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CTpoeHue aMMHOKUCIIOT: 00LLne cBedeHuS

KapOboKkcunbHas
rpynna

aMWHO
rpynna

OOKOBOM
pagukan



CTtpoeHne aMMHOKUCHOT: 0OLLME CBEOEHUS

B coctaB 6enkoB 4yenoBeka BxoadaT L-aMUHOKUCOThI




MeTabonm3am aMMHOKUCHOT: ODLLVe cBeaeHud

BUOJIOMMYECKUE
®YHKUMUN AMUHOKUCTIOT

OHEPITETUYECKAA PETYNATOPHAA

CTPOUTEJIbHAA

* OKUCIEeHne aMUHOKUCIIOT — BO3SMOXHbIN UCTOYHUK IHEepPIrmn
OHepreTuyeckas ansa cuHtesa ATO;

(PYHKUMS * MHOIrmMe aMMHOKUCIIOTbI ABMNAKTCA NpeaLllecTBeHHUKamMm
[TIFOKO3bl U OPYIrMX « TOMSUBHBIX» MOJIEKYIT,

CtpoutenbHas e OCTaTKM aMWUHOKUCIIOT SIBNAKOTCA MOHOMEPHbBLIMU 3BEHBbSIMU
dyHKUMSA nenTnaoB 1 OEnKos;

* MHOIMEe aMMHOKUCNOTbI UM UX NPOU3BOAHbIE ABIISAOTCA
PerynsatopHas

HeVIpOMe,D,MaTOpaMM, ropMmoHamMmn N opyrumm brnonormn4eckmn

doyHKUMA
aKTUBHbIMW MOMeKyrnamu.



MeTabonmam aMMHOKUCHOT: 00LLMe CBeaeHUs

[lnHamnyeckoe paBHOBeCME (POHOA aMUHOKUCIIOT

R N

KaTabonuam
nocTynfieHue ¢ arabonus

nnweit oenkos
XUBOTHbIE ¢B060AHbIS oenku
U pacTuTenbHble amMmnHo 250 - 300 opraHumsma
Genkm SASOTS rlcyTku (=10 kr)
(70-100 )
BbiBeaeHue OuoCuHTE3
oenkoB

\ vacnan = \/



[MpyMHUMNBI KNaccudUuKkaumm aMmMHOKUCTIOT

no Pn3nNKo-XUMN4YECKUM
cBoucTBamMm OOKOBOroO
paaukana

Mo NPOCTPaHCTBEHHOM
KOHdurypauum

Nno BO3MOXHOCTM
BXOXOEeHUA B cocTaB
oenkoB

NOo BOSMOXHOCTMU
CUNHTEe3NpoBaTbLCH B
opraHnM3me 4yerioBeka

e anudpaTnyeckue

HenonspHble
* apomaTuyeckue

* 3apsKEHHblE

nonsipHble
* He3apsikeHHble

L-aMWHOKNUCNOTHI;
D-aMWHOKUCNOTHI;

NPOTENHOINEHHbIE
HEMNPOTENHOIEHHLbIE

3aMEeHNMbIE;
4acTUYHO-3aMEHUMBIE;
YCNOBHO-3aMEHNMbIE;
He3aMeHUMbIe.



[MpyMHUMNBI KNaccudUuKkaumm aMmMHOKUCTIOT

Anngatndyeckme aMUHOKNCIOTDI

(oo By (o]0 COO0™ Co0o™
+ | + | I/H + |
H;N—C—H H;N—C—H +/C\ H;N—C—H
| I H,N CH, |
H CH, | | CH
H,C CH, cir, “cH,
rMmunuuviH aJiaHUH NpPoOJiIuH BaJiuH
Co0™ CoO0™ COoO0™
+ I + | + |
(IZHZ H—CI—CH3 (IZHZ
CH CH CH
CH3 CH3 CH3 S
|
CH;

nevuuH n3onemuMH MEeTUOHUH



[MpyMHUMNBI KNaccudUuKkaumm aMmMHOKUCTIOT

ApomaTquCKme dMWNHOKUCITIOTbI

COO0™ COO0™ COO0™
+ + +
HN—C—H  Hs;N—C—H  H,N—C—H
CH, CH, CH,
Z | 7 C=C\H
NH
A AN _/

OH \ /

deHunanaHuH TUPO3MH TpuntodaH



[MpyMHUMNBI KNaccudUuKkaumm aMmMHOKUCTIOT

[lonoXxunternbHO 3dpPAXEeHHbl€ aMNHOKUCIIOTbI

COo0™ CO0~ C00™
+ + +
CH, CH, CH,
CH, CH, C—NH
CH, CH, //C"'
C—N
CH, NH H
+
"NH; =NH,
NH,

JIN3NH dPrmHH rmcTmnavH



[MpyMHUMNBI KNaccudUuKkaumm aMmMHOKUCTIOT

OTpI/ILI,aTeJ'IbHO 3dPAXXEHHbIE aMNHOKUCTIOTbI

COO COO
. v
CIZH 2 <|3H 2
COO0 (|ZH >
COO

acnaprar rnyramar



[MpyMHUMNBI KNaccudUuKkaumm aMmMHOKUCTIOT

nOﬂﬂprle HE3aAPAXKEHHbIE aMNHOKUCIIOTbI

Co0™ CO0™ CO0™
+ | + | - I
H3N—CI—H H3N—(II —H H3N—(IZ—H
CH; SH
CepuvH TPEOHUH LUCTEeUH
CO0™ CO0™

+ + |
H3N—CI—H H3N—(|Z—H

Cle clHZ
H
AN C| 2
H,N o C
7N\
H,N o

dCrnapruH rmytTamMmuH



[MpyMHUMNBI KNaccudUuKkaumm aMmMHOKUCTIOT

HeI'IpOTeI/IHOFeHHbIe dMNHOKUCITIOTbI

+
H3N _CHZ_CHZ _CHZ _CIH —COO_
TNH;
OPHUTUH

HzN ﬁ I|“ CHZ_CHZ_CHZ_ClH_COO_
O H * NH,

LUATPYINJINH



[MpyMHUMNBI KNaccudUuKkaumm aMmMHOKUCTIOT

I
!
YCnoBHO- I YHacTnyHo
HesameHumMble i 3aMeHnMble
3aMeHNMbIE " 3aMEHUMbIE
aMUHOKMUCOTHI  aMVHOKUCIOTHI
aMUHOKMUCOTHI | aMUHOKMCNOTHI
]
I
cheHunanaHMH  TUPO3UH ! rMULUH rMcTUAVH
]
METUOHUH LUCTENH | anaHuH apruHuH
!
[
BanuH ! CepuH
i
neviuvH | rmyTamar
l
. I
U30neuumvH : rmyTamMuH
]
TPEOHWUH | acnaprat
[
]
TpuntodaH : acnaparvH
i
NN3KNH | nponwuH
|
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[MepeBapuBaHue 6enKoB: obLlasi cxema

depMeHTaTUBHLIN TMAPONIN3 NENTUAHLIX CBA3EN

* [IpoTea3sbl — PEPMEHTHI,
pacliennsoLwne nenTuaHble CBA3N B
Monekyrne 6ernka nyTém rugponusa.

dHgonenTnaasbl — NpoTteassbl,
rmaponunaytowme nenTuaHy CBA3b
BHYTPU MONeKysibl 6ernka ¢
obpaszoBaHMeEM ONMronenTnaos.

OCTaTKH
aAMUHOKUCIIOT

¢ghepmeHmMamueHbIU
audponu3s

JK3onenTuaasbl - NpoTeassl,
rmaponunayowme nenTUaHy CBA3b
Ha OOQHOM M3 KOHLOB MOMEKYIb
benka c obpasoBaHNEM OTAENMbHbIX
aMUHOKMCIOT.

onuronenTuabl
AMWHOKUCIOTbI



[NlepeBapnBaHue 6enKoB 1 BcacbiBaHWe NPOAYKTOB

NMOJIOCTb XKT SQHTEPOLUT KPOBb

& &

aMUWHO- . aMWHO-
[ N 7 >
KUCNOTbI > " KUCNOTbI
3K30rpomeasbl 5
EEMNKM @ . onuro- nenmuodasbl
nenTuabl
3HOornpomeassbl A 0 a

—-—r

onwuro- aMUuHoO-
nenTuabl nenmuoasbl

1 rmgponus 6enkos B npoceete XKT

2  TpaHCnopT aMWUHOKUCIOT U ONIUronenTuaoB B SHTEPOUNUTDI;
3  BHYTPUKIIETOYHbIN rMOPONN3 ONUronenTUaoB;
4

TPaHCMOPT aMNHOKUCIIOT B KPOBb.



[NlepeBapnBaHue 6enKoB 1 BcacbiBaHWe NPOAYKTOB

OCTaTKU aMUHOKUCITIOT
Y

AL
CH HA ( } Ol OO
> onuronenTuabl AMUHOKUCIIOTbI
weTo4yHasn {
KaéMka

YDIDDIDD

AMWUHOKUCIIOTbI

\
;

UUTO30Mb
3HTepouUTOB '{




[lepeBapuBaHue 6enKoB B Xenyake

CTpoeHue xenyaka n TUMNbl CEKPETUPYHOLLIUX KNETOK

CnnsuncTtble CEKPETUPYIOT
3alUUTHbIE MYLMHbI B
COCTaBe CIn3W.

[MapueTanbHbIe KINETKU
CEKPETUPYIOT CONSAHYHO

KMcnoty n dpaktop Kacna.

[MaBHbIE KNEeTKU
CEeKpeTUpyoT
nerncuHoOreH.

OHTEPOIHAOKPUHHbIE
KNETKN CEKPETUPYIOT
rMMCcTaMuH 1 apyrue
OnonorMYeckn akTuBHbIE
BellecTBa.

CIIM3UCTBIE
KIETKW

NAPUETAINBHbIE
(OBKINAOOYHBIE)
KNETKW

FMABHbIE KNETKWU
SQHTEPO

OQHOOKPUHHbIE
KNETKWU

AMKa j
R < (7 X
8

| cnusucrasn
obonouka

| nopcnuaucras
_| obonouka

- MblLLIEeYHan
obonouka

~}— cepo3Has

obonouka



[lepeBapuBaHue 6enKoB B Xenyake

MexaHn3m cekpeLun CoOnssHOW KUCIOTbI

@) kKanunsp | el SHTEPOUMT |  [POCBET
2+ Hy XENYOKA

KAPBOAHIMOPA3A
K+ %
Y

H,CO4
[ﬂ ) j -
H* OH™ —=

CI- CI- K*
AD
cI-

H+
K+
Cr




[lepeBapuBaHue 6enKoB B Xenyake

Perynaumsa cekpeumm consgHOU KUCOThI
AT®daza H* CEKPEUUA
KUCIOTbI
\ napueTtaribHas Knertka

K* % 3aNUTenus Xenyaka

%} — ®
ageHunartyuknasa @

fe fo

G

Ca?* Ca?*

: i A A
M O]

rmcrtammMH npocTarnaHavH E2 auemnxonm-l racTpuH

N.vagus —<.—<.
rachvm
rmcTamuH




[lepeBapuBaHue 6enKoB B Xenyake

|_|yTI/I dKTUBaUuun NnerncnHOreHa

[lencuHOreH cekpeTmpyeTtca B
npoceeT KKT rnasHbimu
KNeTKamMmu xenyaka.

BEJIOK

f )

rnerncuHo2eH > [1eMCUH ——>-
A HCL

(_J NENTUADbI

[MencnHoreH ABnaeTcA
npodepMeHTOM, KOTOPbIN B
pe3y/ibTaTe aKTMBaLummn
npespaLlaeTca B NerncuH.

B obpa3oBaHnM nencuHa
3a4encTBOBAHO ABa
MeXaHU3Ma:

YaCTMYHbIM NPOTE0IN3 NOA,
NENCTBUEM COJIAHOM KMUCNOTbI;
ayTONpPOTEONM3 NOA AENCTBUEM
nencuHa.

napueTtanbHble (0OKNago4HbIe)
KINeTKu

rnaBHbIe
KINeTKU



[lepeBapuBaHue 6GenikoB B KMULLEYHUKE

AKTMBaLNA NaHKpeaTn4ecknx oepmMeHTOoB

NMPOCBET
KUALLEYHUKA

. NOAXENYAO4YHAA
XENE3A

i : s
3 :/
3UMOTIEHbI AKTUBHBIE
—->> (HEAKTVBHbIE PEPMEHTbI) > [IPOTEA3bI
\—> TPUIMNCUHOIEH > TPUINCUH

OHTEPONENTUAOAIA

SQHTEPOLIUT

( | \"



[lepeBapuBaHue 6GenikoB B KMULLEYHUKE

AKTMBaLNA NaHKpeaTn4ecknx oepmMeHTOoB

SQHTEPOMNENTUAOA3A

l /7ymonpomeonu3

TPUMNCUHOIEH TPUNCHUH

J L

/ ﬁ\
NMPOKAPBOKCH KAPBOKCHU
MENTUOA3LI  MENTUOASLI

\2 \4

XUMOTPUNCUHOIEH XUMOTPUINCUH MPOJJIACTA3A AJIACTASA




BcacbiBaHue amuHokucnort: Nat-cumnopt

dMWUHO-

+
KUCnoTa Na

« BcacbiBaHUIO noaBepratoTcs
TONbKO L-n3omepbl aMMHOKUCIOT.

weTo4yHas
KaémMmka

 OOHMM N3 MEXAaHM3MOB NepeHoca
L-aMWUHOKNCNOT B SHTEPOLUMUT N3
npoceeTa XXKT sBnsaertcs
BTOPUYHO-aKTUBHbIN TPAHCMOPT —
CUMMOPT C MOHAMMN HATPUA.

+
aMUHO- Na
Kucnora

nepBUYHO-aKTUBHbIN
TpaHcnopT

» [lepeHoc L-aMMHOKMCIOT U3
QHTEPOLUTOB B KanumsisipHyto
CeTb NPOUCXoAUT NyTEM
obneryeHHou gudcpysum.

obneryéHHasn

v andcyaun

dAMUHO-
KMUCJIO0Ta KPOBEHOCHbIN cocyA



BcacbiBaHMe aMUHOKUCHOT: Y-FJ'IyTaMI/IJ'IbeII7I LIAKTT

ADO + P, AT®

dAMUHO-
KUcrnoTta

.

y-a2r1ymamuni-

MYTATUOH

Y-rnyTamun-uncCteuH

rMUUKUH
mpaHcnenmudasa A® + P,
LUCTEUHUN-TNTULMH
LUCTEUH ATO

— S Y-TNyTAMUII-aMUHOKUCIIOTA

— ey
— S— 5-0KCOMpOoSivH rmyramar

T~

== == ) aMWHo- AT® Al® + P,
= ~>—_  KucnoTta



[Tyt meTtabonnama aMMHOKUCIIOT

TpaHcaMMHUpOBaHMe KaTanusupyrT aMnHoTpaHcdepasbl

Co0- CO0-
+ | |
HsN—C—H C=0
@ @
aMMHOKMCIIOTA, a-KeTOKMCIoTa,
a-KeTOKMCIOoTa, amMMHOKMUCIOTA,
COO- co0-
I + |
o HsN—C—H

@ @



[Tyt meTtabonnama aMMHOKUCIIOT

NMupunaokcanbdocdat — kobepmeHT aMmUHOTpPaHcdepas

CH,OH
OH
HO =
X
N CHs
(@)
2- 0] H
=P OH
(0) V/\\O =
(0)
X

N CHs

NMUPUOOKCUH
(BuTaMuH By)

NMMPUOOKCAIDb
OOCODAT

[Mupmnaookcanbdocdar
SBNSIETCA NPOU3BOAHBIM
BO4OPACTBOPUMOrO
BUTaMunHa Bg
(MMPUOOKCHHA).



[Tyt meTtabonnama aMMHOKUCIIOT

O-KETOINIYTAPAT

AINNAHUH ACIAPTAT

AJIAHUH
AMUHOTPAHC®EPA3A

ACIIAPTAT
AMUHOTPAHC®EPA3A

NMAPYBAT OKCAJIOALETAT

MYTAMAT

* Q-KeTornytapat e rnytamart
* nupyBaT * anaHuH

* OKCalnoaueTtar °* acnaptart



[Tyt meTtabonnama aMMHOKUCIIOT

Oo-KETOIMMYTAPAT
AJNTAHUH

ACTIAPTAT

AJTAHUH
AMUHOTPAHC®EPA3A

ACIIAPTAT
AMHUHOTPAHC®EPA3A

NMAPYBAT OKCAJIOALETAT

MYTAMAT

/’ NH4+

@
<>Ancb+ P

v

MYTAMUH




[Tyt meTtabonnama aMMHOKUCIIOT

O-KETOIMMYTAPAT

A

AJ1AHUH ACTIAPTAT

NH4

NH4
m«o\ /»M+<H
NAD"G/\ NAD*

N

FMYTAMAT

/' NH4+

AT
<)Aﬂd>+ P,

v

rMMyTAMUH

AJIAHUH
AMUHOTPAHC®EPA3A

ACIIAPTAT
AMUHOTPAHC®EPA3A

NMAPYBAT OKCAJIOALETAT




[Tyt meTtabonnama aMMHOKUCIIOT

[IpsiMmoe Ae3aMuHMpoBaHue (ogHa cTagus)

Moatun CyGcTpar PepmeHT (KodhepMeHT)
[MpsiMOe oKncnutenbHoOE rmyTamargermgporeHasa

rmytamar .\
aoesamMnHuUpoBaHue (NAD)

- cepuHgernagparasa

P (Nnnpunookcanbgocdar)
[Mpamoe
P TpeoHnHaernagparasa

HEeOKUCNUTEeNbHOE TPEOHUH (NMpuaoKcansocdar)
ae3amMmnHnpoBaHue

rMcTnauH McCcTngnHa3sa



[Tyt meTtabonnama aMMHOKUCIIOT

npﬂMOe OKUCIinTesribHoe ne3aMmnHnpoBaHue
coo-
HsN—C—H
éHz NAD*
|
fHa NADH
C00-
rnytamar i . <|3°°"
H,N ¢
"
i
) C00-
e a-MMUHOrMyTapar
C=
I H,0
I NH
i
coo-

a-KeTornyrtapart



[Tyt meTtabonnama aMMHOKUCIIOT

I'Ipﬂmoe HEeOKUCJINTEeJibHOEe 1€E3aMNHNPOBaAHNE

+
o w: T
CH, —CH —COO ~ Z . CH,—C—CO00 "~
CepuH
CepuH deaudpamasa nupyBart
+
g j
CH,— CH—CH—COO0 ~ J ., CH,—CH,—C—CO0O0 ~
MmMpPeoHUH

TPEOHUH deaudpama3sa a-KeTooyTupar



[Tyt meTtabonnama aMMHOKUCIIOT

Henpsmoe age3amMuHunpoBaHue (OBe ctagumn)

Ctagusa CyGcTpar PepmeHT (KodhepMeHT)

1) TpaHcaMuHUpOBaHue

cneundunyeckad
C O-KeTornyrapatoM u OOJbLUMHCTBO

aMuHoTpaHcdgepasa
obpa3oBaHuem aMWUHOKNCIOT

(Nnpugokcanbgocdar)
rmyramarta

2) Mpsamoe
OKMUCNUTEeNbHOe rmytamartaerngporeHasa
rmytamart .\

Ae3aMUHMUpPOBaHUe (NAD*)

rnytamarta



[Tyt meTtabonnama aMMHOKUCIIOT

Henpsmoe age3amMuHunpoBaHue (OBe ctagumn)

CO0" 00"
|-|3|§'|—é—|-| aMMHOKWCNOTA O-KOTOKUCNOTA Gem0
R R
Lo a-KeTornyrapar rmyramar H3|§'|—<I:—H
CIHz / (I:Hz
i PN i
doo- doo-

NH,4



[Tyt meTtabonnama aMMHOKUCIIOT

Henpﬂmoe Ae3aMUHUpoBaHme B MbillLax

MblweyHoe
cokpaujeHue P,

Ao

adeHusnam
KUHa3a

AM®

®YMAPAT 4\/’ }»NH3

AOEHWUIO UMD

CYKUUHAT ,

ACNAPTAT
(NH,)

!

BCAA
(NH3)

* Lnkn NM®P-AM® — nyTb HENpAMOro

Oe3aMNHNPOBAHUSA B MblLLILLIAX MPU
NHTEHCUBHOWM paborTe.

MbilLe4yHOEe coKpalleHue TpebyeT
aHeprun ATO, B pesynbrarte

pacLlenneHns KoTopor obpasyeTcs
AOO n AMO.

TpaHcaMMHMPOBAHWE aMUHOKUCIOT B
MbiLLLAX NPMBOONT K 00pa3oBaHuMIo
acnaprara.

B pe3ynerate gesammHmnpoBanmna AMO
obpasyetcsa ammmak n MO —
NHO3NHMOHOJboCcdoaT.



[Tyt meTtabonnama aMMHOKUCIIOT

Henpﬂmoe Ae3aMUHUpoBaHme B MbillLax

MblweyHoe
cokpaujeHue P,

Ao

adeHusnam
KUHa3a

AM®

®YMAPAT 4\/’ ¥>NH3

AOEHWUIO UMD

CYKUUHAT ,

ACMNAPTAT
(NH,3)

!

BCAA
(NH3)

AMMMWaK npedoTBpallaeT 3aknucneHme
cpeabl, CBA3aHHOE C HaKoMMneHMem B
MbILLLAX NakTaTa.

NM® BcTynaeT B peakuuto ¢
acrnaprtaTtom, obpasys
afeHUNoCyKLMHaT.

[Mpoayktamu pacLiensieHnsd
ageHunnocyKunHaTa saBnarTcs
doymapat n AMO.

B pe3ynberarte aTux peakymu
LMKITNYECKNN MeTaboNnYeCcKnm nyTb
3aMblKaeTcq.



[Tyt meTtabonnama aMMHOKUCIIOT

A3OTCOOEPXALLUE
COEOUMHEHUA

1

BENKW NULUKM —>» AMUHOKUCIIOTbI === BEJIKM KIIETKU



[Tyt meTtabonnama aMMHOKUCIIOT

A3OTCOOEPXALLUE
COEOUHEHUA

1

BENKW NULUKM —>» AMUHOKUCIIOTbI === BEJIKM KIIETKU

NH; @JL} a-KETOKUCIOTbI



[Tyt meTtabonnama aMMHOKUCIIOT

A3OTCOOEPXALLUE
COEOUHEHUA

1

BENKW NULUKM —>» AMUHOKUCIIOTbI === BEJIKM KIIETKU

NH; @JL} a-KETOKUCIOTbI

A30TCOOEPXALUUE
COEAOUHEHUA

KAPBAMOMUI
OOCOAT



[Tyt meTtabonnama aMMHOKUCIIOT

A3O0OTCOOEPXALLUE
COEOUMHEHUA

1

BENKW NUWKM —>» AMUHOKUCIIOTbI === BEJIKM KIIETKU

NH; @JL} a-KETOKUCIOTbI

A30TCOOEPXALUUE
COEAOUHEHUA

KAPBAMOMUI
OOCOHAT

OPHUTUHOBbINA

UmnKn

MOYEBUHA



[Tyt meTtabonnama aMMHOKUCIIOT

A3O0OTCOOEPXALLUE
COEOUMHEHUA

1

BENKW NUWKM —>» AMUHOKUCIIOTbI === BEJIKM KIIETKU

NH; @JL} a-KETOKUCIOTbI

A30TCOMEPXALLME
COEAVHEHMUS
N, OPYTUE
KAPBAMOMT AMUHOKMCIOTb!
®OCOAT

OPHUTWUHOBbIA CO,+H,0
yukn + ATP

MOYEBUHA OKCAJIOALIETAT

|

FMIOKO3A



[Tyt meTtabonnama aMMHOKUCIIOT

A3O0TCOOEPXALUUE
COEOMHEHUA

1

BENKW NULUKM —>» AMUHOKUCIIOTbI === BEJIKM KIIETKW

NH; @JL} o-KETOKMUCIOTbI

A30TCOMEPXALLME
COEAVHEHMUS
N, OPYTUE
KAPBAMOMT AMUHOKMCIOTb!
®OCOAT

ACTIAPTAT-

API'MHWHO-
CYKUMHATHbIN
LYHT

€O, +H,0

OPHUTUHOBbINA
+ATP

UmnKn

MOYEBUHA OKCAJIOALIETAT

FMIOKO3A



[Tyt obe3BpexmBaHusa (CBA3bLIBaHUA) aMMuMaka

u [lyTb cBA3bIBaHUA Peakuusi/metabonunyeckmm nyTb

dMWUHNPOBaAHNE IT1yTaMaTta

1 CUWHTE3 rmyTamunHa
(rmyTaMUHCUHTETAa3a)

aMUHUpPOBaHMe acnapTaTta

2 CMHTE3 acnaparvHa
(acnaparmHcuHTeTasa)

3 CUHTE3 MOYEBUHDI OpHI/ITI/IHOBbII7I LIKTT



[Tyt obe3BpexmBaHusa (CBA3bLIBaHUA) aMMuMaka

[mMyTaMMHCUMHTETa3a katannampyet obpasoBaHune rnytaMmnHa
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rmytamar rmyTamuH



[Tyt meTabonnama ammmnaka

[ myTaMnH — OCHOBHOM OOHOP a30Ta B OpraHmM3me
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Ponb rMmyTaMunHa B NMNOYKax

apmepuu

» rnyTamMuH
* [mgponua rnytamuHa B

NoYKax C BbICBO60)K,El,eHI/IeM
dMMWMaKa ABIiAeTCAd BaKHbIM

8€eHbl / 2nymamuHasa
<<

rmyTtamar MEeXaHNU3MOM perynsumm
T KUCNOTHO-LWENo4YHOoro
NH; gealpee iy paBHOBECUS.
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* AMMMAK HeNTpanumayet
KMUCINble MPOAYKTbl OOMeEHa U
B BUAe corner aMMOHUS
9KCKPETUPYETCSH C MOYOMN.




Ponb rMmyTaMunHa B NMNOYKax

apmepuu

» rnyTaMuH

8€eHbl / 2nymamuHasa
<<

* [lpn aungose rmytammnHasa
NHOYUMPYETCA.

rnytamart
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a-KeTornyrtapart
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» [lpun ankanose akcrnpeccusd
rmyTamMmmHasbl B NOYKax
CHUMXaeTcs.




[Tyt obe3BpexmBaHusa (CBA3bLIBaHUA) aMMuMaka

AcnaprMmHcuHTeTa3a KatanuampyeTt obpasoBaHue acnaparmHa
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acnaprar acrnaparvH



[MyTn o6e3BpexuBaHNsA ammMmuaka

MouyeBnHa — KOHEeYHbIN NPOAYKT a30TUCTOro oo6mMeHa

+
NH4 " HNT NH,

MO4YeBUHAa



[MyTn o6e3BpexuBaHNsA ammMmuaka

OpHI/ITI/IHOBbIIZ LUKIT. NICTOYHUKU a30Ta MOYEBUHDLI
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HQN"—C—'—NHQ i

aMuHorpynna NOH
acnaprara aMMOHMUS



[MyTn o6e3BpexuBaHNsA ammMmuaka

OpPHUTUHOBBIN LMKIT: CXeMa npolecca

ymapat
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CO, + NH4+

kapbomoundocdar
cCuHTEeTasa |

OPHUTUH-Kapbomounn
TpaHcdepasa

dPr’MHMHOCYKUNHAT
CNHTETAa3a

dPr’MHMHOCYKUNHAT
ITna3a

aprnHasa



[MyTn o6e3BpexuBaHNsA ammMmuaka

OpPHUTUHOBLIN LIMKI: NOCHea0BaTeENbHOCTb peaKkumm

Ne PepMeHT

1 kapbomoundocdar
CUHTeTasa |

2 OPHUTUH-KapboMounT
TpaHcdepasa

3 @PMMHUHOCYKUMHAT
CUHTEeTasa

4 @PrvHUHOCYKUMHAT
nuasa

5 apruHasa

CyGcTpar

aMMuak
* YIMeKUCrbIn ras

kapbamounndocdart
* OPHWUTWH

LUATPYNINH
e acnapar

dPr’MHNMHOCYKUNHAT

*  aPrUHUH
« BOAa

NMpoaykT

kapbamounndoocdart

LUUTPYITINH

APr’MHMHOCYKUNHAT

*  apruHuH
* pymapar

* MOYEBUHA
*  OPHUTWUH



[MyTn o6e3BpexuBaHNsA ammMmuaka

OPHUTMHOBBLIN LUK B3auMocBA3b ¢ LITK

(COz + NH4*)

a-KeTOKUCnoTa

KAPBZMOI/IH ST I ACMNAPTAT t
POCDAT d ’ ‘
aMUHOKMCIOTA
\ 4 sl [TIIOKO3A
APIT’MHUHO-
OPHUTUH CYKUUHAT OKCAJNOALETAT
' A
[MOHEBMHA) 4= MANAT
P 4 N v

APTUHUH OYMAPAT



[MyTn o6e3BpexuBaHNsA ammMmuaka

OPHUTMHOBBLIN LUK B3auMocBA3b ¢ LITK
DPYMAPAT APTUHUH MOYEBUHA
MANAT
m

APTMHWUHO-  OPHUTUHOBb
ACIMAPTAT-APIMHUHO CYKUMHAT LMK OPHUTUH

CYKUUHATHBIN
WYHT 1!‘
ACMAPTAT LIMTPYNNUH

ACNAPTAT UNTPYIITUH OPHUTUH
a-Kemoesiymapam ‘\
ejlymamam KAPBAMOWUN
DOOCDAT
Ig NADH

NAD*
MANAT

LTK

DYMAPAT J

\&4/ 4



[MyTn o6e3BpexuBaHNsA ammMmuaka

OpPHUTNHOBLIN UUKN: OO ad XxapakTepucTuKka

OcHoOBHbIe cybcTpaThl
N UX UCTOYHUKM

JHepreTnyecKkme 3arparbl

OpraHHaga nokanusauus

JINlokanusauus B KneTke

Buonornyeckune pyHKLUMN

daMMMUaK: npaMoe gnesaMmmHmnpoBaHume
MyTamMaTta B TKaHAX;

acnaprart: TpaHCcaMUHUpOBaHMeE
anaHuHa/rnytamaTa C okcanoaueTaTtom B
NeYyeHu;

3 monekynbl AT® Ha Kaxgbin 060pOT LMKNa

NeYeHb;

MUTOXOHAPUN N LUTO3O0I1b,

CNHTE3 MOYEBUWHHbI,
CNHTE3 aprmHnHa.



[MyTn o6e3BpexuBaHNsA ammMmuaka

[ MIOKO30-anaHMHOBbLIN LUK/

NMEYEHD MbILULbI
N\ sg
rMOKO3a rNMIOKO3ad €= rMUKoreH
K ‘ 0enku Mbiwy
nupyBart p nupyBart
’ 0 v

rnytamar ﬁ\ B NH,* < aMMHOKUCIOThLI

{ A1 f

2 aJlaHUH aJlaHUH
NH,4 6e3a3oTuctble
\ OCTaTKu
MOYeBUHa j K




MexaHU3Mbl TOKCUYHOCTU aMMMaKa

1. NMoBbiweHne pH BHYTpeHHeUn cpenbl (ankanos).

« AMMMaK CBSA3bIBAET NPOTOHbLI C 0O0pa3oBaHNEM MOHOB aMMOHMUS, YTO
NPUBOANT K NOBbILLIEHNIO pH BHYTPEHHEN cpeabl opraHMama U pucky
pas3BUTUA ankanoasa.



MexaHU3Mbl TOKCUYHOCTU aMMMaKa

COO- COO- COO-
I + + |
?=O NH% HsN—C—H NHG Hs;N—C—H
CH, ; CH> X CH>
0! a ~ |
?HZ NADH NAD* CHZ ATo A0 + P, ?HZ
CO0- CO0- HsN—C—=0
a-KeTornyrtapart rnyrtamMmart rmytTaMmumH

2. CHMXXeHne KOHUEeHTpauumn a-ketornyrapara.

 [loBbilleHne yTUnusauumn a-Ketornytapara npmBoauUT K CHUXKEHUIO
ckopocTtn LUTK n cuHteza AT®, 4To BbI3blBAET rMNO3HEPreTU4eECKne
COCTOSIHUA.



MexaHU3Mbl TOKCUYHOCTU aMMMaKa

?=O NH% H3;N—C—H NH% H3N—(IZ—-H
I > ' > I
0 ?HZ NADH }AD+ 0 CHZ ATP A\D:QJ +P, ?HZ
CO0- CO0- HsN—C—=0
a-KeTornyrtapart rnyrtamMmart rmytTaMmumH

3. CHnXXeHue KOHUEeHTpPAaUuuUu rnyrtamMmarta.

 [loBbiWeHne yTunusaumm rinyramara npmMBoanUT K ero HeoCTaTOYHOCTH
N HapyLleHN0 oOMeHa aMUHOKUCIIOT, B TOM YMCNEe CUHTE3Y
Henpomeauatopos (FTAMK n gpyrux).



MexaHU3Mbl TOKCUYHOCTU aMMMaKa

COO~ CO0~- CO0O~
| + + |
?=O NH% H3;N—C—H NH% H3N—(IZ—-H
AR A i
0 ?HZ NADH NAD* 0 CHZ ATo A0 + P, 0 ?Hz
CO0- CO0- HsN—C—=0
a-KeTornyrtapart rnyrtamMmart rmytTaMmumH

4. [NloBbIlWeHNe KOHUEeHTpauuu rnytTamMmmHa.

« HakonneHwne MyTaMnHa B KJ1E€TKaxX HGI7IpOFJ'IMM BbI3blBA€T MNOBbILLEHNE
OCMOTNYECKOIo AaBJiEHNA U Ha6yX8HI/II-O dCTpOLUNTOB.

e [laHHble N3MEHEHNA MOTYT NPUBECTU K OTEKY MO3ra.



HacnencrBeHHbIe U nepaMmmoHNEeMnmn

[leeKkTbl bepMeHTOB OPHUTUHOBOIO LMKIA

Ne OedeKTHbIN MeTtabonurhbl MeTtabonuthbl

- cepmMeHT B KpOBU B MOYe
kapbomoundocdar * [NyTaMuH

1 P ey y opoTaTt
cCuHTEeTasa | e anaHuH
OPHUTUH-Kapbomownn * [NyTaMuH

2 opoTaTt
TpaHcdepasa e anaHuH

3  APrMHWHOCYKUMHAT STOVARMH STOVARMH
CUHTETa3a HATPY HATRY
aprMHUHOCYKUMHAT

4 nMasa aprMHUHOCYKUMHAT aprMHUHOCYKUMHAT

5 apruHasa aprMHUH aprMHUH



[Tyt meTabonnama 6e3a30TUCTOro octaTka

rMAPOKCUNPONUH

NAKTAT
CepuH
LUCTEUH
TPEOHWUH
rMULUH
TpunTocpaH » aNlaHNH «——— > [IUPYBAT——> ALIETUII-KOoA

|

MIOKO3A < DOCDPOEHO]| s OKCAJIOALIETAT

NMAPYBAT ///;V

¢deHunanaHuH > OYMAPAT

TUPO3UH

acnaprar
acnaparuH
UUTPAT

BanuH » CYKUUHWUI-KoA

TPEOHWUH
o-KETOMMYTAPAT
nponuoHar
o, 1

rMCTUAVH
NpOnuH > rnyramar

n3onenuuH
METUOHUH
co,

rnyTamuH
apruHuH



nyTVI OMOCUHTEe3a 3aMeHUMbIX aMUHOKUCTIOT

Ponb npomMeXyTO4YHbIX MeTabonnToB MMUKONN3a

npeawecrBeHHUK 3aMeéHUMbi€é aMUHOKUNCIIOThbI

* CEpWH;

3-pocornumuepat R

Ponb npoMexyTo4yHbix meTtabonutoB OlK
npeagwwecrBeHHUK 3aMeéHnMble aMNHOKUCTIOTbI
nmpyBsart * daJiaHWH;
* rnyrtamar, * ApPrmH”H,

a-keTtornyrtapar _ _
* [JIyTaMUH; * MNPOSUH;
e acnaprar;

okcanoauetar
« acrnaparuH.

doymapat e acnaprart




