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PA3PABOTKA KOMNOHEHTHOrNO COCTABA
AMUWHOKUCINOTHbLIX CMECEU _
AnAa NUTAHUA BOJIbHbIX MEHUTIKETOHYPUEN

Annoranus. I[To nanneiM MuHucTepcTBa 3apaBooxpaHeHus B Pecniyonmuke benapyce B 2019 rony Hacum-
TBIBaJIOCh 0KOJ10 500 6016HBIX heHmnkeToHypuei (PKY). ®deHnIKeToHypusT SIBISIETCS HAaCeACTBEHHBIM
3a00JIeBaHNEM, CBSI3aHHBIM C HapylIeHHEM MeTaboJM3Ma aMHHOKHUCIIOT, B YaCTHOCTU (peHUIaTaHNHA
(®A). OHO compoBoXIaeTCS HAKOIUIEHEM (peHITaIaHMHA M €70 TOKCUYECKHUX ITPOAYKTOB B TKAHSIX, YTO
MPUBOAUT K TSKEJIOMY TMOPaXKeHUIO LEHTPaJbHON HEPBHOM CUCTEMbI, MPOSIBISIOLIEMYCSI, B YACTHOCTH,
B HapyIICHNY YMCTBEHHOTO pa3BUTHSI. MHOTOJICTHII MUPOBOI OTTBIT ITOKA3bIBACT, UTO JJISI JICUCHUSI TAKUX
OOJIBHBIX Ha3HAUACTCsI CITeIIMaIbHas JUeTa C UCIIOJIb30BaHNEM aMUHOKMCIIOTHBIX CMECEei, He COIeprKaInX
(heHwnananuHa, MO0 coaepXKallux ero B HeOOJbIINX KOJIMYECTBAX, a TakKe HU3KOOEJIKOBBIX MUILIEBIX
MPOAYKTOB Ha OCHOBE KpaxMaja, KOTOpble HEOOXOIMMEI TSI 00ecTieYeHUST aleKBaTHOM SHEPTUICCKOM
LIEHHOCTH pallioHa.

B cTaThe npeacTaBieHbl 3Tallbl pa3padoTKH KOMIIOHEHTHOTO COCTaBa OT€UECTBEHHBIX aMUHOKMCIOTHBIX
cMeceil 1T TUTaHWST 00JIBHBIX (DEHMITKETOHYPUEH C YIETOM X BO3PACTHBIX OCOOCHHOCTEI 1 ITOTPEOUTEITh -
CKUX IIPEANOYTECHUIA.

KinroueBbie ciioBa: (heHUIKETOHYPUSI, MUTAHUE, TOTPEOUTETHCKIE TTPEAITOYTEHISI aMUTHOKHUCIIOTHBIE CMe-
CH, KOMIIOHEHTHEBIN COCTaB
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PDEVELOPMENT OF THE COMPONENT COMPOSITION
OF AMINO ACID MIXTURES FOR THE NUTRITION
OF PATIENTS WITH PHENYLKETONURIA

Abstract. According to the Ministry of Health in the Republic of Belarus in 2019, there were about 500
patients with phenylketonuria (PKU). Phenylketonuria is a hereditary disease associated with a violation of
the metabolism of amino acids, in particular phenylalanine (FA). This disease is accompanied by the
accumulation of phenylalanine and its toxic products in the tissues, which leads to severe damage to the central
nervous system, manifested in the form of impaired mental development. Many years of world experience
shows that for the treatment of such patients, a special diet is prescribed using amino acid mixtures that do
not contain phenylalanine or contain it in small amounts, as well as low-protein products based on starch,
which are necessary to ensure an adequate energy value of the diet.

The article presents the stages of development of the component composition of domestic amino acid
mixtures for the nutrition of patients with phenylketonuria, taking into account their age characteristics.

Keywords: phenylketonuria, nutrition, consumer preferences, amino acid mixtures, component
composition

Benenue. JleueOHBIC aMuHOKUCITOTHBIE cMech (AKC) — ocHOBa parimoHa OOJbHBIX (DEHUIKETOHY-
pueit (PKY). B nocnennue necsaruiaetust Ha ¢GOHE BHEAPEHUS paHHEH JUarHOCTUKY U HEOOXOAUMOCTHU
npopUIaKTUKA Pa3BUTUSI XPOHUUECKHUX COMYTCTBYIOIIMX 3a001€BaHMii, BO3pocia TOTpeOHOCTh B 00ec-
nedeHNH manmueHToB ¢ PKY KauecTBEHHBIM CIEUATM3UPOBAHHBIM JICUCOHBIM muTaHueM. OT TOTO
HaCKOJIbKO MPaBUJIbHO MOI00paH JeYeOHBIN MPOIYKT HANPSIMYIO 3aBUCUT pe3yJbTaT AUeToTeparnud —
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KOMILIEKCHBIE TT0Ka3aTe/n 300pOBbs nauureHTa [1]. B o0bIlYHOM paliioHe BbICOKOOEIKOBbIE TIPOAYKThI
SIBJISTFOTCS BaXKHBIM MCTOYHUKOM BUTAaMUHOB, MUHEPaJIOB U MUKpoaJieMeHTOB. Ho, mocKobKy, Takue
MIPOIYKTHI CTPOTO OTPAaHWYEHBI IIPU TUETOTEpANTN (PeHIIKETOHYPUH, TOTPEOICHNE UX SIBJISIETCSI HEIO-
CTaTOYHBIM. B psnme mcciaemoBaHuii ObUIO MPOAEMOHCTPUPOBaHO, uTo Yy Aeteil ¢ MKY nabmonaercs
nepUuuUT MUKPOIJEMEHTOB (keje3a, MeaM, LIMHKa, ceJieHa) U BUTaMUHOB (peTuHozaa, B12), a Takke
CHUXKE€HME MUHepaIu3aluu KocTHOM TKaHu [1, 2]. [TocKoabKy OCHOBHBIM HapyllleHUeM Mpu PeHUIKe-
TOHYPHU SIBJISICTCSI HECTIOCOOHOCTD MpeBpaliaTh (heHWIATAHUH B TUPO3WH, ITO3TOMY Y ITallMEHTOB CY-
LIECTBEHHO CHMXXaeTCs YPOBEHb TUPO3MHA B IJIa3Me KPOBU. DTO MPUBOAUT K HAPYIICHUIO CUHTE3a
TOPMOHOB JIOTIaMWHA, aIpeHaJnHa, HopaIpeHaanHa, CCpOTOHNHA, W KaK CIIEICTBUEC, K pa3IMIHBIM He-
PBHO-TICUXMIECKHIM paccTpoiicTBaM. TakKe eCTh JaHHBIC, YTO MOTPEOIeHNE KADHUTUHA M TaypHUHA B TH -
ere maureHToB ¢ @DKY MOXeT OBITh HEAOCTATOUHBIM, YTO IIPUBOAMUT K 3a00JI€BAaHUSIM CEPAEYHO-COCY-
IUCTOM CUCTEMBI M CHUKEHMIO MBIIIEYHOTO ToHyca. OCHOBHas IIpo0OJieMa COCTOUT B TOM, UYTO
OOJIBIIMHCTBO BRICOKOOETKOBBIX CMECEH HE B COCTOSTHUHU TTOJTHOCTBIO YIOBJICTBOPSITh BO3PACTHBIC (DU-
31MOJIOTUYECKHUE IMTOTPEOHOCTH B HYTPUEHTAX, OCOOEHHO B paHHEM JIETCKOM BO3pacTe U Mepuoie UHTEH-
CMBHOTO pOCTa. AHAJIN3 COCTaBa OOJIBIIMHCTBA AMUHOKUCIOTHBIX CMECE U YCPEIHEHHOTO MEHIO pe-
oenka ¢ @KV mo3BossieT caenaTth BHIBOA: HYTPUEHTHI, IIOCTYMAIONINE ¢ pa3pelIeHHBIMU MPOAYKTaMU
MUTaHUS 1 aMUHOKMCIIOTHBIMU CMECSIMU, MOTYT COCTaBJISITh JIUILb YACTh OT (DU3UOJOTHUYECKUX ITOTPEO-
HocTelt oprann3ma. OCHOBHOE TpeOOBaHNME K aMUHOKHUCIOTHBIM CMECSIM - COCTaB JTOJIKEH OBITh pa3pa-
0OTaH TaKUM 00pa3oM, UTOOBI KOMIICHCHPOBATh Bce HepocTamIue HyTpueHTsl B nuete KY cornacHo
BO3PAaCTHBIM (DU3UOJOTUYECKUM MTOTPEOHOCTSIM.

Llenbio pabOTHI SIBIISLTIACH pa3pab0TKa OTEUeCTBEHHBIX COCTABOB aMIHOKMCIOTHBIX CMeCei TSt OOJTBHBIX
(eHMIKEeTOHYpHUel, aTaITUPOBAHHBIX C YIETOM BO3PACTHBIX OCOOCHHOCTEM pa3IUIHBIX KaTerOpUii Hace-
JICHUSI Ha OCHOBE U3YYEHUSI aCCOPTUMEHTA, KOMIIOHEHTHOTO COCTaBa U IMOTPEOUTEIbCKUX MPEAoUTe -
HUMN.

Pe3syabrarel ncciienoBanmii u ux o0cyxkaenne. Ha mepBom atare pabOTHI OBLIN U3yIEHBI ITOTPEOUTETbCKIE
npeanoyTeHus 6oabHbIX PKY paznnmyHoro Bo3pacta B OTHOIIEHWH CIIEIIUATU3UPOBAHHOTO TTUTAHMUS.

B ompoce mpuHsito yaactue 29 denosek, crpamapommx OPKY u nMerommx reHeTUIecKre HapyIIeHHS,
MIPUBOISIINX K pa3BUTHIO 3TOTO 3a0o0yieBaHMs. PacrpeneneHne pecmoHAeHTOB IT0 BO3PACTY IPEACTaBICHO
Ha puc 1.

B -4 per
W 4-12 ger

M crapme 12 ner

Puc. 1. Bo3pacTHas CTpPyKTypa peCrnoHAEHTOB
Fig. 1. Age structure of respondents

Kak BuaHO 13 IpencTaBieHHBIX Pe3yIbTaToB 65 % coctasisuiv nety ot 4 10 12 iet, 21 % —neT Bo3pac-
ToM OT 1 romga 10 4 et u 14 % — crapiue 12 net.

Bce metn ¢ poxxaeHU YIIOTpeOIsIn ciienylomne aMuHOKUCTOTHBIe cMech: « M mua @KY-0», « M1 My
DOKY-1», «MI mun ®KY-3», JlopeHonak», «Adennnak», «Hyrpuren -75» «Tetpaden-70», «Komuma»,
«[1-AM1», «IT-AM2», «I1-AM3», «AHamukc» (Tadm. 1).

Crenyet 06paTUTh BHUMAHKE TAKXKe Ha TOT (PaKT, 4YTO y OObLIMHCTBA AeTeii (48,2%) npu yrnotpebieHnn
AC «Hytpuren-75» u «TerpacdeHn-70» oTMeuaauch NPOSIBIEHUST HEOIaronpUsTHLIX 3((HEeKTOB, TAKMX KaK
pBOTa, CYXOCTb KOXU, paCCTPOMCTBO CTyJ1a, 00JIb B XXUBOTE.

AHan3 noTpeduUTeNbCKUX MpeanouTeHuil 60abHbIX @KY B OTHOILLIEHMM aMUHOKHUCIOTHBIX CMecei
nmokasai, 4to 51,8 % BuiOupanu cMmech «Kamuga» n 48,2 % — «I1-AM», oTMeuast UX XOpOIlIe opra-
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HOJIEITUYECKME TTOKa3aTeN U YIOBICTBOPUTEIbHYIO MepeHocuMocTh. OmHaKo, IIpu yIIoTpeOIeHUN
cmecu «I1-AM» y 17 % nereit ¢ ®KY oOHapyXuBalKCh HapylIeHUS CTyJa U Chillb. [lo MHEHUIO
noTpeduTesieit, HeqoCTaTKaMU BCEX M3BECTHBIX aMUHOKMCIIOTHBIX CMeCeil SIBJISIETCS MX IJIoXasl pac-
TBOPUMOCTD B BOZE. DTO 00YCIOBICHO INITaBHBIM 00pa30M IIPUCYTCTBUEM B UX COCTaBe TMAPO(POOHBIX
aMUHOKUCJIOT (BaJiMHa, JielliMHa, n30JellinHa, MpoJMHa, METUOHWHA) U XXUPOPACTBOPUMBIX BUTA-
MUHOB (A, E, D).

Ta6auma 1.IlorpeduTenbcKkue NpeanouYTeHNs GOJbHBIX B OTHOIIEHUN AMUHOKNCIOTHBIX CMeCeil
Table 1.Consumer preferences of patients in relation to amino acid mixtures

AKC, mpuvenzievas AKC, npumeHnsieMbie
Ne m/m Ha MOMEHT ’ IIpennountaemas AKC Henepenocumocts AKC
HCCIeJ0BaHUA ¢ pozkacnua
1 Komupa C M Mun-0, M1 Mun-3, Komunma C Hyrpuren-75 (odboctpeHue
Terpaden-70, [1-AM 2, JiepMaTuTa, pacciaadiieH-
Komupna C, HyrpureH-75 HBIH CTYIT)
2 I1-AM 2 AHaMMKC, Bce, kpome Hyrpuren | Hyrpuren-75 (Hu3skas me-
I1-AM1, Komuna, Hyrpu- PEHOCUMOCTD)
reH-75,
I1-AM 2
3 ITepexon ¢ Hyrpure- | XP Ananor, AdpeHunax, IT-AM u Komuna (Hpa- | ML Mun u Adennnak (cy-
Ha-75 Ha [1-AM 3 Hyrpuren-75, MJ1 Muan, BSITCSI BKYCOBBIE KaueC- [ XOCTb KOXM)
I1-AM 2, TBa)
I1-AM3, Komuaa
4 Hytpuren-75 Anamukc, [1-AM, Komuna | Komuna b Her
b, Hyrpuren
5 I1-AM 2 Anamukc, [1-AM 1, Komu- | [T-AM, Komuaa (Beiiie | HyrpureH-75 (3anopsi,
na, [1-AM 2, HyrpureHn-75, | mepeHOCUMOCTD) pBOTa)
I1-AM 2
6 Hyrtpuren-75 Adenunak, Hyrpuren, MJ1 | [T-AM (HpaBsitcst BKy- | Het
Mun, I1-AM COBbIE KayecTBa)
7 Komupna b Anamukc, [1-AM, Komuna | Komuga b I1-AM (3anopsnl)
b
8 Komupna b Anamukc, [1-AM, Komuna | Komuga b [1-AM (3amopsi)
b
9 Hyrpuren-75 Anamukc, Komuna, [1-AM, | Komuna [1-AM (3amopsl)
Hytpuren
10 [1-AM1 Anamukc, Hyrpuren- 14, Komuna, [1-AM HyrtpureHn (cbinb, cyxocTb
Komuna b, Hyrpuren-75, U LIeJTyllIeHUe KOXK)
IT-AM 1
11 Hyrtpuren-75 Hyrpuren-14, Komuna A, | Hyrpuren-75, Komuna [I1-AM 1 (HecbanaHcupo-
I1-AM1, Hyrpuren-75 BaHHOCTbB 110 BUTAMUHAM)
12 Hyrtpuren-75 Hyrpuren-14, Anamukc, Hytpuren-75 (Bbiie Her
Hyrtpuren-75, MEePEHOCUMOCTD)
I-AM1
13 Komuna C M Mun-0, Terpaden, [1- |[1-AM (upasstcs Bky- | Terpacden, Hyrpuren-75
AM, Hytpuren-75, Komu- |coBblie KauecTBa, XOpo- | (BbICHITIAHUS Ha TeJe
na 11ast IepeHOCUMOCTD), | M JIMIIEe, CyXOCTh KOXH, 3a-
Komupna C (xoporrasi | mopsl, pBOTa)
MePEHOCUMOCTD)
14 Hytpuren 75 Adennnak, Anamukce, [1- | Hyrpuren-75 (Bbiire Her
AM 1, [1-AM 2, HytpureH- | IepeHOCUMOCTD)
75, Komuga A, Komuna b
15 m-AM Adenunak, HyrpureH, m-AM Hytpuren (cyxocTb Koxu
MA-Mun, [T-AM non rinazamu), M Mun
(TOILIHOTA)
16 Hytpuren-75 Adenunak, MI-Mwu, Bce Het
Hyrpuren-75, I1-AM
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Oxonuanue maoa. 1
AKC, npuvensiemas AKC, npumeHsiembie
Ne /i Ha MOMEHT ! IIpeanountaemas AKC Henepenocumocts AKC
HCCJIeIOBAHUS C poKACHIs
17 Hytpuren-75 Anamukc, [1-AM 1, [1-AM2, | Komuna [1-AM (cbimb, 3amopbl)
Komuna, Hyrpuren-75
18 Komuna b Anamukc UHdant, Hytpu- [ Anamukc, Komuna HyTtpureH (cbinb, S1I3BOUKH,
reH-75, Komuaa, AHaMuKc CYXOCTb KO, pacCTpOC-
25, Metakc 30, Komuna b TBO CTYyJIa, IIOXOM HAbop
Beca), [1-AM (pBorta, oTKa3
OT NpremMa)
19 Hytpuren-75 Adenunak, Terpaden, [1- | [1-AM (Hpassitcs Bky- | Hyrpuren (ceirb, 3anop)
AMI, [1-AM 2, HytpureH- |coBble KauecTBa, XOpo-
75, 11ast MIepeHOCHUMOCTb)
20 Komnpa b Adenunak, [1-AM 1, Ko- | Komnna b [1-AM 1 (3anopsl, ChITIb)
muna b
21 Hytpuren-75 [1-AM, Komuna, Terpa- Bce, xpome tetpadena | Terpaden
¢deH, Hytpuren (penkue 001 B XKeJlyKe)
22 Hytpuren-75 Her nanHbix Her nannbix Her nanubix
23 Komuna b Anamukc, [1-AM1, Komu- | Komuga b Hytpuren (pBota)
na b
24 [M-AM 1 Anamukc, [1-AM 1 M-AM1 Hytpuren (pBoTta)
AHaMuKC
25 Hyrtpuren-75 Adennnak, Hyrpuren, M1 | [1-AM Hyrpuren (nHOTIAa CyXOCTh
Muwun, Komuna, KOXW)
I1-AM
26 I1-AM 2 Adenunak, Hyrpuren, M1 | [T-AM Hytpuren (ToiHora, 60-
Mun, Komuna, JIUT XUBOT)
M-AM
27 Hytpuren-75 Adenunak, Hyrpuren, M| | [1-AM Hytpuren (uHorna cyxoctb
Mun, Komuna, KOXKH)
[1-AM
28 M-AM 2 Adenunak, Hyrpuren, M| | [1-AM Hytpuren (tomnora, 60-
Mun, Komuna, JIUT XXUBOT)
[1-AM
29 Komuna b Anamukc, [1-AM 1, Komu- | Komnna b Hytpuren (pBoTta)
na b

CrenyoomnmM 3TaroM padoTHI SIBIsIach pa3padoTKa KOMIIOHEHTHOTO COCTaBa aMUHOKMCIIOTHBIX CMecei
U151 OOJIbHBIX (DEHUTIKETOHYPHUEl € YIeTOM MX BO3PACTHBIX (PU3MOTOTUUECKUX OCOOCHHOCTEN U pe3yibTa-
TOB IIPOBEICHHOTO OIpOCca.

Opranuzainys runogeHuIaJIaHMHOBOM IUETHI 111 O0JIbHBIX C KJIACCUUECKOM (DEHUIKETOHYPHUEH JOIK-
Ha OCYIIECTBIISITLCS B IByX HAITPaBJICHUSIX: pacyeT KBOTHI OOIIIETO M HATYpPaJIbHOTO OeJIKa JIeueOHOTo paliy-
OHa ¥ MOA00p CIeHMATN3UPOBAHHBIX IIPOAYKTOB Ha OCHOBE aMWHOKMCIIOT 03 (DeHMIaJlaHMHA, a TaKKe
HU3KOOETKOBBIX (DYHKIIMOHAJBHBIX MTPOMYKTOB MUTAHMSI Ha OCHOBE KpaxMaJjoB ISl 00ecreyeHUsT HeoO-
XOJUMOW HEPreTUYeCcKOi HeHHOCTU AueThl [3—5].

[Tpu opraHm3any AUETOTePATNN YIUTHIBAIOT:

¢ BO3pacTHBIC TOTPEOHOCTH B OCHOBHBIX ITHIIIEBHIX BEIIECTBAX, B TIEPBYIO OYepeib, B OC/IKE 1 SHEPIUM,

¢ TIoKazaTesn (PU3NIECKOTO Pa3BUTHS;

¢ KIMHNYECKYIo (hopMy 3a00j1eBaHMs (KIaccrmuecKasi, yMepeHHasl, TurnepdeHmIaJaHMHeMUs 1 1p. );

¢ TOJIEPAaHTHOCTH peOeHKa K (peHIITATAaHMHY, KOTOPasI BEISIBIISICTCS B TeUCHUE TIEPBBIX THEH/HeIeb -
eTOTepany 1 B JaTbHEHUIIIEM OIIpeAeIIsIeT JOIMYCTUMOE KOTMIECTBO (peHITaIaHNHA (COOTBETCTBEHHO, KO-
JIMIECTBO OCJIKa HATYPaJIbHBIX IMIPOAYKTOB), a TAKXKE COCTAB JICICOHOTO paIlOHA JIJIsI KaXKIOro OOJIBHOTO;

¢ PEXWM IMUTAaHUS, ITUIIEBBIC TIPUBBIYKN, IICUXOJOTHUECKHE U IPYTUe MHANBUAYAIbHBIC OCOOCHHOCTH
peOeHKa;

¢ COCTaB UCITOJIB3YeMOTO CIICIIMATN3UPOBAHHOTO IIPOIYKTA.

KauecTBeHHBII COCTaB aMUHOKHCIIOTHOM cMecH 1 00abHBIX PKY orpenensiior Ha OCHOBaHUM TIOT-
pPeOHOCTH OpraHU3Ma 3I0POBOTO YeJIOBeKa B aMUHOKMCIOTAX, PACXOAYEMBIX Ha ITOCTPOCHNE COOCTBEHHBIX
0OCJIKOB OpraHM3Ma B XOJIe X ITOCTOSTHHOTO OOHOBJICHMSI.
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M3 Bcex aMMHOKHCIIOT, BXOISIIIMX B COCTAB OCJIKOB OOBIYHBIX ITUIIEBBIX IIPOAYKTOB, 8 SIBISTFOTCSI 3CCEH-
IMAIbHBIMU (HE3aMEHUMBIMU), T. €. OHM He CUHTE3UPYIOTCSl B OPraHu3Me 1 00s13aTeJIbHO TOJIKHBI TIOCTY-
naTh C MUILIEH. DTO aMUHOKUCIOTHI: BaJIMH, JCHLIMH, U30JeHLIMH, TU3UH, METUOHWH, TPDEOHUH, TpUNITOdDaH
¥ peHmnanaHuH [5—7].

B TeueHue nepBoro rosa XKu3HM yCJIOBHO HE3aMEHUMOI aMUHOKUCJIOTOM JIJIST MJTQJICHIIEB SIBJISIETCS TUC-
TUIIMH, a B TEYCHUE MEPBbIX MECSILIEB KU3HU TaKXe LUCTeUH / LMCTUH. s nanuentos ¢ @KY TuposuH
CTAaHOBUTCS He3aMEHUMOM aMMHOKMCIIOTOM, IMTOCKOIBLKY Npu Kiaaccudyeckoit MKY ero obpasoBaHue u3
(beHmasanHa IpephIBAETCS M3-3a CHIKEHUST aKTUBHOCTH (peHMTaIaHUH-4-TUAPOKCUIA3bI.

7151 ynoBiaeTBOpEeHUSI TOTPeOHOCTE ! opraH13Ma B IJIaCTHKE HauboJ1ee BaXKHBIM SIBJISIETCSI COOTHOLIIEHUE
HE3aMEHMMBIX aMUHOKHCJIOT B O0IIIeil Macce aMUHOKMCIIOT B TIUIIIEBBIX OeIKaX.

Hosist KaxkI0ii 13 He3aMEHUMbIX aMUHOKUCIIOT HE TOJIKHA ObITh MEHBIIIE TOM, KOTOpast HeoOXonuMa Jist
TMOCTPOEHUST COOCTBEHHBIX TKAHEBbIX 0€IKOB. Takke BaXKHO YUUTHIBATh, YTO OIpEAeIEeHHOE KOJNYECTBO
HE3aMEHUMBIX aMIHOKHUCIIOT PaCcXOAyeTcsl Ha CMHTE3 3aMEHUMBIX (HampuMep, IUCTEUH 00pa3yeTcs U3
METHOHMHA), HYKJIEOTUIOB, HEKOTOPBIX OMOJIOTMUECKHU aKTUBHBIX BEIIECTB (HAIIpUMep, 00pa3oBaHUsI ce-
POTOHMHA U3 TpUNTOhaHa), MUTMEHTOB, a TAKXKE OKUCIsIeTCS ¢ 00pa3oBaHMEM IUOKCHUIA YIepoaa, Moue-
BUHBI U BOJHI [5].

CrocoOHOCTh MUILEBOTO OeJIKa YIOBIETBOPSAThL OMOCUHTETUUYECKUE (MIaCTUYECKUE) TOTPEOHOCTU Op-
raHM3Ma BbIpaXkKaeTcsl B €ro OMOJIOTMYECKOMN LIEHHOCTH.

Buosornueckast IeHHOCTb CMeceil aMMHOKKCJIOT PACCYMTHIBACTCS ITyTeM OIpeaesieHuUs conepkaHust (B %)
KaXJI0i He3aMeHUMOI aMUHOKHCIIOTHI B JAHHOW CMECH aMUHOKHUCIIOT 110 OTHOIIEHUIO K €€ COIEePXKaHUIO B TaK
Ha3bIBAEMOM HICATbHOM MPOTEUMHE. DTO COOTHOIIIEHUE Ha3bIBACTCSl COOTHOLIEHUEM aMUHOKHUCIOT (OT aHIJL.
Score — o61iee KondyecTBo). Eciu conepxkaHue Bcex He3aMeHUMbIX aMMHOKUCIIOT B cMecu coctasiisieT 100 %
1 0oJjiee, CMECh SIBJISIETCS OMOIOrMYECKH MMOJHOLEHHOM (OroIorndyeckasi LIeHHOCTh cocTasisieT 100 %).

Ecnmm ckop oIHOI MM HECKOJIbKUX HE3aMEHUMBIX aMMHOKUCIOT MeHble 100 %, To cMech sIBIIsieTCs
OMOJIOTMYECKY HETIOJHOIICHHO (OMoIornuecKasi IECHHOCTh IIPUPaBHUBACTCS K CKOPY HanboJjiee TMMUTH -
POBaHHOI aMUHOKUCJIOTHI) [6, 7]. Takoii 610K OyaeT pacX0A0BaThCs Ha IJIACTUYECKHUE LIEJIU TOJIBKO B TOM
CTEeIeHH, B KaKOli OH o0ecrieyeH 3Toi aMUHOKUCIOTOM. Takass aMUHOKUCIOTa Ha3bIBaeTCsl TUMUTUPYIO-
weii. Hanpumep, eciu B Gesike coaepxaHue JTu3ruHa coctapisieT 60 % o CpaBHEHUIO C «MACaIbHbIM»,
a OCTAJIbHBIX HE3aMEHUMBIX aMUHOKUCIIOT 0OJIbIIIE, TO BCE paBHO TOJIBKO 60 % 3TOro Gesika OyaeT pacxo-
JIOBaThCS Ha IJTACTUYECKHUE 1IeJIM; OCTaBIIMEeCs He3aMEeHUMbIe aMUHOKHUCJIOTHI (CoAepKaH1e KOTOPBIX ObLIO
cBbilie 60 %) B UTOre OKUCIISATCS.

DTOT MOAXO TaKKe MOXKXHO MCITOIb30BaTh ISl XapaKTEPUCTUKU KauyecTBa cMeceil aMUHOKUCIIOT 6e3
benmnananuna. [Ipu a3ToM (hbeHMTaTaHUH UCKITIOYEH U3 YKCJIa PACCMOTPEHHBIX He3aMEHUMbIX aMUHOKUC-
JIOT, €ro cojiepXKaHue B cMecHu IOJKHO cocTaBisiTh 0 %. [lpu ompeneseHUNn OMOIOTMYECKOM 1IEHHOCTH
CMeCU aMUHOKUCJIOT MOXHO OPUEHTHUPOBATHCS HA PAa3IMUHbBIE KAl aMUHOKKCIIOT, B TOM YKCJIE IIIKATy
AMUHOKMCIOTHOTO COCTaBa rpyJAHOTO MoJioka (Tabur. 2) [8§, 9].

Tadonauma 2. AMUHOKHCJIOTHBII COCTAB JK€HCKOTO MOJIOKA
Table 2. Amino acid composition of human milk

AMHHOKHCIOTA | Conepskanue, r/100 r 6eJK0BOro 9KBHBaJIEHTa
HeszameHnMble aMUHOKUCIIOTHI
JleitH 9,91
Hzoneituun 4,59
JIuzuH 7,74
MeTnoHuH 1,82
Tuposun+denunaraHua™ 7,61
TpeoHunH 5,06
Tpunrodan 1,90
Banun 5,13
3aMeHUMble AMUHOKUCIIOTHI
AJlaHUH 4,45
ApruHvuH 4,35
AcnaparmHoBasi KMCJIOTa + acnaparui 9,62
Hucrenn 1,52
[nyramunHoBas kuciaora + riayraMuH 17,21
[Duuun 2,88
Tucruaun 2,86
[MpoanH 8,06
CepuH 5,27
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Kaxk 6bu10 YyKazaHo Bblie, 11 manueHToB ¢ @KY tnpo3nH, KOTOphIil He CUHTE3UpYyeTCs MPU JaHHOM
MMaTOJIOTUM 13 (peHMIaTaHMHA, OTHOCUTCS K YMCITY He3aMEHUMBIX aMUHOKUCIIOT, M IOJDKEH 00513aTeIbHO
moctynaTh ¢ uieit. C y4eToM IaToreHeTUISCKUX 0COOCHHOCTEH, CofepKaHe TUPO3MHA B CMECH TOJKHO
OBITh BbIIIIE, YEM B «HI€aTbHOM O€IKe», YTOObl KOMIIEHCUPOBATD I0JIK0 MOTPEOHOCTU B JaHHOI aMUHOKMC-
JIOTe, CHHTE3MPYeMOil B HOpMe 13 (peHMIaITaHHA.

B cooTBeTcTBHUY C CYIIECTBYIOIIMMU MPEACTABICHUSIMU, TAPO3UH B cCMecsIX TS marueHToB ¢ PKY mor-
>KeH ObITh He MeHee 140 %. OueHb BaxkKHO, UTO 10 XMMUYECKOM CTPYKTYpe TUPO3UH, TpUITOMaH, JIeHIINH,
M30JICHIIMH U BaIMH ¢ (beHUTATAaHUHOM IIPUHAUIEXAT K TPYIIIe OOJBIINX HEUTPaTbHBIX aMUHOKMCIIOT
(LNAA). DT aMMHOKMCJIOTH 1 METUOHWH UMEIOT OOIIIME TPAHCIIOPTHBIE CUCTEMBI, KOTOPBIE JOCTABIISIIOT
MX B MO3T yepe3 reMaTosHuedatnyeckuit 6apbep. DTUM o0bscHsIeTCsT 3¢ (hEeKT 3aMeJIeHUsT BCaCbIBaHUS
(heHUnaIaHMHA U3 XKETYIOYHO-KUIIIEUHOTO TpakTa mof nerictBueM LNAA u MeTHOHMHA, a TakKe TIoaB-
JIEHHE €TO0 TTOCTYIIJICHUS B TKaHU TOJIOBHOTO Mo3Ta [3, 10].

Hns ocymectBieHus atoro addexra ckop BHAK, a Takke MeTMOHMHA B AMUHOKUCJIOTHOM CMECH CIIe-
LIMAJIM3MPOBAHHOIO MPOAYKTa 0e3 dheHuIaaHnHa JoKeH coctaBiisaTh oT 100 1o 140 %. DT1o mo3Bossier
HECKOJIBKO YBEJIMYUTh KOJMUYECTBO HATYPaJbHBIX MPOAYKTOB B IMeTe OOJbHBIX 0€3 pHUCKa BBIXOIA YPOBHS
deHMTaIaHHA B TJIa3Me KPOBU 32 BEPXHIOIO I'PaHUILy 0€30TMaCHbIX 3HAYCHUI.

TakuM 06pa3oM, aMUHOKHMCJIOTHBIN CKOP BCeX HE3aMEHMMBbIX aMUHOKHMCIOT (32 MCKJTIOYeHeM (heHMIa-
JIaHWHA) B CITEUATN3UPOBAHHOI CMeCH, 0COOEHHO TS IeTeli IIepBOTOo Toaa ku3HU 00JbHBIX PKY momkeH
cocTaByaTh He MeHee 100 % mkajabsl aMUHOKHUCIIOTHOTO COCTaBa XEHCKOTO MOJIOKA, a JUT TUPO3WHa, Kak
OBbUIO CKa3aHo BhIIIE, — He MeHee 140 %.

[MosTOoMYy comepxkaHKe BCeX He3aMEHUMBIX aMUHOKHCIIOT (32 MCKITIOUeHNEeM (DeHMJTaJJaHHA) B CTICIIN -
AJIM3UPOBAHHON CMECH, OCOOEHHO Y IeTe ITepBOTo IO XXU3HU ¢ HEHUITKETOHYPUEH, TOJKHO COCTABIISTD
He MeHee 100 % oT aMMHOKMCIIOTHOTO COCTaBa rPyaHOI0 MOJIOKA, a /ISt TPO3UHA, 110 KpaiiHeit mepe, 140 %
W3 YIIOMSIHYTBIX BBIIIIE. DTO TOMOIHUTEIBHOE TTOCTYIUICHNE TUPO3MHA JOCTUTACTCSI 32 CYET PABHOMEPHOTO
CHIDKEHMS B COCTaBe MPOAYKTa 3aMEHUMBIX aMUHOKHUCIIOT, HATIpUMEp, IIyTAMUHOBOM M acllaparuHOBOM
KHCJIOT, aJlaHWHAa, CeprHa.

Kak ynmomuHaioch Bblllle, TUETUIECKHE OTPAHUYEHUS C MCIIOJIb30BaHUEM CMeCceii aMUMHOKMCIIOT 6e3
deHmnaIaHHA B HACTOSIIIEE BpeMsI PEKOMEHIYIOTCS MaleHTaM ¢ (heHUIKETOHYpUel B TeUeHUe JIUTE ] b-
HOTO BpEMEHU (C MOMEHTA POXKIEHUS U MTOATBEPXKASHMS JarHo3a 10 3peJioro Bo3pacta, BKJItouasi oapoc-
TKOBBII BO3pacT K BeCh PEIIPOAYKTUBHBIN niepuomn). [1pu 3ToM yBeTMIMBaeTCS pUCK PAa3BUTHS PA3TAIHBIX
Ie(UIIUTHBIX COCTOSTHUIA, B TOM YHMCJIe TIOJIUTUTIOBUTAMUHO3a 1 MUKPO3JIEMEHTO3A.

NmeHHO moaToMy 00513aTeTbHBIM SIBJISIETCST 000TallleHUE CTIeIIMaIM3UPOBAHHBIX MPOITYKTOB HA OCHOBE
aMUHOKKCIOT Oe3 (peHmnanannHa putamuiamu (A, D, E, K, B, B,, B, B,,, C, auanunom, donuesoit
KHCIIOTOI, TAHTOTEHOBOM KMCJIOTOI, OMOTHHOM ), BATAMIHOITOAOOHBIMU BellleCTBaMHU (KapHUTHH, XOJINH,
WHO3UTOJT), MaKpO3JIeMeHTaMM (KaJblIWi, Kajuii, HaTpuii, (hocop, MarHuii, XJIOPUII), MUKPOIJIEMEH-
Tamu (3KeJie30, IMHK, MeIb, MapTaHell, 1o, MOJIMOIeH, ceJieH, XpoMm) [2, 11].

B niponykrax, nmpeaHasHaueHHbIX 17151 00bHBIX @KV crapiiie 1 roga, ykazaHHbIE 3CCEHLIMATBHBIE MAKPO-
1 MUKPOHYTPUEHTHI TOJKHBI COMEPXKATHCS B KOJTUUYECTBAX, HECOOXOAUMBIX IS YIOBJAETBOPEHMSI HE MEHEe
50% cyTo4YHOI BO3pAaCTHOM MOTPEOHOCTH, YTO MO3BOJIMT U30eXKaTh Pa3BUTUS UX AebUIIUTA.

Ha conmepxkaHue MUHEpadbHbIX BEeIIECTB (MaKpo U MMKPO3JEMEHTOB) U BUTAMUHOB B MPOAYKTE IS
JIeTell TIepBOTO ToIa XKU3HM pacipocTpaHsiorcss CaHUTapHBIE HOPMBI U TTpaBuiia « Ipe0oBaHUS K TUTAHUIO
HaceJIeHUsI: HOPMBI (DM3MOJIOTMIEeCKUX ITOTPEOHOCTE B SHEPIUH M MUIIEBBIX BEIIECTBAX TSI pa3IMIHBIX
rpynn HaceneHust Pecnyoavku benapych» [11].

Y nanueHToB ¢ (heHWIKETOHYpUeii cTapiie 18 JeT, Mo MHeHUIO OOJIBIITMHCTBA OTEUECTBEHHBIX U 3apy-
OEKHBIX aBTOPOB, MOXKHO CMSTYUTD TUETY, BKIIIOYMB B pAallIOH OTPpaHMYEHHOE KOJIMYECTBO OOBIYHBIX 3J1a-
KOB, (hepMEHTHPOBAHHOTO MOJIOKA K HEKOTOPBIX IPYTUX MPOITYKTOB, OEJI0K KOTOPBIX HE COEPXKUT BHICOKUX
KOHLEHTpaluii (peHuIaaHnHa.

Lenp Ha3HAYCHMSI CIICLIMATM3UPOBAHHOTO IIPOAYKTA IIJIST 3TOI BO3PACTHOI TPYIIITBI, ITOMIMO o0ecTiede-
HUsI OOJIBHBIX aleKBaTHBIM KOJUYECTBOM O€JIKa, COCTOUT B YBEJIMUYCHUU MTOTPEOJCHUS TaK Ha3bIBAaEMbIX
«OOJTBIINX HENTPATbHBIX aMUHOKHUCIIOT», TO €CTh TUPO3WHA, TpUITodaHa, JeHIIMHa, N30JeHIIMHA U BaJv-
Ha, 00IagaImx (U3NOJI0TMIeCKIM 3((GHEKTOM TOPMOXEHUS TpaHCTIOpTa (heHMIaTaHMHA M aHOMAaJTbHBIX
MPOAYKTOB €ro 00OMeHa 4epe3 reMaTosHIIehaaTndeckuii 6apbep B Mo3r [12].

C yyeToM BbILIECONMUCAHHBIX KpUTEpUEB U TpeboBaHU i, u310xxeHHbIXx B CaHlluH «TpeboBaHMs K muTa-
HUIO HACEJICHUS: HOPMBI (PU3MOIOTUTUSCKUX TTOTPEOHOCTEH B SHEPTUH M TTUIIEBBIX BeIleCTBAX IJISI Pa3Iid-
HBIX Tpynn HaceneHust Pecriyonuku benapych» u Texanueckom pernmameHTe TamoxxkenHoro Coto3a TP TC
027/2012 «O 6€30macHOCTH OTAEIbHbBIX BUIOB CIEUATU3UPOBAHHON MUILEBOI MPOAYKIIMU, B TOM YKC/IE
JMIMETUYECKOTO JIeUeOHOro U JUeTUdecKoro npodunakruiyeckoro nuranus» [11, 13] corpynnukamu PYTI
«Hayuno-npaktuueckuit ieHTp HAH benapycu 1o rnmpomnoBobCcTBUIO» OBLIM pa3paboTaHbl U ONTUMU3M-
POBaHBI AMUHOKMCJIOTHBIN MPOGWIb, BATAMIHHO-MUHEPAIbHBIA COCTaB CMeceil KpucTainuecknx L-

({36 ¢ Tom 14, Ne 1(51) 2020




pp. 31-42

FOOD INDUSTRY: SCIENCE AND TECHNOLOGIES

aMMHOKMCIIOT 0e3 (peHUIamaHnHa, TIpeaHa3HauYeHHBIX LI manueHToB ¢ @KV pa3nnuHbIX BO3pacTHBIX

TPYIIIL.

JlaHHBIE CMeCH TIPEICTaBISIIOT COOOM CyXOil OMHOPOAHBIN MOPOIIOK MOJOYHO-0€I0ro 1BeTa, JIETKO

pacTBopsIoIMiicd B Boae npu Temrieparype 40—45°C.
Pa3paboTaHHbIe cOCcTaBbl MpeacTaBIeHbI B TabI. 3—35.

Tab6numa 3. KoOMIOHEHTHBIN COCTaB AANTUPOBAHHBIX AMUHOKHMCJIOTHBIX CMecel IJIA BO3PaCTHOM

Table 3. Component composition of adapted amino acid mixtures for the age group from 6 to 12 years

Kateropuu ot 6 1o 12 jer (o6paser; Nel)

(sample No. 1)

HaumeHoBaHue nmoxkasareJst

Kommuecrso r/100 r nopomnika

L-Ananun 2,5
L-Aprunun 4
L-AcnaparnHoBasi KucjaoTa 8,7
L-Inuctun 1
DuuuH 1,4
L-D1roramMuHOBast K-Ta 13,5
L-Tuctunun 1,8
L-U3zoneinua 5,3
L-Jleitunn 10,2
L-JInzun 6,7
L-Metnonun 1,8
L-ITponun 5,7
L-Cepun 4,9
L-TpeoHun 5,1
L-Tpunropan 2
L-Tuposun 10,8
L-Banmun 5,5
Harpuii (NA) 0,8
Kanuii (K) 1
Xnopuasl (Cl) 2
Kanpuuii (Ca) 2,2
Dochop (P) 1,5
Marnuii (Mg) 0,3
Keneso (Fe) 0,007
HuHk (Zn) 0,004
Mens (Cu) 0,004
Maprasnen (Mn) 0,1
CeneH (Se) 0,0001
Von (1) 0,0007
MaccoBasi 107151 BATaMMHa A 0,0058
Maccosas 10751 BuTaMuHa /1, 0,0001
Maccosas gonst Butamuta E 0,034
MaccoBast 10J151 KapoTHUHa 0,024
Maccogas nons ButamuHa B, 0,0021
Maccosas o5 ButamuHa B, 0,003
MaccoBas 107151 BUTaMuHa B, 0,02
Maccosas jonst ButamuHa B, 0,025
Maccosas nons Butamuna B, 0,001
Maccosas nosis ButaMuHa By 0,0005
Maccosas nons ButamuHa B 0,000042
Maccosas nons ButamuHa B, 0,00007
Maccosas gonst Butamuta C 0,1
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OKBUBaJICHTA.

to 18 years (sample No. 2)

BenkoBbIil KoOMIOHEHT cMecr N2 1 IpencTaBlieH CMeChlo KpucTaummueckux L-ammHokucior 6e3 de-
HUJIaJJaHWHA ¢ MOBBIIIEHHBIM coaepxkaHueM L-tupo3una (10,8 r Ha 100 r cMec aMUHOKHUCIIOT), KOJIU-
YeCTBEHHBIN M KAUECTBEHHBIN COCTaB aMUHOKHUCIIOT ITOA00paH B COOTBETCTBUH C BO3PACTHBIMU ITOTPEO-
HocTsiMHM TranimeHToB. CyMMa BceX aMHMHOKMCIOT paBHa 92 T, uTto gBiseTcsa 77 T OEIKOBOTO

AMMHOKHUCJIOTHBIN CKOP BCEX He3aMEHUMBIX aMIUTHOKHMCIIOT, 32 UCKITIOUeHEeM (heHUIalaHUHA, COCTaB-
ssiet ot 101% 10 142% 110 OTHOLIEHUIO K TAKOBOMY CKOPY aMUHOKHUCJIOT XEHCKOIO MOJIOKA.

Tabnauma 4. KoOMIOHEeHTHBINH COCTAaB aJaNITUPOBAHHBIX AMUHOKHUCJIOTHBIX CMecei
7151 Bo3pacTHOM KaTeropuu ot 12 o 18 jet (o6paser; Ne2)
Table 4. Component composition of adapted amino acid mixtures for the age group from 12

HanmenoBanue KomuuectBo Ha r/100 r mopomka
L-Ananun 3
L-Aprunun 3,2
L-AcmnaparHoBasi KUCJIOTa 10
L-Luctun 1,2
L-ImoramMmuHoBast K-Ta 12,5
|l 0%000705 1 2,8
L-Tuctuaun 1,7
L-W3zoneituun 5,5
L-Jleiinun 12,5
L-JInzun 8
L-Metnonun 2,2
L-TTponux 5,6
L-Cepun 3
L-Tpeonun 5,06
L-Tpunrodan 1,9
L-Tuposun 10,8
L-Banun 6,5
Kanuit (K) 0,9
Kanpumii (Ca 1,2
Docdop (P) 1,56
Maruuit (Mg) 0,75
XKeneso (Fe) 0,02
HuHk (Zn) 0,023
Menpb (Cu) 0,001
Maprasnen (Mn) 0,0075
Monu6nen (Mo) 0,0001
Cenen (Se) 0,000001
Xpowm (Cr) 0,00011
Wox (I) 0,00035
Dropums 0,0015
Butamun A 0,0004
Buramun D3 0,0001
Tuamun (B,) 0,003
Pu6odnasun (B,) 0,002
Huauwn (B,) 0,032
ITanToTeHOBas KUCIOTA 0,01
IMupunokcut (B)) 0,0019
®donueBast KUCIOTa 0,0035
[uankobanamuH (B,,) 0,000007
buotun 0,000057
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BenkoBrIit KOMIOHEHT cMecr N2 2 TIpeICTaBIIeH CMEChIO KpUCTAILTMYECKUX L-aMuHOKMCIIOT 6e3 (peHM-
JlaJlaHWHA C TOBBILIEHHBIM cojepkaHueMm L-neiinuna, L-uzoneiinuna, L - MereonnHa u L - TuposuHa,
KOJIMYECTBEHHBIN 1 KaUeCTBEHHBII COCTaB AMUHOKHKCIIOT ITOJ00paH B COOTBETCTBUU C BO3PACTHBIMU ITOT-
peOHOCTIMHU MalMeHTOB. BelKOBBII SKBUBaJIEHT JAHHOIO OOpa3lia COCTaBIsAeT 79 . AMMHOKMUCIOTHDBII
CKOP BCEX HE3aMEHUMBIX aMUHOKMCIIOT cocTaBiisieT oT 100% no 142% 110 OTHOIIIEHUIO K TAKOBOMY CKODPY
AMUHOKMCJIOT XKEHCKOTI'O MOJIOKA.

Ta6auma 5. KOMIOHEHTHBII COCTAB aJaANITHPOBAHHBIX AMIUHOKHNCIOTHBIX CMeceii 111 BO3PaCTHOI
KaTteropuu crapuie 18 et (o6pasen; Ne3)
Table 5.Component composition of adapted amino acid mixtures for the age group over 18 years
(sample No. 3)

HaumenoBanue Kosmuectso r Ha 100 r nopomnika

L-AprunuH 5,7
L-Tuctunun 5,3
L-HM3oneiinuH 5,3
L-Jleitunn 12,0
L-JIuzun 14,0
L-MetroHun 3
L-Tpeonun 7,0
L-Tpunrodau 4,0
L-Tuposun 20
L-Bamuu 7,0

BenkoBeIit KoMITOHEHT cMecr N2 3 TIpeCTaB/IeH CMEChIO KPUCTA/UTMUECKUX L-aMUHOKUCIIOT 6e3 (heHMIa-
JJaHWHA C MOBBILIEHHBIM cofepxkaHueM L — meTroHuHa, L - Tpuntodana u L-tupo3rHa. AMUHOKUCIOTHBIN
CKOP BCEX HE3aMEHUMBIX AaMUHOKUCIIOT cocTaBlisieT oT 50% no 543% 1o OTHOLICHUIO K TAKOBOMY CKOPY aMHM-
HOKMCJIOT JKEHCKOTIO MOJIOKa. bekoBbIil SKBUBaJIEeHT JaHHOTO obpaslia coctasisieT 70 r O6enka. B cocraB
JAHHOM cMecH BUTAMMHHO-MUHEPAJIbHBIM KOMILJIEKC HE BKJIIOUAIU B CBSI3W C TEM, UTO OOJIbHbIC JaHHOM
BO3PACTHOM IPYTIIBI OCHOBHYIO YacTh Oejika (80%) rmosyyaroT 13 OOBIYHOM MUK 1 TOJIbKO 20 % 13 aMuHO-
KHCJIOTHOM CMECH 1 HeOOXOIMMbIE BUTAMWHBI 1 MIHEPaJIbI TIOCTYIIAIOT B OPTaHU3M 13 TIPOAYKTOB ITUTAHUS.

ConepkaHue He3aMEHUMbIX aMUHOKUCIIOT (TUPO3UH, TpUNTOMaH, BAJIUH, JEUIIMH, U30JEeULIUH, TPEO-
HUH, JU3WH, METHOHIH) B pa3paOOTaHHBIX COCTaBaX alalTUPOBAHHBIX AMUHOKHUCIIOTHBIX CMECEH TTI0 OT-
HOIIICHUIO K UX COMEePKaHUIO B «MACATbHOM OeJIKe» TIPEICTaBICHO Ha puC. 2.

Tpunrodan
Tpeonun
Tupo3un

= oGpazer; Ne3

MeTHOHHH ® o6pasen Ne2

JIH3HH B oGpasen Nel

Hzonefinuna

JleiimH

0 60 120 180 240 300 360 420 480 540 600

Puc. 2. CKOp He3aMeHUMbIX aMUHOKNCIOT B paSpa6OTaHHbIX COCTaBax
aJanTUPOBaHHbIX aMUHOKUCIIOTHbLIX cMecel 6e3 deHunnanaHmnHa, %
Fig. 2. Score of essential amino acids in the developed formulations of adapted amino
acid mixtures without phenylalanine, %

Takum ob6pa3oM, B pe3yabTaTe MPOBEACHHOM pabOThI ObLIN MOJYYEeHbI CMECH KpUcTauindeckux L-amu-
HOKHUCJIOT 0e3 (peHmIalaHHA OITUMU3UPOBAHHBIE 10 AMMHOKMUCIOTHOMY IIPOMUII0 U BUTAMUHHO-MUHE -
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paJbHOMY COCTaBY M IIpeaHa3HaueHHbIe M1 maneHToB ¢ MKY paznmmuabix Bo3pacTHBIX Ipymil. Bee pas-
paboTtaHHbIe cMecu coaepkaT oT 70 10 77 r 6eJ1IKOBOTro 9KBUBaJIeHTa, a CKOP 9CCEHLIMaTbHBIX aMUHOKHUCIIOT,
3a UCKJIIoYeHUeM heHMIalaHnHa, coctapisieT ot 101% 1o 210 %, 4To yKa3biBaeT Ha BEICOKYIO OMOJIOrMYeC-
KYI0 IEHHOCTh OCJIKOBOTO SKBUBAJICHTA pa3pabOTaHHBIX 00pa3IoB.

3akimouenue. B HacTosIiee BpeMst Ha 0eJIOPYCCKOM PhIHKE PeaTU3yIOTCS TOJIBKO UMITOPTHBIE aMUHOKMC-
sotabie cmecn: «MJ Mt @KY-0», «M Myt @PKY-1», «MJI Mt PKY-3», «JlopeHonak», «AdeHmmax»,
«Hytpuren -75» «TetpadeH-70», «Komuna», «[1-AM1», «[1-AM2», «IT-AM3», «AHaMukc» u ap. 1o pe-
3yJIbTaTaM U3y4eHMs TIOTPEOUTEIbCKIUX MpearnouTeHuii 601bHbIX @KY ycTaHOBIEHO, YTO JaHHbIE aMUHO-
KUCJIOTHBIE CMECH 00J1a/1al0T HU3KUMU OPTaHOJIENITUYECKMMU CBOMCTBAMU (MMEIOT PE3KUiI1 M HETIPUSITHBIN
3arax M BKYC), a TaKKe BBI3bIBAIOT pa3IMyHble HeXenaTeabHble MOOOUYHbIE 3(P(MEKThI, TaKMe KaK pBOTa,
CYXOCTh KOXXH, PACCTPOICTBO CTyJIa, 00JIb B XKMBOTE 1 ChIIb. [10 MHECHMIO MOTpeOUTEICH, HeZOCTaTKAMM
M3BECTHBIX AMMHOKHCJIOTHBIX CMECEi SIBJISIETCS TAKIKE MX I1JI0Xasi pACTBOPUMOCTh B BOJIE, TJIaBHBIM 00pa3oM
3a cYeT ruaApohOOOHBIX aMUHOKHUCIOT (BaJIUH, JISHIIMH, U30JICHIIMH, TIPOJIMH, METUOHWH) U XKMPOPACTBO-
puMbIX BUTaMUHOB (A, E, D). Kpome Toro, cymiecTByeT Takxke mpobaeMa HU3KOH CTENeH! UCTTOIb30BaHUS
aMUHOKMCIIOT U3 CMeceit [Tl CUHTe3a 0ejika 00JbHBIMU (PeHUIKETOHYPHEl, B CBSI3U C TEM, UYTO CBOOOTHBIE
aAMUHOKMWCJIOTHI OYEHB OBICTPO MTOCTYITAI0OT B KPOBOTOK 1 TAKKE OBICTPO SIIMMUHUPYIOTCS M3 OpraHU3Ma.

B pamone 6ombHBIX PKY 1MeeTcst HerocTaTouHOe KOJIMYECTBO KaJlbLIMsl, JKeJie3a, celieHa, LIMHKA, XOJIec-
TEPMHA, HACBILIEHHbIX U IOJIMHEHACBIILEHHBIX )KMPOB, TaypuHa, KapHutrHa u ButamuHoB C, B,, B, By, B ,, A,
D u E u np. D10 CBsI3aHO ¢ OrpaHUYEHHBIM ITOTPEOIEHEM MPOIYKTOB XKIBOTHOT'O IPOUCXOKIEHMS 1 OOJTBILIM
KOJIMYECTBOM YTJICBOAOB, TTIO3TOMY CYIIIECTBYeT HCOOXOAMMOCTD B €3KETHEBHBIX JOOABKAaX STUX HYTPHUEHTOB.

It gereit ot 6 10 18 jieT B cocTaB LieJiecooOpa3Ho 100aBisaTh 19 aMUHOKKCIOT 0e3 (peHUIaHaHMHA,
a TakkKe HeoOXOAMMbIe BUTAMUHBI U MUHeEpabl. [I1s neteit 1o 12 et xkeaaTelibHO TakXkKe 100aBJsITh B ITPO-
IYKTHI TAKKe TIPEOMOTUYCCKIE YIJIEBOABI TaJJaKTOOJIMTIOCaXapuabl /(pyKTooIUurocaxapuabi=9:1), Koro-
pble SIBJISIIOTCSI CYOCTPATOM ISl pOCTa Y PA3MHOXEHUST MOJIE3HON KUIIEUHOM MUKPOMIIOPHI.

Y 00nbHBIX DeHUIIKETOHYpHUelt cTapiie 18 jieT, 1o JaHHBIM OOJIBIIMHCTBA OTEUECTBEHHBIX M 3apYOEKHBIX
CIIeIIMAICTOB, BO3MOXHO CMSITYCHUE IUETHI, [TO3TOMY, ISl 00ecIiedeHsI O0JIbHBIX aleKBATHBIM KOJIMYEC-
TBOM 0eJiKa, COCTOUT B YBEJIMUEHUH MOTPEOJICHUST TaK HA3bIBAEMbIX «OOJIBIINX HEHTPATbHBIX aMUHOKHUC-
JIOT», TO €CTh TUPO3WHA, TpUIITodaHa, JeUIINHA, N30JIeUIINHA U BaJIMHA, 00J1aTal0IINX (PU3NOTOTUTICCKIM
9 hEeKTOM TOPMOXEHUS TpaHCIopTa heHUIaTaHMHA U aHOMaJIbHBIX IMTPOAYKTOB €ro 0OMeHa yepes3 reMa-
To3HLEedaInIecKuii 6apbep B MO3L.

Hcxons n3 atoro uist muTaHus B3pocibix 6obHbBIX DKV 1ieecoobpa3Ho MCIONb30BaTh CIEAYIONINIA
KOMILJIEKC, COCTOSIIINN U3 He3aMEHUMBIX aMUHOKMCIIOT: JICHIIMH, U30JICHIINH, TCOHUH, TUPO3UH, METHUO-
HUWH, TpUnTodaH, BAJIMH U TUCTUAVH U 3aMEHUMOUN aMUHOKUCIIOTHI TUPO3UH. TUPO3UH MIPUCYTCTBYET BO
Bcex OeJIKax M SIBJISIETCS MPenIeCTBEHHMKOM MeJlaHWHA, TUPOKCUMHA U HEWPOTPaAaHCMUTTEPOB HOPAIIH-
HedpuHa 1 mopammHa. 3-3a 0CTpoil HeXBaTKM ITEYCHOYHOTO (hepMeHTa, TUPO3UH HE CHHTE3UPYeTCs U3
enunananuna y moueii ¢ ®KY. M3 He3aMeHUMbIX aMUHOKHMCJIOT B OpraHU3Me CMHTE3UPYIOTCS BCE 3aMe-
HUMbIE aMUHOKHUCIIOTHI, a U3 T€X U APYyrux oopasyercs 6eyok. Kpome Toro, cBoOoaHbIE 3aMEHUMbIE aMU -
HOKWCJIOTHI, TIOCTYITAIOIIe B OPTaHMU3M B COCTaBe JICUCOHBIX CMECe MOTYT TTOMABISTh CUHTE3 OeIKa 110
MPUHILIMITY OTPULIATEILHO OOPATHOM CBSI3U.

Takum o0pa3oM, OCHOBHOE TpeOOBaHUE K aMUHOKMUCIOTHBIM CMECSAM: COCTaB JOJIKEH OBbITh pa3padoTaH
TakuM 00pa3oM, 4TOObI KOMTIEHCUPOBATh Bce HepocTatolme HyTpueHTsl B inete @KY cornacHo Bo3pact-
HBIM (PU3MOJIOTUUECKUM MOTPEOHOCTSIM.

ITo pe3ynsraTam MPOBEIEHHOIO MCCIeA0BaHMS ObLIU pa3padoTaHbl 3 IKCIIEPUMEHTAIbHBIX 00pa3iia aMu-
HOKWCIIOTHBIX CMECEH IIJIST TUTaHUS OOJIbHBIX (DEHMITIKETOHYPHUEH Pa3ITMIHbBIX BO3PACTHBIX KATETOPHIA.

[Tpon3BoaCTBO OTEUECTBEHHBIX AMUHOKMCIIOTHBIX CMeCei JUTst o0ecTieueHusT 00JIbHBIX (DEHUITKETOHYPH-
eii, MO3BOJIUT 3HAUUTEIbHO CHU3UTD 3aTpaThl B3POCIOI0 HaCeAEHMS Ha UX TTOKYIIKY U COKOHOMUTh 3HAYM -
TeJIbHBIC OIOMKETHBIC CPEICTBA.
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