPOBaHbBI 110 BCEM OCHOBHBIM KOMIIOHEHTaM, obora-
IIEeHBl MUKPOB3JEMEHTAMMI, BUTAMMHAMU, MUHEPAJIbHBIMU BEIIECTBAMM, TaypMHOM M L-KapHUTHHOM.
J1st meTeit TOIKOJIbHOTO BO3pacTa, IKOJbHUKOB M B3pOCIbIX, 001bHBIX DKV, BBITyCKaIOTCS pa3inyHble
BUbI IEYEOHBIX MPOAYKTOB, COCTAB KOTOPBIX aAalITUPOBaH ISl KaX 101 Bo3pacTHOM rpymibl [15]. OgHako
PsII HayYHBIX MCCIICIOBAHMI CBUIETEILCTBYET O HEAOCTATKE MUKPOIJIEMEHTOB U M1COaTaHC MUHEPATbHBIX
BEILECTB B 3JIeMEHTHOI queTe it 60abHbIX PKY [16—19], HapylieHUM CBEpTHIBAEMOCTH KPOBU B CBSI3U
C HU3KUM noTpedseHrneM ButamuHa K [20].

[Tpu opraHu3anmy TUETHI YIUTHIBAIOT:

¢ BO3pPaCTHbIC MOTPEOHOCTU B OCHOBHBIX MHUILIEBBIX BEIIECTBAX, B IEPBYIO OUepeab B O€IKe U SHEPTUM.
B niepuon MHTEHCMBHOTO pOCTa U pa3BUTHS peOEHKA MOCTYTIIEHWEe OeJIKa B OPraHM3M JIOJIKHO OBITh JI0CTa-
TOYHBIM [21]. Jednuut ero He3aMeIJIUTEILHO OTPAa3UTC Ha mpoiiecce (hOpMUPOBAHUS BCEX OPTaHOB U CHC-
TeM. [ToaToMy HeJlb3s1 TOJHOCTBIO UCKITIOUUTD M3 pallMiOHa HOBOPOXKIEHHOIO MAaTEPUHCKOE MOJIOKO;

¢ KJIMHMYECKYIo (hopMy 3abosieBaHus (KJlaccuuecKasi, yMepeHHas, rurepheHuialaHuHeMUs U Ap.);
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¢ TOJIEPAaHTHOCTh peOeHKa K (peHIIaTaHMHY, KOTOPasI BBISIBIISICTCS B TeUCHUE TIEPBBIX THEH/Hene b -
eToTepanuu 1 B JaJbHEHIIIeM OIpeaesisieT JOMYCTUMOE KOTUYECTBO (peHWIalaHMHa (COOTBETCTBEHHO, KO-
JIMYECTBO OeJIKa HaTypaTbHBIX IPOIYKTOB), a TAKKE COCTAB JICUEOHOTO palloHa JIJIsT KaKI0T0 00IHHOTO;

¢ pEXUM MUTAaHUs, ITUIIEBbIE TPUBBIYKA, IICUXO0JOTUYECKHE U IPYTrUe MHANBUAYAIbHbBIE OCOOEHHOCTH
pebenka [14].

IMutanmne 6ompHBEIM PKY Ha3HAYaIOT B 3aBUCUMOCTH OT BO3pacTa M MaccChl Tejia peoeHka. [1pu ompeme-
JICHUM HEOOXOAMMOTO XMMHMIECKOTO COCTaBa CYTOYHOTO pallMoHa peOeHKa OpUEHTUPYIOTCS Ha (DU3HOJIO-
TMYECKUE BO3PACTHBIE MOTPEOHOCTH NE€TEN B MUILEBBIX UHTPEIUEHTAX.

Ecnu nedyenue HavaTo 70 TOSIBICHUST KIMHUYECKUX HApPYIIEHUH, TO MPaBUJIbHO TTOM00OpaHHAas 1ueTa
o0ecrieyrBaeT HOpMajbHOE pa3BUTHE peOeHKa.

Huetnyeckoe eyeHue 6osbHbIX PKY nereil MpoBOAAT IMPU CTPOroM KOHTPOJIE COAepKaHUs (heHMIana-
HUHA B CBIBOPOTKE KPOBU. DTOT ITOKA3aTelb SIBJSIETCS TJIaBHBIM KpUTepHeM OlLleHKH 3(PMEeKTUBHOCTH Jie-
YEHMSI M JOJIKEH HAXOMUThLCS B CPEAHMX IIpeaeax, paBHbIX 2—6 Mr % [22]. V nereii crapiue 10 jieT ypoBeHb
(eHnnamaHMHa He TOJDKEH MpeBbIaTh 8 MT %, y B3pocibix — 12 Mr % [21]. B Tex ciyuasx, Koria ypoBeHb
(eHMIATaHMHA B CBIBOPOTKE KPOBU MaAaeT HUXKe 2 MI' % WJIU MIPEBBIILIAET JOMYCTUMYIO BO3PACTHYIO HOPMY,
Heo0X0AMMO IIPOBOAUTH COOTBETCTBYIOLLYIO KOPPEKIIMIO OeIKa B pallMOHe OO0JIbHOTO.

Host 6ompHbIX PKY, He3aBUCUMO OT BO3pacTa, COXpaHsIeTCs 3aIlpeT Ha MPOAYKTHI, HanboJjiee boraTbie
deHMTATaHMHOM, TaKKe KaK MsICO, PhI0a M U3IEUs U3 HUX, TBOPOT, TBEPAbIC CHIPBI, 0000BEIC, KypUHEIC
siira, opexu. B orpaHMYeHHOM KOJIMYECTBE B PAlIMOH MAIIMEHTOB CTapIIIeTo BO3pacTa ¢ y4eTOM TOJIepaHT-
HOCTM K (beHUJIaJIaHMHY MOTYT BXOJIUTh MOJIOKO, cMeTaHa He MeHee 25 %, iorypT (Oenok He Oonee
2,8 1/100 MIT), MOJIOKO CTYIIIEHHOE C CaxapoM, pUC OTBAPHOI, KYKypy3Hast KpyTia.

I geTeit IepBOro rofaa Xu3HU, CTpagalommux QeHWIKETOHYpHUeil, ICTOYHUKOM OeJiKa SIBIISIIOTCS CITe-
LIMaJIM3UpOBaHHAs aMUHOKHUCIIOTHAsI cMeCh 0e3 (heHuIaJaHuHa U KEHCKOE MOJIOKO, a MPHU €ro OTCyT-
CTBUM — JIeTCKast MOJIOUHas cMech. Crielimaan3npoBaHHbIe CMECH MPEACTABIISIOT COOO0M aanTUPOBaHHbIE
CcMecH 1o OesikaM, XXKHUpam U yriaeBojgaM. belKoBbIii KOMIIOHEHT MpeacTaBieH HabopoMm 17 aMMHOKMUCIOT
u He conepxuT PA. IToBblIlIeHO coepKaHne AMMHOKMCIIOTHI TUPO3MHA, Ne(UIIAT KOTOPOIi BEIPasKeH P
OKY. XKupbl cOCTOAT U3 CMECH KYKYPY3HOTO, COEBOTO M KOKOCOBOTO PACTUTEJIBHBIX Macesl, C KOTOPhIMU
OpraHu3M I10JIy4aeT HEHACHIIIIEHHBIC XUPHBIE KUCIOTHI. YIJIEBOIBI IIPEACTABICHBI MaJbTOIECKCTPHUHOM.
MuHepanbHbIi 1 BATAMUHHBIN COCTaB MOoJ00paH B COOTBETCTBMU C BO3pacTOM pedeHKa [2].

Jyist neteit crapiiie roa OpraHM3aIus TUETOTeparu UMEeT CBOM 0COOEHHOCTH. B 1eTe G0bHBIX UCITONb-
3YIOTCSI IIPOMYKTHI HA OCHOBE CMECeit aMUHOKHCIIOT 0e3 (heHITalaHHA C OYJIBIIINM COAep:KaHMeM OeIKa, YeM
B IPOMYKTaX JUIs IETeil mepBoro rojaa Xu3Hu. Takoke ciieayeT MOMHUTD, YTO PallMOH MUTaHUS JeTeil OT rona
U CTaplie JOJDKEH MOJIHOCTHIO MCKITIOUUTD O0OTaThie OeIKaMU TTPOIYKTHI: MSICO M MSICHBIE u3neus (0apaHUHY,
TOBSIIMHY, CBUHHMHY, IITHUILY, KOJIOACHBIE M3ICIINS, TTAIITETHI, CYOIIPOMYKTHI ), pPHIOY ¥ pHIOHBIC TIPOMYKTHI (PBIOY
CBEXYI0, OXJIAXACHHYIO U MOPOXKEHHYIO, PhIOHBIE KOHCEPBbI, UKPY, HEPBIOHBIE TTPOIYKTHI MOPSI), OYJILOHBI,
SIA1Ia, TBOPOT ¥ TBOPOXKHBIE MACCHI, CHIP (CHIPHI TBEPAbIE, MITKUE, TUIABJIEHBIE U PACCOJIbHBIE), XJIe0, X1e00-
OyJIOUHBIE M MYYHBIE U3IEJINS U3 TIIIEHUYHOM, p>KaHOM, OBCIHOM U TPEYHEBOM MYKH, KaIllv U3 KPyII (Tped-
HEBOIl, MAaHHOM, STYHEBO, OBCSIHOM, TILIEHO U TOJIOKHO), MPOAYKTHI U3 COU, OPEXMU.

B pammoH BKITI0YatOT (PPYKTHI, OBOILIN, KpaXMaIbHBIC U3ICIIHS, KUPBI CO CTPOTUM YUIETOM COIEPKaAHMS
B HuXx DA. [1pu ykazaHHO# JaueTe OeI0K 3a CYET eCTECTBEHHBIX ITPOAYKTOB cocranisieT 20—22 % ot BO3-
pacTHoO# hu3nonornueckoit Hopmel 6esika. Hegocraroniee KkomuecTBo Oesika BOCTIOTHSIETCS 32 CYET CMecei
aMMHOKUCJIOT, COOTBETCTBYIOIIUX BO3PACTy. AMUHOKUCIOTHBIE CMECH It JeTeil 10 7 JIET MOTYT OBbITh
MpeACTaBICHBI B BUIEC HAITMTKA, J00aBKH K KalllaM, ITIope U T.I. B KauecTBe MCTOYHMKOB XKHUPOB IIJIST 00JIb-
HbIx @KY UCIoNb3yI0TCsI pacTUTEIbHOE, CIMBOYHOE U TOIUIEHOE Maciia. YTJIeBOIHbBI KOMIIOHEHT TUEThI
COCTOWT U3 Pa3JINUHbBIX OBOIIEN, (DPYKTOB, COKOB, caxapa M KpaxMaJiCoiepXKalnx mpoaykros. U3 crnamoc-
Teil, KpoMe caxapa, JOIycKaeTCs MelI, BapeHbE, IKEM.

B Pecniyonuke benapych netu ¢ peHUIKETOHYpUE OTHOCSTCS K KaTeropuu AeTeli-uHBaIuao0B. B yupex-
JIEHUSIX 00pa30BaHUsI UM JIOJKHO TIPEIOCTaBIISAThCS OeCIUIaTHOE MMUTaHue (JIBYX- WIKM TPEXPa30BOE B 3aBU-
CHMOCTH OT BpeMeHM MPeObIBaHUS B yUPEXKISHIUN 00pa30BaHMsI) 1 IeTIM 10 18 jeT, a Takke 6epeMeHHBIM
>KEHIIMHAM TpelocTaBiisieTcs: OecriaTHOe JJedeOHOe MUTaHueE.

OcraeTcst OTKPBITHIM BOTIPOC O MPOIOJIKUTEIBHOCTA TUETOTepanuu. BoJIbIIMHCTBO aBTOPOB CUMTAIOT
HelleJecoo0pa3HbIM MpeKpalleHue nuetoTepanuu padee 10 et [23—26].

B CIIIA u Kanane 111 ueHTpoB HabmonaoT 6950 60JbHBIX ¢ (DEeHUIKETOHYPUE, OOIBITMHCTBO U3 HUX
PEKOMEHIyeT MOXU3HEHHBI KOHTPOJb BBOAUMOTO € TUeTOI (peHwnaianuHa [27].

Takum 00pa3om, 10 HACTOSIIIETO BPEMEHHU He PEIICH BOIIPOC O MPOIOJIKUTEIBHOCTH IIPOBOIUMOTO JIe-
YEHUsI U BO3MOXKHBIX CPOKaX €ro OKOHYAHMSI.

OcHOBHOE TpeboBaHME K TUTAHUIO JeTeil ¢ (heHWIKETOHYPUE — 9TO OTCYTCTBUE (peHUTaIaHWHA B TN -
1LIEBBIX TIPOIYKTax, KOTOpOe 00ecIieunBaeTcsl COOMI0IeHUEM HU3KO0EIKOBOU nuinu 0e30e1KOBOI TUEeThI.

OpraHuzaius NuTaHus 1eTeit ¢ GeHUIKETOHYPUEH OCYILECTBISIETCS C yUeTOM JUIMTEIbHOCTHU UX ITPEObI-
BaHUS B yUPEXKIEHUU JOIIKOJABHOTO 00pa3zoBaHus (ot 3,5 4 10 12 4) u B cootBeTcTBUU ¢ UHCTpYyKLIMEH 00
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OpTraHU3alluM MMUTAaHUS JeTel ¢ (DeHUIKETOHYPHE, KOTOPOI OIIpeaeeHBI IepeUeHb ITPOITYKTOB IS ITATA-
HUS ¥ IPUMEPHBII palioH (MEHIO) UTs IeTeil B Bo3pacTe 3—6 JIeT, peKOMEHIyeMbie HOPMbI BBIXO/1a TOTOBBIX
omon. [IpruMepHblii pallioH (MEHIO) IJIs MUTAHUS AeTel ¢ PeHWIKETOHYpUel B yUpeXAeHUU 00pa30BaHUSs
COCTaBJISIETCSI C YYETOM IOJIyYeHUsI peOeHKOM HeoOX0AMMOro KoJnyecTBa ieueOHoi cmecu. [1pumepHblit
paluoH (MEHIO) I MUTaHUs AeTell ¢ (peHWIKeToHypueil B 0011e00pa3oBaTebHbIX IIIKOJaX OTCYTCTBYET
1 pa3pabaTbIBaeTCsl KOMOMHATaMU ITKOJIbHOTO MTUTaHUs Ha OCHOBe MIHCTpYKITMM 00 OpraHm3aiiuy MUTaHWs
neTeit ¢ GeHUIKETOHYpHEN B Bo3pacTe 3—6 JieT.

Hetsam no 18 et u 6epeMeHHbIM XeHIIHAM, 00JbHBIM (DEHUIKETOHYPHEil, TpeaoCcTaBIsieTCs OecraT-
Hoe JieueOHoe muTaHue. [lnara 3a muTaHue B yUpeKACHUSX NOIIKOIHLHOTO 00pa30BaHUsSI HE B3UMAETCs
¢ ponmTeeii (3aKOHHBIX MPeCTaBUTEIICi ) TeTeli-MHBAINIOB, K KOTOPBIM OTHOCSITCSI M IETH C (DEHMIKETO-
HypUEN.

AJITOpUTM TIPUOOPETEHUS YIPEXIEHUSIMU 00pa30BaHUS TTPOAYKTOB MTUTAHUSI OTIPENETICH CEIYIOIINMU
HOPMAaTUBHBIMU ITPABOBBIMU aKTaMU:

+ Vkasamu [lpesunenra Pecriyoamkm Benapycs ot 17.11.2008 Ne 618 «O rocymapcTBEeHHBIX 3aKyITKax
B Pecrryomke bemapych», ot 31.12.2013 Ne 590 «O HEKOTOPBIX BOIIPOCAX TOCYIaPCTBEHHBIX 3aKYITOK TOBa-
poB (paboT, yciIyr)»,

¢ moctaHoBieHusIMU CoBeta MuHucTpoB Pecnyonuku benapych ot 20.12.2008 Ne 1987 «O HEeKOTOPbIX
BOIIPOCAX OCYIIECTBICHMSI TOCYIapCTBEHHBIX 3aKymoK», oT 22.07.2014 Ne 703 «O6 yrBepknerun [Tpasui
MPOIaXkK! OTAEJbHBIX BUIOB TOBAPOB U OCYIIECTBICHMS O0IIECTBEHHOTO MUTaHMs 1 I1o10XXeHUsT 0 Topsii-
Ke pa3pabOTKM U YTBEPKACHUSI aCCOPTUMEHTHOTO MEePEUYHs TOBAPOB, ACCOPTUMEHTHOTO MEPEeYHs MPOAYK-
MU OOIIECTBEHHOTO MUTAHUSI» U IPYTUMMU.

B Hacrosiee BpeMsi HOpMaTUBHBIMU ITPABOBBIMHM aKTaMM PErJIAMEHTHUPOBAHBI CICIYIOIINE BapUAHThI
OpraHu3alyy MUTaHus AeTeil ¢ (PeHUWIKETOHYpUE B YUPEKICHUSIX 00pa30BaHus:

1) c ucnonb30BaHMEM TTPOAYKTOB, TPUOOPETEHHBIX YUPEKACHUSIMU 00pa30BaHUS,

2) ¢ UCITOIB30BaHUEM IIPOAYKTOB, IIPHUOOPETEHHBIX YIPEXKICHUSIMI 00pa30BaHUS, M OTACIbHBIX CITCIIH -
aJIM3UPOBAHHBIX 0€30€TKOBBIX (HU3KOOEIKOBBIX) MUIIEBBIX POAYKTOB, IPUOOPETECHHBIX POAUTEISIMU (3a-
KOHHBIMHU TIPEICTABUTEISIMUA) BOCTTUTAHHUKOB.

[IpurobpeTaemble yUpeKICHUEM JTOIITKOJILHOTO 00pa30BaHUs CIICINAIN3MPOBAHHBIC MTUIIICBBIC POMTYKTHI
JOJKHBI UMETh CBUIETENICTBO O TOCYAapCTBEHHOM peructpaiuy. MapKupoBKa OTAeIbHBIX BUIOB CIIELAATI -
3UPOBAHHO MUILIEBOI TPOMYKIIMU COTTIACHO TEXHUIECKUM periiaMeHTaM TamoxkeHHoro coro3a TP TC 027/2012
«O 06e301acHOCTH OTACIbHBIX BUIOB CIICIIMAT3MPOBAHHO IMUIIEBOM ITPOAYKIIMH, B TOM YHCJIC TUCTUIECKO-
ro Je4eObHOro u aueTudeckoro npoguiaaktuyeckoro nuranus» u TP TC 022/2011 «[IuieBast npomyKiyst
BYaCTH ee MapKUPOBKU» JIOJIKHA COMIEPKaTh Ha MTOTPEOUTETLCKON YITAKOBKE CBEICHUS O TIPOU3BOIUTEIE, TATE
M3TOTOBJICHUSI ¥ CPOKE TOMHOCTH, YCJIOBUSIX XpaHEHU S, HA3HAYCHUN ITPOLYKIIHY, ITUIIEBOM 1 SHEPreTUIeCKOM
LIEHHOCTH, PEKOMEHIYeMbIX JO3MPOBKaX, CIIOCO0aX MPUTOTOBICHUS (ITPY HEOOXOAUMOCTH ).

K mpuemMy 1 UCrosib30BaHUIO B TUTAHUM BOCITUTAHHUKOB HE JOIYCKAIOTCS MUIIEBbIE MPOIYKTHI C UC-
TEeKIITUMHU CPOKaMU TOTHOCTH M TIPU3HAKaMU HeIOOPOKAYECTBEHHOCTH, 0CO00 CKOPOITOPTSIIIINECS M CKO-
POMOPTSILIMECS MUIEBbIE MPOAYKTHI HA UCTEUEHUU CPOKA TOJHOCTH.

[Mpu opranu3zaiviv mutaHus aeteli ¢ peHUIKeTOHypreil TpeboBaHUe COTPYIHUKAMU YIpekIeHU i oopa-
30BaHUsA Y poauTesieli (3aKOHHBIX TIPeACTaBUTEICI) BOCIUTAHHUKOB JOTUIATHI 32 OPTaHU3AIIO0 TUTaHUS
neTeit ¢ heHUIKETOHYPUEe, TOMOJTHUTEIbHBIX TOKYMEHTOB Ha TPMHECEHHbIE MU CIIeLIMaTU3UPOBaHHbBIC
0e30eJIKOBbIe (HU3KOOEIKOBBIE) MUIIIEeBbIC TTPOAYKTHI, OTAEIBLHON TTOCYIbI, BECOB U TIP. HE IOMyCTUMO.

Kpome Toro, ¢ 11e/1b10 OpraHn3ay KaYeCTBEHHOTO ITUTAHUS IeTel C (DEHMIKETOHYPHEH B yIPEeKICHM -
s1X 06pazoBaHUsI MUHUCTEPCTBOM 0Opa30BaHMS IPUHSITHI CIEAYIOIIUE MEDPHI:

1. [MoaroroBieHbl UHOOPMALIMOHHBIE MaTEPUAJTBI TIO OPTAaHU3ALMY TUTAHUS IeTei ¢ (PeHUITKeTOHYpueit
TSI BKITFOUCHUS B pa3nes «OpraHn3anus MUTaH!s BOCITIMTAHHUKOB B YIPEXKICHMSIX TOIITKOJIBHOTO 00pa30-
BaHUST» UHCTPYKTUBHO-METOAMYECKOTO IMchMa MuHucTepcTBa 06pa3zoBaHus «[IproputeTHbIe HampaBiie-
HUS JeSITeTBHOCTH CUCTEMBI JOIIKOJIBHOTO obpa3zoBaHus B 2018/2019 yueGHOM Tomy».

2. HampasneHno nmucbeMo B MuHuctepcTBo 3apaBooxpaHenus oT 05.04.2018 Ne 02-02-16/2994/ac o He-
00XOIMMOCTU pa3pabOTKN HOPM MUTAHMS IS JeTelt ¢ (DeHUIKETOHYPUEH ¢ 11eJIbI0 BHECEHUS] UBMEHEHUI
(momostHeHMIT) B moctaHoBIeHME Ne 317 B 4acTH MOBBIIIEHNUS IGHEXKHBIX HOPM PACXOIOB Ha MTUTaHUE O0Y-
YaIOIIMNXCS, B TOM 9UCJIe OONBHBIX (DeHUIKETOHYPHEH.

JueTsl JU1sl TAKUX MALIMEHTOB MPpeanoJiaraiu MoxkM3HeHHOe MUTaHKue, CoAepXKalllee HU3K1e KOHLIEHTpa-
1 DA, TIpy 3TOM TSKENTYI0 YMCTBEHHYIO OTCTAJIOCTh MOXKHO 3(hdekTnBHO mpeaoTBpaTuTh [28]. Tem He
MEeHee, 9TOT MOJAXOJ TAKXKE CBSI3aH C PUCKOM AeUIITA MUTATEIbHBIX BELIECTB U OOHAPYKEHUEM BTOPUY-
HbIX TIpobJeM [29]. BriepBble 0 BTOPUYHBIX MpobaeMax coobiianoch B 1962 r. OmHUM M3 OCIOXHEHUI,
HaOJTI0IaeMBIX y MMAIlMEHTOB, MOJYYaBIINX JICUEHUE C PAHHETO BO3pacTa, SIBJISIICS aHOMaJIbHBIN CTaTyc
koctu [30], a *MEeHHO HM3Kasi MUHEpaJIbHasI TUIOTHOCTh KOCTU. 3aMeUICHNE pOCTa M paHHUI OCTEOIIOPO3
MOTYT OBITh BBI3BaHbI HEJIOCTATKOM MUHEPAJIOB M BUTAMMHOB, B IUETE C OTPaHUYEHHBIM conepkaHrneM PA
[31—33]. Taxxe xapakTepeH 1e(UIIUT BUTAMUHOB U MUHEPAJIbHBIX BEILIECTB B OPraHU3Me, KOTOPBII BKJTIO-

Vol. 12, Ne 4 (46) 2019 ) 9 N)




MALLIEBAS TTPOMbBILLAEHHOCTb: HAYKA 1 TEXHOAOTNIA C.6-14

YaeT TaKXKe HEJIOCTATOK CejleHa M BUTaMKMHa B ), HU3KWii ypoBeHb (heppuTHHA, XKeJle3a U KOHLUEHTPAIMu
LIMHKA B IJ1a3Me, HapyllleHue aHTUOKCUAaHTHOro ctaTyca. [ToaTBepkieH HU3KUI ypOBEHb KOHIICHTpaLlu1
LIETTHBIX ITOJTMHEHACHIIIEHHBIX XXUPHBIX KUCJIOT OMera-3.

HedummT BUTAMIHOB 1 MUHEPAJIbHBIX BEIIECTB BOSHMKACT M3-34:

¢ HexBaTKU OEJKOBBIX, BUTAMUHHBIX M1 MUHEPAJIbHBIX 3aMEHUTENICI, COMepKaIINX CIIeIIn(pIIecKue
MUMKPO3JIEMEHTHI, HalIpUMep, CeJICH;

¢ HM3KOW OMOMOCTYMTHOCTH MUKPORJEMEHTOB B 100aBKaX;

¢ HeymnoTpeOJieHUsT OeJTKOBBIX 3aMEHUTEJIEN ¢ MUHEPATbHBIMU MJIM BATAMUHHBIMU J0OaBKaMU WJIU K€
BUTAMWUHOB M MUHEPAJIBbHBIX I00aBOK OTAEIBHO.

HexoTtoprie manHbIe TOATBEPKIAIOT O0JIee BRICOKYIO CTEIIEHD PACIIPOCTPAHEHUS OXKMUPEHMS Y B3POCIIBIX
MMAIlMeHTOB ¢ (PEHIIKETOHYPHEI B OTHOIICHUH K 00IIIeMY HACEJICHUIO.

Hns1 onpeneneHUs OCHOBHBIX MPOOJIeM OpTaHU3allMM IIIKOJIBHOTO MUTAHMS AeTel, CTpagalommnX GeHmI-
KETOHYpHeii, TPOBeIeH aHAIU3 ITPeI0CTaBIsIeMOTro MUTaHUS (Ha MpUMepe KOMOMHATA IITKOJIbHOTO MUTaHUS
OkTs16pbcKoro paiioHa . [poaHO).

AHaM3 MUTaHWS TTPOBOIMIICS TIyTEM pacueTa OMOJIOTMIECKOi IIEHHOCTH pallioHa IBYXHEIETbHOTO MEHIO.
IIpu pacuerax MCIIOIB30BANCH TaHHBIC U3 CIIPABOYHUKA TaOIMII XMMIYECKOTO COCTaBa M KaJOPUITHOCTH
POCCHUICKUX TTPOAYKTOB ITUTaHMS, TIon pepakimeit CkypuxuHa M. M., a Takke 0a3bl JaHHBIX MUHUCTEpCTBA
cenbckoro xossiictea CIIIA (USDA SR 23), B KOTOpoii CKOMITUJIMPOBAHbBI JaHHbIE U3 Pa3HbIX UCTOYHU-
KOB — OMYOJMKOBaHHBIX U HEOMYOJMKOBAHHBIX. [1epBbIMU SIBJISIIOTCSI HAyYHbIE IUTEPATyPHbIE NCTOUHUKMU.
Bropbie — B3STHI HANIPSIMYIO OT MHIYCTPUATBHBIX TTUIIEBBIX TIPOU3BOAMTENEH, TTPOYNX MPABUTEILCTBEHHBIX
areHTCTB U UCCIIeN0BaHUI 1O KOHTpaKTy CiryKObl CeTbCKOX0351icTBeHHbIX UccienoBanuii (USDA).

Ha ocHoBaHMM pacueToB OMOIOTMYECKOI LIEHHOCTY PALIMOHOB MPEICTABJIEHBI ObUTA ITOTyYeHBI CIEAYIOIINE
JIaHHBIC, TIPeACTaBIeHHBIC B Ta01. HOpMBI MOTpeOHOCTEl YCTAaHOBICHBI B COOTBETCTBUY C TIOCTAHOBIICHUEM
MunuctepcTBa 3apaBooxpaHeHust Pecriyonuku benapych ot 20 Hostopst 2012 1. Ne 180 «O6 yrBepxkneHuu Ca-
HUTApHBIX HOPM U TIpaBuiI «TpeGoBaHMS K MUTAHUIO HAceIeHNs: HOpMbI (hH3UOJOTUIECKUX TTOTpeOHOCTE
B 9HEPIMM U MMUILEBBIX BEIIECTBAX IS pa3IMIHbBIX TPy HaceneHust Pecriyomuku benapych».

Ta6auma 1.ComepsxaHne HYTPHEHTOB B PAIIMOHAX MUTAHUA
Table 1. Table of nutrients in diets

Haumenosanue HYTPUCHTOB H()prI HOTpe6HOC- Cpe/:[Hee COZICPIKaHNEC HYTPUECHTOB 3a CoaepmaHI/Ie OT HOPMBI, %
TEl JIeHb
1-3 nenens 2—4 "Henensa 1-3 uenenst | 2—4 negensa

Kanpimii, mr 1200 68,96 32,80 5,75 2,73
Dochop, Mr 1200 95,52 60,11 7,96 5,01
Marnuii, mr 300 51,00 29,75 17,00 9,92
Kanwmii, mr 1500 902,82 518,73 60,19 34,58
XKeneso, mr 15 5,85 3,14 38,99 20,96
Lwuuk, Mr 12 0,85 0,49 7,11 4,11
Wom, Mr 0,15 0,17 0,15 112,47 97,35
Menpb, MT 0,8 0,42 0,24 52,35 29,48
CeneH, MT 0,04 0,0003 0,0003 0,95 0,69
XpoMm, Mr 0,03 0,01 0,004 33,84 15,06
®rop, Mr 4 0,03 0,01 0,83 0,32
Burtamun A, MKr 800 25,52 15,63 3,19 1,95
Butamun B, Mmr 1,3 0,15 0,1 11,26 7,41
Buramun B,, mr 1,5 0,11 0,06 7,25 3,67
Butamun B,, mr 3,5 0,57 0,41 16,28 11,85
Buramun B, mr 1,6 0,33 0,22 20,40 14,02
Buramun B ,, Mmr 3 0,01 0,01 0,32 0,20
Burtamun PP (Huaiun), mr 18 1,61 1,1 8,96 6,11
Buramun C, mr 70 32,65 10,99 46,64 15,70
Buramun E, mr 12 1,13 0,55 9,41 4,59
Buramun D, MKT 10 0 0 0 0
DeHunanaHuH, Mr 10 mr/kr 160 130

Ilpumeuanue — UICTOYHUK: COOCTBEHHAs pa3paboTka
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AHaJu3 1oKasajl HeJI0CTaTOYHOE MOCTyIUIEHUE Kajblus, pocdopa, LMHKA, BUTaMuHa B, 1 BuTamMnHa
A, a TaKKe TIPaKTUYECKM MOJTHOE OTCYTCTBHUE celieHa, ¢propa 1 ButamuHa /1. Cogepxkanue (peHMIaIaHNHA
B PaLlMOHE HAXOIUTCS B paliOHE BEPXHUX I'PAHULL HOPMBbI JOIIYCTUMOM CYTOYHOMU HOPMBI IS IETEM.

3akmoyenue. [TonyyeHHbIe pe3yIbTaThl MOATBEPKAAIOT MPEACTaBICHHBIC BbIlIE JAaHHBIE O BTOPUYHBIX
npobieMax 1 OCJIOXKHEHUSIX, HaOroAaeMbIX Y MallMeHTOB, MOIyJYaBIINX JeYeHe C paHHETo Bo3pacTa, UTo
00BSICHSIETCSI BBI3BAHHBIM HEIOCTATKOM MUHEPAIOB U BUTAMUHOB, B IM€TE C OTPaHUYEHHBIM COAEPXKAHU -
eM DA. DT0 BBI3BaHO, ITPEXKIE BCETO, OTPAaHMIECHHBIM ITIEpEIHEM ITPOIYKTOB, PEKOMEHIYeMBIX JIJIST ITUTAHHUS.
JlaHHasl AueTa COAePXKUT KpUTUUECKU HU3KOE CollepKaHKe KalbLMs, YTO U SIBJISIETCS CJIEICTBHEM BO3ZHUK-
HOBEHMSI B JajibHEe1IeM Mpo0JieM, CBSI3aHHBIX ¢ aHOMaJIbHBIM CTaTycoM KocTu. O000111as1 JaHHbIe aHaAIU-
3a MEHIO, B KauecTBe 00bEKTa UCCAEAOBAHMS [IJI1 PACIIMPEHUS] aCCOPTUMEHTA MPOAYKIIMU MOTYT OBITh
BbIOpaHbI MPOIYKTHI HA OCHOBE PACTUTEILHOTO ChIPhsI, KOTOPbIE 17151 TOBBILLIEHUSI OMOJIOTMYECKOM LIEHHOC -
TH JOTIOJIHATEILHO 000TaIeHBI KaJIbIIEM 1 BUTAMIHOM /1. DTO MO3BOJIUT HE TOJIBKO Pa3HOOOPa3UTh pa-
LIMOH MUTAaHUSI, HO M YACTUYHO PEIIUTh MpodiemMy aeduiuTa MakKpo- 1 MUKPOHYTPUEHTOB, a TAKXKe BUTA-
MUHOB B pallMOHE.
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