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COCTOAHNME N OCOBEHHOCTW OPTAHU3ALIN MNTAHNA OETCKOIO
HACENEHUA C ®EHUNKETOHYPUEN B YUPEXOEHNAX
OBPA3OBAHWUA

AHHOTaums. eHeTUYecKn 06yCNOBIEHHAsA NaTONOIMA (DEHUNKETOHYPUA XapaKTepusyeTcs Hapy-
LeHNeM TMAPOKCUNNPOBAHUA (heHWNanaHnHa, HakonaeHneM amuHOKUCIOTbI U ee MeTabonmToB
B (PM3MONOrMUECKMX XKUAKOCTAX U TKaHAX C NOCMEAYHOLMM TSHXKEbIM NOPaXKeHWEM LieHTpasIbHOM
HepBHON cuctembl. KnuHWYeckas KapTuvHa 3ab60/71eBaHUA pa3BMBAETCA /INLLb NPU MOCTYMIEHNN
(beHUNanaHnHa B opraHn3m pebeHka, MO3TOMY A/1A /leYeHUA Ha3HavaeTca creuunanbHas avera.
Llenbto uccnefoBaHus ABASETCA Ka4eCTBEHHOE M KOIMYECTBEHHOE UccneoBaHne npobiem 1 oco-
GeHHOCTel opraHn3aLmMm NUTaHNA LETCKOro HaceNeHNs ¢ PeHNIKETOHYPUER B HEKOTOPbIX YUpex-
JleHunsix obpaszoBaHmsl Pecnybnunku benapycb. B KauecTBe 00beKTa MCCef0BaHUS PACCMOTPEHbI
paunoHbl MUTaHUS feTeil ¢ PEHUIKETOHYPUEd, a AN OLEHKM pasHoobpasus paunoHoB Obin MC-
Nonb30BaH KO3IP(uUMeHT pa3Hoobpasunsa no obefeHHbIM 60gaM. Ha 0CHOBaHMM aHanmsa fHeB-
HbIX paLMOHOB NMTaHWUs, NpeJoCcTaBNsieMblX B bpecTckoii obnactu (r. bpecT), Butebekoli obnactu
(r. Butebek), Fomenbckoit 06nactu, pogHeHckoin obnact (CNOHUMCKUIA paiioH, OLMAHCKNIA
painoH), Morunesckol o6nactu (r. Morunes) 6bin1 ChopMynMpoBaHbl OCHOBHbIE NPOGIEMbI Op-
raHu3auum NUTaHus, onpeseneHo cofepXXaHne Makpo- Y MUKPOHYTPUEHTOB B AHEBHbIX paLMoHax
NUTaHWA AeTel ¢ PEHUNKETOHYPUEN, NPeAoCcTaBNsaeMbIX B yUpeXaeHnax 06pa3oBaHus bpecTckoi,
BuTe6ckoid, MomenbeKoid, MpoaHeHCKoW 1 Morunesckoi obnacteld. Takxke Obinv BbISIBNEHbI Cia-
Oble CTOPOHbI M HEAOCTaTKM NpeAnaraeMoro NUTaHus, a Takke ornpegeneHbl cnocobbl ero coBep-
LLIEHCTBOBAHWS.

KrntoueBble CrioBa: (PEHUNIKETOHYPUSA, (heHUaNnaHuH, pauroHbl NUTaHWSA, YUpexxaeHus obpaso-
BaHMA, NuLLeBas LEHHOCTb.
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STATE AND FEATURES OF NUTRITION ORGANIZATION FOR CHILDREN
WITH PHENYLKETONURIA IN EDUCATIONAL INSTITUTIONS

Abstract. Phenylketonuria is a genetically determined pathology characterized by impaired
hydroxylation of phenylalanine, accumulation of amino acids and its metabolites in physiological
fluids and tissues, followed by severe damage to the central nervous system. The clinical picture of
the disease develops only when phenylalanine enters the child’s body, so a special diet is prescribed
for treatment. The aim of the research is qualitative and quantitative study of the problems and
peculiarities of the organization of nutrition of children with phenylketonuria in educational
institutions of the Republic of Belarus. The diets of children with phenylketonuria were considered
as the object of the study, and the coefficient of diversity for lunch dishes was used to assess the
diversity of diets. Based on the analysis of daily food rations provided in the Brest region (Brest),
Vitebsk region (Vitebsk), Gomel region, Grodno region (Slonim district, Oshmian district), Mogilev
region (Mogilev), the main problems of nutrition organization were formulated, the content of
macro- and micronutrients in daily diets of children with phenylketonuria provided in educational
institutions of Brest, Vitebsk, Gomel, Grodno and Mogilev regions were determined. Weaknesses
and shortcomings of the proposed nutrition were also identified, as well as ways to improve it.
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BBefeHve. PeHUNKETOHYpUA —HacNeACTBEHHAA aMMHOaLMA0NaTMS, CBA3aHHaa C HapyLUeHVeM
meTabonu3ma (heHunanaHnHa, B pesy/ibTaTte MyTaLuMOHHOW 6nokafbl (hepMeHTOB, MpUBOAALLAs
K CTONKOW XPOHUYECKOW MHTOKCMKAL MM 1 NOPXKEHUIO LLEHTPaNbHON HEPBHOI CUCTEMbI C Bblpa-
YXEHHbIM CHVDKEHWEM VHTENNEKTa U HEBPONOrnyeckum geduumtom [1, 2]. B cTpaHax nocTcoBeT-
CKOro NpOoCTPaHCTBa, MO AaHHbIM HeoHaTalbHOr0 CKPUHWHIa Hambosbluas YactoTa 3aboeBaHus
(1:5578) oTmeueHa B Pecnybnuke benapycbh [3] n YkpanHe (1:5750) [4]. B Benapycu BbisiBNeHa
6onee BbiCOKasA 4yactoTa 3aboneBaHuns B bpectckoin (1:3954) n MpogHeHckon (1:3901) obnacTax,
6onee H13Kasa B Morunesckoi (1:8772) n MuHckoi (1:7596) obnactax [3].

CornacHoO KnacCM4ecKMM NpeacTaBieHnam, y aeTeli ¢ (DeHUIKETOHYPUEN CBETas KOXa, ronyoble
rnasa, pbbkme Bofocbl. He cMOTPSA Ha 37O, YacTO (DEHUIKETOHYPUS ANArHOCTUPYETCS U Y TEMHO-
BO/IOCbIX [ieTeil C KapyMu rnasamu, OfHaKO KOXa W LBeT rfa3 aTuX [eTeil Bcerja cBeTnee ux po-
JMTenein 1 300pOBbIX OpaTbeB M cecTep. MNMOMUMO 3aaepXXKM NCUXMYECKOrO PasBUTUA Yy [eTel
C (heHUNKEeTOHypWel HabNAATCA HEBPONOrMYECKME HapYLUEHWA: MOBbIWEHHbIA MbILLEYHbI
TOHYC, BbICOKME pediiekChbl, NOSBEHNE NaTONOMMYECKUX PethfIeKCOB, KNOHYCbI, MeNKUiA TpeMop,
MOCTOSAHHbIE HENPOW3BO/IbHbIE ABVKEHUS MasbLEeB, BpawaTe/ibHble ABUMXXEHUS PYK NN pacKaun-
BaHWe Tena 13 CTOPOHbI B CTOPOHY M Mukpouedanusa (68—94 % cnydaes). JeTn ¢ (DEHUIKETOHY-
puelt, Kak npasuio, POXAAlTCA B CPOK C HOPMA/SbHOW Macco WU KAMHWUYECKUX OTKIOHEHWUIA
Y HOBOPOXAEHHbIX He Habntogaetcs [5]. KnvHuMyeckas kapTuHa 3a60neBaHUS pa3BuBaeTCs /nLLb
npu NoCTynneHUn eHnnanaHnHa B OpraHu3M pebeHKa ¢ NuLein, noaTomy Ans neveHms OKY
Ha3HavaeTcs creumanbHas aveta [6].

NeyebHoe nuUTaHMe — 3T0 3W(PEKTMBHbLIA METO[, NEYEHUST KNAacCMUeCKOn (DEHUNKETOHYPUM,
NO3BONANOLWMNIA NpesynpeanTb THKeN0e NopaxXeHne LeHTPaIbHOM HEPBHOM CUCTEMBI U COLMaNbHO
afanTypoBaTh NauMeHToB € 3TUM 3aboseBaHneM [7-8]. Ans 60/bHbIX PEHUTKETOHYpUENA, He3aBu-
CYMO OT BO3pacTa, COXpaHsAeTCs 3anpeT Ha NPOAYKTbl Hanbonee 6oratble (heHWNaNaHUHOM, TakKue
Kak MAco, pblba U M3aenns u3 HUX, TBOPOr, TBepAble Cbipbl, 6060BbIE, KypUHbIE AlLa U Opexu.
B pauvoH nauveHTOB CTapLUero Bo3pacta C y4eTOM TOMIEPaHTHOCTU K (heHWNanaHuHy B OrpaHu-
YeHHOM KOMMYEeCcTBe MOTYT BXOAWTb MOJIOKO, CMeTaHa He MeHee 25%, inorypT (6enok He 6onee
2,8 /100 m7), MONOKO CryLIEHHOE C caxapoM, puC OTBapHOM, KyKypy3Has kpyna [9-11].

Ecnu He npoBoAuTL AMeTOoTEpanuio, TO pa3BuTMe AeTel C (heHUNKETOHYpUein ByaeT HECKONbKO
3aMefi/1IeHO, HO B MepBble MECSLbI XXM3HM OHO paccMaTPUBAETCs Kak HOpMa, U NULlb K 6—8 mecs-
LlaM 3afilep>KKa NCUXOMOTOPHOI0 pa3BUTUS CTAHOBUTCS OYEBUAHON. B fanbHelleM B HaMb0 bLUei
CTEMNeHW CTpajaeT pasBuUTUE peun, a Takke NOMUMO 3a[epPXKKN NCUXOMOTOPHOIO pPasBUTUSA BbISB-
NSAKTCA CMMNTOMbI MOBBILLIEHHON BO30YAMMOCTU 1 pPBOThLI. MpumepHo y 1/3 geTeld, He cobntoaa-
oL mx 6e36eNKOBYIO AVETY, pa3BMBAETCS 3K3eMa, coxXpaHsowasca 40 3—4 NeT, a Takke TUNUYeH
CBOE06pa3sHbIii «MbILLNHbBIN» 3anax OT MefeHOK, CBA3aHHbIN C Ha/IMYMEM B MOYe (DeHWTYKCYCHOM
KMCNOTbl, MMEIOLLEA HENPUATHBIM 3anax [6].

OO6beKT UCCNefoBaHUS — pauuoHbl NMUTaHUS AeTell C (eHWUIKETOHYpUeRn, npefocTaBisemMblX
B bpecTckoit obnactu (r. bpect), Butebekoit obnactn (r. Butebek), Momensckoi obnactu, Mpog-
HEHCKOWN obnactn (CNoOHUMCKWIA paiioH, OIMAHCKMIA paiioH), Morunesckoin obnactu (r. Moru-
neB). Llenblo nccnefoBaHna ABNSETCA Ka4eCTBEHHOE M KO/IMYECTBEHHOE WCCnefoBaHne npobnem
1 O0COBGEHHOCTEN OpraHM3auun NUTaHUA JEeTCKOro HacefeHWs ¢ ()eHUIKETOHYpPUER B HEKOTOPbIX
yupexzeHusax obpasoBaHus Pecny6nnku benapyce.

OcCHOBHOe TpeboBaHWe K NUTaHWUIO JeTel ¢ PeHUNKETOHYpUen —aTo OTCYTCTBME (heHMNanaHu-
Ha (He3aMeHVMOlV aMUHOKMCNOTbI) B MULLEBLIX NPOAYKTax. ATOM0 MOXHO [06UTbCSA obecneyns
co6M0eHNe HU3KOOENKOBOW NN 6e36eNKOBOI ANETbI, YTO, HECOMHEHHO, SIBMSIETCS AENCTBEHHbIM
NHCTpyMeHTOM [10].

Besbenkosoe nuTaHwe npegnonaraeT 6onee HW3Koe noTpebneHvie NPOAYKTOB, ABMANLLNXCA
MCTOYHMKOM HaCbILWEHHbIX 1 MOMIMHEHACBILLEHHbIX XXUPOB, X0NeCTEPUHa, XKenesa, LMHKa, CeneHa,
Kanbums, ButamuHoB A, C, D, E n B2 B6 B9 B12 Takxe faHHOe NUTaHue xapakTepusyetcs 6onee
BbICOKMM KONMYECTBOM MOTPeb/seMbIX YrieBoL0B, YeM Y 3[40p0BbIX AeTell. Takum o6pasom, na-
LIMEHTbI C (heHNTKETOHYPUEN HY>KAAIOTCA B J0/ITOCPOYHOM ANETUYECKOM KOHCY/IbTUPOBaHUN U eXe-
[LHEBHOM [06aBfieHNM NUTATENbHbIX MUKPO3/ieMeHTOB [13].

CnepyeT OTMETUTbL HEKOTOpPbIE MpenMyLLecTBa AaHHOro 6e36enK0BOro NUTaHus. MNuTtaHue npu
(heHUNKETOHYPUM CNOCOBCTBYET NPO(UIAKTUKE CEPLEYHO-COCYAMCTbIX 3a601€BaHNI, B YaCTHOCTM,
HaCblLLLeHHbIE XXUPbl MOTYT COCTaB/ATL NNLIb MeHee 7%, a NOJIMHEHACbIWeHHble —60nee 5% ot
06LLeit aHeprum Npu NocTynneHnn meHee 50 Mr xonectepuHa B AeHb [13]. Y geTeli ¢ peHUNKeTo-
Hypueli HabnogaeTcs 60nee HU3KWIA YPOBEHb X0MECTEPMHA B M/la3Me MO CPaBHEHWIO CO 3[0POBbI-
My geTomu [14].

PesynbTarbl MccriefioBaHUIA 1 UX 06CyxaeHne. CornacHo AaHHbIM Hay4YHO-MeTOANYECKOr0 YUpeX-
JeHns «HaunoHanbHbI MHCTUTYT 06pa3oBaHus» MuHucTepcTBa 06pasoBaHus Pecnybnuku bena-
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PYCb, Cpean 00yYatoLMXCH YUpeXaeHuid JOWKONbHOro 1 06bLero cpefHero obpasoBaHus Pecny-
6nnkn benapycb 3apernctpupoaH 191 pe6eHOK C (heHUIKETOHYpMei B Bo3pacTe OT 1roga fo 18
net [15]. CBeaeHMsl 06 06YYarOLLIMXCS, HYXAAOLIMXCS B AMETNUTaHUM NPeAcTaBeHbl B Tabn. 1

Tab6nunuya 1. CBefeHUsA 06 06yyaloLMXcs ¢ HeHUIKETOHYPUER, HYXAaO LW UXCA B AUeTAUTaHUM No
cocTosiHUIO Ha 1 mapTa 2022 r. [15]
Table 1. Information about students with phenylketonuria who need a diet
as of March 1,2022 [15]

Bagpacr, et

Pervon 13 36 610 JIBK %17 8
BpecTckasa obnactb 1 6 10 6 3 0
Butebckas obnactb 3 6 14 2 5 0
Fomenbckaa o6nacTb 0 7 14 7 4 0
FpogHeHcKas 06nactb 2 5 1 10 7 0
MwuHckaa obnactb 0 9 10 5 7 0
Morunesckasa 06nacTb 0 5 5 0 0
r. MuHck 3 13 8 0 0 0
NTOTO: 9 51 72 33 26 0

Onsa feteit ¢ (heHUIKETOHYPUER B yupexeHnsx 06pasoBaHNa opraHu3yeTcsa AueTuyeckoe (ne-
yebHOe M NPOMIaKTUYECKOe) NUTaHue, NPefoCTaBNseMOe C YYeTOM BO3pacTa AeTel U AnnTeNb-
HOCTW uX npebbiBaHNA. K 6e36e/1K0BbIM pauyoHaM MpesbasifloTca Te e TpeboBaHNUsA uTo U 41
CTaHAAapPTHOr o paLMoHa —OonTYMa/ilbHOe COOTHOLLEHME NULLLEBbIX BELLECTB: 6e/K0B, XXMPOB 1 yr/e-
BoA0B Kak 1:1:4 nan B NPOLEHTHOM OTHOLUEHMU OT KaSIOPMIAHOCTM CYTOYHOrO paunoHa Kak 10—
15%, 30—32% un 55—60% coO0TBETCTBEHHO. CYTOUYHbIE NOTPEOHOCTM B Befikax, Xupax v yrnesogax,
a TaKkKe 3Hepruu yctaHos/eHbl [locTaHoBNeHMeM MUHUCTEPCTBA 34paBoOXpaHeHns Pecnybmku
Benapycb Ne180 ot 20.11.2012 «O6 yTBep>KaeHUn CaHUTapHbIX HOPM U NpaBun «TpeboBaHMA K NK-
TaHWIO HacefleHNs: HOPMbl (PU3NOOTNYECKUX MOTPEOHOCTEN B 3HEPrM M MULLEBBLIX BELLECTBAX
AN pasnnyHbIX rpynn HaceneHus Pecny6nvkn benapycb» [16].

PacnpegeneHune o6Leli KanOpPUNHOCTY CYTOYHOIO pauyoHa no npueMam N B YUpeXXaeHnsax
06pa3oBaHNA C 2—3-pa30BOro NUTaHMA 3aBTpaK JO/HKeH cocTaenATe 20—25%, 06en — 30—35%,
nongHukK — 10% oT KanopuiiHOCTM CYTOYHOro pauunoHa. Mpu 4-pazoBom nutaHum (12-4acoBoi
peXum npebbiBaHWS) Ha 3aBTpak npuxoautces 20—25% 0T 06LLeit KaNOPURHOCTY CYTOHYHOMO paLu-
OHa, 06ef — 30—35 %, nongHuUK — 1015 %, y>xuH — 20—25 %, gomawHuin YKuH — 15 %.
Mpy opraHu3auuy NUTaHUA aeTell ¢ PEHUKETOHYPUEd HOPMbI MUTaHWUSA He YCTaHOB/IEHbI, BBULY
60/bLLEro KOMMYEeCTBa OrpaHNYeHNiA, KOTOpble HEOOXO0AMMO COb/M0AaTh. B yupexaeHnsax fOLKO b-
Horo o6pasoBaHusa npu 3-pa3oBoM nuTaHuy (9—10,5-4acoBoilt pexxnm npebbiBaHWA) MONLHUK
[JOMKeH cocTanATb 20—25 % OT CyTOYHOM (DM3MONIOTMYECKOW NOTPEeBHOCTU pebeHKa B 3Hepruu.
B yupexzeHusax o06Lero cpefHero, crneuuanbHOro obpasoBaHus AeTAM, KOTOpble He HaxoasTcs
B rpynrne npOAJ/IEHHOIO [HA, AO/KEH NpefoCTaB/ATbCA BTOPOW ropsAvMid 3aBTpak wauM 06ep.
Mpn 3TOM Ka/JIOPUAHOCTb BTOPOro ropsvero 3aBTpaka fO/MKHA COCTaBNATb He MeHee 20—25% oT
CYTOYHOW (hM3MONOrnMYeckori NOTpebHOCTM pebeHKa B aHEPTUN.

OpraHu3auus NnUTaHna aeteid ¢ eHUNKeTOHYpUEN B yupexeHnax 06pa3oBaHns OCYLLECTBSA-
eTcs B COOTBETCTBUM C WHCTpyKUuMel 06 opraHusaumm nuTaHus geTeil ¢ (DEHWUNKETOHYPUEN,
YTBEPXAEHHOW NpnKasom MuHMUCTepCcTBa 34paBooxpaHeHms Pecny6nmkn benapycs ot 14.07.2017
No793 «O HEKOTOpbIX BOMpPOCax OpraHm3ayun nutaHus geTel ¢ heHnNKeToHypueli» [9], B KOTO-
pOM TakXe onpefenieHbl nepeveHb MPOLYKTOB ANA NUTAHUSA U ABYXHeLeNlbHbIA NPUMEpPHBbIA pa-
LUMOH (MeHI0) Ans feTeil B Bo3pacTe 3—6 /IeT, HA OCHOBAHUWM KOTOPOro COCTaB/ATCA [AHEBHbIE
PaLMOHBI.

[na oueHKn pasHoobpasusi pauvMoHOB Obll MCMONL30BaH KO3(MMULMEHT pasHOO6pasuns mno
06efieHHbIM 6/1104aM B CBA3M C TEM, YTO HEKOTOPble M3 pacCMaTpUBaeMbIX paLMoHOB NpeacTas-
NeHbl TPex- 1 ABYXPasoBbIM nuTaHneM. KoadhduumneHT pasHoo6pasnsa onpenenserca Kak 0THO-
LeHNe KONNYecTBa HaMMeHoBaHW 06efileHHbIX G0 U HarMWTKOB U NPOU3BEeLEHNS KO/IMYEeCTBa
[Hell, Ha KoTopble pa3paboTaH paLWoH ¥ KonnyecTsa 61104 U HANMWTKOB B OLHOM MpuemMe nuin.
PauunoH nuTaHns, yTBEPXAEHHbI nNpukasom MUHUCTEPCTBaA 34paBooXpaHeHns Pecny6nukmn be-
napycb ot Ne793 ot 14.07.2017 [9], npeacTaBnsieT coboi paumoH Ha 10 gHeid U MMeeT cxemy
KN1aCCMYeCKOro YeTblpexpasoBoro MuTaHuA: 3aBTpak, 00ef, NOAAHUK W YXuH. KoadhhuuneHTt
pasHoobpasns 671104 4aHHOro paunoHa coctaBnseT 52%. OCHOBHON Hef0CTaTOK AaHHOTO ABYX-
HeAeNbHOro paLnoHa B TOM, YTO pauuoH paspaboTaH fuwwb Ans geteid 3-6 net. s 10ro, 4Tobbl
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MCMoMb30BaTh AaHHbIN pauuoH AN AeTeil Apyrnx BO3pacTHbIX rpynn, TpebyeTcs nNpoBecTy mne-
pecyeT Mo yBeNMYeHHOMY BbIX04y 6/1t0[, YTOObI NOBLICUTbL NULLEBYIO N 3HEPTETUYECKYHO LLEHHOCTb
6110, 04HAKO 3TO MOXET NPUBECTM K MOBLILLEHUIO COAEPXXaHNA (heHnNanaHnHa, KOTopblin orpa-
HWYEH CYTOYHOW HOPMOIWA.

Mpy aHanu3e NUTaHWA eTell ¢ PEeHUTKETOHYPUE TakKe UCMO0/b30Ba/IUCh [HEBHbIE PALMOHDI,
npepocTaBnsiemMble B bpecTckoi obnactu (r. bpect), Butebekoii o6nactu (r. Butedek), Momenbcko
obnactu, MpogHeHCcKoi o6nactn (CNOHMMCKMWIA paiioH, OLWMAHCKWIA paitoH), Morunesckoi 06-
nactu (r. Morunes). KoadguuneHTbl pasHoobpasuns 61104 SaHHbIX paLMOHOB NpeAcTaBfieHbl Ha
puc. L

Puc. 1 KoathdpmumeHTsl pazHoobpasmnsa 6ntof
Fig. 1 Coefficients of variety of dishes

B xofe n3ydeHuns nutaHus getein ¢ heHNNKeTOHYpUER, NpefoCcTaBnseMoro B bpectckol 06nactu
(r. Bpecr), 6bl1M NpoaHanM3NpPoBaHbl AHEBHbIE PALMOHBI ABYX BO3PACTHbIX rpynn—~6-10 net un 11-
13 net. lpepocTaBnsiemoe NUTaHWe BKAKOYaeT OAMH MPUEM MULLNM — BTOPOI ropsumii 3aBTpak
(06ep), KanOPUNHOCTbL KOTOPOro LO/IKHA COCTaBNATb He MeHee 20—25% OT CYyTOYHON (hM3nonoru-
4ecKo NOTPe6HOCTY pebeHKa B IHEPruu.

MuTaHne geTein ¢ PeHUNKETOHYpWEl B poHEHCKOW 0651acTK ObII0 MPeAcTaBEHO AHEBHbIMU
paymoHamu CnoHumckoro (gns geteir 3-6 net u 6-10 net) n OWIMAHCKOro paioHa. MNpegocTas-
nsemoe nuTaHne B C/IOHUMCKOM paiioHe BK/IKOYAET TPU Npuema nuiLm —3asTpak, 06es n NosgHUK,
npy 3TOM KanOpUNHOCTb JaHHOM0 paLuoHa A0/MKHA COCTaBNATb He MeHee 70% OT CYTOYHOWN (hu-
310/10TMYECKOW NOTPEOHOCTN pebeHKa B SHEPTUN.

CeMUHEBHbI AHEBHOWN paLMoH ANA yypexaeHuii obpasoBaHMs OLIMAHCKOro paivioHa pog-
HEHCKOI 06nacTu 6bin pa3paboTaH OLIMSHCKON LIEHTPanbHOW pailoHHOW GOMbHULIENR ANa AeTen
3-6 net. B FomenbcKoin 1 Butebckoin 06nacTax nuTaHue feTeil ¢ heHUNKeTOHyprein npeacTase-
HO TONbKO /151 BO3PACTHOM rpynnbl 3-6 f1eT, Npy 3ToM B Butebcke nuTaHme OCYLLECTBSETCA B CO-
OTBETCTBUM C ABYXHeAeNbHbIM NPUMEPHBLIM PaLMOHOM, YTBEPXKAEHHbIM MPUKa3omMm MuHucTepcTBa
3fpaBooxpaHeHuns Pecny6nuku benapycb ot 14.07.2017 Ne793 [9]. MpepocTaBnsiemoe nuTaHue
B OLIMSAHCKOM paiioHe, oMenbCKoW N BUTEOCKOI 06nacTaX BKKOYAET YeTbipe npuema nuim —
3aBTpakK, 06ef, NONAHMK U YXXMH, NPY 3TOM KaJIOPUIAHOCTb JaHHOI0O paLMoHa 4O/MKHA COCTaBATh
He MeHee 85% OT CYTOYHOW (hM3MONOrMYECKONn NOTPEeOHOCTU pebeHKa B SHepPruu.

B xofe v3yyeHuUs nuTaHus feTeil ¢ PeHUNKeTOHypueld, npegocTasnsieMoro B MoruiescKoi
obnactu (r. Morunes), 6bi1 NPoaHaNM3MPOBaH AHEBHOWM paLMOH AN BO3PACTHOM rpynnbl 3-6 NeT.
MpegocTaBnsieMoe NMTaHWE BK/IKOYAET TPY Npuema num —3aBTpak, 06ef u NoAAHWK, Npu 3TOM
KafIOpMIHOCTbL AaHHOMO paLMoHa JO/MKHA COCTaBNATb He MeHee 70% OT CyTOYHOI (hm3monorunye-
CKOI NoTpebHOCTM pebeHKa B 3Hepruun. CoaepxkaHne MakKpo- U MUKPOHYTPUEHTOB B MUTAHUU
[eTein ¢ (heHUNKETOHYpUeld, NPeAoCTaBseMOro B pa3/iMyHbIX 061acTaX MU pailoHax npeacTaBieHo
B Tabsn. 2.

Vol. 15, Ne 3 (57) 2022 HDD



MW EBAA MPOMBIWTIEHHOCTb: HAYKA N TEXHONO0IMMI C .32-39

MpuHAB cpefHNIA Bec pebeHKa B Bo3pacTe 3-6 neT— 17,2 Kr, B Bo3pacte 7-11 neT—27 Kr, B BO3-
pacte 11-14 neT —42 kr, B Bo3pacte 14-18 net—55 Kr n HopMy (heHvnanaHnHa (Mo HYWKHUM rpa-
HMLaM A5 BO3MOXHOCTW pacnpocTpaHeHWs pe3y/ibTaToB Ha 60/ibLuee KONMYecTBO AeTein) 15 mr/kr,
10 mr/kr, 10 mr/kr, 10 Mr/Kr, COOTBETCTBEHHO, NO/y4YaeM, YTO CofepXKaHue heHunanaHnHa JOMKHO
cocTaBnATb He 6onee 258, 270, 420 n 550 Mr COOTBETCTBEHHO. TakXe CNneayeT y4yecTb, YTO C BO3pac-
TOM NOTPe6HOCTL B Gesike BO3pacTaeT, MPU 3TOM KONMYECTBO LOMYCTMMOrO COofepXXaHnsa eHunnana-
HWHa Ha 1 Kr Beca pebeHKa CHMXaeTca 1 K 13 rogam ymeHbliaeTcs ¢ 35 o 5-15 Mr Ha 1 Kr Beca
B CyTKM [17-20], B 3aBMCMMOCTY OT TOJIEPAHTHOCTY OpraHu3Ma K eHunanaHuHy. Takke npu aHa-
Nn3e cnegyeT yYnUTbIBaTb, YTO MOMUMO MUTAHUA YUpeXaeHnsaX 06pa3oBaHNa 4eTU, TakxKe NUTaTCS
[oMa (3aBTpaK Un Y>KUH).

Tabnunuya 2. CogepxxaHne Makpo- N MUKPOHYTPUEHTOB B MUTAHWUN feTeld, 60N1bHbIX PeHNTKETOHYpMe
Table 2. Content of macro- and micronutrients in nutrition of children with phenylketonuria

- bBpee- Cwo-, Co OQum Towe- Mo Bumeb-

(V)

HaverosaHe Hy-  PalpioH  CKen Ckesl  HAVCKA HAVDKM G CKaao0-  JieBckad  Ckad
VBPE o0meCtb, 0OMaCTb, %ﬂ-l (gam-l %UH JeCTb, 36 00/eCTb,  OO/ECTD,

6-10rer 11-13n€eT JET 10 JET JET 36rer  36rer

Benku, r 8,755 2,505 2,88 5,01 5,69 5,25 8,905 7,87 8,755
YXupsl, T 4296 9,74 11,825 26,565 24,105 19,22 42,975 22,27 42,96
Yrnesogsl, T 239,37 88,7 100,72 184,31 158,425 138,27 262,025 157,645 239,37

KanopuitHocTs, 1354 447,685 501,675 1107,8 946,805 739,74 1445,7 881,815 1354
KKan
deHunnanaHnH, mr 289,34 62,335 62,065 271,015 228,535 178,13 274,13 392,04 289,345

K, mr 2030,2 617,62 669,9 1267,7 1093,05 856,14 2040,5 13155  2030,25
Ca, mr 221,22 65,58 79,5 126,24 91,29 215,46 209,105 168,565 221,225
Mg, mr 148,13 57,965 79,56 140,43 117,145 84,11 184,585 115,675 148,135
P, mr 281,00 96,19 125275 249,59 222,405 1575 346,25 240,985 281,005
Fe, mr 9,345 4,705 5,465 4,85 4,025 16,83 9,69 6,905 9,345
ButamuH A, Mr 2,865 0,09 0,215 0,03 0,015 2,92 2,15 3,345 2,865
P-kapoTuH, mr 4,665 0,98 2,585 1,835 1,675 1,48 3,995 1,98 4,665
ButamuH B,, mMr 0,31 0,08 0,09 0,225 0,19 0,55 0,31 0,23 0,31
ButamuH B2, mr 0,32 0,095 0,115 0,19 0,16 0,19 0,3 0,255 0,32
ButamuH PP, mr 3,755 1,075 11 2,165 2,48 1,98 4.1 3,35 3,755
ButamuH C, mr 96,235 31,065 28,215 60,525 43,505 26,21 75,675 100,73 96,235
ButamuHd A, mkr 0,035 0,055 0,055 0,035 0,005 2,1 0,095 0,125 0,035
ButamuH E, mr 5,545 1,335 1,24 3,065 3,38 1,95 6,035 3,985 5,545
ButamuH K, mkr 3,24 7,9 1,715 0,6 0,23 1,35 1,18 0,28 3,24

Ha ocHOBaHWW NOMyYeHHbIX AaHHbIX BbISB/IEHO, YTO COAepXaHue (heHnnanaHnHa B NUTaHUN He
npeBbILaeT NPUGAN3NTENIbHOM CYTOYHOM HOPMbI BO BCEX paLMoHax, Kpome Morunesckoi 061acTu,
B pauoHax KOTOpO cofiepxxaHve eHnnanaHnHa npesbILLaeT CyTOUHY HOpMY Ha 48% B TeyeHun
nepBoi Hegenu 1 55% —B TeyeHUN BTOPOI. Takxke AN BCEX PALMOHOB XapaKTepeH 3Ha4YMTe/bHbIN
HepocTaTok Ca, P, BuTamnHoB Bp B2 PP, XMpopacTBOPMMbIX BUTAMUHOB, 0COGEHHO BUTAMUHOB
O v K, a ina HeKoTopbIX pauuoHoB 1 BuTamuHa A (bpectckas 06n1actb U CNOHUMCKUI paiioH).
CopepXaHue Kanus rnpeBbILLEHO BO BCEX MCCNEeS0BAHHbIX paLyoHax: MoYTK B 2 pas3a B paLyoHax
CnoHumMckoro panoHa (ansa getein 6-10 net) n OWMSHCKOrO palioHa; B 3 pasa B paunoHax Cno-
HUMCKOro paiioHa (ansa getein 3-6 net) n MoruneBckoil 061acTu; B 4 pasa B paumoHax [ToMenbCKow
1 Butebekol 0bnacTax.

B nutaHum fetein ¢ heHunkeToHypmeid 6-10 net n 11-13 net B bpecTckoi 061acTu copepxaHue
YINIeBOLOB M 3HepreTmyeckas LLeHHOCTb paLyoHOB COOTBETCTBYHOT HOpMaM, Npu 3TOM Habnoja-
eTCA HefoCTaTOK XXUPOB. HeCMOTPS Ha TO, YTO B AaHHbIX pauvoHax NpefcTaBfieH TO/IbKO O4UH
npueM MULLKM, MOXHO NPeSNoIoXNTb BOSMOXHbIA HefocTaToK B NuTaHumn Ca, P, BUTaMMHOB Bp
B2, PP 1 xupopactsopuMbIix BUuTammHos [ n K.

B nutaHuu geteit ¢ heHnnkeToHypuein 3-6 net CNOHUMCKOrO palioHa coAepyXaHue yrnesooB
W 3HepreTMyeckas LEHHOCTb paLvoOHOB COOTBETCTBYET HOPMaMm, Mpu 3TOM HabnojaeTcsa Hefo-
CTaToK XnpoB — 30%. B nuTaHumn geteit ¢ PeHUNIKETOHYpuein 6-10 neT aToro e paioHa co-
JepXXaHue yrieBofoB B paLMOHe COOTBETCTBYET HOPMam C YYeTOM AOMYCTUMbIX OTKIOHEHWIA,
npu 3TOM HabNAaeTCA 3HAYNTENbHbIN HEJOCTATOK XXUPOB N 3HEPTeTUYECKOW LLeHHOCT —53%
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n 33% coOTBETCTBEHHO. [oNyyYeHHble pe3ynbTaTbl aHanuM3a gHEeBHbIX paunoHoB C/IOHMMCKOro
paiioHa MoryT ObiTb 00YCNOB/IEHbI MPUHLMNAMY COCTaB/IEHUS OHEBHbIX PALMOHOB HAa OCHOBE
NULWb NpefenbHO LOMYCTUMOro 3HadeHWUs cofepykaHus 6enka. OfHako crefyeT OTMETUTb, YTO
[aHHbIN NOAX0[ He ABNAETCH ONTUMabHbIM, TaK Kak 6efiku NpoAyKTOB COAepXKaT B CBOEM CO-
CTaBe pas3IM4yHoe KOMMYecTBO (DeHnnanaHnHa n COOTBETCTBEHHO, MOXET ObITb BK/IKOUEHO 60/b-
LLiee KONMYECTBO NPOAYKTOB /15 MOBbILEHNSA 3HEPreTUYEeCKON LLEeHHOCTU U COAepXXaHns XNpPoB
B pauuoHe.

B nutaHun geteil ¢ eHnnkeToHypuein 3-6 net OLWIMAHCKOro palioHa cofepXXaHue yrneBojoB
B paLMOHe NpaKTUYeCcKy COOTBETCTBYET HOPMaMm, Mpu 3TOM HaboAaeTCsa 3HaYUTe bHbIN HeJoCTa-
TOK XXMPOB W 3HEPreTU4eckom LeHHOCTU — 55% 1 42% COOTBETCTBEHHO.

B nuTaHum geteli ¢ peHunkeToHypueld 3-6 net B Morunesckoii 061acTvi CogepXaHue yriesosioB
B paLuoHe COOTBETCTBYET HOPMam C Yy4eTOM AOMYCTUMbIX OTK/JIOHEHWI, NpyU 3TOM Habntogaetcs
HeA0CTaTOK XXMPOB N 3HEPreTUYeckoi LeHHocT —40% 1 16% COOTBETCTBEHHO.

B nutaHuun fetei ¢ peHunkeToHypueid 3-6 neT B FoMenbCKo 1 Butebekoi 06nacTsx cogepxa-
HMe OCHOBHbIX MaKpPOHYTPUEHTOB (XKWMPOB, YINEBOAOB) W 3HEPreTMyeckas LIEHHOCTb B paLoHe
COOTBETCTBYET HOPMaM C YYETOM AO0MYCTUMbIX OTK/IOHEHWIA.

3aknoveHve. MNMpoaHann3npoBaHHbIe paLyoHbl PasIMyaroTCcsa Kak no BO3PacTHbIM rpyrnnam oby-
YaOLLMXCH, TaK 1 MO KOJIMYECTBY NPMEMOB NULLK (B 3aBUCUMOCTU OT BPpeMeHU NpebblBaHUsA B yu-
peXkeHny obpasosaHuns). Takxe cnefyeT OTMETUTb, YTO U3YYeHHbIE PaLUOHbI HE UMEKOT eAVMHOro
nosxofa K HOPMUPOBAHWIO COAEPXKaHWA (PeHunasaHnuHa B NMUTaHUKU, MOCKOMbKY B Pecnybnvke
Benapycb OTCYTCTBYeT HauMOHaNbHaA METOAMKA ONpeAeneHns HOpPM (eHUNanaHHa Ans pasnny-
HbIX BO3PaCTHbIX rpynn. HopmuposaHue NoTpebHOCTN B Gefike 1 A0MYCTUMOro COAep>KaHusa ge-
HWUNanaHvHa OCNOXHEHO WHAMBUAYANbHbIMW OCOBEHHOCTAMM KaXKAOro OpraHnsma, a UMeHHO
YPOBHS TONEPaHTHOCTU OpraHu3Ma K (heHunanaHuHy, KOTOpbIiA onpesenseTcs B Xo4e nabopartop-
HbIX UCCNeA0BaHNUI KPOBW.

Heo6x04MMO yunTbIBaTb, YTO MOMMUMO MUTAHWUA B YUPEXAEHNAX 06pa30BaHUs, AeTU TaKKe Nu-
TaloTCA floMa (3aBTPaK U/UN YXKMH), NO3TOMY NPU COCTaB/IEHUN [HEBHbIX PaLMOHOB HEOOX0AMMO
CTPEMUTLCA K MAKCMMAIbHOMY CHUKEHUIO COZlepXXaHus (heHnanaHnHa B MMTaHun, HO He B yLep6
pasHoo6pasunio 6n1of,.

Taknm 00pa3oM, MOXKHO YTBEPXKAaTb O HEOOXOAMMOCTM Pa3paboTKM OTAENbHbIX PALMOHOB ANS
BCEX BO3PACTHbIX FPYMMn AETCKOTO HacelleHUs U UCMOJb30BaHUN CreunanbHbIX NporpaMmm u cep-
BMICOB [i1151 COCTaB/ieHNs 6onee NHAVBUAYaIN3NPOBaHHbIX AHEBHbIX MEHIO B YUpeXXAeHNsx 06paso-
BaHWA. TakXXe HEMaSIOBXHbIMU ABMIAKOTCA MPELJ/IOKEHUA MO UCMO/b30BaHMIO 60/ee LWNPOKOro
aCCOPTUMEHTHOrO nepeyHs 6/1t0f, 0CO6EHHO MyYHbIX KOHAUTEPCKUX U3AeNui, Ana npeoTspalle-
HWUA HapyLLeHNUs 6e36e1KOBON/HN3KO6ENKOBOW ANETbI AETCKUM HaceNleHNeM C (DeHUIKETOHYPUEN.
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