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[MpyMHUMNBI KNaccudUuKkaumm aMmMHOKUCTIOT
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[MpyMHUMNBI KNaccudUuKkaumm aMmMHOKUCTIOT
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CBsa3b LUUTK n meTabonuama aMMHOKUCIIOT

Citr'ate\\
Oxaloacetate a-Ketoglutarate
Aspa rtate \\/Glutamate
Asparagme Gl s
Methionine utarpme
Threonine Proline
Lysine Arginine




CBs3b rMuKornusa n metaborimama aMMHOKUCIIOT
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CBs3b rMuKornusa n metaborimama aMMHOKUCIIOT

3-Phosphoglycerate
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MeTabonusm cepocogepxalmx aMUHOKUCIIOT

methionine

| OH OH

adenosine

S -Adenosylmethionine (adoMet)

S-ageHo3nMNMeTUOHUH (SAM) —
aKkTuBHasi opma METUOHMHA.

MeTUOHMH ABNSIeTCA AOHOPOM
METUNBLHON rpynnbl NpuU
OnocuHTe3e pasfIuYHbIX

BelleCTB.



MeTabonusm cepocogepxalmx aMUHOKUCIIOT
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MeTabonusm cepocogepxalmx aMUHOKUCIIOT
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MeTabonusm cepocogepxalmx aMUHOKUCIIOT
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MeTabonusm cepocogepxalmx aMUHOKUCIIOT
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MeTabonusm cepocogepxalmx aMUHOKUCIIOT
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MeTabonusm cepocogepxalmx aMUHOKUCIIOT
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Metabonuam chonartoB

ButamuH By (doonneBasa kucnora):
Ounonormnyeckas ponb

Tetparugpodconart (H4-chonat) — akTuBHasa popma honneBon KUCNOThI
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Metabonuam chonartoB
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Metabonuam chonartoB

ButamuH By (doonneBasa kucnora):
Ounonormnyeckas ponb

OcHoBHasa (hpyHKLUA — NnepeHoC ogHoyrnepoaHbIX chparmeHTOB
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Metabonuam chonartoB

ButamuH By (doonneBasa kucnora):
Ounonormnyeckas ponb

OcHoBHasa (hpyHKLUA — NnepeHoC ogHoyrnepoaHbIX chparmeHTOB
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Metabonuam chonartoB

ButamuH By (doonneBasa kucnora):
Ounonormnyeckas ponb

OcHoBHasa (hpyHKLUA — NnepeHoC ogHoyrnepoaHbIX chparmeHTOB
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Metabonuam chonartoB

ButamuH By (doonneBasa kucnora):
Ounonormnyeckas ponb

UCTOYHUKN ogHOoyrnepoaHbIX (hparMeHTOB

CepuH
rMULUVH
XOJVH
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Metabonuam chonartoB

ButamuH By (doonneBasa kucnora):

Ounonorn4yeckas posb

WUcnonb3oBaHue ogHoyrnepoaHbiX oparMeHTOB
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Metabonuam chonartoB

MeTtrnoHuH —> SAM —> SAG
AnieHo3uH
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BO,EI,OpaCTBOpI/IMbIe BUTAMWHDI

ButamuH By (doonneBasa kucnora):
Ounonormnyeckas ponb

WUcnonb3oBaHue ogHoyrnepoaHbiX oparMeHTOB
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Metabonuam chonartoB

Dihydrofolate Dihydrofolate 1 -cl?r:ﬁon
reductase reductase added
Folat Dihydrofolate Tetrahydrofolate
ole = (DHF) (THF)
A

Methionine

Homocysteine methyl transferase
B12

Homocysteine

Active folate
* Formyl THF
* Methenyl THF
- Methylene THF

|

Reduced folate
* Methyl THF

Purines
thymidine

DNA and RNA
cell division



Metabonuam chonartoB

ButamuH By (doonneBasa kucnora):
CMMNTOMbI TMMOBUTAMUHO3a

 HapyuweHue kpoBeTBOopeHUaA (dbonnesogedmunTHasa, MakpounTapHas
aHeMus, NemnKoneHusl).

* [lopaxeHue HePBHON CUCTEMbI (BPOXOEHHbLIE Ae(EKTbI HEPBHON
TPpybOKN).

 HapyuweHue pereHepauumn anutTenuarnbHbIX TKaHen (B YaCTHOCTH,
cnmauctom obonoykm XXKT).



Metabonuam chonartoB

ButamuH B4, (kobanamuH):
Ounonormnyeckas ponb

CH,CONH,

 ButamuH B, cooepXutca TONbKO B nuLle
XXMUBOTHOrO NPOUCXoXAeHUA (NMpu aTom

H,NCOCH,CH,
H,NCOCH, CUHTE3NPYETCA MOYTU UCKINHOYNTENBHO
HsC MUKpOOPraHmn3mMmamm).
H,NCOCH;  ButamuH B,, - €ANHCTBEHHbIN BUTAMWH,
coaepXxallun B CBOEM COCTaBe MeTarnsl
KoOanerT.

« OdpeKkTMBHOE BCacbiBaHWe BUTaMuHa B,
MNPOMCXOOUT B TOHKOM KULLIEYHUKE Nocsie
obpasoBaHUs BUTaMUHOM KOMMJeKca C

BHYTpeHHUM dakTtopom (dhaktopom Kacna)

Z J — [JIMKONPOTENHOM, CEKPETUPYEMbIM B

xenygke.



Metabonuam chonartoB

ButamuH B4, (kobanamuH):
bnonornyeckoe sHayeHue

CH,CONH,

« TpaHcnopT KobanaMnHOB B Nia3mMe KPOBU

H,NCOCH,CH, OCYLLIECTBMSAOT cneundunyeckme 6enku-
HzNCOng NepeHOCUYMKN TPaHCKODOanaMuHbI, 13
H3

KOTOPbIX Hanbornbllee 3Ha4YeHne NMeeT
TpaHckobanamuH |l, NOCKONbLKY NLLb OH
y4YacTBYET B rnepegaye smMtammia B,
KOCTHOMY MO3ry, a Takke B Aeno.

: « ButamuH B, (kobanamunH) cyLLecTBytoT B
Hsc—é;—o—lL -0 <')1 opraHu3me 4yernoseka B ABYX KOPepMEHTHbIX
dopmax: ae3okcnageHo3nrkobanamMmmH m
MeTUrKobanamMmH, N3 KOTOpPbIX NocregHAasa
npeobnagaet B nra3me KpoBM.



Metabonuam chonartoB

ButamuH B4, (kobanamuH):
Ounonorn4yeckas posb

MeTtunkobanammH

(KObepMEHT METUOHUH CUHTAa3bl B Ny1a3aMe KpoBU U uuTonnasme):
* CUHTEe3 HykneunHosbIx kucnot (OHK n PHK);

* CUHTE3 METUOHMHA 13 roOMOoLUMCTENHA.

Ne3okcnapgeHo3unnkodbanamuH

(kodbepMeHT MeTunmMmanoHunn-KoA-myrtasbl B MUTOXOHOPUAX):
* CUHTE3 NUNOMNPOTENHOB B MNENMHOBOW TKaHW;

* CUHTE3 rmyTtaTMoHa.



Metabonuam chonartoB

ButamuH B4, (kobanamuH):
CUMMNTOMbI TMNOBUTaAMMHO3a

HapylweHue * yBEnuyeHne pasMepoB 3PUTPOLINTOB;
KPOBETBOPEHWS * CHVKEHME KONMYEeCcTBa 3PUTPOLINTOB B KDOBOTOKE;
(MeranobrnactHas aHemmus) . chypkeHMe KOHLIEHTPALMM reMOrfoG1HA B KPOBM;

e OHEeMeHue KOHEYHOCTEMN:;

NopaxeHne HepBHOWU
« cnabocTb, HapyLweHne KoopanHauuu;

CUCTEeMbI

* MCUXUYECKNE HapYyLLUEHUS
MopaxeHue « OOnesHeHHble TPELVHbI B yrrax pTa;
nuieBapuTeribHON * [JIOCCUT («JTaKMPOBAHHbIN A3bIK»);

CUCTEMBI * JucnenTtn4eckue paccTponucTsa u ap.



MeTabonusm cepocogepxalmx aMUHOKUCIIOT

Methionine

<®
&#PP; + P;

v
S-Adenosylmethionine ====p Methyl donor

N> CH,

v

a-Methylbutyryl CoA MeTUOHUH siBNsieTCS

\-bAdenosine npeawecrBeéHHNKOM LULNCTEenHa.
v

Homocysteine
Cystathionine Cserine
-synthase
p-sy 0

vn .
Cystathionine

Cystathionase \* NH4"
o-Ketobutyrate

v
Cysteine



MeTabonusm cepocogepxalmx aMUHOKUCIIOT

COO~ COO~
+ +
H;N — CH H;N — CH
Cysteine
CH, CH,
2H" + 2e™
SH S
A Cystine
SH \ S
2H" + 2e~
. CH CH
Cysteine : :
CH — NH, CH —NH,




MeTabonusm cepocogepxalmx aMUHOKUCIIOT

Cysteine

\/ ATP

y-glutamyl

cysteine synthetase K‘
ADP + P;

v-Glu-Cys

Glycine
\ / ATP

glutathione

synthetase \
ADP + P,

LinctenH, Hapagy € rMUMUMHOM U
rmytamMaTom y4acTBYET B
CUHTE3e rnyTtaTuoHa —
Ba)XHEULLEro aremMeHTa
3aLUUTHbIX aHTUOKCUOATHbIX
CUCTEM KNETKMN.

v-Glu Cys Gly
| + || || |
e i i
“00C—CH—CH, —CH, —C—I\ll—CIH —C—I\ll— CH,—C00™
H c||-|2 H
SH
Glutathione (GSH)
(reduced)

Figure 22-29a
Lehninger Principles of Biochemistry, Sixth Edition
©2013 W. H. Freeman and Company



MeTabonusm cepocogepxalmx aMUHOKUCIIOT

BoccTtaHoBrneHHas
doopma rnytatuoHa

v-Glu Cys Gly
l = | | |
I i I
~“00C—CH—CH, — CH, —c—|\|l—c|H —C—I\ll— CH, —CO0~

Glutathione (GSH)
(reduced)

OKncneHHas
doopma rnytatmoHa

v-Glu - Cys - Gly
S
S

v-Glu - Cys - Gly

Glutathione (GSSQG)
(oxidized)



MeTabonusm cepocogepxalmx aMUHOKUCIIOT

NH,
= +
']""3 C=NH,
Glycine cle o —
COO0- Arginine
(CH,)3
+
CH —NH;
amidinotransferase Co0~
' Ornithine
NH,
+
C=NH2
NH Guanidinoacetate
CH,




MeTabonusm cepocogepxalmx aMUHOKUCIIOT

NH Guanidinoacetate

adoMet «<— | Methionine

methyltransferase C
adoHcy

N—CH; Creatine




MeTabonusm cepocogepxalmx aMUHOKUCIIOT

N—CH; Creatine

creatine
kinase \> ADP

ﬁ
A—N—Z—A—=—T—0 <
e oL T -|‘7 -
O »

n 2+ o
I T I
w N

Phosphocreatine



MeTtabonuam cheHnnanaHnHa n TUPO3nHa

CH, CH,
7
A | AN

OH

deHnnanaHuH TUPO3UH



MeTtabonuam cheHnnanaHnHa n TUPO3nHa

Phenylalanine
0,
Tetrahydrobiopterin

Phenylalanine
hydroxylase

\ Dihydrobiopterin
H,O

v °
Tyrosine

NADP”

Dihydrobiopterin
reductase

NADPH + @



MeTtabonuam cheHnnanaHnHa n TUPO3nHa

+
e
CH;—CH—COO0~

Phenylalanine

CH3—ﬁ—COO_
o
it [edeKkT pepMeHThI
aminotransferase | PLP deHnnanaHnHrngpokcunassbl
= NPUBOAUT K HAKOMMEHUIO
3
|
S dpeHunanaHuHa.
Alanine

(o)
|

@—CHZ—C—COO'

Phenylpyruvate

co,
H,0
<I)|-|
anz—coo- @—cm—cn—coo-

Phenylacetate Phenyllactate

Figure 18-25
Lehninger Principles of Biochemistry, Sixth Edition
© 2013 W. H. Freeman and Company

N30bITOK beHunanaHuHa
BCTYNaEeT B peakuuio
Oe3aMUHUPOBaHUA, YTO NPUBOAUT
K HAKOMJIEHMIO TOKCUYHbIX
NPOAYKTOB U pasBUTUIO
deHunketoHypumn (OKY).



MeTtabonuam cheHnnanaHnHa n TUPO3nHa

+
NH;
H O—@—CHZ —CIH—COO‘
Tyrosine
Tetrahydrobiopterin
tyrosine 0.
hydroxylase H,0
Dihydrobiopterin
HO ﬁH3
HO CHz—CIH—COO'

Dopa



MeTtabonuam cheHnnanaHnHa n TUPO3nHa

H -+
0 '\|'H3
HO CH,—CH—COO"

Dopa
amino acid | PP
CO,

decarboxylase

--
HO |\|"'|3
HO CH>;—CH;

Dopamine



MeTtabonuam cheHnnanaHnHa n TUPO3nHa

+
HO TH3

Dopamine
Ascorbate
O,
dopamine
B-hydroxylase H>0
Dehydroascorbate
-
HO TH3
HO (IZH —CH;
OH

Norepinephrine



MeTtabonuam cheHnnanaHnHa n TUPO3nHa

Norepinephrine

phenylethanolamine [~ adoMet
N-methyltransferase

adoHcy
-
HO Hzl\ll—CH3
Epinephrine

OH



broreHHble aMUHbI: KaTexoslaMUHbI

Dopa

- I
NH3 l
| I
HO CH, —CH—COO" !
Tyrosine i OH

Tetrahydrobiopterin E OH
|
tyrosine 0 :
hydroxyl '
ydroxylase H.0 i
Dihydrobiopterin I

e N : Catechol

I\IIH3 :
|
HO CH,—CH—CO00" |
I
|
!



BuoreHHblIe aMUHbI

H,O0
Dihydrobiopterin

-+
o
CH;—CH—CO0O0"~
H Tryptophan
Tetrahydrobiopterin
tryptophan 02
hydroxylase

-+
1
CH;—CH—CO0O0"~
HO

a.romat'lc PLP
amino acid
decarboxylase o,

5-Hydroxy-
tryptophan

3

Serotonin

TpuntodraH aBnseTcs
npeawecTBEHHNUKOM
HenpomegmnaTopa CepOTOHUHA.



BuoreHHblIe aMUHbI

-4
e
00C—CH;—CH;—CH—CO00"

Glutamate
glutamate | PLP
decarboxylase CO,

+
[
~00C—CH;—CH;—CH>
v-Aminobutyrate
(GABA)

[nyTamart aBnseTtcs
npeaLlecTBEHHUKOM
raMmma-aMMHOMACIIAHOMU
KUCNOTbl — BaXKHEULWero
TOPMO3HOro Heypomeauartopa



BuoreHHblIe aMUHbI

+
NHs
CH,—CH—COO"

~

Histamine

|
|
|
|
|
|
i
|
:
N NH i
X 1
Histidine i [MCTUOUNH ABNAETCS
| NPelLecTBEHHNKOM
histidine | PLP | rmcTtaMmMHa — OgHOrO U3
decarboxylase [~ CO, | KIOYeBbIX MEANATOPOB
| o
+ | annieprmyeckmx peakuui
'}""3 ! HemeqneHHoro Tuna.

|
CH,—CH, :
/—< |
|
N NH i
|
!



