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HOOC—C(OH)—CH,COOH
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Amunocnupmol

DTaHonaMuH (2-aMMHOA3TAHOJI, KOJaMHH) —
IPOCTEHIINN CTAOUIBbHBIA aMUHOCIHUPT, SABJISICTCSA
IIEPBUYHBIM AMUHOM U TIEPBUYHBIM CIIMPTOM.
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B opranusme oH 00pa3yercs npu JIeKapOOKCUIUPOBAHUM
AMWHOKHMCIIOTHI CeprHa. JlanbHEHIINE MyTU MPEBPAILCHUN
CBSI3aHbI JIU0O C CHHTE30M OgHOro u3 ocdarugaoB — KedairHa,
sBJsronIerocs GocharuaniIdTaHOJIaMUHOM, JIHOO C
IIpeBpallcHUEM dTaHOJaMUHa B XOJIMH.

CunHTE3 XOJQNIMHa

cO
CH,-OH . : s SAM\ /S‘A" CH,-OH
CH NH> gekxap6oxcunaza CH.—NH MemurnmpaHc- CH—-N__
2™ 2 ¢gpepasa \ CH,
COOH e
CepuH 3TaHONMamMuH XOJIMH -

XornvH BXoOUT B COCTaB:

1. dochaTngunxosnmHa — KOMMNOHEHTA
KNMEeTOYHbIX MeMOpaH

2. aueTUnxosimHa — HeMpomMmeguarTopa



XONHH— OPraHHYeCcKoe COCNHHEHHE, YeTBEPTHIHOE aMMOHHEBOCOCHOBAHNE,
KaTHOH
2-TUAPOKCHUATUITPUMETUIIAMMOHHSL.

B opranusme u3 xonrnHa epMEHTOM XOJHUH-alETUITpaHChepa3on
CUHTE3UPYETCS BAXKHEUIIMN HEMPOMENUATOP-NIEPENATYMK HEPBHOIO UMITYJIbCA
— alEeTUIXOJIWH. XOJIUH SBJISETCA BaXXHBIM BEIIECTBOM ISl HEPBHOW CUCTEMBI
U yJIy4lIaeT NaMsTh.

Bxomut B coctaB pocdomunuioB (Hanmpumep, JICHUTHHA, COUHTOMUEITNHA).

CuHTEes aueTninaxosZimHa

O

CHy—C + HO—CH;—CHy;—N (CHa)s >
S—KoA XOJFINH

XoriHaueTwurli-

TpaHcdepaza /Q

NO—CH,—CH,— N(CHy); + HSKoA
aueTUrnxorivH
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CuHTEe3 apgpeHanmHa

OH @ OH OH@ OH OH@ OH /OH
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(:3H NHz C!2H ~-NH2 (l3H2 Cle (:3H2
COOH COOH NH; NH; NH-CH3 +—
Tupo3auH OO®A DodamunH HopagpeHanuH AnpeHanuH
1. TungpokcumnmpoBaHue
2. [ekapbokcunmpoBaHue
3. [wapoKkcunupoBaHue
4. MeTtunmposaHue

Bo BCex peakuuax ru4poKCnAnMpoBaHua ncnonbsyetca H,-bll
(TeTparnapobmnonTepuH)



OKCOKHCIOTHI - ITO

COCLHHEH N,

RApOOKCHILHYIO TPYIIIILI,
CH=C-COOH

i
0

Hip 06UROP LKA
KUCTOMY

100C- ﬁ‘---(‘113-~(f«)()11

0
G ES 60V KeY Clias
Kucioma

co/lepKaimie

rerepoyHKIHOHAILHbIE

KapOOHHIBLHYIO

(‘H;-l(‘“—tiﬁz-('()()H
0
(HCHOYKCY UM
Kucaoma

HOOC-C(CHy)-COOH
0

Kemoliymopoeai
KHGTOmA

T'uopoxkcuxkuciomot

O
o //

/N
HO OH




Cneuumdmuyeckne cBoNCTBa

1. a-TMAPOKCUKUCIOTHI AernapaTupyoTca
MeXMONEeKYNAPHO, C 06pa30oBaHNEM YUK/IUYECKUX

C/I0XHbIX 3¢bupos (NakTnaoB)
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RAKTHY
B-I'MAPOKCUMKUCIOTbI AernapaTupyoTcs
BHYTPUMOIEKYIAPHO, C 06pa3oBaHUeEM HenpeoesbHbIX

Kucsaom.
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Y N O-TMAPOKCUKUCIIOThI n3-3a 6nmnsoctn —OH n
COOH - rpynn nerko gernapaTtupyroTca C
obpa3oBaHUEM LUKINYECKNX BHYTPEHHUX CITOXHbIX
3PNpPOB - JTAaKTOHOB

HaC_ o o e S |+ Hy0
OH  HO HC.  ,C=0
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Y-THAPOKCHMACHAHANH Y-OyTHPOJIAKTOH
KHCA0TA
CHz_CHz_CHz CHg"‘CHz
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/C=O e HzC\ /C—-O + Hs0
CHZ_OH HO CHZ—O

S-THIPOKCHBAIEPUAHOBAS O-BanepOJAKTOH
KHCJAO0TA
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KeTO-eHOsbHaA TaYTOMEPUA GUETOYKCYCHOrQ 3(vpa

TayTomepua - cnocobHOCTL XUMUUECKUX coeauHeHuI
CYIeC TROBATL B BUAE ABYX WU HECKOMbKUX CTPYKTY PHBIX M30Mepos,
HOXoaaWwmMxXcsa B posHoBECUU

OCHOBHEIW LeHTP
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CH-kucnomeii yentp ——pCH- (IZH
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0% T0-CH, 07 TO-CH,
Keto-chopma eHonbHan thopma
AY3 AYD

TTpoToTpONHOA TayTOMEpUa - NepeHoc NPoOTOHA OT OAHOTO aToMa K APYromy



LIABE/IEBOYKCYCHAR KICAIOTA

HOOC-(lll-CHz—COOH — HOOC-<|3 =CH—COOH
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HsC
OH
O
Pyruvate Oxidation
CoA CO,

NAD* NADH + @
COO™ 0
C|=O > g—COA

| Pyruvate |
CH, dehydrogenase CH,

Pyruvate camplex Acetyl CoA

pyruvate - acetyl-CoA

CO, released
NADH produced

[TupoBrHOrpaaHas kuciora (aabda-
KETOMPOITMOHOBASI KUCJIOTA) — MPOCTeUIIast
KETOKHUCJIOTA, 3aHUMAET LIEHTPAJIbHOE MECTO B
IPEBpPAIICHUSIX YIJIEBOJAOB, Y4aCTBYET B OOMEHE
AMUHOKMCJIOT, BAXKHEHILIMN MPOAYKT 0OMEHA
BeuiecTB. [ IBK- KOHEUHBIN OPOAYKT
MeTabo0JIM3Ma TIFOKO3bI B MPOLIECCE TTIMKOJINU3A.
B yCIoBUsIX TOCTAaTOYHOTO NMOCTYIUICHUS
KMCJIOPOJIa TUPOBUHOTPAAHAS KACIOTA
npeBpanaercs B aneTuia-kopepmenTt A. OH
BBICTYIIAET B Ka4E€CTBE OCHOBHOIO CyOCTpara
IUI CEpUHN PEAKIINN, U3BECTHBIX KAK ITUKJI
Kpebca nim ki TpukapOOHOBBIX KUCTIOT.
Ecnu kucnoposa Heq0CTaTOuHO,
MMUPOBUHOTPAHAS KUCJIOTA TTOJBEPTACTCS
aHa’POOHOMY paCHICIUICHHUIO ¢ 00pa30BaHUEM
MOJIOYHOM KHUCJIOTHI.



Cneuundnyeckue peakLli HMQOBHHOTQQAHOI‘;‘I KUCNOThbI

» NeKkap6oKCUNUpoBaHUe in vitro

MNpu HarpeBaHUU B npucyrcteun H, S50, pasbaBaeHHON
NPoTeKaeT AeKapOoKCUAUpPOBaHUe | > o)
O

> peKapOoHUAUpoBaHKUeIn vitro

MNpu HarpeeBaHUW B npucyrcTtBun H,SO, KOHUEHTPUP OBAHHOMN
NPoTeKaer AeKapOoHUAUPOBaHKUE
O
CH; C COOH ——— CO+ + CHS_C<
H oH

O
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4. BNOOrNUYecKN BaXKHble Knacchbl retrepo)yHKYNOHa/IbHbIX coeuHe HUIA

OKCOKUCNOoTbI

B-OKcoKucnoThbl

o AyemoykcycHas kucnoma CH;C(O)CH,COOH - npeacrasuTtenb B-KeTOHO-
Kucnort; o6pasyeTcsa B npouecce Metabonnama BbICWMX XUPHbIX KMCIOT.

<+ B cB0O60AHOM COCTOAHMM aLleTOYKCYCHasR Kucrnorta — cuponoobpasHas
XMAOKOCTL, NPU KOMHATHON TeMnepaType MeaAneHHo Boigenawowan CO,,

<+ Kak npoayKT OKMCNeHUA B- rmaApOKCMMACNAHON KUCNOTbI HaKannmBaeTcs B
opraHuame y 6onbHbIX caxapHbiM AnabeTom
(«aueTOHOBLIe» MU «KETOHOBLIE» Tena).

| AueToHOBbIE TENna l

OH (@ ()
[O] l . ]
CH;—CH—CH;—COOH —» CH3—C—CH;—COOH —— 3 CH3—C—CH;
- CO32
B-ruapokcumacnaHas KkucnoTa AUETOYKCYCHAaA KUCnoTa aueToH

<+ Bonbloe 3Ha4YeHne B CBA3UN C BonpocamuTaytoMmepmm 1 ABOVNCTBEHHOWN
peakLUMOHHOW CNOCOBHOCTH UMeeT ee 3TUNOBbIN 3chup

CH“'\C/E:"/\C’;‘O H
' — >  [CH—C=CH,] — CH,—C—CZH
"’} ! o i é 3 AN
ot ¢o L I H
ol OH O
S e e e e AULTOYKCYCHAA KMCAOTA AULTOH
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4. Buonornyeckn BaXkHble Kiaccbl rerepothyHKYMoHaIbHbIX coeguHe HUNA
OKCOKUCOThI

B-Okcokucnorel

o UWasenesoykcycHasa kucnoma (WYK) HOOCC(O)CH,COOH oaHoBpeMeHHO
ABNAETCA O~ U B-KETOHOKUCIIOTON; ee Conn —

< MNyTtem kap6okcunupoBaHua nNUpoBuUHOrpagHow kucnotel WYK BknovaeTcs
B UMK IUMOHHOM KMCNOThI; B 3TOM UMKNe oHa obGpa3syeTcs Npu OKUCNeHUn
L-A6GN0YHOM KUCNOTbI U 3aTeM Npu KOHAEeHcauum ¢ auetTunkogepmeHTom A
npeepawlaeTca B IMMOHHYH KUCNOTY

(lJOOH

C=0

| NUPOBMHOrpaaHan

CHa KucnoTa

COgi
COOH it (I,OOH CHAC(O)SCOA, H:0 ('ZOOH
HO+ H - C= O » HO—-C—CH,COOH
- HAOH, = H | - HSCoA |
CH,COOH CHCOOH CH,COOH
L-aGno4Han wasenesoyKCcycHan NUMOHHaRA
Kucnora KucnorTa KucnoTa

p 50



Q-OKCOrNyTapoBan KUCrora
HO C—CH—CH

C COOH 2-okconeHTaHauoBas
O 2 2 KUCNoTa,
O-KeTornyTapoBas
0 KUncnorta

KnouyeBon npoaykrt uukna Kpebca, oOpasyercs B

pesynsrarte AeKapOoKCUNUpoBaHUA  U3ONMUMOHHOM
KUCNOTbI.

COOH COOH

l I

CH, HAL® CH,

| H3oumrparacrnaporeHasa |
H—-C—COOH == CH,

| HAJIIH + H*, CO, |
H—Cli—OH C=0

I

COOH COOH

Hi3onumonHas

KHCaoTa
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a-KeTormyrapar — oguH u3
BAOKXHEHUIINX IEPEHOCYUKOB aMMHAKa B
META00JINYECCKUX MYTIX.
AMUHOTPYIINBI OT aMUHOKHUCIOT
IMPUKPEIUIAIOTCS K O-KETOIIyTapary B
pEaKIMU TPAHCAMUHUPOBAHUS U
[IEPEHOCATCS B IEYEHBb, IONAas B
[IUKJI MOYEBHUHBI.



TpaHcamuHupoeaHue

R COOH R COOH
I I i I
CH-HN2 + (CH2)2 CO + (CH2)2
| | ) ~ |
COOH CcO COOH CH- NH2
I I
COOH COOH

TpaHcaMUMHUPOBaAHUIO NoABEpPraroTcs 6ONbLLUMHCTBO aMUHOKUCNOT. OfgHako,
OCHOBHbIe AJOHOpPbLI aMUHoOrpynn — rry, acn, ana,

OcHOBHbIe aKkuenTopbl aMmuHorpynn L-KeTornrapoBas Kucnora
(npeBpalwaeTcs B rMOTaMUHOBYH)),

LiaBeneBoOyKCycHas (npeBpawaeTca B acnaparuHOByH)),
nUpoBUHOrpagHaa ( npeBpawiaeTcsa B anaHuH).

KoHeuHwlii akuentop — L-KeTornyrapoBas KUcnorta(KonnekropHas

thyHKUMS), KOTOpas NpeBpallaeTca B [MIOTaMUHOBYIO.
MmwoTaMmuHOBasA KMcnorta — Aaanee noapepraeTcda npAaMomMy

OKUCJIIUTEJNILHOM e3aMUHUNPOBAHUIO




NMuposuHOrpagHas
kucnota (3C)
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THo3dupHaA CBA3b
AGY = — 34 K/I3K /MOAB.

[IpeacraBsurean: aetTua-KoA, cykumHua-KoA.

Reactive
thiol group
NH,
" oMo R <," (N [Adenine
sl
(HS—CH,—CH, —cn,—cu,—n—cl—c-f—cu,—o—t;-o—t"—o—cu, = ,/l
[+Mercapto- 0 o CHy 0 o u .
ethylemine Pantothenic acid H H
Ribose 3'
-phosphate
0 OwpP—0~
V .
5-CoA 3"-Phosphoadenosine diphosphate

Acetyl-CoA Coenzyme A
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S-ageHo3unMeTnoHuH (SAM)

CH,4 CH,

I +I

S S

| MeTHOHHHA/1eHO3KWI- |

(|:H2 Tpanctepasa A(EH2 H,C o AneHuH

CH, £ N CH,

l ATO PP+ B I H H

ICH—NH2 CIIH—NH2

COOH COOH HO  OH
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