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[ ;man jgeknuun

IIytn oOpa3zoBaHMsI aMMHAKa.
IIyt 00€3BpE)KMBaHUS aAMMHAKAa

[k moueBmHBI (OpHUTHHOBBIM UK KpeOca-
XeHcenenTa)s.

B3anmMocBsa3b IMUKJIAa MOYCBHUHLBI U IIHUKJIA JIJMMOHHOM
KHUCJIOTDI .

Jlerpaganus yriepogHOro CKEJIeTa aMUHOKHUCIIOT.

MeTa0oau3M aMMHaKa
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[lymu obpazosanus ammuaxa

NH3 oopazyemcsa 6 xo0e C/l1e0yruux npoueccoss

1)oxucianTeabHOro 1e3aMHUHUPOBAHUS AMHUHOKHCJIOT = 3TO
ocuosHoi nyTh npoxykuuu NH, .

[ayramatnernaporenasa
CH2 CH2 e
| N | R 7 -
e P g |&_O
2
COOH NAD" NADH+H®  COOH COOH

[nyramar a-MMuHormyTapar a-Kerornyrapar

MeTa0oau3M aMMHaKa




[lymu obpazosanus ammuaxa

NH3 oopazyemcsa 6 xo0e C/l1e0yruux npoueccoss

2) 1e3aMHUHHPOBAHUS OMOT€HHBIX AMHUHOB.

MAO
1)R-CH,NH, + E-FAD +H,0 — R-COH + NH, + E-FADH,

2) E-FADH, + O, — E-FAD + H,O,
l

H,0 + %0,

KaTraJjia3a

MeTa0oau3M aMMHaKa




[lymu obpazosanus ammuaxa

NH3 oopazyemcsa 6 xo0e C/l1e0yruux npoueccoss

3) [le3zaMUHUPOBAHHS [IYyTAMHHA M aclaparnHa.
rJIyTaMHHA32

[nyramun + H,0 — Tayramar + NH,

acrmaparmHasa
Acmaparun * H,0 — Acmaprar + NH,

MeTa0oau3M aMMHaKa




[lymu obpazosanus ammuaxa

NH3 oopazyemcsa 6 xo0e C/l1e0yruux npoueccoss

4) A€3aMUHHMPOBAHUS NMYPUHOBBIX U MUPUMHUIAMHOBBIX
OCHOBAHMM.

8) xu3HeIeATeIbHOCTH OAKTEPHIl TOJICTOTO KUIIICYHHKA

MeTa0oau3M aMMHaKa




L[lymu obe3spexcusanus ammuaxd

AMmuaxk = moxcuunoe coedunenues B nopme cooepicanue
ammuara 6 kposu 25=- 40 mxmonv/i.

Cumnmomuwl cunepammoHuemuu

Tpemop
HeuneHopasaeibHas peyb
TomHoTa

PBota

['onoBOKpy)EHUE
CynopoXXHbI€ TTPUITAIKA
Iloreps co3zHaHus

Koma ¢ nerannbHBIM HUCXOI0M

MeTa0oau3M aMMHaKa




Ilymu obe3spescusanus ammuara

Mexanusmot ooezepexcusanus NH z

1)BoccTaHoBHTE/IbLHOE AMUHHPOBAHHE
O~KeTOorJIyTaparaj

2) o0pa3oBaHHe AMHI0B AMHHOKHCJIOT — [JIyTAMHHA U
acmaparuHaj

3) o0Opa3oBanne aMMOHHITHBIX COJIeil B MOYKAX}]

4) cuHTE3 MOYEBHHDI.

MeTa0oamu3M aMMHaKa




Ammuax

HMICTOYHUMKN amMMuaKa U IIyTU €ro MPEBPAIICHUS B Pa3HbIX
TKaHSX

BuoreHHbie aMHEHE AMUHOKHCIOTHI Hyxneornast

e
P CoanN

Mogennna I nyTaMuH Amarwm [nyramar  AMMOHMIHLIC conu
(~25 r/cyr) (~0,5 r/cyr)

MEmst, MO3T Meiun, Moar
¥ APYTHC TKAHK KHIICHHHK

MeTa001M3M aMMHAaKA
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Llymu obe3spedrcusanus ammuaxa

1. Boccmanosumenwvnoe amunupoeanue
a=Kemociymapamas

I'nymamamoezuopozenasa

o=KT + NH, + NAD(P)H + H* < L-[ry + NAD(P)* +
H,0
2

MeTabonnaMm amMmMmaka
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Llymu obe3spedrcusanus ammuaxa

2. Oopasoeanue amuooes

Mg?*rayramMuncunTeTasa

L-riyramar + ATP # NH; — L-tayramun ADP+H,PO,

Mg?*, acnaparuncunTerasa

L-acnaprar + ATP +#+ NH; — L-acnaparuu + AMP +

H,P,0,

MeTabonnaMm amMmMmaka
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Llymu obe3spedrcusanus ammuaxa

I 110K030=2aJ1aHMHOBBLIN ITUKJI

MBILULLA NMEYMEHDbL

Fnwoxkoza <€ I moxKoza
A

\J

MNupyear Mupyear
«-Kero-
KMUCNOTLI

A :

ny Fny
XD o
KI KT 4 l

AMUHO-
KMCNOTE! \ J

AnavvH > AnNaHnM MoueswuHa

MeTabonnaMm amMmMmaka




L[lymu obe3spexcusanus ammuaxd

Mpoceer
KaHanbsua

INUTEeNUOUMT

Auerar™ HPO42"
JOOpazoBaHue aMMOHU s [ P

Naxrar™ S042-

MMymamunasza

NH3

Mmyramar
HAL
FCnymamampgr

NH3
HALOH

-KeTornyrapar

l Fmwokoza =
UTK

[ H* (—7 H* q\/y HCO3~

H2CO3

NH“’
l anGoancudpaJa
\J

AMMOHHANBLIE CONU H20 Coz; &

l KACTOUYHOE AbIXaHME /




Luxn mouesunbl

Cubnres MOYEBUHBI

I'. Kpebc, K. Xencenaiit, 1932 r.

CymMMapHoe YypaBHEeHHE NMPOLECcca CMHTE3a MOYEBUHBI

5 depmenToB
CO, * NH, + 2H,0 + acnaprar + 3ATP —

NH,-CO-NH, + 2ADP + 2Pi + AMP + PP, +

(pymapar
AGY? = - 40 x/x/moan

MeTa0oau3M aMMHaKa 15




Ilymu obmena ammuaxa

Tpancnoptabie Popmbl amMMHaka

Tkanu [lewens

y r A = BBIBEJICHHE

Mubtimmnet, KHICMHHK

L N L M3 MBIIII U KUIIEYHUKA B
Kuc.w'mX X X Y. COCTaB€ aJlaHHMHA H
Kero- Ly ITapysar Hupynar Loy /- 0 FJIYT&MI/IHa'
s Iiunlum 'noxoa l'.nu!\’n 1 o B ,

AM® @ | = BBIBCACHUC

. |_._\-&_.|'_m N3 MO3Ta U MBIIIIIT B

- BHJIE TIyTAMHHA}
Mosr, Mt u:'lp,vme'lxmm / WK B - 5k CKpeLsi aMMHUaKa W3

f“""‘." X“‘KIY @ ITIOYCK B BHJC
KHC.I0TH : _ : o o
Ko Fay /I»'"' L <| AMMOHHNUHBIX COJICI/I;
KUCTIOTHI Iy ‘A\. I' - BKIIIOUECHHE

o-KI° @

Howkn AMHUHOKHUCJIIOT B MOYCBUHY

Avuno - a-KI* Acit

KHC/IOTHE X X B IICUCHU
Kero- Loy HIYK

KUCHOTE

Mouesuna Viouesnna

Moua
AMMONHHNLE \ll'.!‘ll'lﬂlllll
COIH

MeTa0oamu3M aMMHaKa 16




Luxn mouesunbl

Tpancropr amMmMuaka

MOST TISSUES MUSCLE

Glutamate | Glutamate | Amino acids
}
NH,

Glutamate
dehydrogenase

Glutamine
synthetase

GlUtaMINg  s———-

MeTa0oau3M aMMHaKa




Luxn mouesunbl

[ TroKO30=MakTaTHBIN 1TUKJI

MbILULLA NMNEYEHDL

Fnwoxoaa I noKkoza

MNupyear Nupyear
~Kero-
KACNOTHLI

ny Fny
Y ) ANT ANT > NH3
AMUHO- -KI' a-KI' * l

KHMCNOTHI

AnavvH ANaHnH - MovesuHsa

MeTa0oau3M aMMHaKa 18




Luxkn mouesunbl

uukJa Kpedca

\ Kapbamown- 1 — KapﬁaMOHﬂ(bOC(baT-
e - Ll cuHTerasa ‘1

ATP 2 = OPHUTHHKAPOAMOMJI=
ARl TpaHcdepasa

unKn

3 - apruHUHOCYKIMHAT=
)succinate CHHTEeTa3a

4 - apruHUHOCYKI[HHAT=

9 — aprunasza

L-Arginine

MeTa0oau3M aMMHaKa 19




Luxkn mouesunbl

Fumarate _

Argininosuccinate

\

Aspartate
R M

CYTOS0L

N

KoMmapTrMeHTAIM3aMA UK
MOYEBHUHBI

Arginine

Ornithine

) ) : Carbamoyl
Citrulline phosphate

R. NH;

MITOCHONDRIAL
MATRIX

MeTa0oau3M aMMHaKa
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ApPruHVMHOCYKUMHET

APIrUHUHOCYKLMHET -
CvHTEeTasa

ATO LppyRI

Acnaprar

TpaHcaMuHHpPOBaHME
C okcanoauerarom
Fnyramar
TpaHcamuHHpoBaHwe
C a-KeToryTaparom

AMWHOKMCNOTEZ

Luxkn mouesunbl

AMUHOKHCNOTE,

1 TpaxcamuHupoBanme

2ATO + P

KapGamoundocdar
OpHUTHH-

xapGamonsn-

Pi

*NH,3

Kapoamon. wpocdarcunrerasa |

|
H?—NH;_
COOH
HMuerpynang

apoaMon.Trparcgepaza

ATD
PP; +tAMD

APragHHO-
CYKUMHHAT-
CHHETETa3a

Acmaprar

THHEOCYKIHHATAHAIA

=

POOH

ﬁ:ﬂ

CH

CooH
dymapar

(s

APrEHMHOCY KIMHAT

VICTA00JIN3M aMMHaAKa




Luxkn mouesunbl

COO~
ornithine

1. Peaxuus

o0pa3zoBaHUs
kapOamomidocdara.
NH, p bocd
DepmeHT =
carbamyl
phosphate Kapb6amoundocdar

cunrerasa l.

2. CuaTe3 UUTPYJLIMHA
depmeHT =
OpHuTnHKapOaMOUJI=

TpaHcdepasa
citrulline

MeTa0oau3M aMMHaKa 29




Luxkn mouesunbl

argininosuccinate

fumarate

N——CHCOO~
3. O6pa3oBaHue
CHpCOO ApPrMHUHOCYKI[MHAT A
argininosuccinate CDepMeHT -
APruHUHOCYKIIAHAT=
CHUHTETAa3a

4. O6pa3oBaHue
aprUHUHA.

depmenT -
APTUHUHOCYKIIMHAT=]INA3a

arginine

MeTa0oau3M aMMHaKa 23




Luxkn mouesunbl

ornithine

5. ObpazoBanue
MOYEBHUHbI.
Perenepauus opHuTHHA
depmeHT —

Aprunasa

MoueBHMHA = IJIaBHbIII KOHEYHBIM IPOAYKT OOMEHa a30Ta B
oprann3me 4enoBeka. C Mouoii 3a cyTkd BeIBoguTCS 29-30 T

MOYCBHUHDbI«

MeTa0oau3M aMMHaKa
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Lukn mouesunnl

Perynsanua akTUBHOCTH
kapOoamouidocdarcuaTeTassl 1

IAT®
Fvramat N-AUeTHINIYTAMAT
2 CHHTA2A N-auerTn.- Kapbamonadocedat
@ Y payTamart CHHTeTAa3a |

ArncriiKoA

Kapoamounadocdar

Opiserwer » [[rrpyoman

’\Iurrgnmnw —_”/
j\prmum

bg (KH
[THIIH

MeTa0oamu3M aMMHaKa




Luxn mouesunbl

CBsA3b IMKJIA MOYEBUHEI U IIUKJIA JIMMOHHON KUCJIOTBI

Aspartate-

arginino-

succinate

shunt of

citric acid

cycle

Oxaloacetate =

Fumarate

Arginine -
\‘I al ate \ /

‘—'NAJJH

Gmloacetate Urea

Arginino-
cycle

suceinate

As pat‘tﬁ&itmlli ne

: Ci.tlillinﬂ l g Ornithine

Aspartate
r’ — -Ketoglutarate
— Glutamate

Ornithine

Cytosol

Carbamaoyl
phosphate

— NADH

¥~ NaD*

Malate

Fumarate

~

Citrie
acid
cycle

g

Mitochondrial
matrix

MeTa0oau3M aMMHaKa
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Memaboauszm ammuarxa

KonnuecTBo azorcomep:kamux Bemects B moue (%) npu
HOpPMaJbHOM OCJIKOBOM ITHUTaHUM

[TpomykT BrieneHHbIi a30Ty%
MoueBrHa 86
Kpearnaun 4,5
HMoHbl aMMOHUSA 2,8
MoueBas KucioTa 1,7
Jlpyrue coenmHEHHS 5,0

MeTa0oamu3M aMMHaKa 27




Memaboauszm ammuarxa

DKCKpETUPYEMbIE KOHEYHBIE MPOAYKThI OCIKOBOTO OOMEHa y

JKuBOTHEIE

BoaHbie 6ecrno3BOHOYHBIE
[InacTuHuyaTOX)aAOCpHbBIC
Kpoxkoaunsl

OMOproHbl ampuouii
B3pocibie ampuodun
Mutekonuraromme
Yepenaxu
Hacexomble
Smepunbl

3Men

[Turier

Ppa3HbIX BHUJIO0B KMBOTHBIX

[MaBHBIN KOHEUHBIN NPOAYKT OEITKOBOTO OOMEHa

adMMHaK

MOYCBHHAa

dMMHAKy HCKOTOPOC KOJINYCCTBO MOYEBOU
KHCJIOTBI

dMMHAK

MOYCBHHA

MOYE€BHHAa

MOYCBHMHA U MOYCBas1 KHCJIOTa
MOYEBAsA KHCIIOTa

MOYECBas KHCIIOTa

MOUYCBas1 KUCJIOTa

MOYEBAsA KHCIIOTaA

MeTa0oamu3M aMMHaKa 28




Memaboauszm ammuarxa

DKCKpETUPYEMbIE KOHEYHBIE MPOAYKThI OCIKOBOTO OOMEHa y
Pa3HBIX BUJIOB KMBOTHBIX

Proteins
1
Y
Amino Nitrogenous
acids bases

\ ]

Y Y
—NH,
Amino groups

l

YPEOTEINYECKUE
Most aquatic Mammals, most Many reptiles
animals, including amphibians, sharks, (including birds),
most bony fishes  some bony fishes insects, land snails
ypI/IKOTeJ'II/I‘ICCKI/IC

MeTa0oamu3M aMMHaKa 29




Amunokuciomuolii oo

HNcTOouHMKH K IIYTH UCHOJBb30BAHUA aAMHUHOKHCI0T

KATAEONW3M
BEJIKOB
TKAHEM

\ , - \
BESK ,:> CBOBO/HbIX BEKU
ML | AMWHOKUCIOT TKAHEW

CUHTES
3 YrMEBOAOB \u NH; — MOYEBUHA
l
A30TCOAEPXALUME a-KETOKUCNOTH! SKCKPEUUA
HEBEKOBbIE J' \
COEAVHEHWA
oA FMIOKOS3A
CO; + H,0 KETOHOBbIE TEJSA

BuoreHHbie MOpMOHB + AT®

aMMWHb! Hykneotuabi
Mem

KpeaTtuH v ap.

Karabonu3m yrimepogHoro ckenera AK
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Kamabonuszm yejzepodﬂoeo cKeiema amMuHoKuciom

AMMHOKHCIIOTEI B OPTaHU3ME HE 3aIacaroTcs BIPOK. I30BITOUHBIC
AMUHOKHUCJIOTBI HCIOJB3YIOTCS OpraHM3MaMH & MX YIJICPOIHBIC CKCJICTHI
IIPU IIEPSCTPOUKAX OINPEICICHHOr0 poAa MOT'YT BOBJICKATHCS B OMOCHHTE3
YKUPHBIX KHCIIOTy TIFOKO3bly KETOHOBBIX TEJly; U30MPCHOMIOB M IPay a4 TAKKE
okucaaTrees B L[TK, oOecrnieunBasi KIeTKy SHEPIryeila

[IpeBpaleHne yriuepoaHbIX CKEICTOB aMHHOKHUCIIOT B aM(HOOIHICCKIE
MHTECPMEINATE OBLIO YCTAHOBIICHO IPH IPH H3yYCHUU

pa3lIMYHBIX PEKUMOB MHTaHUs. MpoBeacHHOM B mepuon 1920—1940
ITa OTH JaHHBIC MO3HEE OBLIM IOATBEPIKACHBI M PACIIUPCHBI B
HCCIACAOBAHUSX C HCIOJB30BAHHEM MEUEHBIX aMHHOKHCIIOT.

Kara6omu3m yrimepogHoro ckenera AK 31




Kamabonuszm yefzepO()Hoeo cKenema amMmuHoKuciaiom

Crparerus pa3pylIcHHS YITICPOIHBIX CKEJICTOB aMHUHOKHCIIOT COCTOUT
B TOM, YTOOBI B KIIETKE C(DOPMHPOBAIIMCH KIIFOUECBBIC ITPOMEIKYTOUHBIC
IIPOAYKTHl, IPUTOAHBIC KaK IsI OMOCUHTE3a KICTOYHBIX COCHUHCHHMI,
TaK ¥ IS JaIbHEUIIIEro OKUCICHHS, CBI3aHHOIO C 3allacaHueM
SHEPIUU.

Yraeponueie ckeneThl 20 IPOTEeMHOTCHHBIX AMHUHOKHCIIOT B XOJIE
MHOTOYHMCJICHHBIX U CJIOXKHBIX IIPCOOpa30BaHMI IIPEBPAIIAIOTCS B
UTOTC B CEMb Pa3IMYHBIX MPOAYKTOB ACTpaJalliis IUPYyBaT, allCTHI=
CoA, aneroanernn=CoA, a=-kerornyrapary CykKuuHmi=CoA, pymapar u
okcajnoainerars Hexkoropsie amunokuciorsl (Jlei, Tpu, ae) moryr
IIPEBPAIIaTHCS HE B OHOy & B HECKOJIBKO M3 dTHX CEMU COCIUHCHHI .

KarabonusMm ymiepogHoro ckenera AK 32




Kamabonuszm yefzepoénoeo cKenema amuHoKuciom

[19Th M3 ceMu MEepEeUUCICHHBIX MeTaboauTOB (IUpyBar, a-
KeToIIyTapar, CykiuHmI=-CoA, dbymapar B OKcajaoalerar) MOTyT
CIIY’KUTh cyOcTpaTaMu Jjisi TNIFOKOHEOT€HE3a, M03TOMY aMHUHOKHUCIIOTHI,
pacnajaronuecs ¢ 00pa30BaHUEM 3TUX MPOAYKTOB,

HazpIBaroTCs JTIOKO2eHHbIMu (21uKozennbimu )

K IIIOKOr€HHBIM OTHOCSITCS BCE MPOTCHMHOTCHHBIC aMHUHOKHUCIIOTEI, 3a
HCKIIOUCHUECM JICHIIMHA M JTu3uHa. CIIeIyeT OTMETUThy YTO BCE
IICPEUYNCIICHHBIC MPOAYKThI IerpaJallili aMHHOKHCIIOT MOTYT
okuciaaTbesa B LITK, SBIsISCH €ro MpOMEKYTOUHBIMH COCIUHEHUSMH,
60 (kak MUpPyBaT) COCOOHBI BKIIFOYATHCS B LMK ITOCIIC
IpeBpaIeHus B auneTuia=CoA WM OKCaJIOAIlCTaT.

KarabonusMm ymiepogHoro ckenera AK 33




Kamabonuszm yeﬂepodﬂoeo cKejlema amuHoKuciaiom

Cmpoeo Kemo2eHHble — IeuH 1 Tn3uH (Karaboan3M Hux
CBsI3aH C 00pa30BaHUEM HCKIIOUYUTEIBHO aneTui=CoA u
arieroaneTI=CoA, KOTOPBIE UCHONB3YIOTCS JJIsI CHHTE3A
KETOHOBBIX TE€Jly KUPHBIX KHCIOT W H30IPEHOUIOB).

I nroxoxemozernHvie - (QeHnnananiH, THPO3WH, TPHUITO(AH,
n3ojeriuH (IIpu uX pacmaje oOpa3yloTcs BEIIECTBa, CIIOCOOHBIC
IIpeBpaIiaThCsa B IJIFOKO3Y M KETOHOBBIC TeJla = MUPYBaT,
meTaboautel L[TK, anerun-CoA).

Kara6omu3m yrimepogHoro ckenera AK 34




Kamabonuszm yeﬂepoéHoeo cKkeinlema dMUuHoOKucjiom

FJHOKOI‘GHHBIG, KCTOI'CHHBIC MU TTIIOKOKCTOI'CHHBIC
AMHUHOKHUCJIIOTHI

Glucogenic
Glucogenic and Ketogenic
Ketogenic

Alanine Tyrosine
Arginine

Asparagine

Aspartate

Cysteine

Glutamate

Glutamine

Proline
Serine

| Nonessential |

L1

Histidine Isoleucine Leucine
| Methionine JFPhenyl- Lysine
: Threonine alanine
| Valine Tryptophan

!
1
||
[ |
|
|
|
|
I
|
I
|
||
i
i
i
i
E
5
:
f
E
j
| .
| Glycine
E
i
i
i
i
i
E
E
§
:
E

Essential

7 — = [7
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Kamabonuszm yeﬂepodﬂoeo cKkeilema aMuHoKucjiom

Alaninea
Cysteine
Glycine
Serine i
Threonine Leucine

. y ; Lvcine
Glucose Iryptophan | - —) s
b L ,.‘ , lsoleucine Phenylalanine

Leucine Tryptophan
Tryptophan lyrosine

Y

. , _ Pyruvate
Phosphoenol-

pyruvate v Y Y
Acetyl CoA - Acetoacelyl CoA

Asparaginé ‘ &
| Aspartate * Dxalbacetate

Aspartate .
Phenylalanine —» Fumarate Citrate
Tyrosine |

Arginine

, ] : Glutamate
| Isoleucine SUCC r-Kalo-
‘ Succiny! | Glutamine

| -

| Methioni ¥ CoA lutarate i

| Methionine | A Histidine
( Thraonine :

‘ . Proline

1 Valine '

KarabonusMm ymiepogHoro ckenera AK




benkoswviti obmen

JlamainHee 3axaHue

3amayda.

Yenmoeek BecoMm 70 xr exxemneBHo moaydaeT ¢ numed 3000 kkan
n Boiensier 27,0 r moueBnnbl. Kakast 101 ero exeqHeBHOU
OTPEOHOCTH B dHEPruu (B MPOIICHTaX) KOMIICHCUPYETCS OeIKaMu ?
Cuuraiite ipu 3ToM, 4To morpediacuue 1,0 r Oenka gaer 4,0 kkan
u conpoBoxnaercs BeiaencaueM 0,16 r azora B popme MoUeBUHEIL.
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