Ob6bmeH 6enkos

TumuH Oner AnekceeBunY

[oueHT Kadepsbl brnoxmmmm m
MoniekynspHom n ouonorun J1P

www.biokhimija.ru



A3zomucmebiu banaHc

KonnyecTtBo a3oTcoaep Kallyx BELLECTB B OpraHn3me

onpenenseTrcs 6banaHcoM MeXay NocTynakrLl MM a3oToOM U
BbIBOAVMbIM a30TOM.

[MocTynarowmn asot = benkn + AMMHOKUCTIOTbI +
+ Hykneotnabl — A30T 3KCKPEMEHTOB

BbiBoguMbIN a30T (30-400 mr/cyT)

= AMMMnaKk + AMMOHWUNHbBbIE conun +

MoueBuHa (Moya, noTt) + Mo4yeBas
Kncnora

A30TUCTbIN DanaHc

— 3TO COCTOSIHME, KOrda KONMMYecTBO BbIBOAMMOIO a3oTa PaBHO
KONM4YecTBY NosTly4aemMoro

( MNOCTYrJ1IEHUA BbIBe,EI,eHVIFI) ]



A3zomucmepiu banaHc

OTpuuaTernbHbIN a30TUCTbLIN 6anaHc
— 3TO COCTOSIHME, Koraa KONM4YeCcTBO BbIBOAMMOrO a3oTa
borbLle nony4aemoro.

[onogaHue
TpaBMmbl
BocnaneHud
Oxoru
Oonyxonu




A3zomucmepiu banaHc

NMonoXxutenbHbIN a30TUCTbIN DanaHc
— 3TO COCTOSIHME, Koraa KoOnmMyecTBO NOCTynatoLwero a3oTa
OonbLle BbIBOOAMMOTO.

bepeMeHHOCTb
PereHepauus TKaHeu
300poBbLie aAeTn
Bbi3gopoBneHmne
CnopTCMEHbI




Hopmbl nompebrieHus berika

Poccus
B3pocnble 100-120 r,
[letn 1 rog »Xn3Hu 2-3 r/Kr Beca,

cTapLine 1,5-2 r/Kr Beca.

YKNBOTHbIX 6enkoB AOMKHO ObITb HE MeHee 60% oT
obLero konnyecTaa.

BO3 He MeHee 42 r/cyTKU NonHoueHHoro berka



Kayecmeo berika

NpneanbHbI Benok:

°* COOTHOLUEeHUe 3aMEHUMbIX U HE3aMEHUMbIX aMUHOKUCIIOT
— B Oernke OomkHo bbiTb He MeHee 32% He3aMeHUMbIX
aMUNHOKMNCIOT,

* OJIN30CTb aMMUHOKUCIIOTHOIO cocTaBa benka K
aMWHOKNUCINOTHOMY COCTaBYy ycpeaHeHHoro benka tena
YyenoBeka,

* rierkocTb nepesapuBaHuga B XKT.

PactutenbHble Benkn cHnTarTCcst HENOMHOLUEHHbIMM:
* B UX COCTaBe Malno He3aMeHUMbIX aMNHOKNCIIOT,

° noONs TeX UMK UHbIX aMUHOKMUCIOT B pacTUTENbHOM Oerke
PE3KO OTNMYaETCA OT TaKOBOW XXMBOTHOMO Oerka.



KealwuopKop

KBawmopkop — nocreacTemnsi HEXBaTKM B nuLLe Oenkos,
OCODEHHO XXUBOTHbIX.

CuuMNTOMBI:

* 3aj€epxKa pocTa, NUCTOLLEHUE

e OTCTaBaHue PN3NYeCKOro n yMCTBEHHOIo pa3BUTUS

* NU3MEHEHME COCTaBa KOCTHOW TKaHMU,

* UMMYHOOEMULNTHI,

* CHWXEHME aKTUBHOCTU SHOOKPUHHbIX XKENes3,

* MU3MEHEHME LUBETA N Ka4yecTBa KOXMU,

* COHNMBOCTb, anaTtugd



KeawuopKo




BHewHUU 06MeH
aMUuHoKucJsiom u 6esnkoe



[lepesapusaHue 8 xernyoKe
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CongHas Kucrioma

®OYHKLUN CONAHOMN KNCTIOThI

aeHartypaums 6enkos NULLK,

bakTepunungHoe JENCTBUE,

BbicBOBOXaeHMe Fe3" ns komnnekca c 6enkamm
nepesop ero B Fe?*, yTo HeobxoouMMOo A BcacbiBaHMS,
npeBpaLleHne HEAKTUBHOIO NencuHoreHa B akTUBHbIN
NEencuH,

CHMXeHue pH xenyagodHoro cogepxumoro o 1,5-2,5 v
co3gaHue ontumyma pH ans paboTbl nencuHa,
CTUMYNALNS CEKPELMN NaHKpeaTUYeCKoro coka.



CongHas Kucrioma

CunHTE3 CONAHON KUCIOTbI OCyWeCTBIIAKT NapuvueTalibHble
KIETKN XelnyaKa

Mnasma
KpoBu

MNMpoceeTt

xenyaka MNMapuetanbHas KneTka

Cl- < S5
H* < Ht \ /, HCO3~ HCO3~
K — HoCO3
H+,K+-AT®a3a / \5:233;a3a
HoO  COp < CO2

t

Knemo4Hoe ObixaHue



[lericuH

JHAonenTnAaa3a,

CNHTE3UNPYETCA B INMaBHbIX KrleTKaX XeJliyaKa B BUJe
NnerncuHoreHa,

CTUMYIATOPOM CEKPELINU ABMAKTCA raCTPUKCUH U
rMCTaMUH,

aKTUBUPYETCHA «HaCTUYHbLIM NMPOTEONU3OMY,
ontumym pH ana nencuHa 1,5-2,0.



[lericuH

OcTaTouYyHbIN

I—I p N aKTUBA L|,|/| U ] paCK- nenTna HeakTuBHBLIN NencuH

dopmupoBaHue
aKTUBHOIO LieHTpa

doepMeHTa, KOTOPbIN
oTwenngaet ¢ N-KoHua
OCTaTOYHbIN NenTua,
briokupytoLwmnm padoty

pbiBaeTca" akTUBHbLIN LEHTP l
HCI

OcCTaTouHbI AyTokaTtanus
dbepmeHTa, T.e. nponcxoguT nenTuz
dyTOKaTasring.

AKTUBHbINA NencuH

B pe3ynbrate obpasyetcs akTUBHbIA NENCUH,
aKTUBUPYIOLLWIA N Opyrme MOseKyrbl NencuHoreHa.




[lericuH

MHrmbupoBaHHbIN
AKTUBHbIW LIEHTP

MencuHoreH



[lericuH

[Maponunayet nentTugHble cBA3KN, 0bpa3oBaHHbIE
aMunHorpynnamy apomMaTtuyeckmx aMmMHOKUCIIOT (TUPO3UHA,
deHnnanaHuHa, tpuntodaHa), u kKapbokcu- u
aMunHorpynnamy nevuuHa, rmyTaMmmHOBOU KUCHIOTbI U Mp.




[lepesapusaHue 8 KUWEYHUKE

3 .3? o <y XOSTEYUCMOKUHUH
CekpemuH

AHTEpo-

AMuUHONenTuaa3sbl
nenTtugasa

XUMOTPUINCUHOTEH AvnenTtunasbl 1
lNpokapbokcunenTuaasa :

1] Benku

}

XMMOTpMncuH IIIIIIIIIIII}

Kap6okcunentupnasa

gt s MNenTuab

Huvnentuabl

AMWHOKUEIOTbI'



[lepesapusaHue 8 KUWEYHUKE

AKkmueauyusi hepMeHmMo8 KuLie4yHUKa

dnmeponenmudasa K

Tpuncux B

~— —
TpuncuHo2eH




MexaHu3sm akmusauyuu mpuricuHa u
XUMOMPUICUHAa

e
% Aumeponenmuda3sa
FekcanenTu Vi

dopmMupoBaHue
aKTUBHOrIO UEeHTpa ruc_me

Cep

S=S

AKTUBHbIN TPUINCUH



Crieyugu4Hocmsbs chepmMeHmMoas

TpuncuH cneymnduyeH K NeNTUOHbIM CBA3AM,
obOpa3oBaHHbIM C y4acTMeM KapOOKCUNbHbIX rpynn nn3nHa u
aprMHuHa.

XUMOTPUNCUH cneundunyeH K nentTnaHbIM CBA3AM,
0bOpa3oBaHHbIM C y4acTUEM KapOOKCUITbHbIX Py
doeHnnanaHnHa, TMpo3nHa u TpunTodaHa.



OcobeHHOCMU nepesapusaHUs
bernkos y oemeu

Mmuko-
Huskasa KUCNOTHOCTb nenTua

(—
Hu3kaa npoTeasHass akTUBHOCTb T—
ObecnevyeHne naccuBHOro
MMMYHUTETA rnmko- Penuun

. nenTug

[ononHuTenbHbIN PEPMEHT — I —
PEHHNH MapakasenH

l / noHbl Cal+

HeHaTypauus (cTBOpaxuBaHue)
U 3aepXKa B xenyake



HapyweHue npouyeccoes
nepeeapusaHusi beskoes



Arnnepauu

NMuweBble anneprun — rIpoHNMKHoBeHmMe nenTtmngos NnULLN B
KpOBb 1 pa3Bntme NMMyHHOIO OTBETAa.




[lennuakusi

Llennakuna — BpoXxaeHHad HenepeHoCMMocCTb bernka
KITEMKOBUHBI 3/1aKOB FrKTeHa (ero pactBopnMon ppakumm
rmumaguHa).

[MpocBeT KnwevyHuka

BopcuHKn
340poBble npn
BOPCUHKIGE Lenvakmm




[HUeHue berikos

"HneHmne 6enKoB B KMLLEYHMKE — NpeBpaLleHne
aMWUHOKMCMOT NoA BNUsiHNeM MUKPodoropbi.

[MpUYnHbI:
* U30bLITOK Oenka B nuLue,
°* HapylweHue nuweBapUTesibHbIX Xernes,

° nopaxeHue CIIN3UCTbIX (TOKCUHbI, reNbMUHTO3HI,
MNOBUTAMMHO3bI).

ObpasytoTcs:

°* TOKCMHbI — KagaBepuH, NyTPECLUUH, Kpe3orsi, eHorT,
ckaTorsl, MUHOOS, NMNEPUANH, NUPPONNANH, CEPOBOAOPOA
(H,S) n metunmepkantaH (CH,SH),

* HeWpomeanaTopbl — CEPOTOHUH, TMCTAMUH, OKTONMaMWH,
TUPAMUH.



HapyweHue rnepesapusaHusi

HoN— CH— COOH

@ Oy

MuuuH CHy OH

TuposuH Kpe3son ®PeHon

H2N—CH—C00H

oy ~— 0 —~— Oy

MmuuuH CHy

TpunTtodpan Ckaton Uupon



HapyweHue rnepesapusaHusi

HoN— CH— COOH HoN—CHo
(C|H2)4 *\ > (C|H2)4
NHo NH»o
C02
JIn3uH KapasepuH
HoN— CH— COOH HoN— CH— COOH H2N—CI3H2
(CH2)3 (CH2)3 (C|H2)3
TH S § ; NH; \ = NH2
C=—NH cO cO
I 2 NH3 2

NHo
AprvuHuH OpPHUTUH MyTpecuuH



llemoKkcukayuUoHHbIe cucmemMbl
nevyeHu



Cucmembl obe3spexxusaHus

1.  Cucrema MUKpOCOMarsibHOrO OKUCIEHMUS.
2. Cwuctema KoHblorauum.

Yumoxpom P450 TpaHcghepasbl

TokcuH

> OKUCJIIeHHbIN >
OxkucneHmne KoHbroraumsa

ToKcuH
OKUCIEeHHbIN
CBSi3aHHbIN

nMnO(anbejﬁ cna6o rmapocunbHbIN
HEeNosSAPHbIN rmapocunbHbIN XOpPOLUO PpacTBOPUM



Cucmembl 0be3spexxusaHuUs

Cucrema MUKPOCOMallbHOIo OKUCJ1IEHUA

®dnaso-
NpPoTeuH

HAOL®D

2e"

T

HAO®H



Cucmembl obe3spexxusaHus

Cunctema KoHbloraLmm — CBsi3biBaHME C 04€Hb MNOMNSAPHbIM
coeauHeHneM (rnyTaTuoH, CEPHasi, IMIOKYPOHOBas,
YKCYCHasi KUCINOTbI, MMULINH, IMyTaMuH).



Obpa3osaHue XXU80MHO20
UHOUKaHa



BHympuknemo4yHbil o6MeH
aMuHoKucsiom



Cyobba aMUHOKUCIIOM 8 Kliemke




[lpespauieHue aMuHOKUCIIOM 10
paoukarsy

MupyBaTt

Auetun-S-KoA

\s

-‘Okcanoauerar
( LITK
¢ymapaT\ o-Ketornyrtapar

CykuuHun-S-KoA



[lpespauieHue aMuHOKUCIIOM 10
paoukarsy

CepuH
AnaHuH

deHunanaHuH _ | MvumH
Tupo3uH Mupyeat P LUucreuH

»  Auetun-S-KoA

\\

Acnaprar —p- QKcanoaweTart

AcnaparuH
LUTK
MyTtamar
» @Pymapar o-Ketornyrapar < ;’;ﬁiﬂ:"
\ / MponuH
CykumHun-S-KoA MicTuavH

FNIOKOreHHbIe

MeTUoHUH
TpeoHuH
B | |1 1M

KeTOoreHHble

CMellaHHble



[lpespaweHUe aMuHoKUc/iom
o kapbokcurnbHou apyrre

OTO ygarneHne KapboKCUribHOM rpynnbl OT aMUHOKUCIIOThI U
obpa3oBaHMEe OMOreHHbIX aMUHOB:

* FIMCTaMUH
* CEPOTOHVH CamocmosimesibHO
e nodpamuH

* y-aMUHOMACHsIHasi KUCMOTa



[lpespalyeHue aMuHOKUCIOM C
ydacmueM aMUuHo2pyrrbI

[peBpalleHre ammHokncnot ¢ ydactuem NH,-rpynnebi
CBOOAUTCH K ee OTLLenfeHnto OT YriiepogHoro ckeneta —
NPOUCXOAOAT peakunm gesamMmMHMpoBaHUA.

Turbl 0e3amuHUpo8aHUs
* BHYTPMUMOIEKYNSAPHOE,
* BOCCTAHOBUTENbHOE,
* rMOPOSINTUYECKOE,
* OKUCNUTENBLHOE.



Turnbl 0e3amMuHUpPoOB8aHUS

e BHYTPUMOIEKYNAPHOEe — C 0bpa3oBaHNEM HEHACLILLLEHHOM
XPHOW KUCIOTHI:

R—CHo— (IIH —COO— T» R—CH=—=CH—COO™
NH3*

NHj3 HeHacblweHHas
AMMHOKUCIOTA Kucnora

e BOCCTAaHOBUTENbHOE — C 0Opa3oBaHNEM HaCbILLEHHOW
XMPHOW KNUCIOTHI,

R—CHz—fH—COO‘ T» R—CHy—CH,—COO0~
NH3+

NH3 HacbiweHHas
AMUHOKUCNOTa Kucrnora



° rmaponMTnyeckoe — c obpasoBaHmem KapOboOHOBOW

TMOPOKCNKNCIIOTHI,
R—CH2—C|3H—COO— T» R—CH2—C|:H—COO—
NH3+ OH
NH3
AMMUHOKUCIIOTA M'mppokcukucnora

¢ OKUCInuTelsibHoe — C O6pa3OBaHVIeM KETOKUCIIOT.

R—CHy— CI:H— COO— T’ R—CH»> —ﬁ— COO—
NH3+ O

NH3
AMUHOKUCNOTA KeTokucnora



OkucnumersibHoOe
de3aMUHuUpoB8aHue



OkncnutTenbHoe
nesaMnHMpoBaHmne



llpssMoe okucnumernbHoOe
de3aMUHuUpoeaHue



Henpsamoe okucriumersibHoe
oe3aMUHuUpoeaHue

[lepBbii 3Tan — obpaTMmbin nepeHoc NH,-rpynnbl ¢
aMMWHOKUCNOTbI Ha KETOKUCIIOTY C 0Opa3oBaHMEM HOBOW
aMWHOKNCNOTblI U1 HOBOW KETOKUCIIOTbI -
TpaHCaMUHUpPOBaHMUe.

BTopon sTan — oTuwenneHme aMmmMHorpynmnbl ot
HOBOOOpPAa30BaHHOW aMUHOKUCIOThI — Ae3aMUHUPOBaHME.




Henpsamoe okucriumerbHoe
de3aMuHuUposaHue



Henpsamoe okucriumesibHoe

de3aMUHUpoeaHue
Rq1—CHs (l.‘.H COO~ Rq{—CHy—C—COO~
NH3+
AmMuHokucnora 1 Ketokucnora 1

N

Peakuma TpaHcaMmMHupoBaHMAa 1 sTan

N

Ro—CHy—C—COO~ RZ—CHZ—?H—COO_
0 NH3+
Ketokucnora 2 AMuUHOKUCNoTa 2

.

NH3 [Peakuma nesaMmMHUpoOBaHUA 2 3Tan




MexaHu3m mpaHcaMUuHUpPoB8aHUS

COO—
Rq4— CH— NH3*
AmMuHokucrnora 1



TpaHcaMuHuUpo8aHue

[ofololy
Rg— CH— NH3*

AMMHOKMUcCoTA 2

COO~ H

Ry—CH—N=C

N(ans)® />
AnbOUMUH Hp0
H20
COO- H

L

R2—C=N—CI:H

M(amun)®P

KetumuH
COOH

Ry—C=0

Ketokucnora 2

(olololy
Rq—CH—NH3*

AmMuHokucrnora 1

H
I
o= Cli
—_—
lMupudokcanb-
¢gocham w
H20
H20
HoN—CHj (/
lMupudokcamuH-
¢gocpam
COOH
R{—C=0

Ketokucnora 1

(ofo0 Iil
R{—CH—N=C
M(anb)®

AnbOUMUH

COO~ H
R{—C=N—CH
M(@amun)d

KetumuH



Lle3amuHupoeaHue

KOJ'IJ'IGKTOpOM BCEX aMUHOKUCITIOTHbBIX aMUHOTIpyrnn ABJIAETCA
MyTaMmmHoBaA KUCJ10TAa. TonbKo OHa nogBepraeTcd npAMomy
oKucsiumersribHOMYy OGB&MUHUPOG&HU!O.

COO~ COO~

CH—NH3* =0
rMmymamamadeaudpo2eHa3sa

CHop > CH»
CH2 /\ \ CH2
HAO  pyagH  NHs
olom COO-

myTamMmmnHoBas
Kucnora

o~-KeTtornyrtapar



TpaHcOe3aMuHuUpo8aHue

Rq—CHoy— cI;H— COO~ Rq—CHa —ﬁ—coo-
NH3+ (@)
AmMuHokucnora 1 Ketokucnora 1

N

Peakuma TpaHCaMUHUPOBaHUA

N

COOH—(CHZ)Z—ﬁ—COO“ COOH—(CHg)2—CH—CO00~

0 NH3*

O(-KeTOI'HYTa poBas

MmyTtamuHoBas kucnora
Kucrora

Peakumna nesaMmMHUpoOBaHUSA



Pornb mpaHcaMuHUpoeaHuUs

Peakuuu TPaHCaAMUNHNPOBaAHUA.
* onTMMmn3aund cooTHoweHNd aMUHOKUCTIOT B KI1EeTKe,

* CUHTE3 3aMEHNMbIX aMUHOKNCIIOT B KIETKE MNMPU Harindmm
KeTOaHalliora,

* nepeBoadAT aMMUHOKWMCIIOTbI Ha MYyTb kaTabonmama,

* MCNornb3oBaHMe 6€e3a30TUCTOro octaTka aMMHOKUCNOT ANs
KeToreHesa 1 rMmoKoHeoreHeaa.

myTamumHoOBaA Kucnora:

* ABNAETCH O4HOWN N3 TPAHCMNOPTHbLIX POPM aMUHHOIo a3oTa B
renaTouunThl,

e cnocobHa pearnpoBaTb CO CBOOOAHBIM aMMUAKOM,
obe3BpexmBas €ro.



Porb mpaHcoe3aMUHUpPOB8aHUS

[Mpouecc TpaHcAe3aMUHMPOBAaHUSA NOET B OpraHnu3me
HenpepbIBHO.

ConpsiXkeHHble peakuun TpaHcaMUHUPOBaHUA U
Oe3aMnHUpPoOBaHUA Cco34atoT NOTOK aMUHHOrO asoTta U3
nepudpepnyecKkmnx KrneTok B nevYeHb A5 CUHTE3a MOYEBUHbI
N B MOYKM ONA CUHTE3a aMMOHUUHbIX COJIeMN.



AKkTnBHOCTbL ACT

IH3UMOOuUacHocmuKa

Bpemsa nocne, uHd(apkKTa

>
4-6 yacoB 24 yaca 3-7 CYTOK



IH3UMOOuUacHocmuKa



LlezamuHuposaHue 8 Mbiliye

MyTtamMuHoBas Okcanoauerar
Ketokucnora y u

TpaHc- ®ymapar

Kucnora MaijaT
aMuHupoeaHue Akt
AMOD
AmMuHokucnora a-KetornyTapar AcnaparnHosa
M NH3

KMUCInota



Cnacubo 3a sHUMaHue



