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CneumannampoBaHHble NPOAYKTbl Ha OCHOBE aMMHOKMC/IOT 6e3 ¢eHunanaHnHa — [N1aBHbIA UCTOYHMK 6esiKa A/s1 60/1bHbIX
GPEHUIKETOHYpHEN BCcex BO3pacToB. bnarogaps pasBUTUIO COBPEMEHHbIX TEXHOI0MMI co34aHbl HOBbIe€ OTEYECTBEHHbIE [1PO-
AYKTbl C ONMTUMHU3UPOBaAHHbIM aMUHOKWUC/IOTHBIM M MWUKPOHYTPUEHTHBIM COCTaBOM, YTO MOBbILAET UX GUOIOMMYECKYIO LIEH-
HocTb. Llenb nccnegoBaHms: U3yunTb KITMHUYECKYIO 9Q@OEKTUBHOCTb HOBbIX OTEYECTBEHHbIX CrieLmnain3npoBaHHbIX MPOAYKTOB
MMTaHUs Ha OCHOBE aMMUHOKMC/IOT 6€3 peHunanaHnHa y 60/bHbIX peHUTKETOHYpHUen. MeToabl: oLeHKa pU3n4ecKoro, coma-
TUYECKOro M HEPBHO-MICUXMYECKOI0 pa3BuTHsl, @ TaKKe onpeaeeHne YpoBHS QeHunanaHuHa B KPOBU NMPOBOANINCH [BaXAb:
[0 Ha3Ha4yeHus n yepe3d 1 mMec npUMeHEeHUs HOBbIX OTeYEeCTBEHHbIX CMeLMaIn3npoBaHHbIX NMPOAYKTOB. XMMUYECKMI COCTaB
paLmoHa ornpeaensisiv ¢ NoMOLLbI AMETOIOrMYECKMX METOA0B. Pe3ynbTaTbl: B UCC/Ie40BaHUM y4acTBOBaIM 57 feTer B Bo3pac-
Te oT 14 gHel n3HW o 15 net ¢ peHUIKETOHYpHEN, BbIIBIEHHON B X04€ HEOHATa/IbHOIro CKpUHUHra. fmnogeHvnnaiaHMHoBas
aveta bbl1a Ha3HavYeHa BCeEM AETM He ro3gHee 3-ro Mec »U3HW. Y AeTen nepBoro roga »u3nu (I rpynna), cpean KoTopbix
6blIM MJ1afi€HLbl C BbICOKMM YPOBHEM (eHunasaHMHa B KPOBU, Ha (OHE MUCrOIb30BaHMsI OTEYECTBEHHbIX CrieLmaan3npo-
BaHHbIX MPOAYKTOB KOHLIEHTPALMSI apoOMaTUYECKON aMMHOKMCIOTbI cHu3unack ¢ 5,5 (4,0; 21,0) go 4,4 (3,7; 4,7) mr/an
(p = 0,014), B aT0¥ rpynne AeTen TaKKe yydLnINCh rnoKasaTesn NcMxoMoTOPHOIo U GU3NYECKOro pa3BuThs. Y nayneHToB
paHHero, [OLWKOJIbHOIO U LWKOJIbHOMO BO3pacTa coAepaHne peHnnaiaHmHa B KPOBM oCcTaBasaoCh CTabnsibHbIM. XUMUYECKUI
cocTaB paLmMoHa ¢ UCr0/Ib30BaHMEM OTEYECTBEHHbIX MPOAYKTOB Ha OCHOBE aMMUHOKMC/IOT 6€e3 heHu1anaHnHa CooTBETCTBOBaAI
pPEKOMEHAYEMbIM HOpMaM MoTPeb/IeHUS OCHOBHbIX MULLIEBLIX BELLECTB U 3HEPruu. 3aKayeHue: rvrnopeHnnasaHnHoBas
AneTa ¢ NpUMEeHEeHNEM HOBbIX OTEYECTBEHHbIX CrieynaM3upoBaHHbIX NPOAYKTOB 6€3 peHunanaHuHa, npegHasHaqyeHHbIX 415
60/1bHbIX YEHNKETOHYPUEN PA3/INYHbIX BO3PACTHbIX IPYI, MOKa3asa ux BbICOKYIO KITMHUYECKYIO 9POEKTUBHOCTE.
KnioueBblie cnoBa: feTh, GEHUIKETOHYPUS, CIeLnaan3npoBaHHbIe NPOAYyKTbl, QeHnnanaHuH, gueToTeparms.
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Results of a Prospective Study Concerning the Clinical
Efficiency of Recent Russian-Made Specialized Foods
without Phenylalanine

Background: Specialized foods, based on aminoacids without phenilalanin, are the main source of protein for patients with phenilketonuria
of all ages. Based on modern technologies, new Russian-made foods were created. They have an optimized aminoacid and micronutrient
composition, which increases their bioavailability. Objective: Our aim was to investigate the clinical efficiency of the new Russian-made
specialized foods based on aminoacids without phenylalanine, in patients with phenylketonuria. Methods: Evaluating physical, somatic
and neuropsychic development as well as measuring phenylalanine blood level were carried out twice: before the prescription and after
1 month of using the new Russian-made specialized foods. The chemical composition of the ration was controlled using dietology methods.
Results: 57 children at the age of 14 days to 15 years with phenylketonuria (which was detected in neonatal screening) were picked for
this study. A hypophenylalanine diet has been prescribed for all children no later than at the age of 3 months of life. In children of the
first year (I group) (among which there were children with high phenylalanine blood levels) phenylalanine concentration decreased from
5,5 (4,0;21,0) to 4,4 (3,7; 4,7) mg/dl (p = 0,014) while using Russian-made specialized foods. In this group of children the psychomotor
and physical indices improved. In early childhood-, preschool- and school-aged patients phenylalanine blood level remained steady.
The chemical composition of the ration with Russian-made foods, based on aminoacids without phenylalanine, corresponded to the
reference intake of main nutrients and energy. Conclusion: Hypophenylalanine diet with new Russian-made specialized foods without
phenylalanine (which is designed for phenylketonuria patients of various age groups) showed high clinical efficiency of these foods.
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OpuruHanbHas ctaTbf

OBOCHOBAHME

DeHUNKETOHYPUA — HacNeACTBEHHOE HapylweHWe amu-
HOKMCNIOTHOrO O6MeHa, A5 KOTOPOro MnaTtoreHeTUYECKUM
METOAOM fleveHuns aBnseTcs ametorepanus. OCHOBHOM NpWH-
umn runodeHnnanaHMHOBON AMETbl — 3TO 3aMeHa BbICOKO-
6EeNKOBbIX HaTypanbHbIX MPOAYKTOB (MSCO, pbib6a, TBOPOr
W Ap.) Ha cneunanuM3npoBaHHble cmeckn 6e3 peHunnanaHmHa.
MpKn 3TOM XMMUYECKMI COCTaB YKa3aHHbIX MPOAYKTOB MOXET
OKa3blBaTb 3HAYUTENIbHOE BAUSAHUE HE TOJIbKO Ha aMUHOKMC-
NIOTHbIA CMEKTP KPOBM NALMEHTOB, HO U Ha WX GU3MYECKoe
M HEPBHO-MCUXMYyeckoe passuTtue [1].

[ns Toro 4to66I 06ECNEYNUTL 60NBLHOI0 GEHUNKETOHYPUEN
MaKpo- U MMKPOHYTPUEHTaMM, COCTaBUTb eMY MPUEMIEMbIN
nie4yebHbIn paLMOH, COBPEMEHHbIE CNeLuann3vpoBaHHbIe
NPOAYKTbl LenecoobpasHo anddepeHLMpoBaTbL B 3aBUCH-
MOCTU OT (YHKLMOHaNbHbIX OCOBEHHOCTEW W BO3PACTHbIX
noTpebHOCTEN OpraHn3ma B MULLEBbLIX BeWEecTBax U 3Hep-
rM1, UCNONb30BaTb AN UX NPOM3BOACTBA aMUHOKUCIOTHYIO
CMECb C BbICOKMM COAeprKaHWeM O60MblUMX HeWTpanbHbIX
aMWHOKMCAIOT, a TaKkKe o6orallatb 3CCEHLMaNbHbIMWY KOMMO-
HEHTAMW MWLM, YTO 3HAYUTENbHO MOBbLICUT GUOIOrMYECKYIO
LLeHHOCTb MPOAyKTa W BCero neyebHoro paumoHa [1-3].
Ha coBpemMeHHOM 3Tane TexHonoruuM NpPou3BOACTBa OTe-
YEeCTBEHHbIX MPOAYKTOB AETCKOro M Nie4ebHOro nuTaHus
No3BONSAOT MOAENNPOBaTb KayeCTBEHHbIN M KONMYECTBEH-
HbI COCTaB CreLnanM3npoBaHHbIX MPOAYKTOB M cO34aBaTb
BbICOKOIDDEKTUBHYIO Nle4ebHY0 MPOAYKLMIO, He ycTynato-
Lyto 3apybexHbiM aHanoram [1, 4].

B pamkax depepanbHon ueneBow nporpammbl «[etu
Poccun» Ha 2007-2010 rr. no Teme «PaspaboTka oTteve-
CTBEHHbIX CMeLManbHblX NPOAYKTOB NUTAHUS Npu 60Ae3HAX
o6MeHa BelecTB» U B COOTBETCTBMM C MJAaHOM Hay4yHO-
nccnegoBatenbckux pa6or N2 01.2.006-14674 «Meauko-
O1ONOrMYecKkne OCHOBbI OOOCHOBAHWS WM CO3[aHUS HOBbIX
NPOAYKTOB AETCKOro M n1e4ebHOro nuTaHus» Hay4HbiM LEeH-
Tpom 3a0poBbs aeten coBmecTtHo ¢ 3A0 «MHpanpum» 3a
yKa3aHHbIM nepuoa 6blin pa3paboTaHbl COCTaBbl U peuenTy-
pbl OTEYECTBEHHbIX MPOAYKTOB HA OCHOBE aMWHOKUCOT 6e3
deHnnanaHnMHa c¢ MOBbIWEHHLIM COAEPXKAHMEM TUPO3WHA
M BONbLUMX HEWTPabHbIX amMHOKKenoT [1, 2].

Llenbto Halwero uccnegoBaHns 6bII0 U3YUYUTb KIMHWUYe-
CKyt0 9pbEKTUBHOCTL pa3paboTaHHbIX C YHETOM COBPEMEH-
HblX TPE6OBaHMI HOBbIX OTEYECTBEHHbIX CNeLann3npoBaH-
HbIX MPOAYKTOB AN 60/bHbIX GEHUNKETOHYPUEN Pa3INYHOro
Bo3pacra.

METOAbI

Aun3aiH uccnegoBaHus

[Nns OUEHKM KIMHUYeCKon ahPEKTUBHOCTM HOBbIX OTeYe-
CTBEHHbIX NPOAYKTOB 6€3 dpeHunanaHmHa O6bl1o NPoBEAEHO
NPOCMNEKTUBHOE MHOMOLLEHTPOBOE HECPABHWUTENLHOE UCCe-
[lOBaHue.

Kputepum cootBeTcTBUA
Kputepmmn BKIOYEHUS:

e ety oboero nona B BO3pacTe C poxaeHua go 18 net
Cc anarHo3om «Knaccuyeckast GEHUNKETOHypuUS», yCTa-
HOBJIEHHbIM MPWU HEOHATaNbHOM CKPUHWUHTE;

® BbICOKash KOMMJIAEHTHOCTb, BblpaxaBlUasicd B CTPOrom
COOGNMIOAEHMN [OMETUYECKOro peXuma (npu 3ToM Aony-
CKanocb MOBbllEHWe YpOBHS deHunanaHnHa B KPOBMU
He Yalle 2 pa3 B roj npu OTCYTCTBMU OCTPOro MHPEKLU-
OHHOro 3abofieBaHus);

® HanMyMe MHOOPMMPOBAHHOIO CcOrflacus poauTenen wu
nauueHTa (ans neten ctapwe 14 ner).

Kpuntepun HEBK/IIOYEHUS:
®  HanMyune oCTPbIX MHOEKLMOHHbIX 3a60NEBaHNNK;
°  TAXe/ble XPOHUYECKMe 3aboneBaHus.

YcnoBus npoBeaeHus

B uccnepoBaHuM npuHMManu yyactue et ¢ beHun-
KETOHYpUEeW, BbIIBAEHHOMW B pe3ynbTaTe HeoHaTaslbHOro
CKPUHWHIa, KOTOPble HAaXOAWAUCH No4 HAabNAEHUEM B KOH-
CyNbTaTUBHO-AWArHOCTUYECKOM LieHTpe HayyHoro ueHTpa
3gopoBbs geten (HU3J, MocKkBa), perMoHasnbHbiXx Meau-
KO-reHeTU4YecKmnx LeHTpax MocKoBcKown obnactu, Kypcka,
OpeHbypra, EkatepnHbypra, HoBocnubupcKa. MNepuoa npose-
OEeHUs nccnegoBaHus — ceHTa6pb 2014 — Hos6pb 2015 T.

OnucaHue MeJULMHCKOro BMelaTe/ibcTBa

Ha MOMeHT BK/OYEHUS B uccnegoBaHue 60MbLUMHCTBO
OEeTEeN yKe HaxoAunuCb Ha runodeHunanaHMHOBOW AuMeTe.
YynTbiBasi M36MpaTesbHOCTb B €€ M KOHCEepBaTUMBHOCTb
NULLEBLIX MPUBbIYEK Y 60NbHBIX GEHUNKETOHYPUEN, HOBbIE
NPOAYKTbI B paLMOH NUTaHUS BBOAUIUCH B TeyeHne 5—7 gHen
C MOCTEMEHHbIM CHUXKEHUEM 06beMa paHee UCMOoNb3yeMOro
npoaykTa. CyTo4HOE KOMYEeCTBO HOBOIO MPOAYKTa PacCHMThI-
Ba/lv B rpaMmax Cyxoro BellecTBa B COOTBETCTBMM C NOTPe6-
HOCTIMM 06Lero 6eKka 1 JONYCTUMbIM coAepyKaHnem deHu-
fNlanaHuHa B paLMoHe, B 3aBMCUMOCTM OT BO3pacTa M Macchbl
Tena pebeHKa, a TakXe OT MHAMBWAYaNbHOW TONEPaHTHO-
CTM 60/bHOIO K NuLieBOMYy deHunanaHuHy. TonepaHTHOCTb
OLleHUBaNM B Nepuoj HasHavyeHUs runodeHnnanaHHoBOM
OMeTbl MO CYyTOYHOMY MOTpeb6seHno HaTypanbHOro 6enKa
nuuwm (r/cyTt) 1, COOTBETCTBEHHO, deHmnanaHunHa (mMr/cyr),
NpW KOTOPbIX B KPOBW MaLMEHTa coxpaHsanacb gonyctnmas
N5l HEro KOHLUEHTpauma 1aHHOM aMUHOKMCNOTbI (Mr%) [1, 4].

Y peten ctapwe 1 roga nocnegoBaTeNlbHO Ha3Havau
BHayane cneuuannM3vpoBaHHbIM MPOAYKT C COAEPKAHWEM
6enkoBoro akeuBaneHta 20 r (B8 100 r cyxoro npoayk-
Ta) B TeyeHne 35 aHen (OUEHUBaNW ero nepeHocUMocCTb,
ypOBEHb deHunanaHnHa B KpPOBMU, PU3MYECKoe COCToN-
HWE U COMaTUYEeCKMM cTaTyc), 3aTeM NepeBOAUIN pebeHKa
Ha MpPOAYKT ¢ 6enKoBbiM 3KBMBaneHtoMm 40 (NnoBTOpHOE
uccnegoBaHve ypoBHSA deHunanaHnHa B CbiIBOPOTKE KPOBM
W ApYyrux rnokasaTtenen 4yeped 1 mec). 310 NO3BOMIO MNPO-
aHanuanposaTtb 3IQPEKTUBHOCTb 060MX NPOAYKTOB.

KpaTHocTb npuema mcenegyemblx npoayKToB:

° B Ka)aoe KopmsieHue y AeTen NepBoro roaa Xu3Hu;
® He MeHee 4 pas B cyTy geten o1 1 roga ao 3 ner;
° He MeHee 3 pa3 B CYT Yy NauMeHToB cTaplle 3 feT.

[ns NpurotoBneHns CMecu AEeTSIM NepBOro roga Xmu3Hu
MCMONb30Banu TOMbKO BOAY: CMECb Pa3BOAMAN OO KWUAKOM
KOHCUCTEHUMMU B COOTBETCTBUM C MHCTPYKUMEN. Onsa npwu-
roTOB/IEHUS MPOAYKTa AeTam cTaplwe 1 roga Heobxogumoe
KONIMYECTBO CyXOro NpofyKTa nepea KaxkablM NpUeMom nuLim
CMeLlnBanu ¢ BOAOM UNn GPYyKTOBO-AroAHbIM COKOM (B 3aBMU-
CMMOCTU OT MpPeanoYTeEHUIN NaumneHTa) 40 NoNy4eHUs cMecu
YWIOKON nnu 6onee rycton (nopeobpasHomn) KOHCUCTEHLMN.

OCHOBHOM UCX0[ UccnefoBaHUA

[naBHbIM KputeprueM 3aPpOEKTUBHOCTH ANETOTEPANUMU CUN-
Tanu noagep:KaHue KOHLUEHTpaUMK GeHnnanaHuHa B KpoBuM
B gonyctTumoM ans 6onbHbix PKY avanasoHe: B BO3pacTe
Mnagwe 12 net — 2-6 Mr%, crapwe 12 net — 2-10 mr%
[4, 2]. Ans 60nbHbIX C BNepBble BbISIBIEHHON KacCU4YECKON
GEeHUNKETOHYpUEN U BBICOKMM YPOBHEM deHunanaHnHa
B KPOBM (= 15 Mr%) HarnaaHbIiM nokasatenem apbeKTMBHO-
CTU AueToTepanuu ABNSETCS CHUXEHME ero YpoBHS A0 Tepa-
neBTUYECKOro AManasoHa vyepe3 7—10 cyT.



[ononHutenbHble UCXOAbl UCCNIEAOBAHUS

lMokasaTenn comMaTMyecKoro cratyca (annetut, COCTo-
SHME KOXKHOro MOKPOBa, QYHKUMS XKenyaoyHO-KULWEYHOro
TpaKTa), dGn3n4ecKoe pasBUTME U MCUXOHEBPOIOTMYECKNN
CTaTyC OLEeHMBaNM 1O Ha3Ha4YeHUSA HOBbIX MPOAYKTOB 1 Yepes
35 cyT Ux Mcnonb3oBaHUS. Y BCEX NaLMEHTOB NPOBOAMIIM
CpaBHUTENbHbIN aHann3 CyTOYHOro NOTPEBNEHNS OCHOBHbIX
NMULEBBIX BELLECTB 1 3HEPTUM C PEKOMEHIYEMbIMU HOPMaMM
notpebnenHus [5].

MeToabl perucrpauum UCXoaoB

OnpepgeneHne KOHUEHTPaymMn peHunanaHmHa

[narHoctuka 3ab6osieBaHMa U KOHTPO/b 3a aJeKBaTHO-
CTbl0 MPOBOAMMON Tepanuu OCyLLeCcTBASICA NyTem onpeae-
NIEHUS KOHLEeHTpauun deHunanaHnHa B CyXmx nsiTHax Kpo-
B QyOPUMETPUYECKMM METOAOM Ha npubope Multilabel
Counter 1420 (Victor-2) (Perkin Elmer Wallac, ®PUHNAHANS),
KOTOPbIM OCHallleHbl MeaWKO-reHeTUu4eckue nabopaTopuu
Y3 MO «<MOHUKWN nm. M.d. BnaaumMmpcKoro» n LIEHTPbI
Kypcka, OpeHbypra, HoBocnbupcKa, EkatepmnHbypra.

OueHKa ¢pu3nyecKoro pa3BuTUs

dusunyeckoe pasBuTUE O60JbHbIX GEHUTKETOHYPHUEN
OUEHMBaNM C MCNonb3oBaHMeM nporpammbel BO3 (WHO
AnthroPlus 2009) no BenuyuHe Z-score WHAEKCa MaccChbl
Tena (MMT) Kk Bo3dpacTy. [pu 3HayeHunsx Z-score < -2 SD ycTa-
HaB/MBaNN HeJOCTaTOYHOCTb MUTaHUA (AePpULMT Macchl Tena
K pocty), oT +1 go +2 SD — HanuMyne n3bbITOYHON MacChl
Tena, npyu = +2 SD — oXupeHue.

OyeHKa HePBHO-NCUXUYECKOIro U MICUXOMOTOPHOIO

pas3BUTHSA

PasButve peten MepBOro roga M3HW OLEHWBaNW Mo
10 npu3Hakam wkanbl J1. T. Kyp6bl 1 E. M. MacTiokoBow [6]:
1) KOMMYHMKabEeNbHOCTb;

2) rosiocoBbl€ peaKLuuy;

3) 6e3ycnoBHble pedreKchl;

4) MbILWEYHbIN TOHYC;

5) uenHble CUMMETPUYHbIE pedieKChbl;

6) CEHCOPHO-MOTOPHOE NOBEAEHUE;

7) aCMMMETPUYHbIN LWENHBIV TOHUYECKUI pedeKc;
8) CTUrMbl AM33MOpUOreHesa;

9) M3MEHEHUS CO CTOPOHbI YepernHbIX HEPBOB;
10)naTonornyeckne aBUKEHUS.

Y geten B Bo3pacTe cTapuwe 1 roga Mcrnonb3oBanan Moau-
GMUMPOBaHHbLIVM BapuaHT BblleyKa3aHHOW WKanbl [7], Takxe
BK/toYaBLluen 10 Npu3HaKoB:

1) 3MOLMOHaNbHbIN TOHYC;

2) peyeBoe pa3BUTUE;

3) CyxOoXunbHble 1 GploLWHbIE pedneKchl;

4) MbllWeYHbIM TOHYC M CUla MblLLL;

5) MOTOpHOE pa3BuUTHE;

6) oTcyTcTBME/Hanmuune uedanruu;

7) OTCyTCTBME/HANM4Yne ayTUCTMKONOAOOHOM CUMNTOMATUKU;
8) BeretaTMBHas HepBHas CUCTEMA;

9) coCTOsiHWE YepernHbIX HEPBOB;

10)aaHHble 3/1IEKTPO3HUedanorpaMmmbl.

Kaabl M3 NPU3HAKOB OpWUrMHaNbHOM U MOANDULMPO-
BaHHOW LUKaNbl oueHuBanu no 4-6annbHoOM cucteme, rae
onTumanbHoe pasBuThe GYHKUMU (MU OTCYTCBME MNaTtosio-
rMYecKoro npuaHaka) coOOTBETCTBOBano 3 Gannam, rpyboe
HapylweHne YHKUMUKM (MM MaKCUMManbHas BbIPaXXEHHOCTb
HapyweHun) — O; panee 6Gannabl cymMmupoBanu. HepBHO-
NCUXMYECKOE W MNCUMXOMOTOPHOE pa3BUTUE CYUTaNKU OMTU-
MaslbHbIM U COOTBETCTBYIOLLMM BO3PACTHOM HOPME MPU CyM-

MapHOM oLeHKe B AnanasoHe oT 27 o 30 6annos; B rpynne
pUCKa Haxoaunucb OeTu, HabpaBwue oT 23 go 26 6an-
NI0B; YMEPEHHYI0 3adeprKKy pasBuTUS GUKCUMpOBanu npwu
13-22 6annax, Taxenyio — npu < 13.

AHan3 NULEeBOH LLeHHOCTH J1Ie4e0HbIX PaLMOHOB

MpoBoauAM pacyeTHbIM crnoco6om nytem 7-AHEBHOIO
MOHUTOPUPOBaHMUS (GAKTUYECKOro MWUTAHWS C MOACYETOM
XMMUWYECKOrO COCTaBa CYTOYHbIX PaLMOHOB (coaeprKaHue
OCHOBHbIX MULLEBbLIX BELWECTB W 3HEepPruu) ¢ MCMnosib30oBa-
HMeM nporpammbl 1S «/leTcKoe nuTtaHue» U ornpeaeneHu-
€M CpeaHecyTo4YHOro noTpebneHuns obLlero U HaTypanbHOro
6esKa, XXMpOoB, YrNeBOA0B U Kanopum.

dTHyecKas 3KcnepTUsa

lMpOeKT AaHHOW CTaTbM pPAcCCMOTPEH Ha 3acedaHuu
JIOKanbHOro He3aBUCUMOIo 3TUYEeCKoro komwuteta HU3/.
EAMHOMNacHo NpuMHATO pelleHne 0 TOM, YTO NpeacTaB/eHHoe
nccnegoBaHue NpoBefeHo ¢ co6/oAeHNEM COOTBETCTBYIO-
LMX 3TUHECKUX NpaBun (BbIMMCKA U3 NPOTOKOMA 3acefaHus
JIH3K o1 07.07.2016).

CtaTucTM4YEeCKUI aHanun3

Pa3mep BbIGOPKKU NpeaBapuTelbHO HE paccyMUTbiBaNCS.
CTaTUCTMYECKMI aHanu3 BbINOAHEH C NOMOLLbIO MNakeTa
nporpamm STATISTICA 6.0 (StatSoft Inc., CLUA). OnucaHune
nceneayemMblx MPU3HaAKOB BbIMNOHEHO C MCMNO/b30BaHWEM
CpefAHUX 3HAYEeHWW U CTaHAAPTHbLIX OTKIOHEHWW MPU HOp-
MallbHOM pacrnpefeneHun gaHHbIX, MeauaHbl (25; 75-n npo-
LLEHTUSIU) — NPU OTAIMYHOM OT HOPMasbHOro pacnpeaeneHms
JaHHbIX. [Ina cpaBHEHWS MapHbIX KOMYECTBEHHbIX NPU3Ha-
KOB (0 M Mnocfne MpUMEHEHNUS Creunanm3npoBaHHbIX Npo-
[YKTOB) UCMONb30Banun Kputepun BUnkoKcoHa (t-kputepun),
[NS CPaBHEHWUS MapPHbIX KAYECTBEHHbIX MPU3HAKOB — KpuTe-
pun MakHemapa (Xz)_

PE3Y/IbTATbHI

Y4yacTHUKK UccnepoBaHUsA

B xome uccnepoBaHus 6biN0 CKPUHMPOBaAHO 74 nauwu-
€eHTa C Knaccuyeckon dpeHunketoHypmen. U3 nx ynucna cne-
LMaNU3NpOBaHHbIe MPOAYKTbl C Pa3/IMYHBLIM COAEPHKaAHUEM
6enKoBOro aKBMBaneHTa 6bliM Ha3Ha4yeHbl 57 4eTaM B BO3-
pacte oT 14 gHeN u3Hu o 15 net (puc.). Ha gonto aeBoyex
npuwnocb 6onee NONOBWMHbLI Y4aCTHUKOB McCCneaoBaHus.
Ha runodeHnnanaHnMHOBOW AMeTe A0 Hayana uccnegoBaHuns
Haxoaunuck 2/3 60bHbIX B BO3pacTe Ao 1 roga v Bce 601b-
Hble CTaplKX BO3pacTHbIX rpynmn. MNpu3HaKKM atonuMyecKoro
aepmatuta (rMnepemMus U LecKkBamauus KOXM LWeK) Habnto-
fanvcb y 4 getewn rpynnbl 1, HE Nony4yaBLUIMX AUETUYECKOTO
neyeHus (tabn. 1).

OcHOBHble pe3ynbTaThl UCCNIEA0BaAHUS

MeaunaHHble 3HayYeHUs KOHLUEHTpauuu deHunanaHuHa
y OeTew, Noay4yaBLUMX CNeLManM3nMpoBaHHbIe NPOAYKTbI C pas-
HbIM COAepKaHueM GeNKOBOro aKBMBasneHTa, 6biiv B npeae-
nax pedepeHcHoro uHTepsana: 2—6 mr/an ans 60MbHbIX B
Bo3pacte Ao 12 net; 2-10 mr/an — ans 60MbHbIX CTaplie
12 net (tabn. 2). Bmecte ¢ Tem y 9 (39%) aeten 1-i rpynnel,
paHee He Mofy4yaBLUMX AMETUYECKOrO NlevyeHus, a Takke y 4
(27%) neten 4-n rpynnbl, NONy4YaBLIMX TAKOBOE, KOHLEHTPaLMS
deHnnanaHnHa B KpOBM NpeBbllwana pedepeHCHble 3HaYEHNS.

Ha ¢oHe ncnonb3oBaHMA cneunann3npoBaHHOro Mpo-
[yKTa KOHLEHTpauusa deHunanaHMHa B KPOBW CHU3WUNACh
y NauneHToB 1-i rpynnbl, NPEUMYLLECTBEHHO MO NPUYUHE ee
CHUXXEHWA y feTeil ¢ BnepBble YyCTaHOBAEHHbIM AUArHO30M:

NEAUATPUYECKAA ®APMAKOJIOTUSA /2016/ TOM 13/ N 3



OpuruHanbHas ctaTbf

Puc. InsaiH nccneaoBanns aGpdEKTUBHOCTU HOBbIX OTEYECTBEHHbIX MPOAYKTOB Y 60/1bHbIX PAa3HOro Bo3pacta ¢ GeHUIKETOHypHUen

MaLmneHTbl ¢ NoATBEPKAEHHBIM AMarHo3om «Knaccuyeckas GeHUnKeToHypus» (n = 74)

He cooTBeTcTBOBaNMN

Kputepuam nccnenoBaHua

MaumneHTbl ¢ NoATBEPKAEHHBIM AMarHo3om «Knaccuyeckas GeHUNKETOHypUS»,
COOTBETCTBYIOLLME KPUTEPUSAM UCCefoBaHus (n = 57)

(n=17)

pynna 2
«HytpureHn 20 phe»
20 r 6enka/100 r npoaykTa

lpynna 1
«HytpureH 14 phe»
14 r 6enka/100 r npoaykta

Yepes 35 agHen:
«HytpureH 40 phe»
40 r 6enka/100 r npoayKTta

[pynna 3
«HyTtpurex 70 phe»
70 r 6enka/100 r npoayKTa

MauneHTbl NnepBoro
rofa Xusuu (n = 23)

MauneHTbl B BO3pacte
ot 1 roaa fjo 7 net (n = 19)

MavuuneHTsl cTapwe 7 net
(n=15)

BbinoJiHeHHbIe UccnefoBaHus

1. OnpegeneHue KOHUEHTpaLuK deHnnanaHmHa

2. OueHKa GpM3n4YecKoro pa3BuTHs

3. OueHKa HeEpPBHO-NCUXMYECKOr0 U MOTOPHOIO Pa3BUTUS
4. OueHKa NULLEBON LLEHHOCTU Neve6HbIX PaLMOHOB

Ta6nuua 1. XapakrepucTrka nauneHToB ¢ GeHUNKETOHYPUEN, NOJTyHaBLLIMX CNeunanM3npoBaHHble NPOAYKTbI C Pa3MYyHbIM COAEPXKaHUEM

6€e/1KOBOro 3KBMBaseHTa

Moka3arenb lpynna 1,n =23 lpynna2,n =19 lpynna 3,n =15
BoapacT, net 3(1; 6) mec 4,1(2,7;6,5) 10,0 (8,6; 13,0)
[leBouru, abe. (%) 12(52) 11 (58) 8(53)
MnodeHunanaHnHoBasn aMeta B aHamHese, abce. (%) 14 (61) 19 (100) 15 (100)
ATONUYECKU aepmMaTtuT B aHamHese, abce. (%) 4(17) - -

lpumedaHue. Tpynnel 1—3 chopMmrpoBaHbl HA OCHOBAHUKN COAEPIKAHUS B CNeLManM3mpoBaHHOM NPoayKTe 6eNKOBOro akBuBaneHTa (14, 20,

40 1 70 r Ha 100 r cyxoro npofyKTa COOTBETCTBEHHO).

Ta6nuua 2. KoHueHTpaumsa peHnnanaHnHa B KPOBU y 60/bHbIX GEHUNKETOHYpUER Ha GOHe NCMONb30BaHUS cneuuanM3vpoBaHHbIX MPOAYKTOB

YpoBeHb peHunanaHMHa B KpoBu, Mmr/an
Mpynnbi p
UcxopaHo Yepes3 1 mec
1 5,5 (4,0; 21,0) 4,4(3,7;4,7) 0,009
2(20) 4,3(3,9;4,9) 4,3 (4,2;4,6) 0,965
2 (40) 4,3(4,2;4,6) 4,5(4,1;5,1) 0,552
3 4,5(3,6;6,7) 4,5(3,6;7,0) 0,028

MpumeyaHume. Tpynnbl 1-3 chopMUMPOBaHbI Ha OCHOBAHWK CoiepXKaHuUs B crneuuanM3npoBaHHOM NpoayKTe 6€/1KOBOro aKkBuBaneHTa (14, 20,

40 1 70 1 Ha 100 r cyxoro npojlyKTa COOTBETCTBEHHO).

[0 Havyana auetotepanun — 22,5 (20; 23) mr/an, nocne
npumeHeHuns uccnegyemoro npoaykta — 4,3 (3,7; 4,5) mr/an
(p = 0,009). 3HAYNMOE CHUKEHUE KOHLEHTpauum deHuna-
NlaHWHa B KPOBW OTMEYEHO M Y NaLMEHTOB 3-M rpynmnbl, Npu
3TOM Y [eTel C UCXOAHO MOBbIWEHHbLIM ypoBHEM beHuna-
flaHWHa B KPOBM MMeNacb TOSIbKO TEHAEHUMS K €ro CHUXe-
HUIO — ¢ ucxoaHbix 11,5 (10,8; 12,6) go 6,9 (6,7; 8,1) mr/an
(p =0,028). Y nauneHToB 2-1 rpynnbl KOHLEHTpauus deHunn-

anaHvHa Ha GOoHe JMETMYECKOro Nle4YeHUs He U3MeHWnachb
(c™m. Tabn. 2).

[ononHuTenbHble pe3ynbTaTthl UCCNEA0BaHUSA

dusnyeckKoe pa3Butue

Ha ¢doHe npuMeHeHus cneumann3MpoBaHHOIO NpoayKTa
¢ 6eIKOBbIM 3KBMBaneHToM 14 (rpynna 1) cpeaHemecsayHas
npubaBKka Macchl Tena coctasnana 720 £ 23,5 ry fgeten




nepsoro nonyroaums, 485 = 34,2 r — BTOPOro nosyroagus
MWU3HU. Y GonblUMHCTBa feTen (y 22; 96%) nokasartenb
Z-score UMT/Bo3pacT 6bl1 B npefenax BO3PacTHOM HOp-
Mbl, Y 1 — HUXE HOPMbl (KpuTepuun B pasgene «MeTtogbl»).
Y 1 pebeHKa C UCXOAHO HM3KUM MoKasaTeseM macchbl Tena
OTMEYanochb MOBbILWIEHNE €ro Z-score A0 HWXHEN rpaHuLbl
HOpMbI (Tabn. 3).

B rpynne 2 [0 NpUMEHeHWs cneuuann3vpoBaHHbIX
NPOAYKTOB MoKa3aTenb Z-score MMT/Bo3pacT Obin HUKe
HOpMbl Y 5 (26%) 1 3 (16%) nauneHTOB COOTBETCTBEHHO.
Ha ¢oHe nocnegoBaTenbHOro BBEAEHMS B PaLMOH Crneuu-
aNn3UPOBaHHbIX MPOAYKTOB C OE/IKOBbIM 3KBWBaNEHTOM
20 n 40 y Bcex AeTen oTMe4vanacb HopManm3auus anneTura,
Z-score UMT K BO3pacTy NOBbLICUICH U AOCTUI CPefHEBO3-
pPacTHbIX 3HAYEHUN.

AHTpOnomeTpuyeckre aaHHble y 11 (73%) nauneHToB
rpynnel 4 COOTBETCTBOBAAM CPEAHEBO3PACTHLIM BENYM-
HaM. McxopgHo Z-score MUMT K Bo3pacty ¥y 2 (13%) peten
cooTBeTcTBOBaN M36bITONHOM Macce Tena, y 1 (7%) 6bino
BbIIBNEHO OXupeHue, y 1 (7%) nokasatenb Z-score UMT
K BO3pacTy COOTBETCTBOBAN YMEPEHHON B6E/TKOBO-3HEPreTU-
Yeckom HefgocTaTtovyHocTH (B npeaenax -1 SD go -2 SD).

Ha ¢oHe ynoTtpebneHuss HoBoro npoaykta y 12 (80%)
HabnhaeMblX aHTPOMOMETPUYECKME MOKa3aTeNu craniu
COOTBETCTBOBATb CPEAHEBO3PACTHLIM BEANYUHAM, Y 2 (13%)
coxpaHsanacb n3bbiTo4Has macca Tena, y 1 (7%) — nerkas
HeOoCTaTOYHOCTb MUTaHMUS.

HepBHo-ncuxu4ecKoe u NCUXOMOTOPHOE pa3BUTHE

OueHKa NCMXOMOTOPHOro pa3BuTMA aeten 1-n rpynnbl
nokasana, 4To 4o Havyana uccneagoBaHus Nokasatenb B npe-
Jenax cpegHeBO3pPacTHOW HOPMbl OTMeYeH y 13 M3 Hux,
PUCK pPa3BUTUSA HapPyLIEHUH OTMEYEH Yy 3, yMEPEHHble Hapy-
weHnss — y 5, BblpaxeHHble — y 2. Ha ¢oHe aunetotepa-
MU C MCNONb30BAHWEM CMELMann3nMpoBaHHOIro MNpoAyKTa
y 2 NauWMEHTOB MNPOMU30LWN MOSIOKUTENbHbIE W3MEHEHMUS:
OOMH M3 HUX C HOPMaslbHbIMW NOKa3aTeNsS MM BbllLEN U3 rpyn-
Mbl PUCKaA, APYrON — C UCXOAHO TSXKENOMN 3aepHKoM — nepe-
Wwen B rpynny yMEpPeHHON 3adepXKu pa3BuTus. BoiaBneHo
3HayMMoe MoBblleHne cymmapHoro 6anna ¢ 30 (15; 30)
[0 HadHavyeHusa npogykTa Ao 30 (18; 30) Ha PoHe ero npwu-
MeHeHus (p = 0,038), Npy 3TOM NOBbILLIEHWE OLEHKHM XOTS Obl
Ha 1 6ann oTMeyeHo y 5 (22%) 6GONbHbIX 3TOW Tpynmbl.
MN3MeHeHNEe OLLEHKM MCMXOMOTOPHOrO PasBWUTUS MO OTAENb-
HbIM NMPU3HaKaM WKanbl *Kypbbl—MacTioKOBOW NpeacTaBe-
HO B Ta6n. 4.

B rpynne 2 pacnpegeneHue nauueHToB NO COCTOSHUIO
NMCUXOMOTOPHOIO Pa3BWUTUS A0 Ha3HAYEeHUs cneuuanusu-
pPOBAHHOIO MpoayKkTa 6bl10 cneayowum: HopMa — y 13,
B rpynne pucka — 3, yMepeHHas 3aepxKa — y 3; 60/bHbIX
C TSXKENOoKW 3aeprKKoN pa3BuTmsa He 6biio. Ha ¢doHe agueToTe-
panuu y 2 NauMeHTOB OTMEYEHa NoNOXKUTENbHAA AMHAMMKA:
COCTOSIHWE MCUXOMOTOPHOIO Pa3BUTWUS Y OAHOrO MauueHTa
W3 rpynmnbl PUCKa M OIHOro pebeHKa M3 rpynnbl yMEPEHHON
3a[€eprKKMU CTano CooTBETCTBOBaTL HopMe. CymMmapHbIi 6ann

Ta6nuua 3. Z-score nHgekca maccol Tena (MMT) K Bo3pacTy Ha GoHe UCNoNb30BaHUs crneLmanM3npoBaHHbIX NPOAYKTOB 6e3 dpeHnnanaHnHa

Z-score UMT K Bo3pacTy, a6c. (%)
Mpynnbi UcxoaHo Yepes 1 mec
Huxe HOpMbI Hopma Bbiwie HOpMbI Huke HOpMBbI Hopma Bbiwie HOpMbI
1 1(4) 22 (96) - 23 (100) -
2(20) 5 (26) 14 (74) 3(16) 16 (84) -
2(40) 3(16) 16 (84) - 9 (100) -
3 1(7) 11 (73) 3(20) 1(7) 12 (80) 2(13)

Ta6nuua 4. OnTMManbHoOe pa3BUTUE NCUXOMOTOPHOIO Pa3BUTUA* y eTen NepBOro roga u3Hu (n = 23) Ha poHe UCroNb30BaHKA
crneunanM3npoBaHHOro nNpoayKTa 6e3 peHunnanaHmHa (6enkosbli akBuBaneHT 14 r/100 r npoayKra)

Yucno peten
Mokasarenb p
UcxopHo, a6e. (%) Yepes 1 mec, a6e. (%)

KoMMyHHKa6enbHOCTb 16 (70) 17 (74) 1,000
fonocoBble peakuuu 16 (70) 18 (78) 0,500
BesycnoBHble pedneKchbl 21(91) 21 (91) 1,000
MblLLEYHbIN TOHYC 15 (65) 15 (65) 1,000
LlenHble cumMeTpuyHbIe pedneKcbl 21 (91) 22 (96) 1,000
CeHCOpHO-MOTOPHOE NoBeaeHne 22 (96) 23(100) Hp
ALWITP 22(96) 22 (96) 1,000
Cturmbl u3ambpuoreHesa 15 (65) 15 (65) 1,000
M3MeHeHMs co CTOPOHbI YepernHbIX HEPBOB 22 (96) 22 (96) 1,000
MaTonornyeckune ABMKeHUS 18 (78) 20 (87) 0,500

lMpumevaHue. * — oNTUManbLHOMY Pa3BMUTUIO (BO3pacTHas Hopma) COOTBETCTBOBAaa OLLEHKa Kax4oro npu3Haka B 3 6anna no wKane
HKyp6bl—MacTiokoBow [6]. ALUTP — aCMMMETPUYHBIN LERHbIA TOHUHECKUI pedieKe, Hp — CTaTUCTUKKM HE PacCHUTLIBAIOTCH.
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He nameHuncs: go nedenuns — 30 (24; 30), Ha doHe aneTo-
Tepanuun ¢ HoBbIM npogyktom — 30 (27; 30) (p = 0,059).
[oBbIlWEHNE OLEHKM XOTS 6bl Ha 1 6ann oTMeyeHo y 4 (21%)
60/bHbIX FPYNMbl YMEPEHHON 3a4ePXKKU. M3MEHEHWE OLEHKM
HEPBHO-MCUXMYECKOro pa3BUTUS MO OTAENbHLIM NPU3HAKaM
MoanduumMpoBaHHON wWKanbl Myp6bl—MacTioKoBOW npes-
CcTaB/ieHo B Tabn. 5.

B rpynne 3 fo Ha3HayeHus u Ha bOHe MpUMeEHeHus
HOBOro MPOAYKTa 4MCNO AEeTeN C HOPMasbHbIM Pa3BUTH-
eM (n = 12) U ymMepeHHOW MNCUXOMOTOPHON 3afeprKKon
(n = 3) He MeHsAN0Ch; NaLUEHTOB, YrPOXaeMblX Mo MCUXO-
HEBPOIOrMYECKMM HapyLWeHUAM rpynna pucKa) U ¢ Taxenon
3a[ePXKKOM pa3BuUTUS, B JaHHOW rpynne He 6bino. OTMedeHa
NofoXKUTENbHAas AMHAMMKA CYMMapHOM OLEHKM HEPBHO-
ncuxuyeckoro passutus (p = 0,034), Nnpu 3TOM NOBbIWEHUE
OLIEHKM X0T9 6bl Ha 1 6ann oTMeyeHo y 5 (31%) 60nbHbIX 3TON
rpynnbl. KBMeHeHWe OLLEHKM HEPBHO-NCUXMYECKOrO pas3By-

TMS NO OTAENbHbIM MPU3HAKaM MOANMDULMPOBAHHON WKasb
HKyp6bl—MacTioKoBOM NpeacTaBneHo B Tab. 6.

MuweBasn LeHHOCTb rMnogeHnIaNnaHuHOBOIo

pauuoHa

Cyto4yHoe noTtpebneHune cneumann3dmpoBaHHOro NPOAyK-
Ta ¢ 14 r 6enkoBoro akBuBaneHTta Ha 100 r cyxoro npoaykTa
[eTbMW NepPBOro rofa *mn3Hu coctasnano 72,7 £ 13,4 r. Mpu
3TOM B palMOHax AeTen NepBoOro Mecsilia *W3HWU UCMONb-
30Bann He MeHee 52 r cyxoro Npoaykta B CyT, y MauMneH-
TOB BTOPOro MNoONyrogust Xu3Hn — He 6onee 98 r. OueHKa
XMMUWYECKOro cocTaBa pauynoHa 60/bHbIX GEHUNKETOHYPUEN
nepBOro roga *MW3HW nokasana, 4To UCMNob30BaHWE B MMMo-
deHnnanaHMHOBOM AMEeTe HOBOro cneunann3npoBaHHOro
npoaykTa ¢ 6e/KOBbIM 3KBUBaNEHToM 14 MOMHOCTbIO yAOB-
nersopsieT GM3no0rM4ecKkMmM NoTpebHOCTAM AeTEN B OCHOB-
HbIX MULLEBbIX BELWECTBAX U IHEPTUM.

Ta6nuuya 5. OnTMManbHoe pa3BUTUE HEPBHO-MCUXMYECKOrO Pa3BUTUS* AeTel Ha GOoHEe NCNONb30BaHWA cneunanM3npoBaHHbIX MPOAYKTOB
6e3 PpeHunnanaHmHa (6enkoBbl akBuBaneHT 20 1 40 r/100 r npoaykTa)

Yucno peten
Mokasartenb p
UcxopHo, a6c. (%) Yepes 1 mec, a6ce. (%)

OMOLUMOHaNbHbIN CTaTyC 14 (74) 18 (95) 0,500
MNcuxopeyeBoe pa3suTme 16 (84) 16 (84) 1,000
Cyx0uNbHble, 6pIoLIHbIE U NaToNorMyeckue pedneKxchbl 18 (95) 18 (95) 1,000
MbILWeYHbIN TOHYC U Chna MblLL, 14 (74) 17 (90) 0,250
MoTopHoe pa3BuTne 18 (95) 18 (95) 1,000
Lledanrmyeckunmn cuHgpom 19 (100) 19 (100) Hp
AyTUCTMKONOAOGHas cUMMNTOMaTUKa 19 (100) 19 (100) Hp
BeretatuBHas aucdyHKLMA 16 (84) 16 (84) 1,000
M3MeHeHMsa Co CTOPOHbI YepernHbiX HEPBOB 19 (100) 19 (100) Hp
MN3meHeHWsa Ha aneKTpoaHuedanorpamme 19 (100) 19 (100) Hp

MpumeyaHue. * — onTUManbHOMY pas3BUTUIO (BO3pacTHasi HOpPMa) COOTBETCTBOBAA OLEHKa Ka)aoro npuaHaka B 3 6anna

no moanduumpoBaHHom WKane *Kyp6bl—MacTioKOBOW [6]; HPp — CTaTUCTUKKU HE pacCYUTbIBAIOTCS.

Ta6auya 6. OnTMManbHOE pa3BUTUE HEPBHO-NCUXMYECKOTO Pa3BUTUA AeTen* Ha poHe NCMOoNb30BaHUs CneLnanM3npoBaHHbIX MPOLYKTOB

6e3 deHunnanaHmHa (6enkoBbiv akBMBaneHT 70 r/100 r npoayKra)

Yucno peten
Mokasarenb p
UcxopgHo, a6e. (%) Yepes 1 mec, a6e. (%)

OMOUMOHaNbHbIN CTaTyC 12 (80) 13 (87) 1,000
MNcuxopeyeBoe pa3BuTme 12 (80) 12 (80) 1,000
Cyx0XuibHble, 6pIOLIHbIE U MAToNoOrMyeckne pednexchol 14 (93) 14 (93) 1,000
MbILWeYHbIA TOHYC U Chna MblLL, 14 (93) 1(7) 1,000
MoTopHoe pa3BuTne 13 (87) 2 (13) 1,000
Lledanrmyeckunin cuHapom HP
AyTUCTMKONOAO6Has cMMNTOMaTUKa 12 (80) 13 (87) 1,000
BeretatnuBHas aAUchYHKLMUSA 14 (93) 14 (93) 1,000
MN3MeHeHNs co CTOPOHbI YePENHbIX HEPBOB 15 (100) 15 (100) HP
M3MeHeHNs Ha aneKTpoaHuedanorpamme 15 (100) 15 (100) HP

MpumeyaHume. * — onTUManbHOMY pas3BUTHIO (BO3pacTHasi HOpMa) COOTBETCTBOBANA OLIEHKA KaXKaoro npuaHaka B 3 6anna

no MoanduLMpoBaHHOWM LWKane XKypbbl—MacTioKOBOW [6]; HP — CTaTUCTUKK HE PaCcCHUTLIBAIOTCS.




Ta6nuua 7. MNuuesas 1 sHepreTMyecKas LIEHHOCTb CPEAHECYTOUHbIX PALIMOHOB 60/IbHLIX GEHUIKETOHYPHUEN Ha HOHE UCMONb30BaHMA

crneunMann3npoBaHHbIX MPOAYKTOB 6e3 deHnnanaHuHa

Bo3spacrt gertei (6enKkoBbii HatypanbHbiit YT MuueBble BewecTBa, I/Kr B CyT AHepreTuyeckKasn
3KBUBAaJIEHT UCNOJIb3YyEMOro GeNIoK NULLK, T LLeHHOCTb,
npoaykra, r/100 r npoayKra) r/cyt b yr Benku Hupbl Yrnesopbl KKan/Kr
0-6 mec (14) 29%0,2 57+0,3 13,8+0,1 119+ 2

46+1,0 228 £ 49
6-12 mec (14) 2,2+0,2 55+0,2 12,0+0,1 109+ 2
Hopma noTtpe6nenus ans aeten nepBoro roaa M3Hu* 2,2-29 5,5-6,5 13,0 110-115
1,5-3 roga (20) ‘ 6,0+0,7 ‘ 301 £33 27,3+0,9 382+08 |179,4+20,8 1172+ 85
Hopma notpebneHuns ans aeten B Bo3pacte 2—3 net* 28-36 40-45 174-203 1200-1400
3-7 net (40) ‘ 6,2+1,0 ‘ 307 £ 49 416+0,9 452 +0,8 | 253,8+27,0 1621 £ 110
Hopma notpebnexusa ans aeten B Bo3pacTte 3—7 net* 46-54 60 261 1800
7-15 net (70) ‘ 46+1,0 ‘ 228 + 49 658+7,8 408+48 | 261,4+619 1600 £ 63
Hopma notpe6neHus ans getev B Bo3pacrte 7—14 net* 63-75 70-83 305-345 2100

lMpumeyvaHume. * — No AaHHbIM [5].

CyTo4HOE KONIMYECTBO CMECH C GENKOBbIM 3KBUBANEH-
ToM 20 cocTaBnsifnio B ne4ebHOM pauunoHe oT 87 ao 127 r
(B cpeaHem 97,0 £ 9,8T), cmecH ¢ 6e/TKOBbIM 3KBMBaANIEHTOM
40 — o1 45 no 67 r (B cpegHem 56,1 £ 6,2 1).

OueHKa XMMMWYECKOro cocTaBa CPeAHECYTOYHbIX paLmo-
HOB 60/bHbIX PEHUNTKETOHYPUEN C UCNONb30BAHMEM HOBbIX
OTEYECTBEHHbIX MPOAYKTOB C 6ENKOBbLIM 3KBMBaNEeHTOM 20
n 40 nokasana, YTO OHM CNOCOOHbI 06eCcneyYnTb BGOMbHbIX
[eTer peKoMeHAYEMbIM KOMMYECTBOM OCHOBHbIX MULLEBbIX
BELLECTB U 3HEPruen.

ComaTnyeckuin ctatyc 60nbWKNHCTBA 60NbHbIX 4-1 rpyn-
Mbl, MONy4YaBLWMX CMeunann3mpoBaHHbIM NPOAYKT ¢ 6en-
KOBbIM 3KBMBaneHTom 70 r Ha 100 r cyxoro npoaykra,
oCTaBasiCqd YAOBNETBOPUTENbHLIM Ha MPOTSXKEHUU BCErO
nepuoaa HabnoaeHus. Tonbko y 2 (13%) 60/1bHbIX OTMeYan-
CSl CHWXXEHHbIM anneTtuT B Hayane wccnegosaHusa. Yepes
30 aHen Ha GpoHe KoppeKUun rmnodeHnnanaHMHOBOM AMEThI
W UCMONb30BaHUA B paLMOHE HOBOrO MPOJyKTa yMepeHHoe
CHWXXeHWe arnmneTuta COoXpaHAnochb TOMbKO Yy 1 nauueHTa.
CyTo4HOE KONMYeCTBO NPOAYKTa 3aBMUCENO OT TONEePaHTHOCTH
60NbHOro0 K NUWeBoMy deHnnanaHuHy u CoOCTaBnsIo B cpea-
Hem 64,3 + 14,1 r (konebaHusa ot 57 go 85 r/cyr).

lMpUMeHeHWe crneunanManpoBaHHbIX MPOAYKTOB C BbICO-
KUM OGenKoBblM 3KBWBANEHTOM B rMNodeHnnanaHMHOBOM
AVMeTe Bcerga COMPOBOXAAETCA YMEPEHHbIM AedULMTOM
¥WPOB U YrNEeBOAOB B CYTOYHOM paLnoHe. 3To 06bsicHAeTCs
MOJIHLIM OTCYTCTBMEM XMUpa B NPOAYKTE, @ HeE3HaYUTENbHOE
(He 6onee 5 r Ha 100 r cyxoro BelwecTBa NpoAyKTa) coaep-
aHWe yrneBofoB obGecne4vymMBaeT MOJIOXUTENbHbIE Opra-
HONEenTMYecKne cBoOMCTBa cmecu. BosHuKaowmmn gedbunumt
3HEepreTM4eCcKomn LLEHHOCTK paLMoHa NIerko nojaaeTcs Kop-
peKuMmn 3a cYET JOMONHUTENbHOIO BBEAEHUS B MEHIO HaTy-
panbHbIX pacTUTENbHbIX Macen, GPyKTOB, OBOWEW W cna-
[I0CTEN, a TaKXKe HW3KOOENKOBbIX MPOAYKTOB Ha OCHOBE
KpaxmanosB (Tabn. 7).

MepeHocumocTb cneyuaan3MpoBaHHbIX MPOAYKTOB

3a Bpemsl HabnoaeHWs NepeHOCUMOCTb CcneLluannsu-
POBaHHOIo NPOAYKTa C 6eNKOBbIM 3KBMBaNeHTOM 14 6bina
YAOBNETBOPUTEILHOM: @NMNETUT U aKTMBHOCTb COCaHWUS He
U3MeHunncb, y 1 pebeHKa npeKkpaTtuaucb paHee Habnio-
JaBlInecs cpbirMBaHusa. 3a nepuoa HabnoaeHns sce 60/b-
Hble XOPOLIO BOCMPUHUMANN HOBbIE NMPOAYKTbI C 6ENKOBbLIM
akBuaneHtom 20, 40 u 70. OCOBEHHO OblIM OTMEYEHbI

opraHonenTuyeckne CBOMCTBa cMecu ¢ 6eKOBbIM 3KBMBA-
neHtom 40 — oTcyTcTBME Cneundmuyeckoro ropbKoBaToro
NOCNEBKYCHS, XapaKTePHOro ans 60/bLIMHCTBA aMUHOKMUC-
NOTHbIX cmecen. Habnioganocb MNOBbILWEHWE KOMMIAEHT-
HOCTM Ha POHEe NMPUMEHEHMS HOBbIX CNeLnann3MpoBaHHbIX
NPOAYKTOB B cOCTaBe runopeHnnanaHMHoBON ANETDI.

OBCYXAEHME

Pe3lome 0CHOBHOro pe3ynbraTta UCC/eJOBaHUS

MNpoBefeHHOE UccnefgoBaHWE MOKa3ano MNOMOXKUTENb-
HylO AMHaMUKKy NokasaTenen ypoBHs deHunanaHvHa B Kpo-
BU, GU3MYECKOro M NCUXOHEBPOIOTMYECKOro cTaTyca AeTen
¢ GeHUNKETOHYpMEN Ha GOHE NPUMEHEHNS HOBbIX Cneunanu-
3UPOBaHHbIX NPOAYKTOB 6€3 deHnnanaHuHa.

06cyXaeHue OCHOBHOIO pe3ybTaTta UcCc/iefoBaHUA

OnTMMM3aumMa BKyca MNPOAYKTOB AN AETeW paHHero M
[IOWKONbHOIrO BO3pacTa 3a CYET XMPOBOrO KOMMOHEHTa B
YKa3aHHbIX CMecsix cnocobcTBoBana ynyylWweHUo anneTuTa
y AETEN, YTO BAMSNO Ha MOBbIWEHWE WX 3MOLIMOHANBHOMO
TOHyCa, GM3MYECKOro U COMATUYECKOro COCTOSAHUA. AHanu3
CpefAHEeCYTOYHbIX PaLMOHOB MaLMEHTOB MOKa3an COOTBET-
CTBME UX XMMUYECKOr0 coCTaBa U 3HEPreTUYEeCKON LLeHHOCTH
BO3pPacCTHbIM NOTPEBHOCTAM 60MbHbIX AETEN.

B MMpoBOM MpaKTMKe ans AMeToTepanuu KnacCUYeCKon
GEHNNKETOHYPUM UCMONb3YIOTCA CNeLUanM3npoBaHHble Npo-
OYKTbl C pa3HOO6pa3HbIM XMMUYECKUM COCTaBOM, B yucne
KOTOPbIX BCTPEYAIOTCA Takne, KOTOpble HE COflepKaT BUTAMM-
HOB, MUHEPasbHbIX BELWLECTB U APYrUX 3CCEHUManbHbIX QaK-
TOPOB NUTaHWA. Bpay Ha3Ha4yaeT Mx AONONHWUTENbHO B BUAE
OTAENbHbIX MEAMKAMEHTO3HbIX NpenapaToB nau 4o6aBoK [8].
OaHow 13 nNpobsieM AMETUHECKOro neveHns 60bHbIX GeHun-
KETOHypUen ABASEeTCH BbICOKUM PUCK Pa3BUTUS AePULMTHBIX
COCTOSIHWUM, OTpULLATENbHO CKa3bliBaOWMINCA Ha GU3NYECKOM
N HEPBHO-MCUXMYECKOM Pa3BUTUM GONbHbIX AEeTEN, AaxKe npu
noafepyKaHuM HU3KOro ypoBHsA deHunanaHvHa B Kposw [9].
KayeCcTBEHHbIN U KONMYECTBEHHbIN COCTAaB aMWHOKMUCOT cre-
LMann3MpoBaHHOro NPoayKTa, onpeaensioumm ero 6Monoru-
YECKYI0 LLeHHOCTb, CMOCO6EH MOBANATL HA aMUHOKMUCIOTHbIN
cnekTtp KpoBw [10]. TaK, 6b1710 NOKa3aHo, YTO GeHMNanaHuH,
OTHOCSILLMICS K Kaccy 60MbLUMX HEUTPaNbHbIX aMUHOKMCAOT,
KOHKYPMPYET C APYrMMW 3CCEHLMANbHbIMU KUCNOTaMK 3TO-
ro e Knacca npu NPOHUKHOBEHWU Yepes remMaTtoaHuedanm-
yeckumn 6apbep [11, 12].
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OpuruHanbHas ctaTbf

B npoBegeHHOM HamMu MccneaoBaHWM UCMONb30BaNWUCh
OTeYyeCTBEHHbIE MPOAYKTbl C BbICOKOW GMONOrMYECKON LIEH-
HOCTblO: Gnarogapsi UM MoJsiydeHa MNONOKUTENbHaa AWHa-
MWKa OCHOBHOIo GMOXMMMWYECKOro MapKepa 3abonesa-
HUS — peHunanaHuHa — B Tex c/ayyasx, Koraa Ha MOMEHT
Hayana wccnegoBaHUA ero KOHLUEeHTpauua npeBbiwana
pedepeHcHble 3HavyeHus. CHuKeHne coaepaHus deHun-
anaHWHa B KPOBW OTMeYanocb Yy OO0/bHbIX MEPBOro roga
YW3HU C BMNepBble BbIIBIEHHbIM 3a060MeBaHUEM U Y eTel
LUKOMbHOIO BO3pacTa, MOCTEMEHHO MPUCTYMMBLUMX K pac-
LUMPEHWNIO ONETDI.

OrpaHuM4yeHUus uccnegoBaHus

MoMMMO cocTaBa Ha3Ha4YeHHbIX CreLnanM3npPoBaHHbIX
NPOAYKTOB, MpPW CBOEBPEMEHHO MOCTaB/IEHHOM AMarHo3e
3 GEKTUBHOCTb SIe4EHUST BO MHOIOM 3aBUCUT OT KOMTMIAeHT-
HOCTU ceMbW 6ONbHOIMO M camMoro naumeHTa, cobntoaeHnu
Ha3HaYeHHOro AMETMYECKOro pexuma, CUCTeEMaTUYEeCKOro
KOHTPO/IA GUOXMMUYECKUX U KIIMHWYECKUX MoKasaTtenem wu
OKa3aHWs MCUXON0ro-nefarormnyeckon NnoaaepXKn cemMbsim
60/1bHbIX GEeHUTKETOHYPUEN. OXKMAANOCh, YTO BAUSHUE ITUX
GaKTopoB B Mnepuoa NpoBeAeHWUs WCClieAoBaHUsA KOHTPO-
IMPOBanocb BpayaMu, yHaCTBOBaBLIMMMU B UCCNENOBaHUN.
OaHaKo, yyuTbiBas HebONblIylD AAMTENbHOCTb Habntoae-
HUA — 1 mec, OOGbEKTUBHOW OLIEHKWM MOMIHOTbI KOHTPOASA
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