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0.0. Ba6buu, A.C. CoanaToBa, H.C. PasayMHHKOBa

OCOBEHHOCTH BHOTPAHC®OPMAIINH $EHHAAAAHHHA B TEXHOAOT'HH
IMIPOAYKTOB ITHTAHHUS OASAA BOABHBIX ®EHUAKETOHYPHEH"

BrIOpaHbl onTUMabHBIE TApaMETPhl IPOBENECHHS PEeaKIMU THAPOIN3a Ka3enHa, 00eCIeYHBaIOIe MaAKCUMaIbHO
ynajieHne QeHuIalaHrHa U3 TOIHUIENTHIHON IIeNH, — SH3UMATHYeCKasi CHCTeMa, COCTOSINAs M3 3K30- M SHIOIENTHIA3!
TEPMOJIU3UH, KapOOKCUIICNITHAa3a A U JICHIIMHAMUHONENTHAa3a, Temreparypa 50+1 °C, dbepMeHT-CyOCTpaTHOE COOT-
sHourenue 1:50 u npomomxkuTensHOCTh Mporecca 8+0,05 u. Ha ocHOBaHMU pe3yabTaTOB ONpeAesieHUs] MOJEKYIISIPHO-
MaccOBOT0 pacrpeesieHns] TI0Ka3aHo, YTO THAPOIM3aThl Ka3eHHa, MOJYUYEeHHbIE C UCIOIF30BaHUEM BHIOpAaHHOW YH3HU-
MaTHYECKOW CHCTEMBI, XapaKTEpU3yIOTCS BBHICOKHM COZAEp)KaHWEM HHU3KOMOJEKYISPHBIX (pakiyii, KOJINYEeCTBO KOTO-
PBIX YBENMYMBAETCsl B mpoliecce peakuuu. C IIOMOIIBI0 METOa XPOMAaTo-Macc-ClIEKTPOMETPUN YCTAHOBJIEHO TOJHOE
BBICBOOOXK/IeHNE (peHUTaIaHWHA B TIpoLiecce THapou3a. M3yueHa knHeTuka mporecca Ouorpanchopmaiu (heHnnana-
HHUHA B OENIKOBBIX THAPOJIM3ATaX, pacCUMTaHbl KUHeTH4Yeckue napamerpsl: K, = 1731 mxmons, V,, = 1,35. [lokazano
WHTEHCUBHOE HAKOIUIEHHE aMMHUaKa 1 TPaHC-IIMHHAMOBOM KUCIIOTHI B Ipoliecce OnorpaHchopmanuu (heHnIaIaHuHa.

L-(1)eHHHaﬂaHHH-aMMOHHﬁ-HHaSa, L-(l)eHI/IJ'IaJ'IaHI/IH, q)EHI/IJ'IKETOHypI/IH, TUApOJIn3aT, Ka3€UH, SOH3UMATHYCCKasl CUC-
TEMaA, 3K30IICTITHAa3a, SOHAOIICIITHAAa3a.

Brenenne

OpHUM U3 OCHOBHBIX (DaKTOpPOB, OIPEAEIISIONINX
3]I0POBBE UENIOBEKA, SIBISETCS MUTAHUE, KOTOPOE JTOIK-
HO HE TOJIBKO YJIOBJIETBOPSATH MOTPEOHOCTH OpraHu3Ma
B IIMIIEBBIX BEUIECTBAX W JHEPTUM, HO M BBINOIHATH
npodunaktiyeckue U yedeOHsie ¢pyHkuuu [1]. B mo-
CJIe/IHUE TOIBI BO BCEM MHUpPE 0C000€ BHHUMAaHHE YEIs-
eTcsl CO3[aHWI0 CIEUUAIM3UPOBAHHBIX M JIeUeOHBIX
MPOJYKTOB MHUTAHMUsI, KOTOPHIE UIPAIOT BaXKHYIO POJIb B
MPEIOTBPALCHN BO3HUKHOBEHHS Pa3JIMYHBIX 3a0oite-
BaHWH M YKpEIUIeHUH 310poBbs. [IpaBUbHO OpraHu3o-
BaHHOE MHUTaHHE C BKIIOYCHUEM CHEIUATU3UPOBAHHBIX
U Je4eOHBIX MPOAYKTOB CIIOCOOCTBYET OJarompHsITHO-
My TEUEHHUIO OOJIE3HH, MTOBBIIICHUIO 3aIIUTHBIX CBOMCTB
OpraHu3Ma, AaKTHBU3UPYeT TEUYECHHE aHaOOIMYEeCKUX
MPOLIECCOB, YTO MPHBOAUT K BOCCTAHOBJIEHHIO 3J10pO-
Bbs. [Ipu HekoTOpHIX 3a0oNeBaHMSX NPUMEHEHHUE pa-
LIMOHOB C BKJIIOUEHHEM CIIEIHaTH3UPOBAHHBIX H Jieuel-
HBIX MIPOJIYKTOB SIBIISIETCS] €UHCTBEHHBIM METOOM, I10-
3BOJISIIOIIMM TIPENyNpPEeXIaTh Pa3BUTHE TSHKENBIX I10-
crnenctBuid Oonesnn. K uncnmy Takmx 3aboneBaHuii ot-
HOCSITCSl HACJIEICTBEHHbIE HAPYILIEHNS! aMHUHOKHCIIOTHO-
ro oomena [1, 2].

B Hacrosmee Bpemst HacuuThIBaeTcs okono 60 Ha-
CIIE/ICTBEHHBIX 3a00JI€BaHUM, CBS3aHHBIX C HapYIICHHU-
eM oOMeHa amuHOKucioT. Hambonee pacnpocrpaHeH-
HBIM M3 HHX sBJsIeTcs (eHmnkeroHypus [3]. B ocHoBe
3a00JIeBaHMs JIKHUT HapyIIEHHE aKTUBHOCTH (hepMEeHTa
(eHnnaNnaHH-4-rUPOKCUIIA3EI, OCYIIECTBIISIOIETO
npeBpanieHue (eHwIasaHiHa B THpo3uH. OOpa3zoBaB-
mmiics OJIOK Ha MyTH TpeBpalleHus] (eHWIalaHWHA B
TUPO3HMH TPHBOJAUT K HAKOIUICHUIO W BBIBEICHHUIO TPO-
JIyKTOB aHOMAJIGHOI'O MeTaboliu3Ma, a TakKe K pa3Bu-
THIO AucOanaHca APYrux aMHHOKHCIOT [4].

Jlo HacTosIero BpEMEHU EIUHCTBEHHBIM 3(-
(DEeKTUBHBIM METOIOM JIeUeHUs (DEeHHIKETOHYPHU
SIBIISIETCS INETOTEPAITUsl, TIOCTPOCHHAS 110 IPUHIIU-
Iy Pe3KOro OrpaHWYeHHs KOJMYecTBa (eHHIaIaHH-
Ha, MmocTynaromiero ¢ numiei [5]. 3 ananuza oteue-
CTBEHHOH M 3apyOeXHO# JHuTepaTypbl MOXXHO Clie-
JIaTh BBIBOJ O TOM, YTO PaOOTHI, MOCBSIICHHBIE MO-
JIY4CHHUIO THIPOJIU3ATOB IS OONBHBIX (hEHHIKETO-
HypUei, OTHOCUTEIbHO HEMHOTI'OYUCIICHHBI. Tpaau-
LHMOHHASI TEXHOJOTUS IOAYYE€HHS TPOIYKTOB JIJIS
JIEYEHUs TAKUX OOJILHBIX OCHOBAaHA HA CEJIEKTUBHOMN
azcopOIMy WM MeMOpaHHOM (PaKIMOHUPOBAHUH
YaCTHYHBIX THIPOIM3aTOB Oenka. Paciernienue mo-
JIUMENTUAHON LEMH MOJIEKYJIbl OelKa OCYIECTBIIsI-
0T [IpOTea3aMH, MPH 3TOM CTENeHb THAPONIU3a J10C-
turaer 30-60 %, 4ro He OOeCIeYMBAET IOJHOIO
yhnajneHus: peHuIalaHiHa U3 TIONUTICITHIHOW eTH.
B pesynbrare mpoBeneHHE IMOCIEAYIOIEH CTaIuu
(amcopOuu i  MeMOpaHHOTO  (ppaKIMOHUPOBA-
HUSI) HE SIBJISIETCSl 1OCTaTOYHO 3(eKTHBHBIM, MO-
CKOJIbKY IIPU 3TOM MOTYT OBITh YAaJeHbl MOJIEKYIIbI
(eHMIIANaHMHA, HAXOJIIMECS HCKIIOYUTENFHO B
CBOOOTHOM COCTOSTHUH [6].

HaxomuieHpl yOenuTeNbHbIE aHAJIUTHYECKHUE U
9KCIIEpUMEHTAJIbHbIE JITAaHHBIE O TOM, YTO JaHHas
npobyieMa MOXXeT OBITh C YCIIEXOM pellieHa C HUC-
M0JIb30BaHUEM (dbepmenTa L-denunananuu-
ammonuii-tnasel (PAL, KO 4.3.1.5).

Lenpro Hacrosimield paOOTHI SIBISIETCS W3ydEHUE
ocobeHHOCTeH OuorpanchopMmalwn (HeHUIaTaHUHA
B IIEJICHAIIPABJICHHBIX TMIPOJIM3aTaX Ka3euHa C HC-
nonb3oBanueM L-(eHnnasaHuH-aMMOHUI-JINA3Bl C
LEbI0 MOJYYEeHUs CHEeNUATU3UPOBAHHBIX TPOAYK-
TOB JUTsI OOJNBHBIX ()CHUITKETOHYPHEH.

* Pabora BemonHeHa B paMkax deepanbHOil HeneBoil nporpammbl «Hayduble ¥ HaydHO-TICIArOrHYECKHe KaAphl MHHOBALH-
oHHol Poccun» Ha 2009-2013 roppl, rocynapcTBeHHbI KoHTpakT Ne 16.740.11.0239.
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O0beKTHI U METOAbI UCCIETOBAHUMI

OOBEeKTOM HCCIIeqoBaHMs SBISIICS KazeuH. [ umpo-
JIU3 Ka3ewHa MPOBOJMINA CTaTHYECKUM METOIOM B Tep-
MocTaTe ¢ epeMenIBanreM npu temmeparype 50+1 °C
u pH 7,5£0,01 (pocarubiii 6ydep). JJanabsie Temmepa-
Typa ¥ pH sIBISIOTCS ONTUMAaJIbHBIMHU Ul MCIIOJB3Ye-
MBIX 9K30- M HJOINENTHAA3 N0 JaHHBIM JIUTEPaTyphl, a
TaKKe COIJIACHO PEKOMEHAAUUsIM  (PUpM-H3roTo-
BuTese. ['uaponus Benu npu NpOJOIHKUTENBHOCTH 4—
24 4, COOTHOIICHWHM KOHIIEHTpanuu (pepMeHTa K KOH-
neHTpamuu cyoctpata 1:25, 1:50 u 1:100. Bce tpu
(dbepMenTa (0HA SHIONECITHAA3a U JIBE SK30ICIITHIA3HI)
MIPUMEHSUIN COBMECTHO. Bo m30exxaHue pa3BUTHS MUK-
podIIOpsl U TOSIBIICHUS! HENPHUATHOTO 3araxa B KOJIOBI
I1o Hadana nporecca Boawin 0,5%-HbIi TOyos, KOTO-
pBII 3aTeM Ha 3aKJIIOYUTENIFHOM CTaJuM Mporecca —
uHakTuBanmu (Temmeparypa 90-95 °C, nponoyKuTeb-
HOCTh 5—10 MUH) (epMEHTOB MOIHOCTHIO UCTIAPSICS.

Omnpenenenue o0IIETo a30Ta MIPOBOIUIHN C TIOMOIIBIO
ananusatopa 6emka RAPID N ELEMENTAR. IMpunanun
MeToJia 3aKJIIoYaeTcs B ONpEleieHHH a30Ta 3a CHeT
CKUTaHMS aHATM3UPYEMOTO BEIECTBA U3BECTHON MaCChI
B YCJIOBHUSIX BBICOKOM Temmepatypsl (okono 900 °C) ka-
Mephl B MPUCYTCTBUH KHUCIIOPOAA, YTO MPUBOAUT K BBHI-
CBOOOJKICHHIO YTIIEKUCIIOTO Ta3a, BOJIbI U a30Ta, Macco-
Basi JI0JIsI KOTOPOro jAeTeKkThpyercs: npuoopom. Comep-
KaHue oOmiero Oellka pacCUMTHIBaIH YMHOXKEHHEM CO-
Jiep>KaHusl OOIIEro a30Ta Ha mepecueTHhId Koddduim-
€HT U1 OEJIKOB MOJIOKA, COCTaBJISIFOLIMI 6,38.

OnpenesieHre aMUHHOTO a30Ta MPOBOIWIH CIIEKTPO-
(hOTOMETPUUECKUM METO/IOM C HCIONb30BaHUueM 2,4,6-
TpuHHTpOOEH30ICYIBb(poHOBOI KucioTsl (THBC). Meton
OCHOBaH Ha CIIEKTPO(OTOMETPHUYECKOM OIPEAEICHUN
XpoMOo(opoB, 00pa3yOIIMXCs TPH PEAKIIMN TIEPBHYHBIX
amuHoB ¢ THBC. KomnmyecTBo aMUHHOTO a30Ta B UccCie-
JTyeMBIX THIPOJIH3aTaX ONPENEISLIH MO KaTHOPOBOYHOMY
rpaduKy, IIOCTPOSHHOMY JJIsl CTAHAAPTHBIX pa3BeACHHUN
n3BecTHOro BemiecTBa. CTerneHb MHIPONIN3a OMpEIeIsuIn
KaK OTHOLIEHHE aMHHHOTO a30Ta K 00LIeMY a30Ty.

OnpeneneHre aMHHOKUCIOT TIPOBOJIMIIA C TTOMOIIBEO
aBTOMAaTHYECKOr0 aHaju3aTopa aMHUHOKHCIOT Aracus
PMA GmbH. Ilpunimn Meroja COCTOMT B KaTHOHOOO-
MEHHOM pa3JIeJIeHH aMUHOKHCIIOT C IIArOBBIM T'PajIueH-
ToM pH M MOCIIEKONOHOYHON JiepuBaTH3alMEH HUHTH-
puHOM. {111 3TOrO 00pa3Ibl NPEIBAPUTENHHO TOBEPTa-
JU KUCJIOTHOMY (6 H. COJsHAas KHCIIOTa, TeMIleparypa
110 °C, 24-72 4) wnu GpepMeHTATUBHOMY THIPOIIU3Y.

MoreKkysIsIpHO-MaccoBOe pacrpe/esieHne OelIKoB U
MENTUIOB B IIOJy4aeMbIX T'HPOIHM3aTaX OLEHUBAIU C
TIOMOIIIBI0 OENIKOBOT0 3JeKTpodope3a MeTooM JIamuu.
s pazneneHusi OENKOB MCIIONIb30BAIN AEHATYPHPYIO-
WA TONMHAKPHUIAMUAHBIN Tenb (12 % pasaernsiomui u
4 % doxycupyromuii) ¢ 0,1 % momermicyabpaTom Ha-
Tpusi. OnekTpodope3 MPOBOAWIA Ha OJHOKPATHOM
anekTpoaHoM Oydepe ¢ modasiaenuem 0,1 % momeru-
cynbgara Hatpust npu 15 MA. I'enp okpammBamm 0,2 %
Kymaccn R250 (mpuroroBiieHHOTO Ha JIEISIHOW YKCYC-
HOHM KHCIIOTE) IIpU TOBBIIIEHHON TeMIlepaType B Teue-
Hue 7-10 MuH, 3aTeM TPWXKIbl MPOMBIBATIN JUCTUILIN-
pOBaHHOU BOJOH.

IIpocmoTp U QoTorpadupoBanue refiei MPOBOIIIIH
Ha Y ®-tpancuuttomunarope TCP-20M (Vilber Lourmat,

CIIA) npu mmune BonHbl m3aydenust 312 um. CoxpaHe-
HHE W 00pabOTKY NaHHBIX OCYILIECTBIISUIA C TTOMOIIBIO
rejb-JI0KyMeHTHpYromel cucteMsl Vitran-Photo.

AMMHOKHUCIIOTHYIO TOCII€A0BATENFHOCTh  00pa3o-
BaHHBIX IENTHIOB ONPEIEISUTH C ITOMOIIBI0 XpPOMATO-
Macc-criekrpoMetpa cuctembl Agilent 5975 C metomom
MALDI-TOF, 3akmtouatoimuMcsi B pasjiejeHud HOHOB
10 COOTHOILICHUIO Macca/3apsiz.

Buotpanchopmanuio  QeHunanaHUHA — TIPOBOAWIN
CTaTHYECKUM METOJIOM B TEPMOCTATE C TMepEMEIINBAHU-
em npu Temneparype 30+2 °C u pH 8,00+0,01 (dpoc-
¢arubiit Oydep). buorpancdopmanumio Bemu mpu npo-
JIOJDKUTENIEHOCTH 2—8 4, COOTHOIIEHHE KOHIIEHTPALUH
Ocika (epMeHTa K KOHIIGHTpAIlMKM Oeiika cyOcTpaTa
1:25, 1:50 u 1:100. ITo oxoH4uanuu mnporecca hepMeHT-
HBI Ipenapar B COCTaBe THIPOIM3aTa HHAKTHBUPOBAIIH
narpesanueM npu 90-95 °C B teuenne 5—10 mun.

Onpenenenne aMMuaka M TpaHC-IIMHHAMOBOW KH-
CJIOTHI ITPOBOJMIIN C TIOMOIIBIO CHCTEMBI KAITWJUIIPHOTO
anekrpodopesa «KAIIEJIb-105» mo MeToamke, pas3pa-
0OTaHHOW B Hay4YHO-00pa30BATEIBHOM LIEHTPE IpH
oy BIIO KemTUIIIL.

PesynbTaThl 1 UX 00cysKaeHue

OmHMM W3 TEPCIeKTUBHBIX HalpaBJieHUI SBISETCS
UCIOJIb30BaHNE OETKOBBIX I'MAPONN3AaTOB B KadecTBE OC-
HOBHBIX KOMITOHEHTOB TIPOJYKTOB CIIEHAILHOIO Ha3Ha-
yenust [7]. Ilpu co3paHuy MPOSYKTOB MUTaHUS ULl OOJb-
HBIX (PEHUIIKETOHYPHEH BayKHBIM SIBJISIETCSl BOIIPOC OIIpe-
JIETICHHS PallOHAIBHBIX IIapaMeTpoB THApoNu3a, obecrie-
YUBAIOIIETO MAaKCUMajbHOE yAaleHue (eHwIagaHuHa U3
TIOJIMIIENTUIHON 1IeNH ¢ LIENIbIO MOCHeNyoIIel OuoTpaHc-
¢dopmaimu (eHIIaTaHuHA B COSJMHEHHS, HE OKa3bIBalo-
IIMe TOKCHYECKOr 0 ACHCTBIS HA OPraHu3M OOJBHOTO.

B xoze uccnenoBanus moyarany, 4To, Bapbupys mna-
paMeTphbl TEXHOJIOTHYECKOTO MPOIEcca, MOXKHO IieeHa-
NPaBJIEHHO YJalUTh (DEeHMITATaHUH U3 TOJUIETITHIHOMN
Leny, mpuiyeM (pepMEeHTALUs SH3UMaTHYECKUMH CUCTe-
MaMH, COCTOSIIIIUMH U3 3K30- U DHJONEIITH/A3, SIBISETCS
Haubojee JOCTYIHBIM cliocoboM. B kauecTBe HcxonHoO-
TO CBIPbsl MCIOJB30BAJIM Ka3eHH, SBISIONIMNCS HanOo-
Jiee IEHHBIM B MIUIIIEBOM U OMOJIOTMYECKOM OTHOLICHUH
HCTOYHMKOM Oenka W Hambosiee aJanTUPOBAHHBIM K
(U3HONOrHIEeCKUM 0COOCHHOCTSAM JETCKOT0 OpraHu3Ma.

C nenbio ynaneHus (eHwianaHuHa U3 HOMUNENTHIHON
LIEMY HMCTIONB30BAIM 3H3UMATHYECKYIO0 CHCTEMY, COCTOSI-
LIYIO U3 BHIIO- ¥ dK30MeNnTuIa3. [t ocymecTBieHns Hau-
OoJee MONMHOrO THAPOIN3a U MaKCHMAIBHOTO OCBOOOXKIe-
HUsl (heHIUTAIaHNHA M3 TIOJUIIENITHTHON LieT ()epMEHTHBIS
TpenapaThl MPUMEHSUTH COBMECTHO (B PaBHBIX JIOJISX).

B kauectBe SHpONENTHAA3bI HCHOIB30BAIH XUMOT-
PHIICHH, TPOSBIISIONIMH HAMOONBIIYI0 aKTHBHOCTH IO
OTHOILICHUIO K TENTHIHBIM CBS35M, B 00pa3oBaHUU KO-
TOPBIX TPUHUMAIOT YYacTHE KapOOKCHUIIBHBIE TPYIIIBI
apoMaTHYeCKUX aMHUHOKUCIOT: ()eHWIIalaHuHA, THPO3H-
Ha U Tpunrodaxa.

B kauectBe sK30menTHIa3 BBICTYyHNAlM KapOOKCH-
nentunaza A M JeWMHAMHHONENTHA3a, KaTalu3H-
pyIOIE OTUICIUIEHHE aMHHOKUCIIOTHBIX OCTaTKOB C
KapOOKCHMJIBHOTO M aMHMHHOI'O KOHIIA MOJIEKYJbl Oenka
COOTBETCTBEHHO. 3BECTHO, YTO ONTHMAIBHBIMH Iapa-
MeTpaMu (DYHKIIMOHHUPOBAHUS MCIONB3YEMBIX (epMeH-
TOB sBIsIOTCA Temmneparypa 501 °C u pH 7,5. B cBs3u
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C 3TUM THUJPOJIM3 BeJU MPU JAHHBIX YCIOBUAX, Bapbu-
pys mapamerpbl (hepMEeHT-CyOCTPaTHOrO COOTHOIICHHS
U TIPOIOJKUTENBHOCTH MpoLiecca.

B pabore s uccnenoBaHus IlefICHAIPABICHHOTO
TUZPONU3a Ka3eMHa PacCMaTpHBaIM CIEAYIOIINE 3H3UMa-
THYECKHE CHCTEMBI: XUMOTPHUIICHH, KapOOKCHIIEeNTHIa3a A
U JISWIIMHAMUHOIIENTH/Ia3a; CYOTHITN3HH, KapOOKCHUIIEIITH-
na3a A W JefnHaMUHONENTHIa3a; dJacra3a, KapOOoKCH-
nmenTuaa3a A M JeMIMHAMHUHOIENTHIA3a; TEPMOIU3HH,
KapOoKcurenTHaasza A 1 JIeHIIMHAMUHOIIENITHAA3A.

Pe3ynbTathl SKCIIEpUMEHTOB CBUIETENIBLCTBYIOT O TOM,
YTO, HECMOTpSI Ha BBICOKYIO CHEM(PHIHOCTD, BCE HCCIIe-
Jyemble (pepMEHTHBIE TperapaTbl OTIMYAOTCsl CIIOCo0-
HOCTBIO K IIeJICHAIPaBJICHHOMY YIaJeHHIO (heHuIanany-
Ha 13 NONUNeNnTUIHON 1ier. Ha ocHOBaHMM MOMy4eHHBIX
PE3yJIBTaTOB BHIOPaHBI ONTHMAJbHBIE MapaMeTphl POBe-
JEHMs PEeaKMy TUApoNM3a, OOeCHeunBaIoIe MaKCH-

MaJlbHOE yJajeHue (peHWIanaHuHa W3 TOMHIEITHAHON
Leny MOJIEKYJIbl Ka3eWHa, — DH3UMAaTHYecKasl CHCTeMa,
cocTosiIas U3 SK30- U SHIONEITHIA3: TEPMOIHU3UH, Kap-
OokcurienTraasza A M JIEHIIMHAMUHOIIETITHAA3a, TeMIIepa-
Typa 50£1 °C, pepment-cyocTpaTHOE cooTHOIIeHkHe 1:50
1 TIPOJIOTKUTENBLHOCTS Iporecca 8+0,05 u.

K OCHOBHBIM IOKa3aTesnsiM IieeHapaBIeHHbIX THI-
pONN3aTOB Ka3eWHa, OOECTEUMBAIOIINX MaKCHMaJIbHOE
ynanenue (eHmIaTaHuHa U3 TOJIHUIIENTHIHOM 1IeTH, OT-
HOCSITCS: MaccoBasi A0Jisi (peHUIAIaHWHA, CTETeHb THI-
ponu3a IpH onpeeraeHHbIX (epMeHT-CyOCTpaTHBIX CO-
OTHOIIEHHSX U MPOJODKUTENBHOCTD MPU ONTHMAJIBHBIX
napamerpax pabotsl gepmeHTtoB. CocTaB M CBOWCTBa
THJPOJIM3aTOB Ka3eHHa, MOJYYEHHBIX B pe3ynbrare 00-
paboOTKH TEPMOJM3UHOM, KapOOKCHIENTUAA30H A U
JICHIIMHAMHUHOIICTITH 1a30#, MPECTaBJICHBI B Ta0. 1.

Tab6muna 1

CocraB 1 CBOMCTBa THIPOIM3aTOB Ka3eHHa, MOJTYUYEHHBIX B Pe3yJbTaTe 00paOdOTKU TEPMOITU3UHOM,
KapOOKCHUITENITHIA30i A M JICHIIMHAMHHOIICTITH IA30M

KOH- q)epMeHT-CyGCTpaTHOG COOTHOIICHHUEC, l'IpI/I HpOI[OJT)KI/ITeJ'ILHOCTI/I FPI}IpOJ'H/Ba, q
Howazarexs TpOJIb 1:100 1:50 1:25
4,0 8,0 24,0 4,0 8,0 24,0 4,0 8,0 24,0
Maccosas zions enmnaa- 0 3,27 4,83 5,61 5,18 5,80 580 | 4728 5,08 5,80
HuHa, /100 T Oenka
Crenens ruxpomisa, % 0 2884 | 4521 | 64,75 | 5025 | 6591 | 86,17 | 34,02 | 44,45 | 58,74
pH 7,5 7,41 736 | 7.28 7,39 7,35 7,29 7,37 7,32 7,28

[onyueHHble pe3yabTaThHl CBUIETEIBCTBYIOT O TOM,
YTO TEPMOJNU3UH 001aqaeT BBHIPAKEHHOH IMPOTEOIUTH-
YeCKOW aKTUBHOCTHIO B OTHOLIEHWH Ka3ewHa. Tak, mpu
(depMenT-cyocTpaTHOM CcooTHOmeHun 1:50 maccoBas
noist cBobonHoro GeHmnananuna npu 4,0; 8,0 u 24,0 u
coctasiser 89,31; 100 u 100 % cooTBercTBeHHO. JlaH-
HBblE (EPMEHT-CYOCTpaTHOE COOTHOLIEHHE M IPOIOJ-
KHUTEIBHOCTh THApom3a 8,0 U SBISIOTCS ONTHMalbHBI-
MH, MTOCKOJBKY TP (pepMEeHT-CyOCTpaTHOM COOTHOIIIE-
Hur 1:100 crenenp u3BiedeHHs (EeHWIAAaHUHA TIPH
24,0 4 rugponuza coctaBiser 96,72 %, 4To, BEpOSTHO,
CBSI3aHO C KOHKYPEHTHBIM MHTHOMpPOBaHUEM CyOCTparTa,
a yBeIMYEHUE KOHIIEHTpaluuHu (epMeHTa M MPOBEACHUE
THIpoNn3a Npu (EepMEHT-CyOCTPAaTHOM COOTHOLICHUH
1:25 sBysieTcs HelenecooOpa3HbIM, UYTO CBA3aHO C BBI-
COKOM CTOMMOCTBIO (pepMeHTa.

AHanu3 TONYYEHHBIX JaHHBIX ITOKa3bIBAET, YTO
HaunOosiee palyoHANBHBIM (pepMeHT-CyOCTpaTHBIM CO-
oTHomeHueM sBisercs 1:50 mpu pexoMeHayemol Ju-
TepaTypHBIMH UCTOUHHKaMu Temmneparype 50+1 °C u
pH 7,5+0,01. Ilpu pmaHHOM COOTHOUIEHHWH IPOLECC
(epMEeHTaIUM MMEET HEOOXOAUMYI0 M JIOCTATOYHYIO
HAIPaBJIEHHOCTh, B PE3YJIbTaTe Yero CTENeHb H3BIeUe-
Hus (heHWIATaHWHA W3 TOMUICNTUIHON 1enu 3a 4,0 4
cocraBisaer 89,3 %, a 3a 8,0 4 gocTHraer CBOEro Mak-
CHUMaJIbHOTO 3HaueHus u coctasiuser 100 %.

[lpy yMmeHbIIEHHH WM YBETMYEHHH KOHIICHTPAIUU
cyoctpata (Tpu  (QEepMEHT-CyOCTpATHOM COOTHOIIICHUH
1:100 wu 1:25) HaOmopaercs CHIKEHUE CKOPOCTH Peak-
LMW TIPY HE3HAYMTEJIFHOM YBEIIMYEHHH CTETICHU W3BIIe-
YyeHUs (PCHWIAJAHWHA W3 TIOMUICHTUAHON Iiernu. Bos-
MOXXHO, 9TO CBSI3aHO C 00pa3oBaHHEM HeIPPEKTUBHBIX

KOMIUIEKCOB, B KOTOPBIX ¢ aKTHBHBIM IICHTPOM (pepMeHTa
CBSI3aHBI JIBE WIN HECKOJILKO MOJICKYJ CyOCTparTa.

Ha puc. 1 npencraBieHo MOJEKYISPHO-MACCOBOE
pacnpesiefieHie PacCMOTPEHHBIX TUPOIU3ATOB, MOMY-
YEHHBIX METOJIOM 3JIeKTpodopesa B MOMHAKPUIAMUATHOM
rene. JlaHHbIe, peICTaBIeHHbIE HA pUC. |, CBUAETENbCT-
BYIOT O TOM, YTO THJPOJIM3AThl Ka3enWHa, MONy4YEeHHBIE C
HCIOJIB30BaHUEM DH3UMATUUCCKOM CHCTEMEI, COCTOSIIIEH
U3 TEPMOJIU3UHA, KapOOKUIENTHUAA3b A U JICHIMHAMM-
HOTIETITU/Ia3bl, XapaKTePU3YIOTCsI BBICOKUM COZEp)KaHH-
€M HU3KOMOJICKYJIAPHBIX (PPaKIHi, KOJIMIECTBO KOTOPHIX
YBEJIMYUBAETCS B MPOIECCE PEAKIINH.

Pe3ynpTaThl aMHUHOKHCIOTHOTO aHajiu3a TMOJIy4YeH-
HBIX TUJPOJIHM3ATOB MO3BOJIAIOT CAENATh BBIBOJ O TOM,
YTO B MpoOllecCe TUAPONIM3a Ka3zeuHa TEPMOJIU3HUHOM,
KapOOKCHIIENTHIA30id A W JICHIIMHAMHHOICTITHIA30M
MIPOMCXOIUT HauOoJIee MHTCHCHMBHOEC HAKOIUICHUE apo-
MAaTUYCCKHUX aMHUHOKHUCIIOT, B TOM Yuclie (heHUIIaTaHuU-
Ha, MO CPaBHEHUIO C APYTMMH PACCMOTPEHHBIMH KOM-
OuHarussMu (PEPMEHTOB, YTO IMO3BOJIICT OTAATH PE-
MMOYTCHUIO UMEHHO 3TOM KOMOMHAIMU (EPMEHTOB IMPH
pa3pabOTKe TEXHOJOTHH TMPOAYKTOB IHMTAHHS IS
OOJIBHBIX (PEHUJIKETOHYPHEH.
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Puc. 1. Onexrpodopes B HOMMAKPUIAMHUIHOM T'eJle THAPO-
IM3aTa Ka3eMHa TEPMOJIM3HHOM, KapOOKCHIENTHaa3od A u
JeHIITHAMPHOIIENITH/Ia30M (OKpalIuBaHue KyMacCH OpMILIH-
aHToBbI cuHuil G-250) npu QepmeHT-cyOCTPaTHBIX COOTHO-
meHusax 1:25-1:100 u nponomxutensHoctu runponusa 4,0;
8,0 u 24,0 u, remnieparype 50+1 °C u pH 7,5+0,01 (xoHUECH-
Tpanus 6enka 2,0 mr/miu B 6ydpepe 0,5 M tpuc-HCl)

C menplo 1oKaszarenscTBa Toro (akra, 4To Bech (e-
HUJAJIAHWH TP BHIOpAaHHBIX IapaMerpax Ipolecca
THJPONN3a BHICBOOOKIAETCS U3 MOJIHMIENTUIHON IIETIH,
MpOBEZICH OoJiee NEeTaJbHBIH aHaIW3 IENTHUAHBIX IPO-
¢uneid W onpenerneHa aMHHOKHCIIOTHAs IOCIIEIOBa-
TENFHOCTh  IOJYYEHHHIX  (ParMEeHTOB  METOAOM
MALDI-TOF ¢ mnoMomplo XpoMaTo-mMacc-CIeKTpo-
MeTpa. Pe3ynbpTaThl NpoBeeHHBIX HCCIEN0BaHUMN MIpe-
CTaBJICHBI Ha PHC. 2 U B TaOII. 2.
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Puc. 2. XpomaTorpamMma NENTHUAOB, MOIYYEHHBIX B pe-
3yabTaTe 00pabOTKH TEPMOIU3MHOM

Tabnuna 2

PeSyJ'[BTaTBI aHaJii3a INCNTHUIHbIX HpO(i)HJ'IeiI
ruapojim3aTta Ka3euHa

Ne Morneky- Eggggg;g;c]; AMHHOKHCIOT-
Ka JsIpHAst nomuneniy- | P NOGIENOBa-
macca, [a - TEIBHOCTH
1 1197 55-64 LSKDIGSEST
2 763 100-104 KEDVPS
3 915 205-210 ENSEKTT
4 972 81-88 SSSEEIVP
5 914 22-28 KHQGLPQ
6 773 185-190 GTQYTD
7 705 118-122 KYKVP
8 683 179-182 WYYV
9 616 195-199 SDIPN
10 642 125-129 EIVPN
11 385 173-176 AYP
12 585 145-148 QQKE
13 443 161-163 YPE
14 439 92-94 EQK
15 416 17-19 PKH
16 368 48-50 GKE

AHanu3 JaHHBIX, MPEICTaBICHHBIX Ha pHUC. 2 U B
TabMI. 2, CBUIETENHCTBYET O TOM, YTO B COCTaBe MOIY-
YEHHBIX ()ParMEHTOB MOJHOCTHIO OTCYTCTBYET (hpeHmIIa-
JIAHWH, YTO TIO3BOJISIET UCTIONB30BaTh MOJO0paHHbIC Ta-
paMeTpbl THUApONW3a A HM3YYeHHUs mporecca Ouo-
TpaHchopMaIuy (GpeHWIaJaHHHA C TOMOIIBI0 L-(heHu-
aNaHWH-aMMOHHI-THA3BI.

L-denunanaHnH-aMMOHHUI-TTHAa3a XapaKTEPU3YeTCs
BBICOKOH CIENU(PUIHOCTRIO K (peHHTaNaHUHY TI0 CpaB-
HEHHIO CO BCEMH OCTAIbHBIMHU (pepMEHTaMH €ro Mera-
6onmm3ma. OOmiasi cxema mporecca OHOTpaHchOpMaIn
(eHMIIANAaHNHA TIPECTaBIIeHa Ha pHC. 3.
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Puc. 3. O0mas cxema 6norpanchopmaryu peHUIaIaHUHA

B xome uccinenoBaHuil MPEINPUHATA MOMBITKA U3Y-
YeHUsI KMHETUKH Ipolecca Ouorpanchopmaimu GeHu-
JIaJIaHuHA B OCITKOBBIX THIPOJIU3aTaX B YCIOBUAX PEry-
JIAIMA CKOPOCTU C TIOMOIIbIO PAa3IUYHBIX (U3HKO-
XUMH4YeCcKuX (hakTopoB. [l aToro B mporecce hopMu-
POBaHHS MAacCHUBa KCIEPUMEHTAIBHBIX JaHHBIX U3 Ce-
pUHM ONBITOB PACCUUTHIBATM KOHCTAaHTHI Mmuxasauca-
MeHTeH, MaKCUMaJIbHOW CKOpOCTH Ouorpanchop-
MAaIliH ¥ MPOJODKUTEILHOCTH (pepMeHTa-THBHOM 00pa-
OOTKH C YYeTOM ONTHUMAaJbHBIX MapaMeTpoB, HEOOXO-
TUMBIX 11 pabotel Gepmenta (pH cpemsl u Temmepa-
Typa). IlodydyeHHBIE ONTHMAJIbHBIC MAPaMETPhl MOTYT
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ObITh B JajibHEHIIEM HCITOIB30BAHBI IPU pa3paboTKe
TEXHOJIOTHH MOJIOYHOTO OETKOBOrO IKBHBAJICHTA IS
CHEUATH3UPOBAHHBIX [TPOIYKTOB MTHUTAHHMS.

Ha puc. 4 nmpezicraBneHa 3aBHCUMOCTb CKOPOCTH PEaK-
i OMoTpaHcoOpMaIMK OT  KOHIICHTparmu  (heHWI-
alaHUHa.
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Puc. 4. KpI/IBaﬂ 3aBUCUMOCTH CKOPOCTH pEaKIUUu OT KOH-
HOeHTpalun (beHI/IJ'IaJ'IaHI/IHa

B pesynbrare aHanm3a JaHHBIX, TPECTABICHHBIX Ha
pHc. 4, MOXXHO CJIeJIaTh BBIBOJ O TOM, YTO 3aBHCHMOCTb
CKOPOCTH peakiu OHoTpaHc(opMaly OT KOHIIEHTpa-
LMK CyOCTpaTa OIMMCHIBACTCS KIIACCHYECKOW THIIEpOOiH-
YeCcKOW KpHBOW. Xapakrep MogoOHOH 3aBHCHMOCTH H3Y-
YaJu TPU Ppa3lIMuHbIX KOHIIEHTpalMsX cyOcTpara OT
300 no 9000 Mmob. M3 rpaduika BUIHO, YTO IPU HU3KHX
3HAYEHUSIX CyOCTpaTa CKOpPOCTh PEAKIMH IPOIOPIIHO-
HaJIbHA KOHIIEHTpamuu cyoctpara. OJHAKO TPU JTOCTH-
KEHUH KoHIeHTparmu denmnananuaa 5000 Mmonb cko-
POCTBh pEeaKH JOCTHTaeT CBOET0 MaKCHMMAJILHOTO 3Ha-
yeHus1. BuaumMo, 1ipu JaHHOW KOHIICHTpAIMu cyOcTpaTa
BeChb (pepMEHT OKa3bIBAETCS HACHIIIEHHBIH UM M KOH-
LeHTpalms (GepMeHT-cyOCTpaTHOro KOMIUIEKCa CTaHO-
BHUTCSl PaBHOW KOHIIeHTpanuu ¢epmeHTa. [Ipu Oomee
BBICOKOM KOHIIGHTpallMU CyOcTpaTa WHTEHCUBHOCTD
THJIPOJIA3a OCTAETCsl MOCTOSTHHOM, YTO, OYEBUAHO, 00Y-
CJIOBJIEHO CYOCTPaTHBIM WHTHOMPOBAaHHUEM.

[ony4yenHble AaHHBIE MPOAHAIU3UPOBAINA METOJOM
JIMHeapu3aly ypaBHeHuss Muxasnuca-MenteH no Jlaii-
HyuBepy-bepky (puc. 5). MeToqoM HaUMEHBIIHUX KBaJ-
paToB ONpenensuid TaHIeHC YIJIa HAKJIOHA, YHCICHHO
paBHbIH 1/V,, a ToYKa mepeceuecHus SKCTPArOIUPOBaH-
HOHM TIPsIMOW C OCHIO OpJMHAT COOTBETCTBYET OTHOIIE-
uuto K,,/V,,; Touka nepeceyeHus ¢ ochro aderce — Ky,
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Puc. 5. I'padudeckoe onpeneneHre MakCUMalIbHOH CKO-
poctd (epMEHTATHBHONW pPEaKIMU M KOHCTaHThl Muxasuica
metoznoM Jlalinyusepa-bepka

B mpomecce paccuntaHa koHcTaHTa MuxadsJmca-
MeHTeH, 4YHCIIEHHOE 3Ha4YeHHEe KOTOPOH COCTaBHUIIO
1725 mxmonb. [lpu 3TOM MakcuManbHas CKOPOCTh MPO-
necca Ouorpancdopmarmu 1,2 MKMOJNB/MUH. AHaJO-
ruunble gannbie (K, = 1731 Mxmons, V, = 1,35) Obutu
MOJYYeHbl W JPYTMMH HCCIENOBATEIsIMU B IIpoLecce
n3ydenus nerictBus L-deHnanannH-aMMOHUI-THA3kI B
MoJleNnbHBIX ycnoBuax [8]. M3BectHo, uto K, Moxer
HECKOJIbKO BapbHpOBAaTh B 3aBUCUMOCTU OT COOTHOIIIE-
Hus u3odopM QeHmtasaHuHa, BUaa Oydepa U MPUCYT-
CTBHSI B PEAKIMOHHOW Cpelie peryisTopoB (epmeHTa-
TUBHOM aKTHBHOCTH.

JlanpHeiie McclieIoBaHMs HAINPaBJICHbl Ha H3yde-
HHE HAKOIUICHUS] TIPOAYKTOB pEaKlMK B Tpolecce Ouo-
TpaHchopMaimy (DeHWIATaHUHA Mo JeiicTBHeM L-
(heHMIIaTaHUH-aMMOHU-JTNa3bl IPH YCTAHOBJICHHBIX Ta-
pamerpax peakiyu: K, = 1731 mxmons, Vi, = 1,35. Us3-
BECTHO, YTO ONTHMAJILHBIMHU TapameTpaMu padoTel L-
(heHMIIaATaHUH-aMMOHUI-JTHA3bl SBIISIOTCS TeMIIepaTypa
50+1 °C u pH 7,5. B cBsi3U ¢ 3TUM U3y4eHa AWHAMUKA
HaKOIUICHUS] aMMHaKa M TPaHC-IIMHHAMOBOW KHUCJIOTHI B
nporiecce peakiuu (A = 254 HM; TeTpabopaTHbIH Oydep
pH = 9,2; Hanpsixenue 25 kB). Pe3ynbratsl, nomy4eHHbIe
B XOJI€ MCCIIEJOBaHUsI, IPECTABICHBI Ha pUC. 6.
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Puc. 6. JluHamuka HakKOIUIEHUs aMMHaka U TpaHC-
LMHHAMOBOW KHCJIOTHI B Ipouecce Ouorpancdopmarmu de-
HWIAaJlaHWHA 10N JeiicTBueM L-QeHunanaHuH-aMMOHMIA-
nassl B Teuenue: a — 2,0 4; 6 — 4,0 4; B — 8,0 u; 1 — dhenmna-
JIaHUH; 2 — aMMHUaK; 3 — TpaHC-IMHHaMOBast KUCIIOTa

B pe3ynbrare aHau3a NaHHBIX, PEICTABICHHBIX Ha
puc. 6, MOXKHO CIENaTh BBIBOA O TOM, YTO B IIpoIiecce
ouoTpaHchopMaIK POUCXOIUT UHTCHCUBHOE HAKOII-
JICHUEC aMMHaKa W TPAaHC-IIMHHAMOBOW KHCJIOTHI, YTO
CBUJICTENILCTBYET O IMpeBpalllcHUH (DeHUIIaTaHUHA IO
neiictBueM L-¢eHuanaHuH-aMMOHUI-THA36l B MPO-
IYKTHI peakinu. Tak, MaccoBas a0 (peHuIaTaHuHa 3a
2,0 4 cocraBuia 69,8 % OT mepBOHAYAIBHOTO 3HAUYe-
Hus, 32 4,0 1 — 23,03 %, a npu 8,0 4 qocTUTAET CBOETO
MHMHHAMAJILHOTO 3HAYEHHUS.

O0001mas pe3ynbTaThl MPOBEACHHBIX JKCIEPHMEH-
TOB, CJIEIyeT OTMETUTh, YTO B PE3YJbTaTE BHICOKOCIIC-
IU(PUIHOTO ACHCTBUS L-(peHnIanaHuH-aMMOHHA-JTAA36I
Ha THIPOJIN3aT Ka3eHHa MPOUCXOAUT MpeBparieHue ¢e-
HWIAJaHWHA B TaKWe METAa0ONHTHI, Kak aMMHaK U
TpaHC-IIMHHAMOBAs KHUCIIOTA. [loydeHHbIC NaHHBIC Iie-
JIeCO00pa3HO HCIOIb30BaTh MPHU pa3pabOTKe TEXHOIO-
THA CO3JaHUSA MPOMYKTOB CIEIMATBHOIO Ha3HAYCHHS
JUTsl OONBHBIX (PEHMIIKETOHYPHUEH.
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SUMMARY
0.0. Babich, L.S. Soldatova, I.S. Razumnikova

Peculiarities of phenylalanine biotransformation in technology
of food for patients suffering from phenylketonuria

Optimum parameters of carrying out the reaction of casein hydrolysis providing the maximum removal of pheny-
lalanine from polypeptide chains, — the enzymatic system consisting of exo- and endopeptidase have been chosen: a
thermolysine, carboxypeptidase A and leucine aminopeptidase, temperature 50+1 °C, enzyme-substrat parity 1:50 and
process duration of 8,0 h. Based on the results of definition of molecule-mass distribution it has been shown that the
hydrolysates of the casein obtained with the use of chosen enzymatic system are characterized by high content of low-
molecular fractions, their quantity increasing in the course of reaction. A complete discharge of phenylalanine in the
course of hydrolysis was established by means of a chromato-mass spectrometry method. Kinetics of phenylalanine bio-
transformation process in albuminous hydrolysates has been studied. Kinetic parameters have been calculated: K, =
1731 mkmol, V,,, = 1,35. Intensive accumulation of ammonia and trance-cinnamic acid during phenylalanine biotrans-
formation is shown.

L-phenylalanine ammonia-lyase, L-phenylalanine, phenylketonuria, hydrolysate, casein, enzymatic system, ex-
opeptidase, endopeptidase.
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