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AHHOTAIHUS: B CTATHE PACCMOTPEHBI MPOOJIEMBbI MUTAHUS MAIIMEHTOB OOJIBHBIX
(eHUIKeTOHYpHEH, WMIOPTO3aMEIlleHHEe HOBBIMH BHIAMU HH3KOOETKOBBIX
HPOIYKTOB, (heHIITaTaHNH

Summary: the article discusses the nutritional problems of patients with
phenylketonuria, import substitution with new types of low-protein foods,
phenylalanine

310pOBbE, NONTOJIETHE U TPYAOCIOCOOHOCTh YEIOBEKAa Ha IPSAMYIO 3aBU-
CHT OT KayecTBa M 0E30MaCHOCTH IHUIIEBBIX MPOJAYKTOB, W IPABHIBHBIX OCHOB
nutaHus. OCoOSHHO aKTyallbHO COaJlaHCUPOBAaHHOE NMUTAHUE WUMEET MpH Ha-
CllelyeMBbIX TeHeTHIeCKX aHOMallusIX oOMeHa BeriecTB. Hanpumep, npu 3a60-
neBanun (enmkeroHypun (OKYVY). IIpu nomoOHBIX OTKIIOHEHHSX OT HOPMBI
HEBO3MOXKHO TNMPEIJIOKHUTh YCHEUTHYI0 CTPaTeTHI0 KOPPEKTHPOBKH 3a0o0jeBa-
HUS  OCOOBIM. ~PAallMOHOM IUTaHWs O€3 TOYHOrO 3HAaHUS T'€HETHUKO-
OMOXAMHUYECKHX aCIEKTOB PACCMAaTPHUBAEMOH ITaTOJIOTHH.

OOBEKTOM HCCIIEIOBAHUS CIY)KHWJIH JIy4IIHe MMIOPTHbIE HU3KOOEIKOBBIE
MaKapOHHbIE U3/IeNus, peKOMeHayeMble it 60abHBIX DKY.

Pacuet sHepreTuuecKoil IEHHOCTH OCYLIECTBILUIN IO hopMyIe:

D=4F+9K+4Y umd=4(B+Y)+9K, (1)

rne D — SHepreTuyeckas EHHOCTb, KKal;
b — xonuyecTBO OENKOB MPOYKTa, T;
¥V — konmuuectso yriaeBonos B 100 r npoaykra, T
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K — xonmmuectso xupoB B 100 r mpoaykra, T;
4 — KO3 PHUIMECHT FHEPTETUUCCKON IICHHOCTH TSl OCITKOB U YTIICBOJIOB, KKAJI/T;
9 — K03 GULMEHT SHEPTEeTUIECKON IIEHHOCTH JUTSl )KUPOB, KKaJI/T.

DEHUITIKETOHYPHS — HACJIEACTBEHHOE 3a00IeBaHNe TPYIIIBI (PePMEHTOMATHIA,
CBS3aHHOE C HapyIICHHEM MeTa0olm3Ma aMUHOKUCIOT. Ilpu HecoOoaeHum
HU3KOOEITKOBOH JTETHI COMPOBOXKAACTCS HaKOIUICHHEM DA U ero TOKCHYCCKHX
MIPOTYKTOB, YTO MPUBOIUT K TSHKEIOMY TTOPAXKCHUIO IICHTPAILHOW HEPBHOW CHC-
TEMBI, TIPOSIBIIIONIEMYCS, B YACTHOCTH, B BUJIC HAPYIICHHUS YMCTBEHHOI'O Pa3BH-
Tus (heHWIMUpOBHHOrpaaHOH omurodpenun). OXHO W3 HEMHOTUX HACIEICT-
BEHHBIX 3200JICBaHUM, TOIAIONINXCS YCIICITHOMY JICUCHUIO.

B Hacrosmiee Bpems B crpanax EBpomeiickoro Coro3a (EC) ocyirecTsiis-
€TCs BBITYCK IIMPOKOTI0 aCCOPTHMEHTA HU3KOOEITKOBBIX IMHIMICBBIX MPOIYKTOB,
pexoMeHayeMbIx it gereir 00mbHeIX OKY. OCHOBHBIMU TPOU3BOMUTEIISIMU
HHU3KOOEJIKOBBIX IHUIIEBBIX MPOAYKTOB i 6onbHBIX PKY B ctpanax EC sBis-
ercsa I'epmanus, @pannus, crpansl CxannuHasuu U logbmia. OCHOBHOH Kpu-
TEepUil HU3KOOETKOBBIX MHIIECBBIX MPOMYKTOB — HE3HAYHTCIBHOE COMCPIKAHUEC
oenka 1 DA. Bee mpoayKThl B 3TUX CTPAHAX.CTOSAT JIOPOTO U HAIIA eI — CO3-
JIaTh CBOM, KOTOPBIC OBUTH OBl 3HAYHMTEIILHO JICIICBJIC U HE YCTYMaId OBl UM-
MTOPTHBIM I10 KaYECTBY.

MaxkapoHbl, BEIITYCKaeMEbIE JIFOOBIM MPESAMTPUATHEM JOJDKHBI OTBEUATh TpPe-
6oBanusiM, ykazaHHeM B ['OCT 31743-2017 u CTB 1963-2009. Knaccupunu-
PYIOTCS MaKapOHHBIE U3JICNUS MO HECKOJIBKIM Tpu3HakaM. COpT MaKapOHHBIX
U3JIENUI OTpeeNsieTCss COPTOM MYyKH K- TIPUMEHSAEMbIMU JJ0OaBKamu: Briciie-
TO COpTa — U3 MYKH BBICHIErO copTa (Kpynku) Oe3 mo0aBiieHUs SHIENPOIYK-
ToB: [lepBoro copra — u3 Myku l.copta (TIOITy KpYTIKH).

B 3aBucuMoCTH OT. BU/Ia IPUMEHSICMBIX T0OOABOK K Ha3BaHWSIM COpPTa MaKa-
POHHBIX U3JCTHI NPUOABIIMIOT HA3BAHUWE BKYCOBOM WM OOOTaTHUTEIBHOH HO-
0aBKM, HATIPUMEP: BBICHIUH MOJIOYHBIN, BBHICIIUI SHYHBIA, TOMATHBIC | U BBIC-
LIEro copra.

B 3aBucuMocté 0T (OpMBI, MaKapOHHBIE U3ACITUS MOAPA3ICIIIOT
Ha 4 Tura: TpyogaTsle, HUTe0Opa3Hble, JIEHTOOOpa3HbIe U (PUTypHBIE.

Kaskaplii THTT MaKapOHHBIX HW3JCITUA MOIPa3/ICNIoT Ha BHUIBL TpyOuaThie
M3/IEIMs B 3aBUCUMOCTH OT Pa3MEPOB IMOMEPEYHOI0 CEUEHHUsI JACTIATCS HA BUJIBIL:
COJIOMKY, 0COOBIC, OOBIKHOBEHHEIC, TFOOUTEITHCKUE TUAMETPOM 7 MM.

B pammone 6onpHBIx @KV HemocTaTOYHOE KOMHYECTBO KAaNBIUS, JKElle3a,
CeNeHa, IUHKA, XOJICCTCPHHA, HACBHINICHHBIX W ITOJUHCHACKHINICHHBIX XHPOB,
TaypuHa, KapHuTHHA ¥ BuTaMuHOB C, B,, B4, By (pomar), Bis, A, D u E. D10
CBSI3aHO C OTPAaHMYCHHBIM MOTPEOJICHUEM MPOTYKTOB JKUBOTHOTO IPOHCXOXK-
JIeHUsT U OOJIBITUM KOJIMYECTBOM YIJICBOJOB, MIO3TOMY CYIIECTBYET HEOOXOU-
MOCTh B C)KETHEBHBIX TOOABKAX 3TUX HYTPHUCHTOB.
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Ha ocHoBaHMM W3ydeHHs] MOTPEOUTENHCKUX MPEAMOYTCHUH JIeTeil 6Oib-
Heix @KV n ux poxuteneii ObuM ycTaHOBIIEHBI HAHOOJIEE JKelaeMble 110 opra-
HOJIENITHYECKUM CBOMCTBaM 00pasibl HU3KOOECIKOBBIX MaKapOHHBIX H3ICTHI
HMMIIOPTHOTO MPOM3BOJICTBA, MMEIOLIMECS HA MOTPeOHTEIbCKOM phiHKE Pec-
nyonuku benapycs (puc. 5):

-oopasery Nel — FUSILLI Low Protein Pasta MEVALIA,

-oopasery Ne2 — Loprofin ANIMAL PASTA Low Protein Pasta,

-o0paszerr Ne3 — Tagliatelle type Pasta (low protein PKU) Balviten (gluten-fiee),

-o0paser; Ne4 — Makaron Spaghetti Balviten gluten-free.

HccnenoBanne XUMHYECKOTO COCTABA UMIIOPTHBIX 00Pa3loB HU3KOOEIKO-
BBIX MaKapOHHBIX H3JICITUI MPEACTABICHO B Tabmuie 1.

Ta6auna 1. XumMu4eckuii cocTaB HU3K00€JIKOBBIX MAKAPOHHbBIX M3/1e/IHii

3HaueHne
HanmenoBanue
N obpasenn obpazelr | obpaszem. | obpaserr
No 1 No 2 No '3 Ne 4
MaccoBast ionst KpaxmaJia Biard, % 8,2 9,7 9.6 8,2
MaccoBast 1015t Kpax;wana B IIepecuere 77.1 85,3 84.4 85.3
Ha cyxoe BemecTBo, %o
MaccoBast 1015t 6§Jn<a B IIepecuere Ha 031 0.13 031 037
cyxoe BemecTBo, %o
MaccoBast 1015t KJICT‘Ia’lO'KI/I B iepecue- 2.8 0.5 0.7 0.8
[Te Ha CyXo0e BemecTBo, %
MaccoBast 1015t >1<01/1pa B TIEpecYeTe Ha 0.3 02 0 03
cyxoe BemecTBo, %o
MaccoBast 1015t 3(;an B TIepecyeTre Ha 0.16 0.13 074 1.1
cyxoe BemecTBo, %o
He o6Ha-
MaccoBast fonst peHmamanHa, mr/ 100 T 17,7 25,7 27,0 PYKEHO
(<10)
MaccoBast 1o YriCBOAOB, T/KT:
~pPYKTO3BI He o6napy- | He oOna- | He o6Ha- | He o6Ha-
-TJTFOKO3bI KEHO PYXKEHO | PYKEHO | pPyXKEHO
-caxapo3bl (<2,5) (<2,5) (<2,5) (<2,5)
MaccoBas mons Kassrus (Ca), Mr/kr 57 187 77 153
MaccoBast ot maraus (Mg), Mr/kr 45 38 25 36
Maccosast mons ¢pochopa (P), Mr/kr 237 235 285 266
Maccosast mons xanust (K), Mr/kr 136 86 83 95
MaccoBast mons Hatpust (Na), Mr/kr 281 67 3730 4940
MaccoBast jonst maprania (Mn), Mr/kr 0,92 0,37 0,24 0,28
MaccoBast jons xenesa (Fe), mr/kr 42 2,0 1,9 2.3
MaccoBas gonst memu (Cu), MI/KT 0,21 0,18 0,05 0,21
MaccoBast jons iuHKaA (Zn), MI/KT 1,3 0,37 0,44 0,62
MaccoBast gomnst 6opa (B), mr/kr 2,6 1,7 1,1 -
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B pesynbraTe mMpOBENEHHOTO HCCICIOBAHUS YCTAHOBICHO, YTO B TIPE-
CTaBJICHHBIX HU3KOOETKOBBIX MaKapOHHBIX WU3JCIHSIX COMCPKAHHE Kpaxmaia
cocrasisio 77,1-85,8 %, maccoBas gons Biaaru — 8,2—-9,7 %, maccoBas oI
kierdatku — 0,5-2,8 %, maccoBas noins xxupa — 0-0,3 %, maccoBast 707151 307161
—0,16-0,74 %.FUSILLI Low Protein Pasta MEVALIA

Y cTaHOBIIEHO, YTO cojiepkaHue Oenka B HUX KonedneTcs B mpenenax 0,13—
0,37 %, a conepxanue @A — 0-27,0 mr/100 r. YV obpasma Ned (Makaron Spa-
ghetti Balviten gluten-free) ®A He oOHapyxeH. [lpu 3ToM y oOpasma Ned or-
MedeHo camoe Oombinoe kommuectBo Oenka 0,37 %. Takum oOpaszom, s
6onpHpIx OKVY Hanbonee mpeanovYTUTENFHBIMU SBISIFOTCS criareTTd Makaron
Spaghetti Balviten gluten-free.

Jlns parpiona 6ompHBIX DKV sBIsIeTcs] BaKHBIM COAJTAaHCUPOBAHHOS Pa3HOO0-
pasue coctaBa MakpoaemerToB (jio 0,001 %: H, C, O, N, Na,Mg, P, S, K, Ca, Fe),
mukpoaemerTos (ot 0,001 o 0,000001 %: B, F, Al, V, Cr, Mn, Ni, Co, Cu, Zn, Ge,
Dr, Mo, Ru, I) u ymerpamukposnementos (Meree 0,000001 %: He, Li, Be, Ne, Si, Ar,
Sc, Ga, As, Se, Sr, Kr, Rb, Zr, Nb, Ru, Rh, Ag, Cd, In, Sb;, Te; Xe, Cs, Ta, W, Re, Os,
Pt, Au, Hg, Tl, Pb, Bi, Rn, Ra, Th, U) Hu3kx00€TKOBBIX MUIIEBHIX MPOIYKTOB U B Ya-
CTHOCTH HU3KOOETIKOBBIX MAKAPOHHBIX H3JICITHI.

B cBs13U ¢ BBIIIEU3IOKEHHBIM MOYKHO CJ€IaTh BBIBOJ, YTO OJHHM M3 OCHOB-
HBIX KOMITOHCHTOB panyoHa mutaHus OONbHEIX DKV SBISIOTCS HU3KOOEITKOBEIC
MaKapoHHbIC H37IeNus. B HacTosIIee BpeMs JaHHbIE TIPOAYKTHI HA OTEUYCCTBEHHOM
PBIHKE TPEICTABICHBI TONBKO HMMITOPTHBIMH Tpor3BomuTensamu (ctpanbl EC u
Poccwmiickas @enepars). [IpoBeneHHbIN aHATN3 XUMUYECKOTO COCTaBa 00pasloB
HU3KOOEITKOBBIX MAKapOHHBIX H3JSIHH, HauOoNee MOTpeOIseMbIX OOIBHBIMU
®KY, nokasai, 94To OCHOBHBIM' PEIIENTYPHBIM HHTPEIMEHTOM JaHHBIX IPOITYKTOB
sBisiercst kpaxmad (77,1-85,8 %). MaccoBas nonst 6enka B MCCIIeIOBaHHBIX 00pas-
ax kosedanace B npenenax. 0,13-0,37 %, a comepxanue @A — 0-27,0 mr/100 .
DHepreTuueckasi HIEHHOCTb cocTaBmna ~ 308,9-347,1 kkan. B cocraBe UMIOpPTHBIX
HI3KOOEITKOBBIX MaKapOHHBIX H3ICIUSAX OOHAPYKEHBI HEOOXOAMMBIC IS HOp-
MaJIBHOTO POCTA. M. Pa3BUTHS OpraHU3Ma Makpo- U MUKpoanieMeHTsl: Ca — 57-187
mr/kr, Mg — 25-45 wr/kr, P — 235-285 mr/kr, K — 83-136 mr/kr, Na — 674940
mr/kr, Mn =0,24-0,97 mr/xr, Fe — 1,9—4,2 mr/kr, Cu — 0,05-0,21 mr/kr, Zn — 0,37—
1,3 mr/kr, B — 1,1-2,6 mr/kr.

HUccnenoBanue mokaszano, 4yto B PecnyOnnke bBemapych ecTh Bce BO3MOXK-
HOCTH JUTS IPOU3BOJICTBA HU3KOOETKOBBIX MAKapPOHHBIX M3CITHIMA.

JlanbHeiias paboTa Mo TeMe HalpaBiieHa Ha Pa3pabOTKy OTEUE€CTBEHHBIX
MaKapOHHBIX M3JENUH, 9YTO ObI 00ECIEYUTh UMITOPTO3aMEIEHHE TOPOroCTOsI-
MHX 3apyOCKHBIX aHAJIOTOB M PACIIUPUTH ACCOPTUMEHT MPOYKTOB JUIs MMAIU-
€HTOB OOJIBHBIX (PEHUIIKETOHYPHEH.
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PbIHOYHASI MHHOPACTPYKTYPA U IOBbIIIEHUE
KOHKYPEHTOCIIOCOBHOCTH B CEJIbCKOM XO35IICTBE
A3BEPBAMIKAHA

HNmamBepaueB I.A., 1.¢).H. 10 IKOHOMUKE, TOUEHT
Asepbationcanckuii I'ocyoapcmeennulit Aepaprulii Yuueepcumem, 2. 1 snooxca

KawueBbie c¢jioBa: pbIHOYHAS HHPPACTPYKTYPa; KOHKYPEHTOCIOCOOHOCTS,
€aMo00€eCIeYeHHOCTh, TOPTOBJIs, [IEHA.
Key words: market infrastructure, competitiveness; self-sufficiency, trade, price.

AHHOTaNUSI: B CTaThe aHAJHM3UPYETCS COBPEMECHHOE COCTOSHHE PBHIHOYHOM
HHOPACTPYKTYPBI TIO0 TOPTOBIE CENbCKOXO3IHCTBEHHON MPOAYKIHUEH, AAIOTCS
NPEUIOKEHUST TI0 COBEPUICHCTBOBAHMIO TAHHOH HH(PACTPYKTYpHL. ABTOPOM
CllenaHa MOMbITKA BBISIBICHHS MyTEi COBEPIICHCTBOBAHHS HH(PPACTPYKTYPHI,
CMOCOOCTBYIOIICH MOBBIICHUIO . KOHKYPEHTOCIOCOOHOCTH  CEeTbCKOXO3SHCT-
BEHHOH MPOAYKIIUH.

Summary: the article analyzes the current state of the market infrastructure for
trade in agricultural ‘products, provides suggestions for improving this infra-
structure. The author attempts to identify ways to improve the infrastructure.
contributing to the competitiveness of agricultural products.

Cenbekoe. X031CTBO M TPOU3BOJCTBO IPOJIOBOJIBCTBEHHBIX TOBApPOB B
AzepOaiimkaHcKoi PecriyOnuke sBIsSeTCS OHUM W3 MPUOPHUTETHBIX OTpaCiCH
9KOHOMUKH. 13 TojIa B T pacTeT 00beM HX MPOU3BOJICTBA, YBEITHIMBACTCS UX
nonst B-BBII. Tak, B 2018 roay monst censckoro xo3siictea B BBII cocraBuia
4,6 % [4,cTp.135].

I[To OCHOBHBIM BHJAaM CEIbCKOXO3SHCTBCHHOW MPOJYKIUU camooOectie-
YEHHOCTh HaxoauTcst Ha ypoBHe 80—100 % [1,cTp.54]. CnemxyeT OTMETUTH, YTO
YCIEIIHO MPOBOIUTCS TOJIUTHKA UMIIOPTO3aMEIICHHS KaK IO CEITbCKOXO3SICT-
BEHHOM MPOJYKIIMH, TaK ¥ IO MPOAYKIIUH OTpaciell mepepaboTKu CeNbCKOXO0-
3SICTBEHHOM MPOMYKITUH. JTO OTHOCHUTCS K XJIOIIKY, TabaKy, OJIUBKaM, caxap-
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