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HU3KOBEJIKOBbLIE NPOAVKTbI NUTAHUA
HA PbIHKE PECNVBIINKU BENAPRYCb

Annoramus: Co3ziaHue CelUMaIu3upOBAaHHBIX U JeUeOHbIX MPOAYKTOB MUTAHUSI UMEET BaxKHOE
3HaYeHNE B MPODMIAKTHKE W TUETOTEPATTAN TIPU PA3TMIHBIX 3a00eBaHUIX. DEeHWIKETOHYPUST —
3a0oJieBaHKe, MPU KOTOPOM JIMETOTEpAIus SIBISIETCS €IMHCTBEHHBIM METOJ0M JieueHus. B Pecny-
on1uke benapych exxerogHo poxnpaetrcs 15—20 mereii ¢ Takum 3aboneBaHueM. PaciiupeHue accop-
TUMEHTA MHPOAYKTOB JJis1 JIIoAe, OOJbHBIX (DEHUJIKETOHYpHUEH, SIBJISIETCSI BaxKHOM 3agadyeil mpu
OpraHu3alMM UX NUTaHus. B cTaTbe MpeacTaBiieHO pe3ysbTaTbl UCCAEA0BAHUS PbIHKA HU3KOOE -
KOBBIX TOBapOB M pa3pabOTKMU TEXHOJOTUM MPOU3BOJICTBA.
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Abstract. The creation of specialized and medicinal food products is important in the prevention
and dietary therapy for various diseases. Phenylketonuria is a disease for which diet therapy is the
only treatment method. In the Republic of Belarus, 15—20 children are born annually with this
disease. Expanding the range of products for people with phenylketonuria is an important task in
organizing their nutrition. The article presents the results of a study of the low-protein products
market and the development of production technology.
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BBenenne. Penkoe 3aboneBanmue denunakeronypust (OPKY) — omHa n3 ¢hopM HacIeICTBEHHBIX
JedeKToB 0OMeHa aMUHOKUCIIOT, M3-3a KOTOPOTro aMuMHoKucioTa ¢peHunananud (DA), mocryna-
[olllasg B OPTaHU3M C THMILIEBBIM OEJIKOM, HEe MOXKET MpeBpallaTbCsl B TUPO3MH, KaK 3TO ObIBaeT
B HOpMe. B pesynbrare ¢heHUNTANIaHWH 1 €ro MPOU3BOAHBIE C CAMOTO POXKACHUS HAKATUTMBAIOTCS
B TKaHSX M OpraHax MaJibllla, OKa3biBas TOKCMYECKOE BO3MEHCTBME HA HEPBHYIO CUCTEMY U SIBJISI-
SICh MIPUYMHOM YMCTBEHHOI oTcTajiocTu y Aeteii [1, 2].

B HopMe B opraHuszme mpoTeKkaeT OOJIbLIOE KOJMYECTBO OMOXMMUYECKMX peakuuil. Bce oHu
HaXoJsITCS MOJ KOHTPOJIEM 0COObIX OeJIKOB-(PepMEHTOB, KOTOPbIe KoAupytoTcs: reHaMu. Hekotopbie
u3 (epMEHTOB HYXIAlOTCsSl B CBOE paboTe B MPUCYTCTBUM MOMOIIHUMKOB — KoaKTopoB. YacTo
3TU KO(aKTOPHI SABJSIOTCS Oojiee MPOCTbIMU 110 CTPOEHUIO MOJIEKYJIaMU, MHOTME OTHOCSTCSI K BU-
TaMUHaM.

OcHoBHag peakiug Metadbonnsma @A ocyiecTBsIeTcs GepMeHTOM (heHUTATaHUHTUAPOKCUIA-
300i. B KauecTBe MOMOIIIHKMKA BBICTYTAaeT 0co0asi MoJieKyJjla — TeTparuapoouontepruH. YToObl CUH-
Te3UPOBaTh 3TOT KOGAKTOP, HYXKHA padoTa 1eJI0i rpymIibl (DEPMEHTOB: 6-TTMPYBOMITETPATUAPOII-
TepUHCUHTETa3a, TUTUAponTepuanHpenykraza, [ TO-umkmornaporasa-1 n npyrue. B opranmusme
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6ompHOr0o MKY Hapymaercst unm pabora GeHmtanaHnHruapokuciassl (PAIY) (vaime Bcero), Miam
pabora pepMeHTOB, HEOOXOIMMBIX JJISI CUHTE3a TeTparuapobuorntepuHa (puc. 1).

HawuGonee yacto BcTpeuaercs kiaaccudeckas opma MKY 1 tuma (97—98%). Ona oGyciaoBieHa
nmedummToM dhepMeHTa deHMmTaTaHnHTApokcma3a (PATDN), BeaymM K HaKOIUIEHUIO (peHMTaa-
HUHaA U MPOJYKTOB €ro pacrajga B OMOJOTMYECKUX XKUIKOCTSX. 3a00jeBaHWe BbI3BAaHO MyTalluMen
reHa ¢peHunanaHuHruapokcuiasel (PAH).

®enunkeronypus Il Tuma obGycioBneHa nedunuroM aurunponTepuauHpenykrassl (QDPR),
KOTOpasl HapylllaeT BOCCTAHOBJICHUE TeTparnapodronTeprHa. PaHo HayaToe JeueHne CriocoOCTBY-
et HopMmaym3anu A B KPOBH, OJHAKO He TIpeayrnpexaaeT MosBlIeHne KIMHUYECKOM CUMIITOMA-
THKH, KOTOpasl pa3BUBaeTCs B Hadajie BTOPOTO ITOJYTOAMS JKU3HU.

®enunkeronypus 11 Tnma cBs3aHa ¢ HEIOCTATOYHOCTHIO TTUPYBOWIITETPATUAPOTITEPUHCHHTA3BI
(PTS), yyacTByloleii B mpoliecce CHHTe3a TeTparuapoduontepuHa. Pa3BuBaroiivecss Mpu 3TOM
paccTpoiicTBa cxoaHbl ¢ HapyleHuaMu pu OKY 11 tuna.

Irepun-3aBucumas popma ®KY (tum 11, 111 u gp.) cocrasaser okoso 2% [5—7].
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Puc. 1. Buoxumunyeckue namenenms npm Ky
Fig. 1. Biochemical changes in PKU

Pecniyonmmka benmapychk crana nepsoii pecnyonukoit CCCP, B kotopoit B 1978 1. ObL1 BHeIpeH
maccoBblii ckpuHUHT Ha DPKY. 3a mepuoa mpoBeaeHUs TOJBKO 3TOI IPOrpaMMbl 0OCIEIOBAHO
0oJj1ee 4 MWIJIMOHOB HOBOPOXIEHHBIX. [IpakTruecku 98% Bcex MPOMYKTOB, KOTOPHIC YIIOTPEOISIOT
OOBIYHBIC JIFOIN, VTS OOBHBIX (PeHMIKETOHYpHEH SBISIOTCS SIOM. VX palioH JOCTaTOYHO CKYHI-
HBII{, B OCHOBHOM 3TO 5 BMIOB OBOIIEH, UCK/IIOUasi 0000BbIE, U aMUHOKUCIOTHbIE CMECHU. 3alipe-
LLIEHBI K YITOTPEOJEHUIO MOJIOYHBIE MPOAYKTHI, MSICO, MAaKApOHbI, KPYIIbI, XJ1e0, pbi0a, siiua [8—10].

HemHOTO pa3sHoo0pa3nTh CBOE MEHIO JIIOAW C JAaHHBIMU 3a00JIeBAHUSIMU MOTYT CITeIMaTbHBIMU
HU3KOOEJIKOBBIMM MPOAYKTaAMH Ha KpaxMabHOI ocHOBe. OMHAKO Ha TeppUTOpUM benapycu peIHOK
HU3KO0EJIKOBOI MPOMYKIIMU MPEACTaBAeH B OCHOBHOM UMITOPTHBIMU CITELIMATU3UPOBAHHBIMU HU3-
KOOETKOBBIMU M YAaCTUYHO CBOOOZHBIMU OT (heHMJIAIaHWHA MPOAYKTaMU, KOTOPBIE HOCTYITHBI
B CIEIMAJIM3UPOBAHHBIX TOPTOBBIX TOYKAX B OTPAHWYEHHOM aCCOPTUMEHTE M 3a4acTyl0 MMEIOT
3aBbIlIEHHYIO LIeHy [11—14].

Pe3yabTaThl cciaenoBanuii M X oo0cyxkaeHne. IlpoaHamm3mpoBaH accopTUMeHT 11 Tpenrpu-
SITUI, BhIIyCKalOuX 212 HaMMEHOBAaHUM pa3IUYHON HU3KOOEJIKOBOK O€3III0TEeHOBOM MPOIYK-
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I Ha OCHOBE KpaxmaJa IJIs JIoaeil OOJbHBIX LeTuaKkneil, (eHUIIKeTOHYpeil, TTOYeYHON HelT0-
CTAaTOYHOCTHIO. M3 TIpeacTaBiIeHHBIX TPOAYKTOB: 26 HaWMEeHOBAaHWUN IIPOM3BOIUTCS
B Pecniyonuke bemapych, 87 HanmeHoBaHuit — B Poccuiickoit ®enepaunu, 99 — apyrumu
3apyOeKHBIMH TTpou3BoauTeIMi. OCHOBY aCCOPTUMEHTA COCTABIISIOT: MaKapOHHBIE U3ICTHS,
CyXue CMEeCH IJIsI BBIIIEYKM, HU3KOOEIKOBBIE Kallll, IIeYeHbe, XJIe000ymouHbIe n3nenusi. OmHako
ObUIM U OpUTHHAJIbHBIE TTPOIYKTBI: 3aMEHUTEN MsICA U PIOBI, COCUCKU U YMUIICHI, CYIIIKU, KPEH-
nenbku [15] (puc. 2).
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Puc. 2. ACCOPTUMEHT HN3KOOENKOBOW 6Ee3rNi0TEHOBOW MPOAYKLIMN
Fig. 2. The range of low-protein gluten-free products

Creay1olmM 3TalioM UCCaeA0BaHUS ObIO U3YyUYeHME TTOTPEOUTEIbCKUX MPEAIIOYTCHU cpeau
JIIoAeil ¢ AuarHo3oM (OEeHUIIKETOHYPUSI B OTHOLIEHUU HU3KOOEIKOBBIX 0€3TJI0TEHOBBIX KapTo-
denenpoaykroB. O0beM BBIOOPKM cocTaBua 220 peCOHASHTOB — KUTEJE pa3andHBIX 00Jjia-
creit Pecniy6uku benapych M MOTEeHLMaIbHBIX NOTpeOUTENIeld HU3KOOEJKOBOM TMUILEeBON Mpo-
JYKLUH.

OtMeudeHo, 4yTo 49% pPEeCIOHIEHTOB OYEHb YaCTO CTAJIKMBAIOTCS C IIPOOJIEMOIT OTCYTCTBUS B ITPO-
JaXke HU3KOOEIKOBOI MUIIEBOM MPOAYKLIAH, YaCTO CTAJIKMBAOTCS 1160 nHoraa — 28,6% u 20,4%
COOTBETCTBEHHO, M TOJEKO 2% OIPOIIEHHBIX HUKOTA He CTAJIKMBAJINCh C JAHHOM TTpobieMoii [13]

(puc.3).
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Puc. 3. HacToTa BO3HUKHOBEHMSI NPOGIeMbl OTCYTCTBUS MPOAYKLMN B TpOAaXe
Fig. 3. Frequency of occurrence of the problem of lack of products on sale

Crenytolmii BONPOC aHKEThl CTaBUJI LIEJIbI0 ONPENeSUTh MHEHUE MOTPeOuUTE el OTHOCUTEIBLHO
1IEeH Ha HU3KOOEeJKOBYIO MpoaykKiinio. CornacHo MOJlydeHHBIM pe3yjibTaTaM HCCieloBaHUuid, 00Jb-
LIMHCTBO OMPOLIEHHBIX CUMTAIOT LIEHbI Ha MPOAYKILMIO pacCMaTpUBAEMOIO Ha3HAUEHUsT HEOMpaB-
JaHHO BbICOKUMM — 83,7%, 16,3% pecrioHIeHTOB — BIIOJIHE TTPUEMJICMBIMK, 1 HUKTO M3 y4acT-
HUKOB HE CYMTAET LIeHbl Ha JAHHYIO MPOAYKIIMIO JOCTaTOYHO HU3Kumu [13].

M1 pelieHMs] BOIpoca MMIIOPTO3aMELIEHUST M O0eCIIeUyeHUsT TOCTYITHOM MO 1IeHe M KaueCTBEH-
HOI oTreuecTBeHHOU mnpoxykuueit crieunanuctamu PYIT «Hayuno-npakrtnueckmii nentp Haumo-
HaJIbHOM akKageMuM HayK benapycu Mmo mpomoBOJIbLCTBUIO» pa3paboTaH aCCOPTUMEHT HU3KOOEIKO-
BBIX MUIIEBBIX TPOAYKTOB C MOHUKEHHBIM cofep>KaHueM (peHuIaTaHuHa 151 YIIOTpeOJeHUST BCeMU
rpyrmnaMu HaceJeHUsI.

B PVII «HayuyHo-npaktuyeckuii nieHTp HauuvoHasibHOM akageMuu HayK bejgapycu mo mpojo-
BOJILCTBMIO» pa3paboTaHbl CMeLMaTM3MpPOBaHHbIE MPOAYKTHl MUTAHMS I JIoael ¢ AeUIUTOM
(heHunanaHuHruapokcuaassl (puc. 4) [3, 4]:
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U3AeUs MaKapOHHbIE HU3KOOEJIKOBBIC;

U3Je1sI MaKapOHHbIE HU3KOOEJIKOBbIE C KJIETYATKOM;

KOHIIEHTPAT MUILEeBOI IpaHyJIUpOBaHHbIN «Kpyra HU3K0OeIKOoBass rpeuHeBast»;
KOHILIEHTpaT MUILIEBOW IpaHyJIUpOBaHHbIN «Kpyrna HU3KOOEIKOBasI KyKypy3Hasi»;
KOHILIEHTpaT nuieBoi. Kaima cyxas HM3Ko0eaKoBasi TpeYyHeBast C U3I0MOM;
KOHILIEHTpaT nuileBoi. Kaia cyxas HU3KO0eIKOBas KyKypy3Has ¢ 10JJOKOM;
MPOAYKT CyXoil KapTodeabHblli HU3K00eaKoBbIN «[Tiope KaprodenbHoe»;
MPOJYKT CYyXOil KapTodebHbIii HU3KOOEIKOBbIN «Kieuku KapTodeabHbIe»;
cMech cyxasi Hu3kobenkoBast «Kekc apoMaTHbBI»;

cMech cyxast Hu3KobenkoBas «IleyeHbe ocoboe»;

MIPOAYKT KapTodeabHbII1 HU3KOOEIKOBBIN 11 OBICTPOI 00KApKKU CO IIMUHATOM;
MPOAYKT KapToesbHbI HU3KOOETKOBBIN M1 ObICTPOI 00KAPKU C JTYKOM;
MPOAYKT KapTodeabHbIi HU3KOOEIKOBbIN TS OBICTPON 00XKapKHU C JIYKOM U KYPKYMOI;
MPOJYKT KapToesbHbI HU3KOOETKOBBII JI1s1 ObICTPOI 00KapKu ¢ MarpuKoii.
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Puic. 4. ACCOPTUMEHT HNU3KOBENKOBOV NPOAYKLIMM
Fig. 4. The range of low-protein products

B coctaB HM3KO0EJIKOBBIX MPOAYKTOB BXOISAT KpaxMallbl pa3IMUHBIX BUIOB, TUILEBbIC BOJIOKHA,
MEeKTUH, JEUUTUH, TPeYHEeBasl, KyKypy3Hasi KpyIibl, CyllIeHbIe SI0JIOKW, BAHOTPA, Mope KapTodeb-
HOE CyxOe, OBOILIHbIE MOPOIIKU, MeJaHX, BaHWIMH. [IpoayKThl He coaepxKaT MCKYCCTBEHHbBIX
apoMaTM3aTOPOB U KpacHUTEJIeH.

WNHrpeaueHThl, BXOAsIIME B COCTAaB HU3KOOEIKOBOM MPOAYKIIMU, TOMOJHUTEIbHO OKa3blBAIOT
0J1aroTBOpPHOE BO3/EHCTBME Ha OpraHuM3M 4yejoBeka. B yacTHocTu, JeuuTuH — Qocdoaunum,
KOTOPBI MOMOTaeT yAyUYLIMTb COH, CHSITb CTpecC M OECIOKOMCTBO, YMEHbIIAET BOCIAJICHUE,
HOPMaIU3yeT JUMUAHBIA 0OMeH 1 yaydyiaeT @yHKuuo neyeHu. [eKTuH — nuiieBoe BOJOKHO,
CTIOCOOCTBYOIIIEE HOPMaIM3allMMd MOTOPUKU KUILEYHUKA, JUMUIHOTO Mpoduis, CHUXKEHUIO
YPOBHS caxapa B KPOBU M pUCKa Pa3BUTHS CepAECYHO-COCYAUCTHIX 3aboneBaHuii. PacTBopumas
MIIEHUYHAsl KJeTyaTKa — HaTypaJbHbIi MPeOMOTUK, 00eCNeunBaloOlIUi POCT crelunduuecKoi
MOJIE3HON MUKPOMIOPHI KUILIEUHUKA U CIOCOOCTBYIONIMI aKTUBU3aLMK MeTaboM3mMa, yayulias
ob111ee cocTosiHUE 3M0pOBbs. KypKyMa — crenusi, KoTopasi COAep>XKUT B CBOEM COCTaBe OCHOBHOE
aKTMBHOE BEIIEeCTBO — KypkyMUH. KypkymMuH, o0jamas MOIIHBIM MPOTUBOBOCMATUTEIbHBIM
M aHTUOKCUIAHTHBIM JEHCTBUEM, CIIOCOOCTBYET IMpoduaakTuKe O0JIE3HEH cepalla, paka, MeTa-
00JIMYECKOTro CUHAPOMA M PA3IMYHbBIX TeTreHEePaTUBHBIX COCTOSIHUI, yaydllaeT paboTy roJIOBHO-
IO MO3ra U CHUXXaeT PUCKM Pa3BUTUSI Pa3IMUYHbIX 3a00€BaHUIA, BKIIIOYAsT IEMPECCUIO U 00JIe3Hb
AublLreiiMepa.

PazpabotaHHble MaKapOHHbBIE U3IEI1sT HU3KOOEIKOBEIE cofiep:KaT He bosee 1% Geska B riepecye-
T€ Ha CyXO€ BEIIECTBO M M3roTaBIMBaIoTCs n3 Kpaxmana (90 %) u BoIbl ¢ 100aBICHUEM ITHIIEBBIX
BOJIOKOH, KYPKYMbI MOJIOTOM M APYTMX KOMIIOHEHTOB.

B cocTaBe pazpaboTaHHBIX MaKapOHHBIX M3AEJMN M CHEKOB OTCYTCTBYIOT MIIEHUIIA, POXb, S4-
MEHb, OBEC U KOMIMOHEHTHI, MOJYYCHHbIC UX CKPELIMBAHUEM, & YPOBEHb NIIOTEHA HE MPEBbILLIAET
20 Mr/Kr, COOTBETCTBEHHO TaK1Me MaKapOHHbBIE U3EHUSI MOXKHO YIIOTPEOJISITh JIIOASIM, CTPaJaIoLIuM
LeJaKue.
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HwnskobenkoBble nmulleBbIe ITPOAYKTHI comepxKaT g0 1 r 0enka 1 He 0ojiee S0—70 Mr peHumana-
HuHa B 100 T roTOBOTO K ynoTpeOJieHUI0 MpoayKTa (Mopuuun) U pa3padoTaHbl ¢ yueToM (pU3MOJIO-
TMYecKUX IoTpeOHOCTel aoneit, cTpagaloliux GeHUJIKeTOHYpHUet.

3akmouenne. Pa3paboTka HOBBIX BUIOB HU3KOOEIKOBBIX ITHUIIEBBIX ITPOAYKTOB MO3BOJIMIA YKpe-
MIUTh IPOAOBOJILCTBEHHYIO Oe3omacHoCcTh Pecniyonuku bemapych B 00j1acTi crieliajn3upoOBaHHO-
TO TIUTAaHMS, TIOBBICUTh KaueCTBO KU3HM JIIOIeH 1 aeTeit ¢ neduumnToM (heHMIaTaHMHTHIPOKCUIA-
3bl. KpoMme TOro, KOMIJIEKCHOE MCIMOJIb30BaHUE Pe3yJIbTaTOB MCCAEAOBaHUSI MOCIOCOOCTBOBAIO
CHVXKEHUIO 3aBUCMMOCTHU CTpaHbl OT MMIOPTA MPOAYKLUU 32 CUET YAOBICTBOPEHUSI BHYTPEHHEIO
CIpoca BbICOKOKAUYECTBEHHOM MPOAYKIIMEH (B TOM YKCIIe COOCTBEHHOTO IMPOU3BOICTBA), MOBBIIIIE-
HUIO KOHKYPEHTOCIIOCOOHOCTH MPOAYKTOB JIETCKOTO MUTAHUS HA OCHOBE OE30MaCHOTO U KaueCTBEH -
HOTO CBIPbSI, a TaKXKe CHIDKEHNIO (PMHAHCOBBIX 3aTpaT Ha MMUTAHWE pacCMaTpMBaeMOil KaTeTopuu
rpaxnaH Pecryonuku benapych.
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