ObMeH oTAaesibHbIX
aMUHOKUCIOT

Jlekunsa 3

HaymoB
AnekcaHap Bacunbesuny

[loLUeHT, KaHauAaT Med. Hayk.



Amino acid(s)

H Histidine

| Isoleucine

L Leucine

K Lysine

M Methionine
+ C Cysteine
F
Phenylalanine

+ Y Tyrosine

T Threonine
W Tryptophan
V Valine

WHO mg per

kg body
weight

10

20
39
30

104 +41(15
total)

25 (total)

15

26

WHO mg
per 70 kg

700

1400
2730
2100

1050 total

1750 total

1050
280
1820



bUoCUHTES
3aMEeHUNMbIX



B 6nocnHTe3ze AK OCHOBHYIO pOJ1b UIpatoT:

rnyraMar gerngporeHasa
rnyraMmMH CUHTETas3a
aMHUHOTpaHCcPpepa3bl

npeBpallatoT HeoOpraHM4YecknMm aMmmmak B
a-ammnHoasot AK



Glu & GIn



Glu

nyramar - npepwectBeHHUK cemencrea AK
CUHTE3NpPYyeMbIX MYTEM BOCCTAHOBUTENBLHOIO
aMMaMpoBaHUA a-KetTornyrapara us3
uuvkna Tpukap6boHoBbix kucnot (UTK) - B
peakuusax, Katannusnpyemoix rayraMar
AerngporeHa3zon MNTOXOHAPUN.

Peakuuna HanpaBneHa B CTOPOHY cuHTe3a Glu ans
CHUXXEHUSA YPOBHSA UMTOTOKCUYHOIO NH;.

O NH3+
_OY\)J\"/ o _O\H/\/\ﬂ/ o
O O O O
o~Ketoglutarate L-Glutamate

NH,* H,O
NAD(P)H H* NAD(P)*




Gln

Fnytamun — npy amuauposaHun Glu (rayramMumH
CHMHTETa3a) — NPOMEXYTOUYHbIN cybcTpaT —

y-rnytammn gocdoar. ) NHg"
Ha nepsoM 3Tane: PO N
O O
Glu + AT® - y-rnytammnn gocoat + AL
[Nanee:

y-rnytamun pocdpat + NH; > &, + GIn

NH3+ NHSJr
O O O O
L-Glutamate L-Glutamine
NH4+
Mg-ATP Mg-ADP + P,




. AMHHOMACTAHAA KNCNOTE
NH; _~7 (TAMK)
HC=(CHy)p = COO0" Cyration
C00- o S0
InyTaMHHOBaA Iyra
KHCnoTa \
Cumres
NYPUHOB

CHures Cinres

aKerormyrapar mg:nauux NMPHMHAUHOB

[Tyt ncnonb3osanus Glu

Cunres AMO®
NH;’ /

HC—CH—CO0™ ey [THPMMUAMHDI

coo- T~ Cunres
ACnaparuHoBas MOMEBUHDI
Kucnora
I Acnaparuu
Oxcanoauerar 1
Cunres
AMMOHWHUHbBIX CONeH

[Tyt ncnonb3oBanus ASp



CuHTes rAMK

Fnymamam-
*H3N—(|}H—COO' dexapGoxcunaza  *HyN—CH,
Mupudokcansepocam
(CH)2 (CH2)2
e T e
[nyTamnnoBan 002 (-AMHHOMACNAHAR

KHCNoTa KHCNOTa



N-auetunrnyramar (NAG)

buocunHTes 13

* 6Glu 1 aUUNOpHUTUHA (OPHUMUH ayunmpaHcgepa3sa)

* Glu v auetun-KoA (N-auemunanymamam cuimasa, NAGS).

B renaTounTax: 0 0
* 56% B MUTOXOHAPMSIX JV\T)L
« 24% B a4pe, HO OH
» 20% B uunTO30SIE. \"/”H
O

Perynatop uMkna Mo4eBUHbI
KoHueHTpauns NAG 3aBucuT oT ypoBHSA NH,
NAG — annocrtepuyecknin aktuBaTop TOMNbKO

kapb6amourngpocgam cunmemasni 1 (CPS1)

[1pn otcytcTBUN NAGS — runepaMmmMmoOHeMuUSA.

Bbicokasi koHUeHTpaunsa NAG B: kakao, kode, coe 1 Kykypyse



Ala & Asp
Asn



Ala, AnaHuH - Npu TpaHcaMMHUPOBaHVMM NUpyBaTa
O NH.*

)\/O_ /\-‘/O_
Pyruvate o o Alanine

Glu or Asp o-Ketoaglutarate or oxaloacetate

ASp acnaptart - npu TpPaHCaMUHUPOBAHWM
okcanauetata (LLLYK)



Asn acnaparuH - vz AsSp - acnaparuH cMHTeTasa,
HO ualLe AOHOPOM aMMMHOrpynnbl BbicTynaeT @lnN .

Peakunsa HeobpaTuMa

O NH;" O NH;"
ol O
0 H-oN
O O
L-Aspartate L-Asparagine
H,O + Gin Glu
Mg-ATP Mg-AMP + PP,




N-Auetunacnaprar (NAA) - ocHosHoe AK

Nponu3BOAHOE B MO3ry MJeKonuTarLmx.

- B CepOM BellecTBe - 5-95MM
- B HEMpOHaX u onurogeHapoumtax - 10 - 14 mM.
- B MHTecTMumanbHoM npocTtpaHctee - 80 - 100 uM
- B NMpoynx TKaHax < 1%

HenpoTpaHCMUTTEpP, aJIIOCTEPUYECKUN PErySiIaTop
MeTaboTpobHbIX peuenTtopoB Glu

O
YyacTeyeT B MexaHn3Max hopMUpoOBaHuUS 'HO\MOH
KpaTKOBPEMEHHON MaMsaTK.

O HN\fO

O

NAA - MapKep pacCesHHOro CKneposa,
MHCYNbTA, HempoaereHepaTuBHbIX 3aboneBaHUN.



NAA — CUHTE3NpyeTCAa B MUTOXOHOPUAX C MOMOLLbHO

N-ayemuun-l-acnapmam mpaHcgepasbi
MeTtabonusupyetcs, N-auemun-l-acnapmam

amudoa2udpona3soll Il (acnaproauenasou - ASPA)
B 6ernom BellecTBe Mo3ra, Oonblie BCero B Makporfimm -

onuroaeapouuTtax.

NAA BbINOSMTHAET PYHKLNU

cybcTpaTa ansa cuHTe3a XUPHbIX KUCIOT,
mMonekynapHaa nomna H,O, ocmonut
dopma 3anacaHma auetarta anga obpasosaHus aueTun-CoA.
npeaLecTBeHHNK HeEMpOTpaHCMUTepa/Henpromoaynsatopa -
N-auetun-L-acnaptun-L-rnytamara (NAAG)
9HepreTM4YecKMn NepeHOCHnK N3 akCoOHOB B
onurogeHapouUmnThbl



bone3Hb KanHaBaHa (Canavan disease) -
ayTocomMaribHasa peLeccuBHas nemkogncTpoduns
B MnageH4yecTBe artakcud, TUMNOTOHMA W HapyLUeHUS
HOpMarsibHbIX  3TarnoB pasBUTUA, B  COYeTaHuu C
Makpouedganmen n cyooporamm.
[ledeKkT acnapmoauena3sbl - HakonneHne NAA -
« rybuyaras saHuedanonaTma (acTporianmosnc, > HEWPOHOB)
* nporpeccmBHas NOTeps MUENUHa,
* HapyLleHne cuHTe3a >KI< au,eTmnxonMHa ®J1, Cpll,
* OTEK MO3ra. Eliessa &,

[Pleasure D. 2020].




Ser



Ser CepuH - npy OKWUCIEHUM FMAPOKCUIIBHOM
rpynnb 3-QDOCCPOI"J'|VILICPGTO
(3-cbochornmuepar germgporeHasa) noay4vyaercs

3 -pocgoruapoxcunupyear.

3aTteM — 2) ¢pocgpocepnH aMmnHoTpaHchepa3a -

ocpo-L-cepuH.

3) dpocgocepunH
¢ocparasza - Ser

OH

®-0 O

L-Serine

D-3-Phosphoglycerate

NH,*
/\I/O_ Pi H2O
HO ®) (Li

O~ NAD™ O~
_—>
®-0 O
Phosphohydroxy-
pyruvate
C (X'AA
l o-KA

NH,*
/Y O~

-0 O
Phospho-L-serine



CONTROL

/ PROLIFERATION

t DNA
3PG

synthesis

- § A

dNTPs
rNTPs

glycine

s

mitochondrial
homeostasis

$

\\\‘ SURVIVAL

serine
Tj}T BOLISM

B

\- —~~— ETC

__

PHGDH""

i

A

A PROLIFERATION
A

3PG DINA

F3Qri ¥
Y

serine
Serine e

A

Pr
glycine

= ”' ™ ?‘j

( ;'.J{!\

e : = hel '

, ‘ —U &

gamage//[ ] /]
S 3 =

|v “\ \

mitochondriopathy

¥

APOPTOSIS

1C MéT

_ synthesis

dNTPs
rNTPs N

- ETC
dysfunction|

B

_4

Vandekeere S. 2018. ! Ser synthesis via phosphoglycerate

dehydrogenase (PHGDH) is essential for heme production in EC.




Neu-Laxova syndrome

Pnuapaom Hey, PeHaTon Jlakcosou B 1972 roay.
Benert K cMepTu cpasy nocne poXxaeHus.
[lpynHa MmytTaumm B OAHOM U3 3 TEHOB:
« PHGDH (3-phosphoglycerate DH),
 PSAT1 (phosphoserine aminotransferase)
 PSPH (phosphoserine phosphatase)




Gly



Gly rnuuuH -

1. obMeHe CEpUHa (Ser);

2. kKaTabonmsme xonuHa (B,);

3. Npy Tp@HCAMUHUPOBAHNN*  FANOKCU/I0OBOM
kKucnotbl (rnmokcunar) (Ala, Glu)
* - cABUr B CTOPOHY cuHTe3a Gly.



Gly, 6 - rnuuuH
(1)

Methylene
H, folate H, folate
NH3+ NH3+
e \fo_
HO O O
Serine H,O Glycine

depMeHT — cepuH rugpoKkcuMeTunTpaHcgpepasa
SHMT

onat - BuTaMuH By



Gly, 6 - rnvuwuH

(2)

ButaMmuH B,

ButamuH B,

CH, 2H CH,

| |
HBC_ N+_CH3 —L) HSC — N+_CH3

Choline \ Betaine aldehyde kﬂ

OH 0
NAD* l’ H,0
HsC._ +_CH3 [CH3] CHa

N
H A HaC — N*— CH
o 3 3

O
Dimethylglycine O Betainekf(

O
[CHO]

H_+_CHs [CH,0] NH.*
~N 3

N L o
Sarcosine Glycine

o



Pro



Pr'o, Po- NPOJIUH - cnHTesnpyetcs u3 Glu B 4 sTana:

1.

2
3.
4

—O5P

dochopunmpoBaHue Glue rnyrtamar y-docdoar,
. BoccTtaHoOBNeHME B rnyTaMmar y-nonyanbaerva,
CNOHTAHHO LUNKITN3aUUNA — nMppOHMH‘S'KaPGOKCMﬂaT‘
. BoccTraHoBneHne - MNPOJTAH
o
/(\]/J\O HEO ‘4
TO T O NH5t
L-Glutamate O
ATP
J /\H\O_
ADP hd NH+
o— Al— Pyrroline — 5 — carboxylate

Glutamate yv - phosphate

NADPH /
NADP+
P; A
NADP+ @
o O
O NH3T NH2+

I
L-Glutamate .
v-semialdehyde L-Proline

{



Phe & Tyr



Tyr', Y - TUPO3UH - cHTe3npyeTcs 13 Phe

PeHuNnanaHnuH rugpokcumnasa
Peakunsa HeobpaTuma.

NADPT NADPH + H™

Sl

Tetrahydro- Dihydro-
biopterin biopterin

L-Phenvylalanine L-Tyrosine
O H H (‘?H
N =
OH
H-oN /I\N N
H H

Tetrahydrobiopterin



[TyTn npeBpalleHa TUPO3UHa
(Tyr, Y)

Muueson TMPOIMH
NHa+ \ NH3+ uwrosmanan
I-Kt & e e Tupeonamuie
'—CHz—-O o H'—CHZ—Q—OH o rOpPMOHbLI
COO~ cCOoo~
DeHmnnanaHmH Tupoanm
MurMmenTHbIe HepesHaa TKaub
KNeTrKm HaanovyeuHnmkm
3. 4-auokcupeHnnanannH 3. 4-auokcnpeHmnananmH
\J
Oodhammm
MenanuH
\J
Hopagpenanus

\ 4
AnpeHanvH



*HiN— C|2H— Coo~
CH3

H
Tupoanu

CUHTE3 AOPAMMHA

Tupo3un-
2udpoxcunasa

<

H20

02

Tempazudpo- Huzudpo-
G6uonmepun  Suonmepun

Hexapboxcunasa
apoMmamuveckux
*H3N— tI:H—COO‘ amunoxucnom *H3N —CH;
Nupudokcanspocgpam
CHy > CH3
CO,
OH OH
H
3 4-auoKcupennnananns Ropamum



TeTtparuapobuonTtepuH (BH,) — kodepMeHT, B
npoueccax rmapokcumnmpoBaHnga apomatmnyeckmx AK.

peHnnanannHrugpokcunasbl - Phe B Tyr.
TUpO3MHrugpokcunasbil - Tyr B JO®A,

TPUNTOMaHrngpokKkcHunasbl - rngpokcunnposaHue Trp
B CEPOTOHMHOBOM NYTU - S-ruapokcurpuntodan.

NO cuHTeraz (NOS) - BbipaboTtka NO n3 Arg.

BH, cuHTesnpyetca ns re

« GTP cyclohydrolase I (GTPCH),

« 6-pyruvoyltetrahydropterin synthase (PTPS),
- sepiapterin reductase (SR)



[ MAPOKCUMPOJINH
rMAPOKCUTU3UH



Mmwapoxcunponut

l‘unpoxcunuaun — CUHTEe3unpytoTcsa n3 Pro n Lys

B COCTAaBe KOJ1/1areHa rnpu yd4actmm
npoJsInJarungpoKcnsiasbl U JIN3NJArngpoKcnsasbli

0O,, ButamnHa C, Fe?* n a-kerornyrapara.

o-Ketoglutarate  ['°O] Succinate

Fe2t

Ascorbate 180H

|
/"\NANProwAA /"\NNProwAaA



CeneHouncteuH



Sec, U - ceneHouucrteuH

— CMHTE3unpytoTcss Ha TPHKSer
[lponcxoanT 3aMeHa KNUCnopoga cepyvHa Ha cesieH U3
ceneHodgocdarta (cesreHogocgar cmHTeTa3a)

ceneHouucrenn-TtPHKSec

H

|
H—Se—CH,—C—COO

|

NH,*

O
1

Se + ATP+ H,O=—» AMP + P, + H—Se—P — 0O

|
o



Katabonnsm AK



Ala
Cys
Gly
Hyp
Ser
Thr

o-Ketoglutarate | <— Glutamate —

lle
Leu

Trp v
Pyruvate

/

Acetyl-CoA

!

Acetoacetyl-CoA

1

p
Leu, Lys,
Phe, Trp,

Tyr

A\

/

Citrate

Oxaloacetate

Citrate
cycle

Tyr
? Fumarate <_[Phe
\_—_/

Aspartate «<— Asn

N\

Arg
His
Gln
Pro

le

Succinyl-CoA

< Met

Val



Myt npespalleHn AMUHOKUCNOT

docosaHonnUupysaTt

N
h

FMOKO3a

ailaHnH TrJMUUUH TpPeOHWUH

nupyear

'L / N3onenumH

.

A l / LUCTEUH  CEpPUH

Auetun-KoA =—> <> aueToaueTar [/1€ALMH

AN3NH
\ cheHMnanaHuH

—— TUPO3UH
—> OKcanoauerat P TpunTodhaH
acnaparuH
acnaprar
FMOKOreHHble
manar usountpar | 2APTVHUH MponnH
KeTOoreHHble UHTPp TMCTUOUH rNyTaMUH
FIHOKO- U
KeToreHHble
q)yn{apaT - Q-KeTornwTapat «——rnyramar
TUPO3UH \ / M30NenuUUH BanuH
¢deHunanaHuH CyKUMHaT CYKUMHUN-KOA <« | meTHOHUH TpeoHMUH
-~ .




Glycogen and Fat

Carbohydrate Fat (Glycogenic and
(Glycogenic) (Ketogenic) Ketogenic)

Ala Hyp Leu lle

Arg Met Lys

Asp Pro Phe

Cys Ser Trp

Glu Thr Tyr

Gly Val

His



Asp & Asn



Asn n Asp C nNoMoLWbO acrnaparnHasbl U
TpaHcaMMrHa3bl npespawatoTcs B okcanauerar (LLYK)

0
cZ
| NH,
CH,

H,O  NH,*

/|

|
|
COO

L-Asparagine

Asparaginase

70
e
| O
0
H—C—NH;*
|
COO

L-Aspartate

PYR ALA

N/

Transaminase

>

C=0
|
COO~

Oxaloacetate

GIin n Glu c nomolwblo rmyraMmmHasbl N TPaHCaMUHa3bl
npespawatoTcs B a-ketornyrtapart (a-KIh)

@] @)

c? H,0  NH,' el

| NH, 2 s | o

i \/ P

CH, > CH,

| . Glutaminase | .
H—C —NH, H— C —NH;

| |

cOO CcCOO™
L-Glutamine L-Glutamate

PYR

ALA

¢ S; .Z > |

Transaminase

C=0
I
COO™

o-Ketoglutarate



Pro



MponuH Pro, P - He yyacTByeT B TP@HCaAMUHUPOBAHUMN.
Katabonm3m B MUTOXOHAPUSAX.
[MpeBpalwaetca B Glu B ABa aTana

1. lNposauvH germgporeHas3a
2. MupponmH-5-kapbokcunar gerngporeHasa
(rnyramar-y-ceMmumanbgerng gerngporeHasa)

CoOTBETCTBEHHO HacnenCTBeHHble 3aboneBaHna™:
 'mnepnponnHemna I Tmna
 ['nepnponmHemunsa II Tnna

* - MpakTuyeckm 6e3CMMNTOMHbI



O

I
O
L-Proline

NADH + H*

NH*
Qro_

C

]
O

NAD*
Proline
dehydrogenase {@
\j

Al-Pyrolline-5-carboxylate

A

HEO Y\

Y NH3+
|
HC;CHQH\CH;CH“C’,O‘
I ]
0 @)

L-Glutamate-y-semialdehyde

A'-Pyrroline-5-carboxylate

;; NAD*
NADH + H*

dehydrogenase
Y
L-Glutamate
/ Pyr
Transaminase

\‘ Ala

Y
o-Ketoglutarate



Arg &
OPHUTUH



L-Arginine

HQO\

Em | Arginase

Urea ‘/

Y

NH;"
|
CH CH O~
Cll_lzx E‘MCH{F H'ﬁ’/
NH5" O

L-Ornithine

A
o-KG \

MyTauun OpHUTHUH
aMHUHOTpaHcpepasbl
— NMPUBOAAT K
rMpaTHOM aTpodun
ceTyaTKMu.

f'MNnepopHUTUHEMUNYECKUN
-rmnepaMmMoOHeMUnYeCcKmnm
CUHAPOM — fedeKkT B MT
NnepeHOCYNKa— OPHUTUH-
UMTPYJ/UITUMH aHTUNOpTEp

Ornithine o—aminotransferase

Glu‘/

\J

L-Glutamate-y-semialdehyde

f'MnepapruHuHemMusa -
nedeKkT aprumHasbl



HenoCTaToOUYHOCTb apruHassr
(rmnepaprmHmMHeMumNa)
3aboneBaHne pa3BMBaAETCH HE3AMETHO: Ha

MpoTAXEHUN MecdueB - J1IET CUMIMTOMbI OTCYTCTBYIHOT.

[Tporpeccupyrollaa cnacTnyeckas napanjermsa C
nepekpeLwmBatoWLMMNCA B BUAE HOXHUL, HOraMu,
XopeoaTteTomaHble ABUXKEHUSA U1
HecnocobHoCTb NpuobpereHmnsas OCHOBHbIX HAaBbIKOB
y paHee 300poBOro pebeHka yka3sbiBatOT Ha
nereHepaTtmBHble nameHeHmnsa s LLHC.
NporpeccupyroLllas YMCTBEHHAS | <

OTCTanoCTb
cyaoporu,
renaTtomMeranus .

—

HanoMnHaeT uepebpanbHbin naﬂanuq.



| UICTUANH



Peakuuna cmHTesa rmctamMmmHa

+HaN— CH— COO"~ Fucmudun- +HaN—CH>
dexapboxcunasa

CH2 Nupudokcansgocgam CH2

NH* > NH*
| 1 ‘\ -
NH H
CO2

ncrvanu ncramuu

Pacnag ructmanHa

HAL L dazoloneAMDHm FTCDS-FormiminoFTCD 510-
HlstldlneTUrocanate 7’-5-pr0panoate7_’ FIGLU m THE TmeTtEl:Ia:nyl
Ammonium  H,0 H,0 THF Glutamate ~ Ammonium
HAL - histidine ammonia lyase
AMDHD1 - amidohydrolase domain containing 1
FTCD - formimidoyltransferase cyclodeaminase
FIGLU - formiminoglutamic acid

Kanarek N. 2018



HaNT N S RH l
O _CH__ }4— o+
O | 2
L-Histidine — —_
O CH, - P CH -_ O
CH, C
|
NH4+ Histidase ':l
L HNT S NH N-Formiminoglutamate (Figlu)
_DH“CHC““-CAZ/
|| H Hq_ folate
© Glutamate formimino
Urocanate 5 o transferase
N==Formimino
H,O
Urocanase Hd fDIEltE
P L-Glutamate
HN™ S NH l
o) CH
S~ CHg)ﬁ‘ﬁD

|
O

4-lmidazolone-5-propionate

H,O

Imidazolone propionate
hydrolase

a-Ketoglutarate

[1lpy HepocTaTKke By
skckpeTunpyetcsa Figlu




Gly



FMUMUMH paclwlennalowmnMni KOMNNeKC

Haxoautcsa B MutToxoHApun, pacuwennset Gly ao
CO,, NH; n N5,N1%-MmeTnneH TeTtparnapodonara

Glycine + H,folate + NAD* — CO, + NH,
+ 5,10-CH,-H,folate + NADH + H*

MMUUMH pacllensiiowWmMn KOMMNJEeKC
nMmeet Tpu pepmeHTa n «H-6enok» ¢ NpuKpenIEHHOM
anrnaponaunoeson Kncnotom (ButammH N).



FrMuuuH pacuwennawowan cucrema (GCS)
KOMMNNeKC aAekapbokcunuposaHua Gly

S

|
S

NH4
NADH + H _OOCJ + H
glycine
NAD* @ o @ CO,
1 - rnnymun ]I (P-6enok)
@ O 2 — @aMUHOMETUNTPaHCPepa3a
(T-6enok)
HS O 3 — aurnaponunoamua Ar
HS
(L-6enok)

HS
(2 “~NH,

NH; + 5.10-CH, — H,folate H,folate



MADH/MH®

NAD®



HekeToreHHasa runeprnuuuHemus (rMULUHOBAA

aHUedanonaTua) - 2-4 No 4YactoTe nocrne PeHUNKeTOHYpPuUMn.
Nepekt GCS (1969) yvawe Bcero P-6enka, pexe T

6enka (H42R)

- GIy HaKalJinBae€TC4d BO BCEX TKAHAX OPpraHnM3Ma, BKJIHO4YAS

LIHC.

NepBUYHaA rmnepokcasareMmsa - CBs3aHa C
HEBO3MOXHOCTbIO KaTaboim3anposaTb rMUOKCUNIOBYIO
KMCnoTy, Kotopas obpasyeTcs npu Ae3aMMHUPOBaHUM
rnvuumMHa. lNpeBpalleHne rmmoKcunaTa B okcanart -
npuynHa MKb, HedppokanbLUMHO3A.

FAMUMHYPUA MOXKeET 6biTb pe3ysibTaTOM HapyLUEHUS
peabcopbuun Gly B noyeyHbIX KaHasbLaX.



Peakuusa BanmonpeBpaweHua Gly m Ser

HAOPH

HAO®

THF

Met

TS

SHMT

Gly
/

ayYM® I MTHF-DH

MS

Hcy

HALO

N°-meTun-THF

Gcé\\\\

NH,
Co,
HAO®H

/¢,

NYPUHbLI

. ATM¢\\X I
N1°-cbopmun-THF

N°>10-meTeHun-THF

] MTHF-DH

N>19-meTunen-THF

HAOOH

"MTHFR

HAO®



nyTVI NMCnoJsib3oBaHNA CepuHa U rMmunHa

ChuHronunuab
Meamarop UHC T beranH—» MeTHOHHUH
NH3 + CO2 ChuHroanH T
Xonuw—>» Qocdarngun-
Benkn XONWH
NHa* Ha*
Ll — ?Hz -« » HC=—=CHz==OH —» 3tanonamuu
Mnyratwon <— . COO~ CO0~
FnuumrH CepuH
Mem 1
[ nukoxoneean
kMcnora Mupysar
KpeatuH
Y

Obpaszoeanmne KOHLIOraToR
(rMnnypoBsan kMcnorTa) moKko3sa



Thr



TpeoHuH anbdona3sa pacuennsiet Thr A0 rnuUmnHa U

aleTanbaernga.

NHs™
|
CH O~

~CH~* ~c—
| |l
OH O

L-Threonine

&‘ Glycine
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TOYPVII-I — cynbdokucroTta, obpasylowanca B
opraHu3Me N3 aMMHOKUCIOTbI LMCTEeUHa

(IDI TCILI Heob6xoauM ANsa PyHKUUK

S MblLLEYHON U CcepaAeYHOCOCYANCTOMN,
HO™ \&)\/\NHz

HEpPBHOW CUCTEM, CeTYaTKM rnasa,
CUHTEe3a XXEenuu.

AHTNOKCMAQHT, OCMOpPEeryndartop, nogaep>xxvBaet
YBNa>XHEHNE KOXW, KOHTPONUPYET TPAaHCNOPT MOHOB,
MMeeT NpPoTUBOBOCMASIUTENBbHbIN 2P PEKT,

MHIMBUTOP PEHUH-AHTMOTEH3NHOBOW CUCTEMBI.
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5-HTP (ruppokcutpuntodaH) npoxoauT
remaToaHuedanndyeckmnm bapbep,
a 5-HT (5-ruapokcntpmntTaMmH), CEpOTOHUH - HET.

Cunte3 5-HTP us L-Trp npoucxoaut noa nevictemem
cheHunanaHuH-audpokcunasbl (KopepMmeHT - BH,).

5-rmpgpokcutTpuntodaH nekapbokcunmpyeTtcs B
CepoOTOHMH B pe3y/sbTate JAeucTBus dekapbokcunasbl

apomamu4ecKux amuHokuciom C NOMOLbiO BUTaMUHa Bg

[lanee N3 cepoToOHUHa CUHTE3NPYEeTCA MeNnaTOHUH.



