Ilekuisa. CneudianisoBaHi WNAXU
OOMiHY aMiHOKUCHIOT

1. OOMIH aunKniYHNX aMmiHOKMUCIOT

2. OOMIH UUMKNIYHNX aMiIHOKUCIIOT
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Knacudikauia AK 3a 6ionoriyuHoro 3Ha4YMMICTIO

Binku
Ta AK
XKi

He3amiHHi (8)
essential

JMisnH
IlenuuH
IsonenuuH
deHinanaHiH

TpeoHiH
TpuntodaH
MeTioHiH
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lNMpoTteiHoreHHi AK —

Binkn ta AK xi,
cunHTe3d 3 AK,
a-KEeTOKMCIOT,

20 a-L-AK, wo

BXOOATb 0 cknaay Oinkis ninigis,
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HacTkoBso 3amiHHi (10)
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AnaHiH
AcnapTtart
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MiuuH
myTamar
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NcTnavH
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MponiH
Tnpo3uH
LucreiH




Bknro4veHHsa ByrneueBux ckenetis AK B LUTK
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MIoKoreHHi (rrOKoONacTUYHi) Ta KeTOreHHi (KeTonsacTuU4Hi) aMiHOKMCNOTHU

KeToreHHi (2) 'noko- Ta KeToreHHilnokoreHHi (14)
} (4)
I3onenuuH ﬁ"aHiH MeTioHiH
. . cnapTtart Tpe0|-|i|-|
®eHinanaHiH AcnapariH B
Tnpo3suH iyt ApriHiH
MmyTtamar FicTmaunH
‘ myTtamiH
CepuH
Auetoauetun-KoA| | Auetun-KoA Mponix
LincTelH

NBK, WWOK, a-KT,
dymapart, cykunHin-KoA

KeToHOBI Tina I NoKo3a



[ MILUMH - samitna, rmiokoreHHa AK (Isz_COOH

NH,

CepuHOKCHMeTHITpaH(epa3a
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CH,—COOH  (Taimmnokennasa)HC—CoOH| HAL® L0 (coon H-COOH
llIH + O, > 8 — || —__* Mypamuna
2 -NH, -H,O -HAJIoH, (COOHJ -CO, KHCITOTA
['minue ['mokcuinoBa [[{aBieBa ¢
KHCIIOTa KHUCIOTA
I,0 4 CO,

5,.10
+N N—CH,—1IT'®K

[mime - »  Cepun —:- Anetuin-Ko A

v 7K
H,O 4 CO,

MaTonoria o6miHy
NepBUHHA rinepokcanarypis:
> 1 eKCKpeLifi okcanaTiB 3 cevelo;

> OKCcanaTHi KaMeHi, HUPKOBa HeAOCTaTHICTb,

> rinepteHsisa



Binku
KonareH - 33%
rniuvHy

XoBuHI KMCnoTn _ _
MNiuvH
FinypoBi KNCNOTH K

NMypuHoOBI
HyK/eoTua



1 CMHTesyeTbcn 3 3 cboccbornlu,epaTy
(Mmemabornim enikonigy)

| AR T2 asooai a0 12§ TOTPOsH2 4f T H,C—OH
HC—OH ——= =0 = =HC—NH, < = HC—NH,

COOH 1 AAL, CooH a-aal 4600a0a0  COOH 100, CcooH
OTRoTac040a0 01 761 1 200840 Of fio 1 Hade Naoei

MMiunH + H20 + MetuneH-TT®K « CepMH + TTOK

KaTtaboniam: yepes nipyBaT

— auetun-KoA

CepuHdeziopamasa

— aMIHoaKpunat — nipyBaT lLITK

-H,0 -NH,

CO,, H,0




AKTUBHI LLEeHTpM
cepmMeHTIiB
CEepuHOBI NpoTeiHa3mn
aueTunxosiiHecTepasa

=N
S

docchoninign
CoiHroninign

3-cpocorniyeph

=5/ | \



MeTIOHIH - He3aMiHHa, rnrokoreHHa AK.

[onoBHe Axepeno MeTUNbHUX rPyn B OpraHi3ami

MeTioHiHageHo3unTpaHcdepasa Q iH

ATO
H,C-S-CH,-CH,-CH-COOH * H C-S -CH,-CH,-CH-COOH

MeTioHiH NH, NHz-

+) CH,
BiT B,, Bm\ /CH?” (-) a0eHo3mH

HS-CH,-CH, -CH-COOH
NH2
fomouucTeiH

BiT B, MaTonorisa o6miHy

lNinepromouyucTteiHeMmis
LlncreiH FomMouUCTUHYpIs




Linkn akTuBHOro MeTuny ta pereHepauisi METIOHIHY

[NoniamiHu

* — T

UHTE3 afpeHanity, |~y

KpeaTuHY,XOniHy, 3 [ SAM +ATQO

capko3uHy, TMO®,

OHK, 6inkis
- / 5inKu
S-apgeHo3un- [ ¥
romoumncTeid (SAH) eTIOHIH CepuH

/ﬁ TrOK (B,) @ﬂ |
\ [niyuH
AOeHO3UHK>

CH,-kobanamiH (B [ MeTmneH-TFCDI}
FomouucTeiH

e — l \ CH,-Tr oK J/

LincTtarioHiH
a-Kemo6ymupams_/ l Bs

Lncrein }




BiocnHTe3 6inka —
IHiLirOIOYa aMiIHOKUCIOFE

LiucreiH

—,/ 3HewKopXKeHH
TOKCHUHIB
- AOoHOp MeTUNbHUX rpyn
XoniH ~

/ | \ AHK

TuMmigunaT
KpeaTtuH (TMOD)

AppeHaniH



CuHTe3 KpeaTuHy

HN + HN-CH,-COOH HN=(|:-NH2
[MiumH g + HN - CH, - COOH
[yaHiguHoaueTtaT
(rnikouiamiH)

@72
HN= c NH, SAH

H C—N—CH ,~COOH

+ ATO
KpeaTuH \

HN=C - NH HN=C-N H<H,PO,
H,C-N ‘ ) H,C-N—CH,~COOH
1-21 ﬂ°6y HC-CO KpeaTtuHdocdat

KpeaTuHiH

Ekckpeuiqa 3 cedeto @ “




[MaTonoriss oOMiHy MeTiOHiHY Ta FOMOLUCTEIHY

* NinepromouucTeiHeMmis,
roMOLMUCTUHYPISA:

- DedPeKTU PEPMEHTIB
MeTaboniamy roMoumnCTEIHY;

- gegiunT BiTamiHIB B,B,,B,,

ifi " nepexpbIT | | 1
P;I
"'\w‘: {

Mie!
Wndbapkr

[laTonoria cepua Ta CyauH,
TPpoMOO3uU, iH(hapKTK,
IHCYNbTU

OnTumanbHUU piBEeHb
romouucrteiHy <10
MKMOJb/N

Hebe3ne4yHun piBeHb
(rry) > 15 mkmonb/n




U,VICTe-I'H — 3aMiHHa, rmokoreHHa AK.

CUHTE3yeTbCA 3 METIOHIHY

LlucreiH

mpchaMiHyefy OKUCJIeHHS
HZC—SH l .................
------ o HC—SO,H
(IIZO | H,S | 2| ........ 27
| —"~  HC—NH,
COOH |
: COOH
B-MepkanTonipysat
J uucTeiHcynbgiHaT
2ATO |
q)Aq)C 8042-
®docdaraJIeHO3HH- l
docdocymbdar ceua

rinoTaypuvH

-CO,  H,C—S0,1

TaypuH



BTOpMHHA, TPETUH
CTpykTypa 6inKs

a
AKTUBHI LeHTp
cepMeHTIB
‘
/
— LincreiH ~
|
XoBUYHiI KMCNoTH

-@




[TaTonoria oOMiHY LUCTelIHY

* HUnucTtmnHo3s — nopyLueHH4
peabcopOuil LUMCTEIHY.
Kpuctanu uncTmHy
BIAKNAOalTbCA B KIITUHAX
KPOBI, KICTKOBOIO MO3KY,
neyviHui, poriBui oka.

* LluctunHypia — noBHe
b6rnokyBaHHS peabcopbuii
LMCTMHA | YaCTKOBO — MI3NHA,
apriHiHa,opHITUHA. B HUpKax
YTBOPIOKTLCA LMCTUHOBI
KaMIHLLI.




AprIHIH — YaCTKOBO 3aMiHHa, rntokoreHHa AK.
CUHTE3YETbCA | po3nagaeTbCs B OPHITUHOBOMY LK.

[xepeno okcnay asota (NO) — Basoannataropa,
Henmpomegiatopa. barato B Gifikax rictoHax , WO
ctabinisytotb JHK. CuHTE3 KpeaTnHy

OpHiTHH
l OpHIMuHosuU UUKIT

l CeyoBuHa
ApriHiH 4 OpHITMH — ........ — [nyTamart
~HALOH, |
NOS a-Ketornyrapar
: [ iokoHeozeHe3s LUTK

[ noKo3a CO,, H,0



Po3ranyxeHi aMiHOKUCIIOTH

BaniH - He3aMiHHa rnmrKoreHHa
INleunH — He3aMiHHA KeTOreHHa

I3o0NnerumnH - He3amMiHHa rnKo- Ta KeToreHHa
CH-CH-COOH CH-CH,zCH—COOH
/ / LE]|

H;C—CH,~CH—CH—-COOH

NH
NH, Ban H;C NH;  fien 2 Ine

o-keTornytapat

mpaHcaMiHy8aHHs
rmyrtamMmar

po3ranyxeHi a-KeTOKUCOoTHU

JeziopozeHa3a po3aasnyxeHux
a-Kkemokucsiom

Aunn-S-KoA

Auetun-S-KoA
MNMponioHin-S-KoA

IL[TK I II' JI'OKO3a IIKemOHoei mina




[MopyLieHHA OOMiHY BaniHy, NeLUUHY, i30NenuuHy

XBopobOa KrneHOBOro cupony —
aAedeKT gerigporeHasu
po3ranyxeHunx

O-KeTOKMCIIOT.

[MiaBuLleHa eKcKpeuis
po3ranyXeHuXx a-KeTOKUCnoT 3

ceyero Hapgae 1M 3anax
KITIeHOBOro cupony




deHinanaHiH — He3aMIiHHa, KO- Ta ketoreHHa AK

Tpo3uH — 3aMiHHa, MMIKo- Ta KetoreHHa AK

deHinanaHiHrigpokcunasa OH
Q Oaé \/ H,0 SN
TrBn remn ‘
[ =
"
H(lj—NH2 CH,
a-KIr _
COOH myTamart HC NH2
deHinanaHix COOH
TNpo3uH
CH
| 2
CcC_0O

| . .
COOH PeHinnipyBaTr



®eHunanaHiH LLjlumonodi6Ha

2idpokcuna3a 3as103a o
dbeHunanaHiH —C D » TUpeoIiaHi
6ionmepuH FOPMOHHU
¢heHinkemoHypis
AOODA
.. MiameHmMHi Z‘f{gﬁgﬁg
deHinnipysat KnimuHu ’
HaOHUPHUKU
roMOreHTU3MHoOBa anbOiHism
OH KUCJI0Ta _
MenaHIH nodami
HO Bum C
CH .
2 HopaapeHaniH
COOH
l+CH3
asikanmoHYypisi okcuda3sa )
20MO2€eHMU3UHOBO0I agpeHaniH
Kuciomu

dymapar auetoaueTtart



deHinKeToHypis — aediuunT AnkanToHypis —

cdbeHinanaHiH-4- AediunT okcuaasu
rigpokcunasu roMOreHTU3nHOBOI
KUCNOTH

OnirodpeHin
\depmaturt

Ceva - cuHe
3abapBneHHA T

Ceya 4yopHi€e Ha
noBiTpi

OXpOHO3 -
«CuvHI xpswi»

BiacyTHicTb MenaHiHy




H

|
. CH,—C—COOH
TpuntodaH — He3aMiHHa, TN
[MOKO- Ta KeToreHHa AK N
H
Ode1 of 6 ai
2idpokcuna3sa B;
TpuntodpaH » [ 5-okcutpuntodan | ——— | CEPOTOHIH |
6ionmepuH -CO,
OkucrneHHs1
ludponus
MEJIATOHIH
| KiHypeHiH | | |

| | TBapuHHUM iHOMKaH |

| Bitamin PP




XBopoba XapTHyna - nopyLweHHA peabcopouii
TpuntodaHy Ta iHWKUX HenTpanbHMX AK B HMpkKax
TpuntodaHypisa + CAMNTOMU HeAOCTaTHOCTI BiTaMiHy PP
(nenarponopioHn aepmaTuT, POTOUYTNUBICTDb,
HeBpPOJIOriYyHi po3naaun) + CUHAPOM «CUHIX MNEeNOLLOK»




lMponiH — 3amMmiHHa, rMIOKOreHHa.
CuHTes | KaTaboniam — 4yepes rnytamar.
3a y4acTi BiTamiHy C rigpoKCUoeTbCH
Y FiAPOKCUNPOSiH B KONareHi

(0O3piBaHHSA KONareHy).

3pOCTaHHSA PiBHSA rigpoOKCUNpPOoriiHy B
KPOBI | cedi — Mmapkep decmpykuii
crnoJsiy4HoI mkaHuHu !!!

3 +—— Hydroxyproline

Q-Fproame

7

[Mponinrigpokcunasa




IMianH — He3aMiIHHA, KeToreHHa.
Kataboni3am — yepes auetoauetun-KoA.
3a y4yacTi BiTamiHy C rigpoKCUNIeETLCA

Y FiOPOKCUII3NH B KOMareHi

(Jo3pieaHHs1 KOJsla2eHy).
barato ni3unHy B ricToHax, npoTamMiHax
(Hagae Im + 3apsa)

HZN—CHZ—CHZ-CEZ-CHZ-(IZH—COOH
NH,
Iisnnrigpokcuna3sa
o, HO

Ni3uH ~__ A Trigpokcunisun
AckopOiHoBa

RHACJIOTA




: _ N—y—CH,-CH-COOH
icTUAUH — yacTkoBO 3amiHHa, ( \5 .
2
N
H

rniokoreHHa. CuHTesyeTbcsa 3 AT Ta o1
ONO03U
B, NcTnavH BXoOAuUTH
rictTuauH » | ICTAMIH |
co, [0 cKknaay |
aKTUBHMUX LIEHTPIB
de3amiHyeaHHs1 coepmeHTIB
XoniHecTepasu,
: XiMOTPUMNCUHY,
lypokaHin__ | TPOMOGiHY Ta iH.

| ®opminrnyTamat |

—

| | ®opmin-Tr oK |

| Tnytamar




HeratTmuBHuUM 3apag

AKTUBHI LeHTp
cepMeHTIB

&
G

A

a-KeTornyrapa

H,

/

7,

HOOC-CH,-@H,-CHCOOH
OLE 1|V

dakTopm

3cigaHHA KpoOBI
II, IX, X,XI

Y-Kapb6okcurnyramay

TpaHCNopT
NH,



deszamiHVBaHHSA
TpaHcamMiHYBaHHA

_:,.--'OKVICHe Ae3amiHyBaH HFI

— HAL
NH,
— HALOH,
3]
R (anaHiH, iHWi AK) ( MBK, iHWi a-KeTOK-TN)

+CO, _—COOH

~ 72 -CH
== -CH,-COOH H oon




HeratTmuBHuUM 3apag

AKTUBHI LeHTp
cepMeHTIB
A
/
OkcanoaueTta

/
G-

HOOC-CH,r H(|3 —CBOH
i

/

7 N\

CuHTE3 NypMHOBMUX Ta
nipMMiAMHOBUX
HyKJieoTuAaiB

TpaHCNopT
NH,



KniHiko-giarHocTn4yHe 3Ha4YeHHA TpaHcaMiHa3

AnadiHamiHoTpaHcdepasa (AIIT)

ANT - 0,1- 0,68 mmonb/(roa*n)
ACT - 0,1-0,45 mmonb/(roa*n)

KoediuieHT ge PiTica:

ACT/ANT=0,9 1,3

Bs

nipyear + rnyramar

IHgbapkm miokapdy

ﬁ F1ACT

Nenamum,
yupos

p? TTTANT




H;C—CH-COOH H,C—CH—HC—COOH
| o | - l
OH (%NH,

N,

AKTUBHI LeHT[
cdepMeHTIiB

TpaHcnopT
NH,



EH3nMonarii 06Mi|-|y aMIHOKUCHOT

MopyweHHA oOMiHy AK:

NMatonoria:

deHinanaHiHy - gegiuunT
deHinanaHiHrigpokcunasu

deHinkeToHeMis,
doeHINKeToHypIq,
doeHinnipoBuHorpagHa
onirogpeHida

TUPO3UHY — AePILUNUT TUPO3UHA3N
aediymMT okcuaasn roMOreHTU3NHOBOI K-TU

anb0biHi3M
ankanToHypiIs

BasiHy, fIeMUunHy, isonenunHy — geqiunt
AerigporeHasu posranyXXeHuX o-KeTOKUCIOoT

XBOpoOa KneHoBOro
cupony

LincteiHy Ta umctuHy, anichatnymnx AK
(nopyweHHs1 peabcopOuil B HUpPKax)

LMCTUHYPIA, LUCTUHOS,
LIUCTUHOBI KaMHi

rMiyuHy

rinepokcanypis

METiIOHiHY, FOMOLUCTEIHY

rineproMoLUncCTeIHEMIS,
FOMOLMCTUHYPIA

TpuntodaHy Ta iHWKUX HenTpanbHUx AK
(nopyweHHs peabcopouii AK B HMpKax)

XBopoba XapTHyna
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