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Ilpu rumepaMMOHEMHYECKOM CHHApDOME B II€YeHM pe3KO IOBBINIAETCA aKTUBHOCTh TaMMa-TIyTaMMJI
tparcnentugassl (ITT). YcraHoBIeHO, YTO IIOZ JeCTBHEM IpPeJIOXEHHON HaMM aMHHOKHCJIOTHOM CMeCH, Hapany CO
3HAYUTENbHBIM CHIDKEHHEM aMMHuaKa B IIeYeHM, IPU TUIEepPaMMOHEMHYECKOM CHHIpPOMe YETKO CHIDKAeTCa M
aktuBHOCcTh [TT. IlokasaHo Tarke, uro mox petictBuem uHruoburopa NO cuntasst L-NAME, mapamrensHo co
CHIDKEHUEM COZEepXKaHHs aMMMaKa, 3HAUMTEeIBHO CHIDKaeTcsa akTuBHOCTh ITT, 4To OOBACHAETCS CiIelCTBHEM
IoaBIeHyst 00pasoBaHus TOKcHdecKux mposykToB NO ¥ cTUMyIMpOBaHUEM CHHTEe3a IIyTaMUHA.

y-IIyTaMHJI TPAHCIeNTHAA3a — THIIEpAMMOHEMHS — L-NAME

Qtpuinuhwljught hwdwhnnwihoh dudwbwl) juhun pupdpwind £ quidw-gnunwithp nputuybynhnugh (F9S)
wljinhympniiip gupnnul: Mupqyly E np jupnpuinnphuynid douljdus wdhiwppyughtt puntinipnh wonkgmpjudp winthwljh
pwtiuljh hokguwip qniqplipug hotinud £ il @3S-h wljinhynipjniip: 8nyg k inpyby turl, np NO uhtipuigh wipghjwljhy L-NAME-h
wqnignipjudp hounid £ @AS-h wljnhynipjnitip, npp hbwnbwup £ NO-h pniiun]np wpquuhpubph wnwgugdw updwi b
qnunudhuth uhiplqh pwbdwi:

y-ginuunundfy upuwbuwykunpnug — hhwykpudnbbdpu — L-NAME

The activity of gamma-glutamyl transpeptidase (GGT) highly increases during hyperammonemic syndrome. After
treatment of rats with amino acid mixture offered in our laboratory the activity of GGT decreased significantly. It was also
shown that under the action of NO synthase inhibitor L-NAME, in parallel with the reduction of ammonia amount, the activity of
GGT was strongly decreased, which is the result of the formation of toxic products of NO and stimulation of syntheses of
glutamine.

y-glutamyl transpeptidase — hyperammonemia — L-NAME

WnTepec x ramma-riayramun tpaHcmentuzase (ITT) BosHuK B cBA3M ¢ 0OGHapy)KeHHEM B OpraHU3Me
MHOXX€CTBA HU3KOMOJIEKYJIAPHBIX /[U- U TPUIENTHIOB HEOOBIYHOTO CTPOEHHA M, B YAaCTHOCTH, Y-
[IyTaMUImenTunoB. IIpexmonaramocs, 49To 3TOT (epMeHT oTBedaer 3a cuHTe3 mentuzos [28]. ITT
KaTaJIu3UpyeT IepeHOC Y- TIIyTaMHJIBHOTO OCTaTKa C IeNTHZ, AoHopa (B IpUpofe, KaK IpPaBUIO, C
[JyTaTHOHA) HA MOAXOISIIMI aMUHOKMCIOTHBIA Miu IentupaHsiid akuenTop [13, 14]. Jonopamu ramma-
[JIyTAMUJIBHOTO OCTAaTKa, KPOME [IYTaTHOHA, MOTYT CIY>KUTh U APYrHe Y-TIyTaMUIIENTHABl X TIyTaMIH.
AX1enTopaMu y-TIyTaMIJIBHOTO OCTaTKa, KpOMe IIMPOKOTO CIeKTPa aMUHOKHCIIOT
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¥ WX TIPOU3BOAHBIX, ABIA0TCA Taroke gumentunsl [30]. ITT taxoke KaTanusupyeT IMIpOIHU3 TIyTaTHOHA C
06pa3oBaHueM ITyTaMUHOBOM KHUC/IOTHI U IUCTeNHUI-TunrHa [31].

Hawussicuras aktuBaocts ITT cocpemoTouena B moukax. Eciu B moukax cyuTaTh akTuBHOCTS 3a 100, TO
B IOPKeIyZOYHOI kee3e Oyzer 8,3%, meuenu — 3,0%, ceneséuke — 1,5%, mosre — 0.5%, nérxkux — 0,3%,
ckeneTHbIXx Mprmmax — 0,067% u cepgeunoit mermmme — 0,045%. ITT yuacTByeT B akKTHUBHOM TpaHCIIOpTe
aMMHOKHUCIOT Y TIENTHUZOB 4Yepe3 KJIETOYHYI0O MeMOpaHy B COCTaBe Y-TJIyTaMUJIBHOTO Iukia [21, 22].
I'myraruon (L- y-rayrameur-L-npcTeMHUI-TIUIUH) SBISETCS IIPEUMYIIECTBEHHO BHYTPHKJIETOYHBIM Be-
IeCTBOM B CPaBHUTENBHO BRICOKUX KoHIeHTpauwsix (0,5-10 MM). I'TT — memGpanocss3anusiii pepment [20].
Perynupys yposens riyrarmora, I'TT MoxeT ONOCpeOBAHHO BIMATH Ha IO3LHME CTaAuKU GeIKOBOTO
cunre3a. O6 5TOM CBUETEIBCTBYIOT JAHHbIE O TOM, YTO M3MEHEHIe GeIKOBOTO CHHTE3a B 3JI0KAYeCTBEHHBIX
KJIETKaX CONpoBOXZAaeTcsa orcyTcrBueM aktuBHocTr ITT [11]. M3 BhIIIEM3IOXKEHHOTO CTaHOBUTCA
MOHATHBIM, 4YTO onpefeneHre akTuBHOCTH I'TT crajo OZHUM M3 YYBCTBUTENBHBIX TECTOB [ BBISBIEHUS
3ab0JIeBaHMIl MTOYEK, [TeUEHH, MTOPKETyJOYHOM JKelessl U psAfa Apyrux opraHoB [9)]. [leiicTBUTEIBHO, IpU
3a60JIeBaHUAX IeYeHH U HEKOTOPHIX APYTMX OPraHOB y JOZeH M IpU SKCIEePHMEHTaTbHBIX TellaTUTaX Y
xuBoTHBIX, Hapany ¢ ACT, AJIT u menounoit docdarasoit, akrusaocts [T'T 3HaUMTETEHO TIOBBINIAETCA, A
pu le9eHuy 4€TKO cHrnKaercs [7, 8, 26, 29].

ITpn usyuenun axtuHOoCTH I'TT B pasnuyHbIX CyGKIETOYHBIX (PPAKUMIX TOJOBHOIO MO3ra camas
BBICOKAas aKTMBHOCTH ObUIA OOHApy>KeHa B slepHON (ppakuuu, YTO CBUAETEIBCTBYET 00 €€ OTHOIIEHHH K
cuHTe3y Genka. Bropoe MecTo 3aHMMaeT CMHAIITOCOMHAA QPAKLMA, YTO yKa3bIBaeT Ha OIpefeIéHHYIO POJb
aToro depMeHTa B CHHAaNTH4YeCKOi nepenade [5]. [Togreepixmas nureparypusie ganuse o 100%-HoM uHIH-
6upoBanuu akrusHoctu [TT B mpucyTcTBuu cepuna ¢ 6oparom [27], B Haurei 1abopaTopuu GBLIO IOKA3aHO,
YTO B TeX Xe YCIOBHAX cepuH c Gopatom Ha 49,7% wunrubupyer saxsar riyramuHoBoii xuciots (I'K) u
55,5% acmaparuuosoit kucnorsr (AK) [6]. MurepecHo ormerurs, uro murumburop saxsara 'K m AK
cunantocomamu N-amermn-L-acmaparunosas kucinora (NAA) [1] raxoke murubupyer aktuHocTs [TT Ha
86% [6].

B HacTosmeil paboTe MBI 33JaTHCh LEIBI0 HM3Y4YUTh aKTHUBHOCT [TT mIpu sKcIeprMeHTaIbHOM
THIIepPaMMOHEMMYECKOM CHHIpPOMe M IIOf, HeWCTBHEeM IIpe[IOKEeHHOH HaM{ aMWHOKUCIOTHOH CMecH,
KoTOpast 3hPEeKTUBHO CHUKAET COZepKaHue aMMHUaKa IIpyU 3TOM Buze rumepammoremun [3]. Hamu 65110
usydeHo Tarcke geticteue uHru6uropa NO cunrerassr L-NAME Ha axrusrOCTS ITT.

Mareprar # MeTogwKa. B xauecTBe SKCIIepUMEHTAIBHBIX KUBOTHBIX OBUIN HCIIOIb30BAHbI GesIble KPHIChI IIOIYJIAIN
Bucrap maccoit 150-200 r. I'mmepaMMoHeMuYecKuit CHHAPOM BBI3HIBATH ABYKPaTHHIM BHYTPHODIOIIMHHBIM BBeJEHHEM 3
MM/xr NH4Cl ¢ urTepBanom 7 muH. Coycrs 7 mus /6 BBogwm amuHokuciaorHyto cmeck (I'K - 4,76 MM, AK - 0,53 MM,
opuutuH — 0,61 MM, nurpyutus — 0,23 MM). Yepes 15 MuH mocyte BBeIeHHS CMECH XXUBOTHBIX O0€3IJIaBIUBAIN U B IIeYeHH
onpezpessutu aktuBHOCTS I'TT o Opiosckomy 1 Maiictepy [22].

[l onpezenerus akrusHOocTH [TT roToBWIN peakiioHHyI0 cMech, 1 M koTopoii cogepskait 0,8 M 0,1 M tpuc-HCL,
pH 8,2, NaCl-75 MM, y-riyTamMunnapanuTpoanuiug (cyberpar) — 2,5 MM, rmunun-raunus — 20 MM, 10%-Hs1it roMoreHaT —
0,2 mu. Mnxy6anmio mpoBopmiu B armochepe Bosgyxa mpu 37°C B Tewenme 30 muH. Peaxiuio mprocTaHaBIMBaIK
no6asnerviem 1 M 3 M pactBopa ykcycHoit kucioTst. IIpo6s! enTpudyruposanu B rederue 20 mus npu 20 Thic. 06/MUH U B
HaZI0CaJOYHOM SKUAKOCTH orpezesiy aktusHOCTh [TT.

IIpu unkyGamyy peakuuoHHON cMecu mof geiictBueM ITT u3 cyGcTpara BhIZeNAeTCS HUTPOAHWIHT, KOJIUYECTBO
KOTOPOTO OIpeZeJIAUIH CIIeKTPOPOTOMETPHUYECKH IIPH JIiHe BOJHEI 410 MKM ITPOTHB PeaKIIMOHHOI CMeCH, He cofieprKaleit
cyb6erpar. IIpu msygeruu geiicreus L-NAME, unru6uropa NOS B omsiTax in vitro k peakuuoHHO#M cMecH (1 M) moGasimsamu
0,27 mr L-NAME.
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Pesyisrarsr u o6cyxgerue. I1pu pa3nudHbIx 3a60/I€BAHUAX [IeY€HN BO3HUKAET TUIIePaMMOHUYeCKUI
CHH7IPOM C YaCTHIMU HEBPOJIOTMYECKMMH OCJIOXXHEHUAMHU BILIOTH IO 9HIledanonaTuu. B kayecTBe neuebHBIX
CPeJCTB, CHIDKAIONIMX TOKCHYECKOe KOJIMYECTBO aMMHaKa, UCIONB3YIOTCS gunentup, L-opHuTHH-L-
acmapTaT, IIPOMeXyTOYHbIe IIPOAYKThI OPHUTUHOBOTO IIUKIIA, cMech 13 20 aMIHOKHUCIIOT, BXOAAIIUX B COCTaB
6enkoB, nuurn6uropsr NOS [2].

Hamu  6buta IpefjokeHa  CMeCh — aMHHOKMCIIOT, 3hdeKTUBHBIM

KOTOpas OKa3aJjiaChb

aMMuaKcHKaomuM cpeactBoM [3]. YuwursiBas, uro akTuBHOCTH [T'T 3HAYHMTENIBHO IMOBBINIAETCS IIPU
THIIepaMMOHEMMYECKOM CHHIpPOMe U CHIDKaeTcs TpH ero jedenun [15, 19, 29], Mbr samanuce ueisio
u3y4uTh cABUru B aktuBHOCTH ITT mpu rumepaMMoHeMuM IHOZ, ZefCTBHEM YKa3aHHONH aMUHOKHCJIOTHON

cmecy, a Takxxe naruduropa NOS L-NAME.

Ta6muma 1. AKTUBHOCTB Y-TJIyTaMUITPAHCIIEIITH/IA35I
(uM muTpoanminz/100 Mr Geska/4) Ipu rUIIepaMMOHEMUYECKOM CHHPOME U
JleYeHUM aMUHOKHUCJIOTHOM CMeCHIO B IledeHH GebIX KPBIC B OIBITAX in Vivo

Konrpons | NH«Cl Pasuuna, % | NHCl+ amuso- Pasuuma,%
KHCJIOTHAsA CMeCh

43,73+3,11 | 86,42+8,56 | +197,62 47,37+6,66 -45,19

(7) (10) P<0,005 9) P<0,01

VccmemoBanusa mMOKasaliu, 4TO IpU AByKpaTHOM B/6 BBesenmuu Kpsicam 3 MM/kr NHiCl akruBHOCTB
ITT B meuenu yBenmuuBaercs B 2 pasa — Ha 197,62% (tabn.l), a mpu mocienyiouieM BBeLeHUU
AMIHOKIC/IIOTHOY CMeCH IIOBBIIIE€HHass akTUBHOCTH [T'T cHipkaercs modTH o HOpMEL. Takum o6pa3oM, Io

CHHXXEHUIO dAKTHUBHOCTHU 3TOIrO (bepMeHTa MOXXXHO CyaUuTh 06 3¢)¢)6KTI/IBHOCTI/I JIEYEeHHUA

TUNIE€PaMMOHEMHYIECKOIro CHHApOMaA.

Ta6muma 2. Biuanue L-NAME Ha akTHBHOCTD Y-TJTyTaMIJITPAHCIIENTHA3HI
(M mHurpoanminz/100 Mr Genaka/u) B meueHH GeIbIX KPBIC B OIBITAX 11 VILIO

Konrpons L-NAME |Pasuwuiga, %
60,29+1,88 | 40,26+1,64 | -33,39
(12) (12) P<0,001

WccnemoBanus, IpoBefieHHbIe B OIBITAX 77 VILIO, TIOKA3IM, 4TO IOZ meficrBueM mHruouropa NOS L-
NAME B xonudectBe 0,27 mr/mn axruBHOCTs ITT B romorenarax meuenu cHipkaercs Ha 33,39%. Tak, eciu
aKTUBHOCTH 3T0ro (hepmenTa cocrasisuia 60,29, o mox peiicreuem L-NAME cuwxaercs mo 40,26 (tab61.2). B
AQHAJIOTHYHBIX ycmoBuax mog gedictBueM L-NAME cozepixkaHve aMMMaka CHIDKAeTCS U BCJIeICTBHUe
aKTUBUPOBAHUA TTyTAMUH CHHTETa3hl CTUMYJIHPYeTCsS CHHTe3 IIyTaMuHa (2, 4, 16, 17, 25]. C ykasaHHBIMU pe-
3yJIbTATAMM CO3BYYHBI JaHHBIE O TOM, YTO IOJ AEHCTBHEM alleTH/I- KAPHUTHHA ¥ GOIBHBIX C LUPPO30M II€YeHU
9ETKO CHIDKAETCS IOBBIIEHHOe KOJIMYEeCTBO aMMMAKa B KpOBW, mpu 5ToM akTuBHOCTh ITT momsepraercs
aHaJIOTUYHOMY H3MeHeHuIo [19].

VccmemoBaHuUs TOKA3aIM, YTO Y-TIyTaMIUIBHBIM fOHOPOM muit I'T'T MoeT CiryXuTh TakXke IIIyTaMUH,
mpu stoM I'TT mposBiser riayTaMUHA3HYO aKTUBHOCTH C 0OpasoBaHMEM CBOOOLHOrO aMMMaKa, OZHAKO TOT
IyTh He UTpaeT 0co60#i posiu B 06pasoBaHUK aMMuaka [18].

Xorsa I'TT 6su1a orxpsita B 1950 r. [13], posis eé oxoHUYaTenbHO He BhIACHeHA. He BBI3bIBaeT COMHEHUS, YTO
9TOT (hepMeHT OTBeyaeT 3a GHOCHHTe3 Y-TIyTaMUII EITHUIOB [ 14], KOTOpBIe CTAHOBITCS GOJIee yCTOMIUBBIME
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K geiicrBuio nmentuzas [11]. Hecomuenno, uro I'TT perynupyer cuHTe3 M Jerpafaliuio IJTyTaTHOHa [24] B
OpraHu3Me, Y-IJIyTaMIUIBHBIH ITUKJI CBA3aH CO B3aMMOIIPEBPAlleHIAMY BOCCTAHOBJIEHHOIO U OKUCJIEHHOTO
riyraruoHa [20].

ITT urpaer BaXHYIO POJIb B TPAHCIOPTE aMHUHOKHUCJIOT, XOTA 3TOT NyTh He eZWHCTBeHHSIH. Iloz
JefictBueM MemOpaHocBszaHHON I[TT OT BHYTPUKIETOYHOrO TIJIyTaTHOHA, KOTOPBIH IIOZBEpraeTcs
TPaHCIOKalMM M3 KJIETOK, M BHEKJETOYHBIX aMHUHOKHCIOT 0OpasyloTcs Y-TIyTaMHUJI aMUHOKHCIIOTSI,
KOTOpBI€ TPAHCIIOPTUPYIOTCS BO BHYTPh KJIETOK, IZle OCBOGOXKZatoTcss amuHokucaorst [10, 12, 23].

INonyuenHsle HamMu pe3ysnbTaThl yKaspiBaiooT, 4To [TT MoXeT CIyXuTh IIOKasaTeseM Je4eGHOTO
addeKTa pa3sIUIHBIX IPENAPATOB IIPU IeYEHOYHBIX 3a00I€BAHNAX, OCTIOXKHEHHBIX TUIIEPAMMOHEMHYECKUM
CHHIPOMOM.

Wccnenosanus no BeracHeHuio pou [TT B MeTa6onu3aMe 1 GyHKITUN OpraHU3Ma IIPOJOJDKAIOTCA.
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