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1. O6MeH aMHHOKHCJIOT.

3HaueHue aMUHOKHCIIOT JUIsl OpraHu3Ma B MEPBYIO OUepeb 3aKI0YaeTcsl B TOM, UTO
OHHM UCTIOJIB3YIOTCS IS CHHTE3a OCITKOB, METa0O0JIN3M KOTOPBIX 3aHUMAET 0C000€ MECTO B
mporeccax oOMEHa BEIIECTB MEXKIY OPraHM3MOM W BHEINHEH cpenoil. AMHHOKHCIIOTHI
HETOCPEJCTBEHHO YYacCTBYIOT B OMOCHHTE3¢ OOJIBIIOTO KOJMYCCTBA IPYTUX OUOJIOTHYE-
CKHM aKTHUBHBIX COEIWHEHH, PEeryIupyIolUX Mpouecchl 0OMeHa BEIeCTB B OpraHu3Me,
TaKUX KaK HEHpoMeauaToOpbl U TOPMOHBL. AMUHOKHUCIIOTHI CITYKaT JOHOPaMH a30Ta MpHU
CHHTE3€ BCEX a30TCOACPKAIINX HEOCTKOBBIX COCTMHCHHN, B TOM UYHCIIC HYKJICOTHIIOB,

réMa, KpeaTruHa, XOJInHa U Ip.
Karabonnsm
6esKoB TKaHel

benxn nuim i
\ Dong

Cunres CBOBGOIHBIX —> benku
W3 YIIIEBOJIOB AMMHOKHCJIOT TKaHel
Asotoconepkaiiue l - NHs MOYEBHHA
COC/IMHEHHUSI
CC-KETOKHCJIOThI
buorennsie TopmMOHBI
aAMHHBI Hykieorupt CO:H:0 I'moko3sa
Iem AT® KeronoBsie Tena

Kpearun u jp.

Puc. 1. O6mast cxema MeTaboM3Ma aMUHOKHUCIIOT B OpraHu3Me

KaraGonm3M aMUHOKHUCIIOT SIBIISIETCS ICTOYHUKOM dHepruu Jiisi cunreza ATD. Duep-
reTuveckas (pyHKIUS aMHHOKHCIIOT CTAaHOBHTCS 3HAYMMOW TP TOJIOJaHUH, HEKOTOPHIX
MATOJIOTHIECKUX COCTOSTHUSAX (caxapHbIii muaber). MIMEHHO OOMEH aMHHOKHCIOT OCY-
IIECTBIISIET B3aMMOCBSI3b MHOTOOOPA3HBIX XHMUYECKHUX MPEBPAIICHHUI B )KHBOM OpTaHH3-
Me.

Bonbmmmast yacTh aMUHOKHCIIOT BXOAHT B COCTaB OCIIKOB, KOJIMYECTBO KOTOPHIX B Opra-
HU3ME B3POCIIOT0 YeJIOBEKa COCTABIISET MMPUMEPHO 15 KT.

Kakoii-nmbo crieruanbHON (OpPMBI ICTIOHUPOBAHUSI aMUHOKHCIIOT U OEJIKOB, MO00HO
TIIOKO3€ WJTH XKUPHBIM KHCJIOTaM He cyliecTByeT. [1oaToMy pe3epBOM aMHHOKHCIOT MO-
I'YT CIIy’)KHTb BCE (DYHKIIMOHAJIbHBIC M CTPYKTYPHBIE OEJIKM TKaHEi, HO NPEUMYIIECTBEHHO
Oenku MbIIII. B oprann3Me uenoBeka B CyTKH pacmalaeTcsl Ha aMHHOKHCIOTHI 0koJio 400
T 0eJKOB, MPUMEPHO TAKOE K€ KOJIMIECTBO CHHTE3MpyeTcs. [loaToMy TKkaHeBbIe OelKH He
MOTYT BOCTIOJIHATH 3aTPaThl aMHHOKHCIOT NPH MX KaTabonm3Me W WCIOJIb30BAaHUHM Ha
CHHTE3 JIpyrux BemiecTs. [lepro nmosrypacnaa O0eIKOB pa3iIndeH — OT HECKOJIBKUX MUHYT
JI0 HECKOJIBKUX CYTOK. [IepBHYHBIMH MCTOYHHUKAMH AMHHOKHCIIOT HE MOTYT CIYXHTb H
YIJIEBOJIBI, TAaK KaK M3 HUX CHHTE3UPYETCS TOJIBKO YIJIEpOJHAsl YacTh MOJICKYJIbI, a aMH-
HOTPYIIIA TIOCTYNAET OT APYrHMX aMMHOKHCIOT. CIieJ0BaTeIbHO, OCHOBHBIM MCTOYHHKOM
AMHMHOKHCJIOT OpraHnu3Ma CJIy’KaT OeJKH IHIIH.
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A30TUCTHIN OallaHC — pa3HUIA MEKIY KOJHMYCCTBOM a30Ta, IMOCTYIAMOIIETO C MHUIIEH, U
KOJIMYCCTBOM BBLIACIISIECMOT'O a30Ta (HpeI/IMyIJICCTBCHHO B BUJI€ MOYCBHUHELI U aMMOHHUUHBIX
coJei).

3. Pacmenienue 0eJ1K0B B TKAHAX

ITockonbKy aMMHOKHUCIIOTHI SBJSIOTCS TJIABHBIM HMCTOYHHUKOM a30Ta Ui a30TCOXEp-
KaIIAX COCIUHEHUH, OHN OMPENEINAIOT COCTOSIHAE a30TUCTOro OanaHca opraHum3Ma. A3o-
TUCTBIN OallaHC — 3TO PA3HOCTh MEXKAY a30TOM, BBOJMMBIM C MUINEH, U TEPIEMBIM C BbI-
neneHusAMH. Bo3MoxkHO Tpu BapuaHTa: 1) a30THCTOE paBHOBECHE: a30T BBOAMMBIN = a30-
Ty TepsieMOMy (3peiblii BO3pacT); 2) MOJOKUTENBHBIN a30THUCTBIH OamaHC: a3oT
BBOJMMBIH > a30Ta TepseMoro (poct); 3) OoTpHLATEIbHBINH a30TUCTHIA OanaHc: a30T BBO-
JIMMBIH < a30Ta TEPAEMOTO (CTapeHHe).

Tunuunvie peaxyuu obmena o-amuHOKUcIOm Kak OU(QYHKIMOHAIBHBIX COCTUHCHUH,
SIBJISIFOTCSL OOIIMMHM ISl Pa3lIMuHbIX aMUHOKHUCIOT: 1) MO aMHMHHOH Tpymne — peakuuu
TPaHCAMHHHUPOBAHUS U AE€3aMHUHUPOBAHUSA; 2) MO KapOOKCUIBHOMN TpyIIe — peakiuu je-
KapOOKCHIIMpOBaHUs. Peakuuu 1o paaukaiy SBISIOTCS CHEUU(PUYHBIMU JJISI KaXKAOH
AMUHOKHCIIOTHI.

Tpancamunuposanue — 3TO PeaKUUU MEKMOJEKYJISIPHOIO MEPEHOCA aMHHOTPYIIIBI
OT aMUHOKHCIIOTHI HAa KETOKHCIIOTY 0€3 MIPOMEXXYTOUYHOTO 00pa3oBaHus aMMHUaKa.

Cxema pCaknuu rNepeaMuHUpPOBaAHNSA

CHjs COOH CH3 COOH
| | aMuHO(pepaza |
CH—NH2 + CH2 > C=0 + CH2
COOH CH, COOH CH,
TAaHUH | NMpOBMHOTpafHAs |
(|3:O KHCITOTa CH—NH,
COOH COOH

KETOTJIyTapoBast KHCJIOTa  TIyTaMHHOBas KUCIIOTa

TakuM 00pa3oM, poib TPaHCAMHHUPOBAHHS COCTOUT B ciedytomem: 1) oOpazoBanue

3aMEHUMBIX aMHUHOKHCIIOT; 2) HAaKOIUIEHHE O-aMHHOTPYIN B (hOpMe OJHONH aMHUHOKHCIIO-

TBI — TNIyTAMUHOBOW KUCIIOTHI. Peakimu, katanusupyemble aMUHOTpaHC]epasoil, kak mpa-
BUJIO, SIBIISTIOTCS ITYHKTAMH MEPEKITIOYEHUSI META00IMUECKHUX ITPEBPAIICHHH.

Henpsimoe nezaMiuHUpOBaHHe
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4. BcacoIBaHHe AMHHOKHCJIOT.

[Tpoucxo T MyTeM aKTUBHOTO TPAHCIOPTA C YYaCTHEM NEPEHOCYMKOB. MaKkCcHMaib-
Hasi KOHIIGHTPALMs aMUHOKHCIIOT B KpOBH gocTturaercs depes 30-50 MuH mocie mpruema
OesikoBoii mumy. [lepeHoc depes METOYHYIO KAeMKY OCYLIECTBIIACTCS LEJIbIM PSIOM IIe-
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PEHOCUMKOB, MHOTHE M3 KOTOPBIX ACHCTBYIO MpH ydacTun Na'-3aBHCHMBIX MEXaHM3MOB
cumioprta. llprueM aMHHOKHCIOTHI KOHKYPHPYIOT APYT C JIPYroM 3a cHenu(uIecKne
YUYaCTKH CBSI3bIBaHUS. BBIICHEHO, UTO CYIIECTBYIOT TPAHCIOPTHBIE CUCTEMBI, MEePEHOCs-
M€ aMUHOKHCIIOTHI OTPEJICIICHHOTO CTPOCHUSI: HEHTpallbHbIe ¢ HEOOIBIIMM PaIiKajIoM,
HeWTpanbHble ¢ 00BEMHBIM PaJIMKAJIOM, KHCJIbIE, OCHOBHBIC M IMUHOKHUCIIOTHI.

B nacrosiee Bpems, pacun@poBaH MEXaHU3M TPAHCIOPTAa aMHHOKHCIIOT B KIJICTKH
KHIIEYHUKa, MO3ra, MOoYeK, MOTy4YHUBIINN Ha3BaHUE (-TNIyTaMWJIBHOTO LUKIa MalicTepa,
KJIFOUEBBIM (DEPMEHTOM KOTOPOTO SBJISIETCS J-TIyTaMuITpaHcepasa.

BcocaBmmecss aMHHOKHCIIOTHI TIOTIAAI0T B MMOPTAIbHBINA KPOBOTOK H, CIIEIOBATENBHO,
B [I€YECHB, a 3aTeM B OO KpoBOTOK. OCcBOOOXK1aeTCSl KPOBH OT CBOOOIHBIX aMHUHOKHC-
JIOT O4eHb OBICTpO — yke uepe3 5 muH 85-100% wmx okaswiBaeTcsi B TKaHsAX. OcoOEHHO
MHTEHCHBHO aMUHOKHCIIOTHI ITOTJIONIAIOTCS EYCHBIO M OYKAMH.

5.0yTu kaTa0oJiM3Ma yrj1epoJHOro cKejeTa AMUHOKHUCIOT

TpaHcaMHHUpOBaHKE U JIe3aMUHUPOBAHNE aMUHOKHUCIIOT BEAET K 0Opa3oBaHHI0 Oe3a-
30THUCTBIX YITIEPOIHBIX CKEJIETOB AMHUHOKHCIIOT — O-KETOKHCIIOT. B cocTaB OenkoB BXOST
20 aMHUHOKHCIIOT, pa3IMYyaroluXcs M0 CTPOCHUIO YIIEBOJOPOIHOTO PagUKalia, KaxIbli
13 KOTOPBIX KaTaOOJU3UPYETCS 110 CBOUM CIICIH(PUUCCKUM METAOOIHMUCCKUM MY TSIM.

KaTaboim3Mm Bcex aMHHOKHUCIOT CBOJAUTCS K 00Opa3oBaHUIO IIECTH BEILECTB, BCTYIIA-
IONIMX B OOIIWH ITyTh KaTaboJHM3Ma: MupyBart, anetmwi-KoA, ?-keToriyrapar, CyKIHHIII-
KoA, dbymapar, okcanoarnerart.

AMUHOKHCIIOTBI, KOTOpPBIE TpPEBpaIlaroTcs B MpoMmexyrounsle mpoxyktel LITK (a-
KeTorimyTapar, cykKImHnI-KoA, ¢pymapar), u 00pa3yroT B KOHEYHOM HTOTE OKCaJoaIleTar,
MOTYT HCIOJB30BATHCS B MPOIECCe TIIOKOHEOTeHe3a. Takue aMHHOKUCIIOTHI Ha3bIBAIOTCS
IJIMKOreHHbIMU. K HUM OTHOCSITCS: aJlaHWH, aprUHMH, acrapTaTr, IiiyTamar, IUIWH, TH-
CTHM/IMH, METHOHUH, TIPOJIMH, CEPUH, TPEOHNH, BAJIMH, IIUCTECHH.

KaTabo:m3m JieiiiinHa ¥ JM3MHa He BKIIIOYAET CTa K 00pa3oBaHMs TMPOBUHOTPAIHOM
KHCJIOTBI, UX YTJIEBOAOPOAHAS 4YacTh NPEBPAIAECTCs HEMOCPEACTBEHHO B alleToareraT
(meiituH, TU3WH) UM B aneTwi-KoA (JIeHIUH) U MCMONB3YIOTCSI B CHHTE3€ KETOHOBBIX
Tel.

Tuposun, dheHmnasanuy, U30JICHINH U TPUNTO(AH SBISIOTCS CMELUIAHHBIMU MM O]
HOBPEMEHHO TJIMKOTEHHBIMU M KETOT€HHBIMH. YacTh YIJIepOJHBIX aTOMOB MX MOJIEKYII
npu KaTtabosm3me oOpas3yer NMUpyBaT, Apyras 4acTh BKiIO4Yaercs B aneTwin-KoA, MuHys
CTaJIMIO TIHPYBaTa.

HcTuHHOM KETOreHHO aMUHOKUCIIOTOM SIBJISIETCS JIEULIMH.
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