PO Ehc') avartANPwaonc MPWTIEIVWY,
KATABOALOMOC QLVOEEWV KAl
KUKAOC TNC ouplaC

Artopakpuvon alwtou — KUKAOC ouplag,

TUXN OKEAETOU ATOMWV avOpaka,
SlatapaxeC LETABOALOMOU QULVOEEWY
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Apwvoéea

> NAOULKO OUOTATLKO TIPWTEIVWV

> Mnyn alwtou yla BloouvBeon aAAwV apwvoéewv
Kol AAAWV eVWoewV (VOUKAEOTIOlwY, OPUOVEC,
veupodLapiBaotec)

» OAEC ol eVWOELC Ttou mepLlexouv alwTo cuvtiBevtal
armo ta apwvoéea (n mAetovotnta yivetatl ouplia)

> Mapaywyn EVEPYELOC
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Apwvoéea

EVWOELC TTOU TPOEPXOVTAL OLTTO OLULLVOEEQL:

» Kuttoplkec mpwtelveg

> OPUOVEC

> NevpodbLaBLpaotec

> Qwodoplkni Kpeativn

> Alun

> MeAavivn

» Baoelg moupivng, mupLudivng
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[MNYyEC aptvoéewv

0 BloouvBeon

0 Amolwkodopnon mMpwteivwyv
0 Npwrteiveg tpodwv (en)

0 EAQTTWUOTIKEG ) KN AapaitnTEC MPWTELVEC (Mpwteoowa)

0 Aduvapia amobnkevong kal anekkplong nAeovaloviwyv
apvoEewy. H mepioosta twv apvoéewv kataBoAiletal
(LetaPoAlko kavoLuo)

0 HkUpLa B€on o€eidwonc Twv apvoewyv ival to Nmap
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NéYn npwreivwv tpodng

AYAOZ KYTTAPO AEMTOY ENTEPOY AIMA

Apvoéea

—> Apvoéea =
~

MpwteoAuTiKA

, MNemmibdosc
gviupa

. Tpmentidia
Amentidia

MNpwrteiveg

Ve

OhryonemtiSia Apvomnentiddon N

3/4/2015 A.A. Asovidog S Bomeos &
- Biotexvofioyios

Novenoonpiou Beooonios



MpwteoAuTIKA EViL QL

d2topaxt: mepivn (péylotn Spaotikotnta o€ pH 2)
J Aemtto €vtepo: maykpeatikee pwtedosc (Opudivn,

XUpoOpuivn, eAactaon, kapBofumenTtidAosec).

Kaveva eviuuo arto uovo tou OV UITOPEL va TTEWYN ULo TTPWTELVN

o€ auLvoéea
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ATOLKOSOMNON KUTTAPLKWYV MPWTEIVWV

» PUOuLon petoBoAikwyv dtadkaoLtwv

> ATTOMAKPUVON EAATTWUOTIKWY TIPWTEIVWV

Nw¢ propouv va PokKUYPoUV oL EAATTWHATIKES TTPWTELVEC;

1. ZdaApata Katd tn pHeTadpaon
2. OtelbwTtikn BAAPBNn
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ME moLo MNXOVIGHUO TO KUTTAPO MIMOPEL VoL
SLaKpivel molec mMpwTEivec mpoopilovtal yia
aotkodounon;
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**H ouBkttivn elvat pa pkpou MB (8.5
kDa) mpwteivn ouvtnpnUEvn o€ OAa T
EUKOPUWTLKA KUTTOPAL.

s 210 KapPBoEuTeALKO TNC AKPO BploKeTOL
uLa Gly n omoia mpoodEvetal OpOLOTIOALKA
LE pLa e-apwvopada pag Lys tne
TMIPWTELVNC TTOU TTPOKELTAL VOl

arolkodounBeL.
Ub

lcomenTIdIKOC
beopdc

Lys
0] 0O
H
//ij N\)K
/N N\
ﬂEﬂTl@lf(OC O Memmdikog e
BECHOC SEOPOC KQpBO&U-TE}\IKO axKpo

Turpo
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H ouBKLtivn €lvoi ToAD cuVTNPNEVN OTOUC EVKOPUWTLKOUG
opyaviopou¢ (Cuun kat avBpwroc dladEpouv povo o€ 3 amo ta

76 apwvogea tnc ouPukitivng)
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Tpila eviupa maipvouv HEPOC otn olvdeoN TNG
ouPLKLTivnG oe kKaBe mpwteivn:

1. To €vlupo mou evepyormolel tnv ouPikitivn (E1).

2. To €vi{upo mou TtpoodeveL TNV ouPikitivn (E2).
3. Mpwteivikn Ayaon tnc ouPikitivne (E3)

3/4/2015 A.A. Aewvidog




Mnxaviopog npocdeonc ouBLKLTivng
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**[MpookOAANGCN €vOC povo popiou ouBikitivne sival acBevec onua
yla arotkodounon.

s AtadoxLkn mpookOAAnon popiwv ouPikitivne (4 kol mavw) Pe T
ouvdeon TNG -aUWVIKAC opadac tnE Lys-48 Tou evog pLoplou
ouBkttivng otnv teAkn kapBosuAopdada tou AAAOU Kol TEALKA OTNV

nPwTteivn otoXo amoteAEL Eva LOYUPO onua.
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Oufuwkttivn 1 OupuKttivn 2
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) [Npocg mpwteivn-

) 4 ~“~“otoxo

Eruipavela S€opevong
6la¢0p€TlKﬂ loomenTidikoi Seopoi

ATtwWAELQ LOPLWV OUBLKLTLVNG
Xwpic mapAdAAnAn

QTIWAELQ TOU OHULOTOC
3/4/2015 A.A. Aswvidag




*TLtpoodlopilel To av pio mMpwTeivn Tou KUTOCOALOU

OUBKITLVUALWOEL;

***To av po mpwTteivn Ba ouBLKITVUALWOEL e€apTdTol oo
ocUOTAON TOU OULVOTEALKOU TNE Akpou (kavovacg tou N-teAkoU

KOTAAOLTTOU)
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E¢aptnon tou Xpovou NUI{WNAC TWV IIPWTEIVWV TOU KUTOCOAIOU
arto tn duon Twv optvoéEwv tou N-TeALKOU TOUC AKPOU

Anwoéea upnAng otabepotntag (t,, > 20 wpeg)

Ala Cys Gly Met
Pro Ser Thr Val
Auwoéeéa gyyevoug otabepomnoinong (t,,, = 2 -30 Aentd)

Arg His lle Leu
Lys Phe Trp Tyr

Apwvoééa anootaBepomoinong HETA Ao XNHULKNA Tpomonoinon
(t;/, = 3 -30 Aertta)

Asn Asp Gln Glu

H amokapBoéuAdcon tng opviBivng €XEL TOV ULKPOTEPO XPOVO
(wN¢ amno kaBes aAAn npwteivn (11 Aemta)

Alpoodalpivn: xpovocg {wng Tou KUTTAPOU

KpuotaAAivn (dpakoc): xpovoc {wnc Tou opyaviopou
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H ouBkitivn elvo To pivupa yo thv amnokodopnon Kot to
MPEWTEOCWHA 265 £{vall O EKTEAESTAC

vTo npwtedowpa 26S givatl CUUTTAOKO:

npwteoowpa 20S (KataAuTLko)
npwteoowpa 19S (puBpLoTIKO)
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To mpwteocwpa 26S

> KaAvppa 19S

- Npwtedowpa 205

> KaAvppa 19S




To npwtedocwpa 20s

Urtopovadeg a

urtopovadeg B

urtopovadeg B

AULVO-TEAIKO
TUPNVOPIAO KATAAOLTTIO
Bpeovivng

UTtopovadeg a

Aroyn and enavw

vTo cupmAoko 20S Sopeitatl and Svo avtiypada 14 opdéAOywv UTTOPOVASWV Kal XEL
pnado 700 kDa

vETa Akpa Bpilokovtal oL UTIOMOVASOEC o Kol 0T HEOT OL UTIOUOVASEC B

vT0 KOTOAUTIKA KEVTPO TNE TIPWTEAONC EVTOTIL{OVTAL OTO ECWTEPLKO TOU KUALVSpou ota

N-teAka akpa urtopovadwyv B |
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Memubika 8pavopara AnelsuBepwpévn
l oupikitivn
‘I‘Ipwmékucn

Auwvoéca

AwaBson

Mapapévouv adikta Ny N — :
yia BIoCUVBETEIC “ Apopades npé;(?)urgﬁ‘i;i‘;\ou

g oupiag
AvBpakikoi okeAeToi
20vBeon yhukolng . : - x
A YAUKOy6vou @ s 30v0c0n Mmap@v o€Ewy
3/4/2015 Birs &

Kuttapikn avamvor)




O

] O
C R . /
R1/ \|I\|/ ° 4+ H0 = Ri— u + Ro——NH;3"
H O

Ta evepyd KEVIPA TNC MPWTEAONG evtomiloviol TPOoC TA OLULVO-
TEAIKA AKPO OUYKEKPLUEVWVY UTIOHOVAOWVY [ OTO E0WTEPLKO TOU
BapeAoL (Ser i Trh). OL vbpofuAikec opadec touc Spouv WG
nupnvodlha Kevipa Kol mpooBailouv TIC KapBOVUALKEC opadec

Twv  mentldkwy  deopwv Kol oxnuoatilouv  evdlapeoa
akuAogv{UuOoU.
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To npwtedowpa 195

v700 kDa

v'20 UTTOHLOVAOEC

vPubBuileL tnv elcobo 010 ECWTEPLKO TOU KUAIVEpOU
vTa KUpLO. CUOTATLKA TOU €ival 6 ATPAoeC

vioomentidAon yLo TNV amopdkpuvon Tne ouBLKLTivng
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MTINAKAZ 23.2 Aigpyaocieg mou puOpi-
{ovtal pE amoikodopnon MPWTIEIVNG

Metaypapn yovidiou

E€cM&n kuttapikou KukAou
IXNPATIOPOC 0pYavwY
Kipkadikoi puBpoi
PAsypovwdnc amokpion
KataotoAn oykou
MetaBoAiopoc xoAnotepoAng
Eneepyaoia avtiyovou
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H ouBkitivn Kot To MPWTEOCW LA £XOUV LGOS UVOOL OTOUG
TIPOKOLPUWTEG

a kot B: 0Aec
ouolec uetaéu
TOUG

o KaLB: 7

Apxaiko EukapuwTtiko LOOUOPPEC
MTPWTEACWHA MTPWTEACWHA

H cuVOALKN] QPXLTEKTOVLKN ELVOIL CUVTNPNUEVN
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PP P_

ThiF
0 o’;’ SAMP 04” “SSH

Oelapivn

Mopulakoi tpoyovol tn¢ ouBkitivne: BioolvBeon
NG BelopuivnG o€ MTPOKAPUWTLKA
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Ouikitivn

KapPolu-teAiko dkpo KapBo&u-teAiko dkpo

14 % TavtoTnTe apuIvodikig aliniovyiag
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Kupwa 0éon anowodopunong ota OnAaotika eival Tto Ao

1. Amnopakpuvon tng a-
QULVLIKAC opadag

2. Amowkodounon tou
avOpaKkLkoU
OKEAETOU
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OL Q-OLULLVLKEC OULAOEC LETATPETIOVTOAL O LOVTA OLUUWVIOU UE
0&eLOWTLKNA armapivwon Tou YAOUTALLLVIKOU

~00C

k4

> NH4+

[AouTauIVIKO
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"HsN

X/\
~00C COO~

Moutaviko

3/4/2015

0 Q *HzN
AuwvopeTagopdon JH
- = + :
~00C R, ~00C R, ~00OC R,
NAD* NADH + H*
(y NADP*) (1} NADPH + H*) NH,*

N

/ i
-ooc//u\\//”\\coo-

a-Ketoyhoutapiko

H,0
NH,* \\\k
-ooc’/u\\///\\coo-

Evéiaupeco
Baong Schiff

A.A. Acovidog (S aomeess

Biotexvofioyios
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Tpavoapivwon NH,*

|

?OO_ ?OO_
+
C=0 COO™ HsN—C—H COO
| | PLP | |
(|3H2 + HsN—C—H - - (|:H2 + (|3=o
Apwvotpavodepaon
(|)H2 R (tpavoapvdon) ?H2 R
COO~ COO~
a-KETOYAOUTAPLKO | L-apwogo _ L-Glu a-KeTogL
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Tpavoopivwon

Asp + a-KETOYAOUTOPLIKO ———= 0&aA0o&LkO + Glu

Ala + o-ketoyAoutaplkdO <———= mupootaduAko + Glu

OL avtlOpACELC TPOVOULVWONC ELVOL OLVTIOTPETTEC KOl UTTOPOUV
£TOL va XpnoLpormotnBouv yla tn cuvBeon apvosEwy armo a-
KETOEEQL.
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MIA ANTIAPAZH — KAEIAI
A THN ANMOMAKPYNZzH TOY AZQTOY

GTP
| ADP
| |
| I
G00" o COO~
+ + +
HBN_?_H NAD\(P)\é ¢ NAD(P)H + H (I)= o
|
(EHQ = HQO < = (leQ + NHI
A [ 4
CH, @udpoyovaon Tou CH,
| vAouTtapivikou |
COO COO~
"AouTtapiviko a-KEToyAouTdapiKo

H mapaywyn LOVIwv oUpwViou amo tnv
adpudpoyovacon Tou YAOUTAMLVIKOU, OTO HLTOXOVSPLOL TOU ATATOC,
tpododotel Tov KUKAO TNG ouplag
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O
a-Apvo&u a-KetoyAoutapikd NADH + NH;" —— )J\
H,N NH,
Oupia
NAD* + H,0

a-Keto&u [AOUTAMIVIKO

UTo alwto mou petad£pBnKE 0TO A-KETOYAOUTOPLKO UETOTPETETAL O
eAeVBepa LOVTO AUUWVIOU PHE OEELOWTLKA armopivwon.
UKata tnv avtidpoon autr €(OUE KAl avayEVVNon TOU a-KETOYAOUTOPLKOU.

To €vlupo nou kataAuel tnv avtidpoon autn eivat n adudpoyovacn tou
YAOUTOLLVLKOU KOL EXEL TO XOPOKTNPLOTLKO OTL XpnoLpomolei eite NAD eite

NADP.

Turpo
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>H appwvio TTou MoPAyETaL Ao TV AMAUivwon Twv apvoéEwv Ba
MPEMEL VO aTteKKPLOEL yLati elval toLkn.

>H omékkplon yilvetal PE Tn METATPOT TNG TOEKAC QUMWVIOG o€
ouvplaa n omoia eilvat pn toflkn, vdatodblalut kol €gUKOAA
ameKKpLVETAL 0T OUpPAL.

>H dlepyaoia e TNV omoila mapAyeTaL N oupla €ivol yvwotn cav

KUKAOC TNC ovpiog.

O
a-AULVOEU a-KetoyAoutaplkd NADH + NH;* —— N)L
H 2 NH >
Oupia
a-KeToEu FAOUTAPUIVIKS NAD* + HoO




I
HN/C\C/E
NHZ H,N—C—NH, | I c=o0
I C O st
Appwvia Q) 7 >N~ N
(pe Hop@h 16VTWV appwviou) oupia O H H
OUPIKO
appwvioTEAIKA ouploTEAIKA OUPIKOTEAIKA
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Auwopetadopaon
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CH,OH

\
N CHsz
Nupidoivn
(Birrapivn Bg)

OH
HO =

|
0= = OH

N CHs

Pwopopikn mupidoaln
3/4/2015 (PLP)




‘

0.___...-' @ ——
/ N0 = 0=/ o
\
N CH3 CH3
PLP (mpwtoviwuévn) PLP (@aivoAiko 16v)
Ta mopaywya tn¢ PLP pmopouv va oxnuatilouv otaBepéc
TOUTOUEPELC MOPPEC OTIC OTmnoleC To Atopo alwtou NG

nupLdlvnNe MPWTOVIWVETOL Kol £€tol dopTiletal BeTtikd &vw N

VOPOEUALKN  opada  QIMOTMPWTOVIWVETAL  oxnuotilovtag
bOULVOALKO LOV.
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—Lys—NH, O=C / NH

OH CH;j

A0
H,0

“O0—P=0
O

CH,
H H

BaY
@—Lys—N=C NH
|t

Schiff base

3/4/2015 A.A. Aswvidag




Agopog
Baong Schiff
Auoivn (”pwm}f‘wHEVOC)

Apivo&o

R. B _coo-

EocwTtepikn aAdipivn

Auoivn

E€wtepikr) aASipivn

H o- opwikn opada TOU UTIOCTPWHOTOC QLVOEEOC avTikaOlota
TNV €-aUWVIKN opada tng Auoivng tou evepyol Kevipou. AnAadn
uila ecwteptkn aAdLuivn yiveton e€wteptkn aAdLuivn.
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R Co0~

H NHz*
H
o-
2-04pP =

\_{_
N CH3
H

AASpivn Kwvovoeldég KeTipivn DwaopopIKr mupidofapivn
evélapeoo (PMP)

2TN CUVEXELOL EXOUME avTloTpodn TNC MOPELAC OTou eva HeUTEPO
o-KETOEL avtdpa pe to cUUAoko eviUou-PMP yia va dwaoel eva
deUtePO aLVOEL Ko va avayevvnBel to oupmAoko ev{Upou- PLP.

3/4/2015 A.A. Aewvidog




apwvoéu, + E-PLP a-ketou, + E-PMP

a-ketogu, + E-PMP apwoél, + E-PLP

apwody, + a-ketodu, AULVOEY, + O-KETOEY,
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Arg 386

Qwopopikn mup1dodin
(PLP)

W
3
<
>
3
s}
<
<
<

Apwopetadopacn Tou aoTIOPTLKOU
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CHs

Ta évlupa tou £xouv PLP kaBlotouv euntpooBAnto evav amno
TOUC TpEic deopouC AvBpaKa 0TO UTTOOTPWLA OLULVOEEOC

a: apwotpovpEPACEC
b: anokapBoéuldaoec
c: aASOAAOEC
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A€CPOC
oxedOV KABETOC
OTA TPOXIAKA 7T

f - 'J---'H - \ / \\.
""“"I P, 2y poT T | \ ' R:"J.
AN HN—C™
o J Vo \
, - R
TPOYXIOKA T 3

O 6eopoC¢ TTov ival oxedov KABETOC OTA TPOYLOKA Tt TOU
dpeatiov nAektpoviwv tne PLP gival ekeivoc ou Staomartol
E£UKOAOTEpPAQL.
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Apvopstagopdon Y&po&u-puebulo-
TOU ACTIAPAYIVIKOU HETA®OpPAON
NG o€PivNg

Agouog oxedov
KAdBeToC oTa
TPOXLIaKA T

2 TEPEONAEKTPOVLIKOC EAEYXOC
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*HzN COO"-
AMIVOaKpUAIKO

H,O

N

NH,*

N
L
¥

>;

O COO~

MupooTa@uAiko



Kowva xapaktnplotika tnc kataAvong oo PLP

dMia Baon Schiff oxnuatiletat anod to apvoéikd umooTpwa
(apvikn ouviotwoa) ko tnv PLP (kapBovuAlkn cuvictwoa).

JH npwtoviwpevn popdn tng PLP dpa we ppeatio nAekTpoviwy
ylo va otaBepormotnBolv ta KATaAUTIKA EVOLAESO TTOU Elvoll
apvntka poptiopeva. HAekTpoOvIa armo ta eVOLAUESO aUTA
uropouv va petadepBouv otov SaktuAlo mupLdivng mpog
geEovdetEpwon tou BeTikov doptiou Tou alwTtou Tou rupLdviov.
AnA. n PLP givat nAektpoviopllog kataAuTnc.

JH Baon Schiff tou npoidvtoc dtaomatol Ue TN CUUMARPWON TNC
avtibpaonc.




GTP
| ADP
| I
| I
G00" o GO0~
" NADP)"V VNADMPH +H"
AN R ® =0
|
(I3H2 + H,0 = \/ = (|3H2 + NHj
A I 4
CH, pudpoyovaon ToU CH,
| YAOUTapiIvikou |
COO COO~
"Aoutapivikoé a-KETOYAOUTAPIKO

H adudpoyovaon touv yAoutapvikou evtomiletal ota proyxovopla
Omw¢ Kot  AaAAa  &vlupot TOU  KUKAOU TNC oupioc. H
SLOpEPLOMATOTIONNON QUTH QITOMOVWVEL TNV €AeVBgpN appwvia N

omola glval ToLKn.
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H dpaotikotnta tng adudpoyovaconc Tou YAOUTAMLVIKOU UTTOKELTOLL

o€ aAAooteplkn puBuon. GTP, ATP eival aAAootepikoi ovoLGTOAELG
GDP, ADP esival aAAootepikol evepyomolntec. AnAadn elattwon

TOU evepyeLakol PopTLou EXEL OOV ATTIOTEAECO EVEPYOTIOLNON TNG

o&eldwonc Twv apLvosEwvy.
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H oepivn ko n Bpeovivn pnopouv

va anopwvwOouv ar’ eubeiog

adudatdaon tng oepivng Ko
adudataon tng Bpeovivng
(ouvéevlupo PLP)

H napouacia tng udpotulopadac oto B-C emitpEnel tnv
amevBeioc amapivwony Ttouc. Ta &viupa  TOU
KataAUouV TIC avtldpAoels auTeC ival n adudataon
tng Ser, Thr. Ovopalovtat aduvdatdoec ylati n
adudatwaon mponyeital TN amapivwong
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HO—cH, |

-
-
.
W

*HzN COO"
Zepivn

\ H,0
CH,

+H3N)‘\COO‘

ALIVOUKPUAIKO

<H20
NH;"

4

h

CHz

=
0/\C00‘

MupooTagulikéd



HMAP

N\
[Aukon
[MupooTaAYUAIKO
D\ouwulvmé«‘
Nt4+ A)\avivr]\
Oupia

/

> 2 — >

L

MYEZ

N

Q)

[AUKO(N <

©,
|

MupooTtaguAiko

[Aukoyovo

N Apvoééa
NH,* <2 @ Sakhadiopévng
, /@D alvaidag
Alavivn
AvBpakikoi
okeheTOI
yla KUTTApPIKN
avarmvon

Alddopol LoTol Omwe oL LUEC XPNOLUOTIOLOUV TNV armolkodounon
TWV OLUWVOEEWV WC TINYN KAUOLUWY HOopLWwV Katd Tn SlapKeLla
TIOPATETAMEVNC AOKNONC KOl aoLTLOC.
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Metadopd alwtou amno Touc e€wnmatikouc LOToUC oTo NIap
HEOW TNC YAOUTOLLVNG

»OL pUEC Kol ol uTtoAoutol Lotol otepouvtal Twv eVUUWVY TOU
KUKAOU tNn¢ ouploc. EtoL n appwvia Ba npemnel va petadepBel amo
TOUC efwnmatikoUC LOTOUC OTOUC OTolouC TpayuaTomoleital
KUPLWGE N amapivwon Twv oLUWVoEEWVY oTOo NTtap.

>0 KUKAOC TNC oupLog MPAYHATOMOLELTAL OTO ATTAp.

>H petadopd yivetal Kuplwe pe TN popdn yAoutapivne n omolia
ouvtiBetal pe tn cuvBaon tnc yAoutapivng.

>H yAoutapuivn petadepel SU0 KataAouta appwviac ava LopLo.

3/4/2015 A.A. Aewvidog




H,O

, O
Doupapikd Apywivn g
77N\
V H>N NH,
Vk Oupia
ApYIVIVONAEKTPIKO OpviBivn
\ \
Qwo@opiko
AcTapayviké KitpouAAivn kapBapoiAo
2—
R—NH, Oz PO_  NH,
\C/
MITOXONAPIAKH
KYTTAPOIMAAZMA MHTPA g
L CO, + NH4* )

TEAOZ

APXH

To CO, givat ue ™ popen SITTavIpaKIKWY LOVTWV TTOU TIPOEPXOVTOL Ao T dpaon TNg

kapBoviknc avudpaong
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H,0

(DOUl-laleC') V AleViVn
ApYIVIVONAEKTPIKO OpviBivn
\ . \
Dwopopikd
Acnapayviké KitpouAAivn , kapBapoiiio
R——NH; 0; PO\C/NH2
MITOXONAPIAKH
KYTTAPOIMAAIMA MHTPA I
L CO; + NHs"
T? ATP  ADP Cl) 0 .02 NH; P ﬁ ATP  ADP 2~ 0\ /,o ﬁ
HO 0] HO (0) 0] H NH- O NH-
O&wo avBpaiks KapBotupwopopikd KapBauiko oéu Qwo@opiko kapBapoiilio

OAa ta otadia kataAvovton and tn cuvOetdaon dwodopikov kopBapolAiov

H katavaiwaon dvo uopiwv ATP kavel Tnv avtidpoaon autn Un AVILOTPENTN

—~ Turpo
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Biotexvofioyios
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2uvOetaon pwodopikovl kapBopoiAiov

e A
IR o . <""‘Jl§

U3ta OnAaotikad urtapxouv U0 HopPdEC
LooevI{U WV TO ULITOXOVOPLAKO TO OToio
xpnotporotel NH," wg mnyn alwtou otov KUKAO
NG ouplag Kat €va AAAo LooEvVIupOo TToU
XPnoLlomoLeitat yia tn BlocuvOeon twv
TIUPLULO VWV, XPNOLUOTIOLWVTAC YAOUTOIV) WG
ninyn alwTtou Kal eival TUAHO EVOC HEYAAOU

nioAurentidiov mou ovopadletat CAD.

To CAD amnaptiletal amno tn cuvbetdon Tou
dwodoplkol kKapBapoUAiou, TNV AoTIAPAYLVIKA
TpavokapBopolAdon kat tn dStudpoopatdon ta
oroia kataAvouv BAuata otn BloouvBeon Twv
TIUPLULO VWV
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o C00"
% a
CH,—C[  +HN—C—H
S-CoA CH,

Aketulo-CoA (llH 5 FOUTOHIVIKO

COO~

N-aKETUAOYAOUTOMLVLKNA
ouvBdon No CoA-SH

O COO~

COO~

N-aKETUAOYAOUTOLLVLIKO
|

9ATP . 2ADP + P, (”) (”)

HCO; + NH4 \@/ HoN—C—O0—P—0"

ZuvOetdon dwodopikov O
kopBapoiAiov |

DPwodopko kapBopoiiALlo
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0 ATP  ADP O O 02 NH; P T) ATP ADP 2°0Q0 0O O

A S YA A

Pe. P
X0 P SN HO™ NH, 07 N g TN

HO NH,

O&wo avBpakiko KapBotupwopopiks KapBauiko o&u Dwooplko kapPauoiAio
UH ouvBetdon Tou @wo@opikoUu KapBapouUAiou Twv pIToxovopiwv atraiTei N-
akeTuAoyAoutapivikd (NAG) yia dpaoTIKOTNTA.

UH 6éon oTtnv otroia cuupaivel n udpdAucn TNG YAOUTAUIVNG KATA Tn BIoocuvOeon TTUPIUIdIVWOV
gival ouvtnpnuévn OTO JITOXOVOPIAKO €VCUNO OAAG KATAAUTIKGA avevepyn Kal ouvoEel N-

OKETUAOYAOUTAMIVIKO.

UTo N-aketuhoyAoutapivikd (NAG) dpa cav aAAOCTEPIKOG TPOTTOTTOINTAG TOU £v{UUOU.
MeyAGAEC OUYKEVTPWOEIC TOU JETAPBOAITN auTou onuaivel agbovia apivoZéwy TTou divel Kal TO
EVOUONA YIa TNV EVEPYOTTOINOT TOU KUKAOU TNG oupiac.

UTo NAG BioouvTiBetal pdévo otav uttapxouv eAeUBepa apivogéa, pia EvOeign Ot n aupwvia

TTOU ONUIOUPYEITAI TTPETTEI VA KATAOTPAYEI.

UMia kataAuTiky B€on evog evlupou XpnoidoTrolgital oav aAAooTEPIKA BEon yia Eva AAAO

éviupo

Buomexvoroyios
Novenoonpiou Beooonios
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Apywivn

H opvidivn kot n kitpouAAivn givat
auwvoéea tou O€EV XpNoLUOTTOLOUVTOL YLa
TN Bloouvleon npwteivwv

Doupapikod V

ApYyIvivonAeKTpIKO OpviBivn
\ :

Qwopopiko
Acmiapayviké KitpouAAivn kapPapotilio

2—
R—NH; 0Oz PO NH,

N
MITOXONAPIAKH
KYTTAPOMAAZMA MHTPA |
L CO,; + NH4*

ﬁ 0 2- Pi
. :
HzN/ \O/ T‘O TpavompBagoU?\don +HsN COO~
(0] NG opvIBivNng
OpviBivn Dwo@opIKo KapBapoiiio KitpouAivn

—~ Turpo
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Dovpaplkd V

Apywivn

H,0

ApywivonAekTpiko OpviBivn
\ s N
Dwopopikd
AcTapayviko KitpouAAivn 5 kapPapotiio
R—NH, 05 PO\C/NHZ
MITOXONAPIAKH
KYTTAPOMAAZMA MHTPA g
L CO; + NH,"
/
HoN—-C
+
ATP PP,
-00C \ /
+ >
+H3N COO- +HzN COO- > uvBeTdon Tou ’
. . APYIVIVONAEKTPIKOU
KitpouAAivn Acomapayiviko

J/4/£U10

AN NEWVIOOG

[-H
CO0O~
THN COO-
ApYIVIVONAEKTPIKO

Bioxnpeios &
Biotexvofioyios

MNovern; Ou Beoooios




*HzN COO"~
ApYIVIVONAEKTPIKO
3/4/1£U 10

H,0
Apywivn

Douvpapiko V

ApYIVIVONAEKTPIKO OpviBivn
\ . .
Dwopopikd
Acomapaywiké KitpouAAivn kapBapoihio
R—NH 0. PO_  NH
2
3 \C o 2
MITOXONAPIAKH
KYTTAPOIAAZMA MHTPA |
L CO, + NHg* )

“00C_  n

Auvaon tou
APYIVIVONAEKTPIKOU

ra

*HzN"COO : COO~
Apyivivn Qoupapiko

A.A. 1\8(1)\/10(1(; Boxnpeios &

Borexvafoyios

Novenoonpiou Beooonios



J/4/£U10

Apyvivn

H,0
Apywivn

Doupapikd V
ApYWIVONAEKTPIKO OpwiBivn

\

( DwoPopikod
Acmapayvikéd Kitpoulhhivn kapPapoihio
R NH, 0, PO_  NH
3 \c/ 2
MITOXONAPIAKH
KYTTAPOMAAZMA MHTPA g
CO; + NHz*

H,0

S

Apywvaon

tHsN

ALAL AEWVIOOG

OpviBivn




HoN NH-
Oupia
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H petadopa yivetou pe tn popdn tnc Ala o pia mopeia
nov avadEpetal oav KUKAoc¢ tng Ala.

a

MYEZ

e

N

.
4 ) Muscle
y protein
¥
' Amino acids
™ NH:

“ Glucose m=——p-Pyruvate

Y glycolysis

Blood
glucose

Glucose == Pyruvate

Glutamaté

alanine
aminotransferase

Alanine a-Ketoglutarate

Blood
alanine

y
Alanine

o-Ketoglutarate
alanine
aminotransferase

Glutamate

gluconeo-

genesis

NH{

urea cycle

Urea

~00C CH3
FAoutapivikd AAavivn
= 4
( HMAP \
COO™
(0]
COO~
1N 0
e L
~00C CHj, ~00C CH3
Alavivn MupooTaguAikd
&
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**2ToUuC HUEC N appwvia petadEpetal e tn popdn tng alavivnc.
“*H aAavivn mapAayetal e TPAVOALLIVWON TOU TtUpooTadUALKOU TO
ormolo Pploketal oe adBovia otouc¢ HUEC oav TPOIOV 1TNG
YAUKOAUONC.

@*XTouC MUEC, o0t TEPLOOOUC TOPATETAUEVNC VNOTELWOC N
MOPATETAUEVNG AOKNONG T OULWVOEEQ XPNOLUOTIOLOUVTAL oV
KaUoLlpa HopLa yLa topaywyn EVEPYELOC.

**H evépyela mapayetal oo 10 LETABOALOUO TOU 0vOPOKOOKEAETOU
TWV apvoéewy. AvtiBeta ol puec dev dlabetouv ta evivpa yua tnv
LLETATPOTI TNG appwviag o oupia. MNa to Adyo auto n appwvio
HetadEPeTOL OTO NMAp OMou Ba petatparnel oe oupia otov KUKAO
N¢ ouploc.

‘*H petadopad yivetatr pe tn popdn tng Ala oe pla mopeia mou
avadepetal oav KUKAOC tnc Ala.
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“*Evac aAAoC TpOmoc ya tn petodopd tou alwtou eival PECW TNC
yAouTtapivng

JuvBetdon NG YAOUTAUIVNG

NH,* + yAoutauwviko + ATP >yAoutapivn + ADP + Pi




Ol APOMOI TOY AZQTOY TQON AMINO=EQN

EvOOKUTTOPLKEG
TMPWTEIVEG HMAP
, . COO~ COO~
apwoéeEa and nePn o | |
npwieivwv tpopg¢ —————— > H3N—(|3—H > ?=O
R R
opwvoEa a-Ketogéa

(|JOO_ COO~

¢=0 H31\+I—(|3—H
e iy
i =

COO~ COO~
a-KETOYAOUTAPLKO Glu, G

COO~
+ |
N o
Alavivn s (|DOO (|3OO C|3H2 Moutapivn and
arno pueg H3N_(|3_H (|3=O /C\ ' HUG Kot GAAOUG
CH; CH; 0 NH, LotoUG
Ala,A  rnupootaduliko Gln,Q
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ZTOLXELOMETPLA KUKAOU ouplac

H20

0]
doupapikd Apyivivn Ik
NH:
Oupia
ApYIVIVONAEKTPIKO OpviBivn
PwIPoPIKS
AdTiapayivike KiTpouAAivn Kap8auciAlo
R R NH»
MITOXONAPIAKH \(
KYTOZOAIO MHTPA 5
CO> + NH4”
+ 14
CO, + NH," + 3ATP + acmaptiko + 2H,0 .

oupia + 2ADP + 2Pi + AMP + PPi + poupaptko
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O KUKAOC TNG oupiac cuVOEETOL LE TOV KUKAO TOU KITPLKOU 0€EOC

(coz + NH4+]

v a-Ketolu
Qwopoplkd KitpouAAivn Aomapayiviko :
KapBapoiAio (G'AHIVOEUJ
v mmd- AUKO(N
OpviBivn prvnvoj O&alo€iko
NAEKTPIKO 4

4-..‘ / | MnAiko

Apywivn Qoupapiko
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H ouvBeon tou d¢oupaplkol otov KUKAO TNG oupiag eival
ONUOVTLKN ylati ouvOEeL Tov KUKAO TnC ouploc LLE TOV KUKAO TOU
KLTPLKOU O&EOC.

»To douvpoplkd evudatwvetal o UNALKO To omoio oéeldwvetal o€
0&AOELKO.

»To oEaAo€LKO pmopel val PLeTATPATIEL:

i. TpOvVOoOUlVWON OE OOTIAPTLKO

ii. petatpormn o€ YAUKOIN LEOW TNC YAUKOVEOYEVVEDNC

iii. ouunUkvwon HEe akETUAO-COA yLoL OXNMUOATIOMO KLTPLKOU

iV. HETOTPOT) O TTUPOOTAPUALKO
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Fumarate Arginin Urea
Malate
D+
NADH
Oxaloacetate Arginino- Urea
succinate cycle Ornithine
Aspartate-
arginino- & 1
succinate : Cytoso
shunt of
citric acid : Ornithine
Eyeiy Aspartate «O
k»a-Ketoglutarate Carbamoyl
Oxaloags® Glutamate phosphate

NADH
/ NAD™
Malate Citric
acid Mitochondrial
& cycle matrix
Fumarate

\1—4’
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H cwotn Asttoupyia Tou KUKAOU TnG oupiog sivol OepeAtwdng

< BAaBn oe omolodnmote otadlo Tou KUKAOU TNG ouplag €xel
WC QTIOTEAECHOL UTIEPOLLLULWVLOLLLLLOL

+ YdnAd enineda NH,* oto aipa eivat Toéika.

% Auv&nueva mood yAoutapivng kat yYAouTapLvikol nipokaAouv

eykepaAlkec BAaPec

X + NH,

+*HaN COO-

FAOUTANIVIKG
3/4/zu1>o

NH-

ATP P;

2UVOETAON TNC
YAOUTANIVNC

*HsN COO~
FAouTapivn

AN NEWVIOOG




H cwotn Asttoupyia Tou KUKAOU TnG oupiog sivol OepeAtwdng

Acmapaywviko

Qovpapiko
“00C
~00C H
Cas. C H B C
/N \\O COO™ /N \N Co0 /N
] T v { ]
/N NH, /N NH, /N
Dwaogopikn p1péln Dwopopikn p1BéCn Owoopikn p1odn
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NH

“SNH,
2




Ap\nvivn
(xopnyoUpevn
(8] 3 TIEPIUGEICI

‘7—

Oupia

OpviBivn

Quwapopiko
kapPapoUAio

~

KrtpouAAivn

Aomnapayviko

~00C

HzN""C + CO0O-

+H,N @olen

ApywvivonAekTpiko
(amekkpIvopevo)

3/4/2015

EOVIONG

H cwotA Asttoupyia Tou
KUKAOU TNG ouplog eivat

BepeAwodnc

= Turpo
ij\ Bioxnpeios &
B&B Buomexvoroyios
= Novenoonpiou Beooonios



AAAot odot anekkplong alwtou

0 Ouptko oL (amoltkodounon moupLvwy)
0 Kpeativn (mpogpyxetal amno pwodokpeativn)

0 Appwvia (puBuion pH ovpwv)
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3/4/2015

AIIOIKOAOMHXH TOY
ANOPAKIKOY
2KEAETOY TOQN
AMINOEEQN
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H otpatnyikn tn¢ anotkodounon¢ twv aputvoéEwv
EVOL 0 UETAOXNUATIOUOC TWV AVIPAKIKWV OKEAETWV
o€ KUpLA UETABOALKA evdilapueca TOU UMOPOUV val
petatpamnouv og YAukoln n va oéetdbwdoulv ue tov

KUKAO TOU KLTPLKOU 0EEOC
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Ot okeAetol Twv 20 apwvolewv petaPfoAilovral TeAkd o 8 popLa

3/4/2015

co,

Ketoyevetika apwvoéea (amolkodopouvtal O€
KETOVOOoW AT 1 TtpOSPOUA TOUG)
JoaketuAo-CoA

Joketoaketulo-CoA

VAukoyevetika apwvoésa (amokodopouvtal o€
EVWOELC TIOU TtapAyouV YAUKOIn oto Amop:
dnupootaduAkod
Jo-KETOYAOUTAPLKO ~

dnAéktpulo-CoA Evbiapeca
: JKAOU KLTpLKOU
Qdoupapko - KUKAoOU ¢
o&€oc¢
Jdofaloiko )
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A€vkKivn Kot Aucivn: KETOYEVETIKA QLLVOEEQ

looAgukivn, Tpunttodavn, dawuAaAavivn,
KETOYEVETLKA KOl YAUKOYEVETLKA OLULVOEEQL

Ta vrtoAouna 14 eivol YAUKOYEVETLKA QULVOEEQ

3/4/2015 A.A. Aewvidog

Tupooivn:




H toxn twv avOpdkwv Twv OopWvoEEwy efaptatal omo TN
GUCLOAOYLKN KATAOTAON TWV ATOLWYV KOl TOV LOTO OTou AdpPAvel

Xwpa n amnotkodounon.

MY oto Amap Kot TN OLAPKELDL TNC VNOTELAC, oL avOpoakikol

okeAetol mapayouv yAukoln, ketovoowpata kat CO,.

e Olatpodlknl KOATAOTAON TO NP MIOPEL vo HETATPEYPEL
eVOLAUEOO TOU METAPBOALOHOU TWV OULWVOEEWV OE YAUKOYOVO Kol

TPLAKUAOYAUKEPOAEC.
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g AAavivn h
Kuoteivn
Mukivn P : -
2epivn I}\Ech;::r?
Opeovivn ]
Mukoln Opuntogavn | looheukivn (Dé:uvu?\a}\a:vwr]
Neukivn pumtogavn
\ Opuntopavn 9 Tupooivn y

Mupoota@uAiko

i l

AkeTtulo-CoA ——

Owaopoevolo-
TTUPOCTAPUAIKO

[Aﬁnapayivr] \

Aomapayviko O&alo&iko

y

Aketoaketulo-CoA

Acmapayiviko

Qavuhaiavivn Qoupapiké Kitpikd

Tupoaivn A p N

- Apyvivn
|00)\£UKiVI']\ >HAekTpUulo- a-Keto- - r?)?;.jfg“;\l,m

MeBeiovivn CoA v yAouTtapiko | HVI

. otidivn

Opeovivn Mpohivn
Balivn - o
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To nupootaduALko WG onNUELO LGOS0V 0TO HETABOALOUO
aAavivng, oepivng, kuoteivng (C;)

ukivn
Opuntopavn
l CHs
H3G HO
X H
: 1
*HzN COO~ *Hs *HzN COO- HzN COO-
Alavivn Kuotegivn Opeovivn
)OJ\
HzC COO~ COO
Mupootag@uAiko 2-apvo-3-KETOBOUTUPIKO
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{

NH,

, |
AAlavivn CH;—CH—COO~

7 PLP
Q-KETOYAOUTOPLKO

yAoutaplko

3/4/2015

alanine amino-
transferase v

A.A. Aeovidog

o
HO—CH,—CH—C00~ 2PN

serine
dehydratase

+
SH ITIHg
CH,—CH—C00"

4 2steps / Kuoteivn

CH;—C—COO Nupootaduliko

S o,

e CoA-SH

pyruvate
dehydrogenase

]
CH3;—C—S-CoA

akétulo CoA




i
H—C—COO™

|
H
FAukivn NAD*
H,O H, folate

serine
hydroxymethyl-
transferase

N® N*°-Methylene-

N3 N1%-Methylene-
H, folate

H, folate glycine
synthase

NADH + H”

. H, folate
1T1H3 CO, + NH}
HO—CH, —(ll—COO_
H
Zepivn
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TAUKOON

Acrmapayivn
AOTIGpaYWlK(')

y

- Aoriapayivikod
. Tupootvn
PawvuAaravivn

\

dwoPoevoAo-
TIUPOOTAPUALKO

O&aAodiko

£ AAavivn )
FAUKivn

- Opeovivn

OpurttoPavn
Kuoteivn

~ 2gpivn Opurttopavn
< = ,
loOAgUKivn
j - A\&uKivn

MupooTapuAiko l

AkeTuAo-CoA

doupapikod KiTpiké
"
" BaAivn | > HAekTpUAO- a-KeTo-
,G_PSOVWH-! CoA T YAOUTQpIKO
looAgukivn
MebBetovivn
3/4/2015
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~ Opurttopavn |
A€UKivn
Auaivn
Tupooivn
‘dawvuAaAavivn

|

AkeToakeTuAo-CoA

(o : Y
Apytvivn
"Aoutapivn
TAoUTAULVIKO
lotdivn

 HpoAivy




To 0£aAo&LKO WG onUELO EL0060U O0TO HETOBOALOHO
Acomaptiko, acrapayivn (C,)

0.
O\C/NH2 \C'/’O
| O
- o | >C_CH2—C—COO_
*HzN—C—CO0O0~ +HzN—C—COO o
H 1 4
" A . O¢aAo&ko
Acmapayivn OTLOLPTLKO

(evérapeoo tou
KUKAOU KLTPLKOU

oé€oc)
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H20

o]
doupapikd Apyivivn |K N
NH2
Oupia O\ |NH3
ApYIVIVONAEKTPIKO OpwiBivn /C_C HQ_CH_COO
HoN Aomapayivn
i PLIPOPIKG H2 O
ACTIQpayvike KitpouAAivn Kap8ayoiAio ’
R R NH, Acrntapaylvaocn ( .
MITOXONAPIAKH \( NH4
KYTOZOAIO MHTPA g i
+
CO2 + NH4~ O NH3

N\ N
/C—CHQ—CH—COO
O AoTtapOLYLVLKO

) 0-KETOYAOUTAPLKO
doupapko Apwotpavodepdon g -

OLOTIOPTLKOU \)
YAouTopLko

A4

0 0
N I -
_C—CH,—C—C00
0
o¢aAoéLko
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FAUKéCn

(Dwocposvo)\o
nupoomcpu)\lKo

[ AAavivn )
"Aukivn

- Opeovivn

OpurttoPavn
Kuoteivn

- 2gpivn — Opurttopavn
' looAgukivn
l - Agukivn |

MupooTapuAiko l

AkeTuAo-CoA

( onapaytvn
Acmupaymx OE,a AOEIKG
g AOTIaPAYIVIKO
~ Tupooivn doupapiko KITpIKo
%a wu)\a)\avwn /Y
"
Ba}uvn '»\|f > HAEKTPUAO- a-KeTo-
lcokeuxwr}
MeBetovivn
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 Apywivn

 HpoAivy

~ Opurttopavn |
AguKivn
Auaoivn
Tupooivn
‘dawvuAaAavivn

|

AkeToakeTuAo-CoA

"Aoutapivn
TAoUTAULVIKO
loTidivn




To o-KETOYAOUTOPLKO OOV CNMELO ELGOSOU 0TO HETABOALGHO

(C:)

[MpoAivn  Apywvivn

[AovTtauivn \ / loTidivn

HN
D
~00C COO0"

[MouTtapviko
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0
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a-Ketoyhoutapiko




H,C —-C|‘-H2

MpoAivn

H.ZC\ /CH—COO"
H.
g0 &
x? ]
H;N—C—H (I 100 I‘oo piing 202
B oxidase \_|
CH, H20 — H']N_(I —H (grl-llieat;)a-te Gluitifiats H'JN_(I 1Y (uncalaluedl > H, O
ﬁ:f{z K\\- ’/}“ ﬁ }{ \\\\\n ,»”//% I Z ________4{{_____. I{z(_ ____‘(EI{Z
CH, arginase CH, ornithines-aminotransferase (IZH 9 i H( G /( "H—COO~
NH CH, ? 0 g
f=HH HHs , 5-kapBouAikn
*NH; . erurapunKn .
: opviBivn TUPPOAIvVN
Apywivn NULaASelion
glutamate |~ NAD(P)"
semialdehyde . .
dehydrogenase | > NAD(P)H + H
COO~
. (]'OO H. folate N°-Formimino- . (|"OO H31<I_(|3_H
H;N—C—H NH; H,0 H,0 N H, folate H;N—C—H NHi H,0 |
R O W Y - . . THe
(E 2 @ @ @ @ (EHZ glutaminase (le2
/ "H
HC” ONH | ¢=0
\ €00 |
N=CH ) NH,
; vAoutapwviko ,
lotdivn Moutaypivn
- NADP*

3/4/2015

A.A. Newvidacg

glutamate

dehydrogenase [“s NADPH + H'

+
> NH,

C00~
(l:=0
b,
CH,
00

0-KETOYAOUTOPLKO

Turfpo
EMKHUHUEE



Co0O- CO0O~ Co0o- COO-
Q -00C_ ¢ _/
} -00C_ ¢
— R H 5 H
NH N\\/NH HN\/NH NHs*
lotidivn Oupokaviko 4-lmdalolovo- N-Qoppipivoyhoutapiviko Movutapviko
5-mpomioviKé
H H
o > N e
N COO~ N COO~
MpoAivn MuppoAvo-
5-kapPo&uliko
& Y-NHIaASeldn Movutapviké
HsN H TOU YAOUTOUIVIKOU
: H *HzN /
o N ~NH, \_.H
~00C YT — X NHz
g  GE -00C
NH,
Apyivn OpviBivn
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FAUKéCn

(Dwocposvo)\o
nupoomcpu)\lKo

[ AAavivn )
"Aukivn
- Opeovivn
OpurttoPavn
Kuoteivn
- 2gpivn

MupooTapuAiko

A€UKivn

|

AkeTuAo-CoA

Opurtopavn
; / =
j looAeukivn
\ )

( onapaytvn
Acmupaymx OE,a AOEIKG
g AOTIaPAYIVIKO
~ Tupooivn doupapiko KITpIKo
‘PawvuAaravivn /Y
"

- BaAivn =) AEKTPUAO- a-KeTto-
C-)psovwn | CoA yAouTapiko
looAeukivn
MeBetovivn
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 Apywivn

 HpoAivy

~ Opurttopavn |
AguKivn
Auaoivn
Tupooivn
‘dawvuAaAavivn

|

AkeToakeTuAo-CoA

"Aoutapivn
TAoUTAULVIKO
loTidivn




To nAektpulo-CoA w¢ onMeio EL60d0U 6To HETABOALONO

BaAivn
MeBelovivn l looAeukivn
\ / 00C
2 s s -00C &2 s
HsC™ \r SCoA —— HsC Y Scoa T ~c SCon
O "
Mpomiovulo-CoA MeBuAounAovulo-CoA HAektpulo-CoA

To rporttovuAdo -CoA sival kat to TEALKO mpoiov kataBoAlouoU twv Autapwv oéEwv LE
JTEPLTTO apLBUO aToOUwV avioaka

3/4/2015 A.A. Asovida g
S quj\

2 Buomexvoroyios
Novenoonpiou Beooonios
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HCO5" P,

* + UéSuAouaAovuiro-CoA
) ATP ADP : ( . 0
)}\ /‘ | | o & )]\
H A CoA o) C CoA
SC\C S/CO [0} S/ \\. \ﬁ S/
M2 Mponiévuio-CoA 8 2
kapBoéuAaon
Npomniévulo CoA M£6uAopunAdvulo CoA HAéktpulo CoA
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Coo- NH3™ NH3™ coo-
H H adeviv adeviv H.
3C\ N o n N 0 n .
S HS
NHz* NHz*
HO OH HO OH
MzBz10vivn S-AdevooulopeBsiovivn S-AdsvoouloopoKuaTeivn OpoKUOoTEIVH
(SAM)
Yepivn
~00C
~00C S -« S CoO~ 2 COO-
¢ SCoA < HsC Scoa «—— HsC — H H.
H 5 «—— s,
0 0 O Kuorei S
voTEivn NH5*

HAgktpulo-CoA Mpomovulo-CoA a-KetoPoutupiko KuotaBsiovivn
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[ AAavivn )
"Aukivn
- Opeovivn | =
OpurtoPavn @pumolcpavn
KuoTteivn //\\SUK’lVT]
, - 2epivy Opurtropavn uoivn
D\UKOCH — ﬂoo)\euxivn Tupooivn
j AEUKivN ‘dawvuAaAavivn
CDwocpoevo)\o MupooTaguAiko l
nupoomcpu)\lKo AKeTUAO-COA
OﬂapQthn =
Acmupaymx OE,a AOEIK6
g AoTiapayivikod
= Tupootyy ®oupapiko KITpIKO
@ wu)\a)\avwn A 2 .
b Apywivn
“ ) > g MAoutapivn
BaAivn > HAEKTPUAO a-KeTto- ' iadls
C-)psovwn | CoA o y)‘oumpmo‘—‘—ri\?g;%&\r/}mo
looAeukivn Fooiic
MeBelovivn < S
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Apwvoéea pe StakAadilopevn aAvcida KataAnyouv o€
okETUAO CoA, tpomttovuAo CoA Kot OLKETOELKO

+H3N CH_7> O CH3 O CH3
H
Nl — o — e M
~00C CHs ~00C CHx S CHs

Agukivn a-KetoicoKkampoiko looBaAepulo-CoA
Cco, ADP
- -
FAD FADH, ATP P;
0 CHz \—/ 0] CHs U 0 CHs
CoA M CoA )J\/L CoA COO-
g CHs o = CH, g = e
Ha
looBaAepulo-CoA B-MegBulokpotwvulo-CoA B-MeBuloyhoutakovuho-CoA

To a-KETOLOOKATIPOLKO HE 0EELOWTLKN artoKapBoUAlwaon HETATPETETAL OF
LooBaAepuAo CoA amo to cUpTMAeyHa TNG aidudPOYoVAONC TWV OLULVOEEWV UE
StakAadlopevn advoida — avaloyn pe tnv ofeldwtikn amokapBoéuAiwon tou
nupootaduAkoU o akeETUAo CoA Kol Tou a-ketoyAoutaplkoU o nAektpulo CoA
aro ta eviupa tupootadUALkn adudpoyavacon Kot a-KETOYAOUTAPLK
adudpoyovaon
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FAD FADH,

CoA )J\/J\ > COA /H\)\
s CH s 7 en

3

3

lcoBaAepuro-CoA B-MeBulokpwtdvulo-CoA

H avtidbpaon eival avadoyn ue tnv apudpoyovwon tou akulo CoA kata
TNV oéeidwaon twv Autapwv oewv
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o e
ATP P,
0O CH3 \/ O CH3
g = CHs s c”
H>
B-MeBulokpwtévulo-CoA B-MeBuAoyAoutakovulo-CoA

Mapopota pe tnv kapBoéuliwon tou nupootaduAikov Kat Tou akETuAo CoA
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0
CoA )k
s CHs

0) CH-
- Aketulo-CoA
S C +
H- o
B-MeBuloyhoutakovulo-CoA 3-Ydpo&u-3-pebuloyhouvtapulo-CoA
/CO o
HsC C
H>
AkeToéIKO
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H amolkodounon twv apwvoéewv pe dtakAadilopevn alvoida
nepLAOUBAVEL Lot CELPA AVTLOPACEWY TIOU HOLALEL UE TLC
avTIOPACELC TIOU CUVAVTAME OTOV KUKAO TOU KLTPLKOU 0EEOC KoLl

oTnV o&eldwaon Twv AUTapwyv 0EEWV.
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H amowkodounon tng PaAivng Kot tTnG LOOAEUKIVN G HoLAlEL e auTh TS AgUKivNcC.
To KOO XOpOAKTNPLOTIKO TWV OLULVOEEWV AUTWV Elval OTL EXouV SLakAadL{OpEVN

avOpakikn aAvaoida.

Tpavoapivwon Kol topoywyn TwV aVILoTOLXWV a-KETOEEWV ELVOLL TO TIPWTO
Briua.

AkoAouBel ofelbwTtikn amokapBoluliwon Kot Ta emMopeva Pripato potalouv e
NV ofeidbwon Twv Autopwv ofEwv.

H tooAeukivn Ba dwoel akétulo CoA kot rporttovuAlo CoA evw n BaAivn Ba

dwael CO, kot porovudo CoA.

O aptduoc twv puetaBoAikwy avtidbpaocewyv eival moAv ueyaiog alda ta eidn twv

avTIOPAOEWV EIVAL TTEPLOPLOUEVA.

Buomexvoroyios
Novenoonpiou Beooonios
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ATIOLKOOOUNON OPWHOTLKWY OLULVOEEWV

doawuAaAavivn, Tupooivn, tpumtodavn

H
C—
CH
e’
/E\ Hls /E\ \c\ a
T © &
HN
HCx_ _C HCx. € Ne=C
\ﬁ/ \(‘:Hz \ﬁ/ \C’H2 €= e,
*HzN—C—C00" *HzN—C—C0O0~ *HzN—C—CO0O0~
H H H
Phenylalanine Tyrosine Tryptophan
(Phe, F) (Tyr, Y) (Trp, W)

2XETIKA TTOAUTIAOKN SLadikaoia amoltkodopunong

TeAlka mpoiovta elval To aKETOELKO, TO GOULLOPLKO KOL TO

MUPOOTADUALKO

Artatteital poplako ofuyovo yla Staomaon apwipatikou SakTtuAiou




H dawvulalavivn
KOlL N TupoaGivn
arolkodopouvrtal
armno
0EUYOVOOEC O€

QKETOELKO KOl

boUHaPLKO
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X
+H 3N>¢H ! j

~00C
$dawuviaAavivn

+H3&H 7

~00C
' Tupooivn

D0

n-uépoéu-dpatvulonupootaduAiko

p

e OH O
WOL T g™ ’
= ol "CHy
My

OMOYEVTIGLKO  yi50c

-00C” J‘\ \/[/
>
H O/ e X
OOoYEVTLOLKO
0 0 COO-

4-unAcUAOOKETOELKO

o

(T 0
\
ooc. L ) "

4-poupapuloaKeTOELKO

© |

OLKETOELKO

“00C
\///\CO

doupapko

o



1. Yépo&uAiwon

tHzN
~00C
@awvuAalavivn
Zdpaupa otn
YSpo€uAdon tng ¢dawuAketovoupia
dawulaAavivng
OH

THzN

Tupocivn

3/4/2015 A.A. Aewvidog




AOWLKN TLEPLOXA - 2xeO0V OAeC oL HLAOTIAOELC
OAlyopepLopou Y/ P WHATIKWY SAKTUALWV oTa
‘/\'7//) BloAoylka cuoTthpaTa
A npoypotonolovvtal oo
dlofuyovaoec. Ta evivpa auta
TIEPLEXOUV GLONPO OTO EVEPYO
TOUC KEVTPO TIoU SEV Elval TN

NG apng

/ pnetaAAagelc oto Evupo auto
Ogon Blomttepvng npokaAouv pawvuAketovoupia
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H vubpouldaon tnc patvulaiavivng eival pla ouyovaon ULKTAC AslToupyiog yati
XPNOLUOTIOLEL LOPLOKO 0EUYOVO TO £Va ATOLLO TOU omoiou epdaviletal oto vepo
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vdpofulaan tng pawvAdalavivng (puBuLotikn unopovada)
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H +
NH
- HzNYN N : H s
; | ‘ H CH,—CH—COO~
HN 5 6
N} CH—CH—CHj
H

| | Phenylalanine
0 OH OH 0,
dihydrobiopterin 5,6,7,8-Tetrahydrobiopterin phenylalanine
reductase hydroxylase
? Hzo
H H -
HN NN | H ll\THf;
i HTL/ :l: - HOOCHz—CH—COO
e SN CH—CH—CH, ,
0 | Tyrosine
OH OH

7,8-Dihydrobiopterin
(quinoid form)

To avaywylko otnv udpofuAiwon eival n tetpaldpoflomtepivn. Eival Evag

LETAPOPEC e KAl TIPOEPYETAL OO TN Blomrtepivn Tov ivol MPooBETIKOC
TIAPAYOVTOC.

H Blomtepivn pumopet va cuvtebet ko apa dev Bewpeital Brrapivn.
H avtibpaon auth xpnolpomnoleitat kat yia tn BloolvBeon tng tupooivng
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£MVIOOGC e
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2. Tpavoapivwon OH
tHzN

~00C

Tupooivn

Apwvotpavodepaon
NG TUPOOoivnG

OH
O

~00C

n-vdépoéudaivulonupootaduliko
3/4/2015 A.A. Aewvidog




Apivotpavogepaon Tng Tupoaivng

PLP
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N - =
H®Y ~OH / \ [
‘@Y ~OH
Pyridoxal Phosphate (PLP) H®

H,N" " "“Enz H0O TYR

Lys-Enz

4-Hydroxyphenylpyruvate HO

= - ‘B

HO ﬁ;ossibly Lys280)
wH ©
o 2 - O o
L 0 . 2 |
_ i L&Y OH

Transimination

Pyradoximine P@f (PMP)
PLP Regenerated via alpha-keto acid
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3. Yépoéuliwon OH

~00C
n-vdépoéudaivulonupootaduAiko

Yépoéulaon tou
n-vdpofudaivulo
nupooctaduAlkou v

OH
~00C

HO

OMOYEVTLOLKO
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To vboéudaivulo-TtupooTtaduALKO avTLOPA LE LOPLOLKO
0€UYOVO yLa OXNUATIOUO OpoyevTLokoU. H avtibpaon
KataAveTal amo to cUUMAeypa tne m-udpoéudaivulo-
nvpootaduAikinc vdpoAaonc. Eivat dtoéuyovaon yati
Kol Tot U0 ATopa Tou poplakoU oéuyovou mpooTtiBevrtal
OTO MPOLOV, TO €va oto SAKTUALO Kol To AANO oTNV
kapBoéuAopada
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4. Aldonoon apwHATIKOU dakTtuAiou

~00C

HO

OMOYEVTLOLKO

O¢sbaon
ToU
OMOVYEVTLOLKOU V¥

O O  COOo-
-00C o

4-unAeUAoaKETOELKO
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5. loopepiwon o o COO-

6. Aldonoon 3 /l l
00C. A =

4-unAcUAOAKETOELKO

|

O O

Py
OOC S COO-

4-poupapuloaKeETOSLKO

|

O
| ~00C z
00C.. ‘ N coo
CHsx
OLKETOELKO $doupapko
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H amotkodounon tng tpunttodavnc mepthappPavel moAAd otadlo
KoL TTOAAEG OEUYOVAOEC

02
Aro&uyovaon
Opunitopdvn N-QoppuAoKUVOUpPEViVN Kuvoupevivn
0,
Movoo€uyovdan
H,0
o) 9-00¢
0 COO~ 0 Co0O~
11 Bn H / 2
ata
-00C 21 Pipora | A
Awo€uyovadon
CHs . NH.+
6-Hpahdeién OH
AketoéIKo ToU 2-apivo-3-kapBofupoukovikol 3-Yépo&u- 3-Ydpo&ukuvoupevivn

avBpavuliko
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N
NH,

|
(|3H2—CH—COO_
C
?/ S (HD/C
C\C /C\N
H
Tryptophan
" CH,COO™ CH,CH,NH,
HO
c” NC—C00"
[ D D
C\N/C N N
H H
Nicotinate Indoleacetate, Serotonin,
(niacin), a plant growth a neurotransmitter
a precursor of factor

NAD and NADP
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Ek yevetA¢ opaApota Tou HETUBOALGUOU TWV OLILVOEEWV

Mivakag 23.4  EK YEVETHC OQPAAUATA TOU PETABOAICHOU TWV AUIVOEEWVY

Nooo¢ Avemdpkela ev(Uuou 2UUMTWHATA
KitpouAvaipia Audon tou AnBapyoc, mapouaopoi, EIWPEVN MUK
QPYIVIVONAEKTPIKOU ovuomnaocn
Tupooivaipia Aagopa eviuua Aduvapia, aUTOAKPWTNPIACUOC, KATAGTPO®N
amolkodounong TOU ATTATOC, VONTIKK) KaBuoTtépnon
NG TUPOOivNG
AANQIOUOC Tupooivaon Amouacia xpwoTIKAC oTo dépua
OpokuoTivoupia YuvBaon B Nng 2 KoAiwon, aduvapia puwy,
KuoTtaBelovivng vonTIKA KaBuoTtépnaon, Aentég {avOEg TPIXEC
YmepAuaivaipia Agpudpoyovdon Tng MNapo&uapoi, vonTiki KaBuoTtépnon, MUIKNA
NUIOASELSNC TOu atovia, ataéia

a-apvoadITkou
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AAkarmtovoupla

OH
_OOC/\/\/

X
oo NS

OpoyevTtioiko

AEpac

v

[TOAU €yxpwpo
TTOAUEPEC
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2Tnv aAxkamrovoupia éxouue EAAsiwyn Tou €EvCUUOU TTOU
dla0TTA TO  OLOYEVTIOIKO  (OMOYEVTIOIK)  ocsidaon).
2UOOWPEUCN OUOYEVTIOIKOU OTa oupa (aAkarrrovoupia) rta
orroia xpwuaridovrial OKoUpoOxpwUa AOyw TOU TTOAUUEPICLIOU

TOU OLIOYEVTIOIKOU OTOV aépa O€ Eva TTapAaywyo NG JeAavivng

3/4/2015 A.A. Aewvidog




Noooc pe ovupa cav oLpoTit cpevOALLOU

Isoleucine

600"
Hgﬂr—(l:—H

i
CH3—(|3H
CH;

Leucine
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branched-chain
aminotransferase

C|}OO T
-

o
CH3—?H
CH;

a-Keto acids

A.A. Aswvidog

O\ /S-COA
C
CH3—(|3H
CHj;
CoA-SH COq
NAD
W 7/ O S-CoA
N\
T
CH3—(|3H
oy
branched-chain CH;
a-keto acid
dehydrogenase
complex .
O\ /S CoA
I
-
CH;;—?H
Maple syrup CHs
urine disease Acyl-CoA
derivatives

Turpo
Bioxnpeios &
Buomexvoroyios

Novenoonpiou Beooonios



H voooc pe ovpa oav otpormt cpevdapouv odnyel cuvnOwce oe
vontikn Kot uotkn kabuotEpnon eKTOC av o aoBevnc tebel oe
StattoAoylo xaunAo oe BaAivn, LooAgukivn Kot AsUKivn vwpic otn
(wn Tou.

H ao0évela pmopet eUKoAa va SLOyVWOTEL OE VEOYEVVNTA UE
dokipacia dewypatwv ovpwv o€ 2,4-6wvitpodaivulo-uvdpadlivn n
onola avtdpa HE a-KETOEEQ MPOC CXNHATIOUO TTOLPOYWYWV TNC
2,4 dwitpodawvuro-vdpalovnc.

TeAwkn Siayvwon yivetal pe pacpatopetpia palog.
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+
H;

N
MCHQ—(I:H—COO

c=C

e phenylalanine
Pm <_® hydroxylase

1o

Phenylalanine

02

NADH + H"
tetrahydrobiopterin
NAD*

H,O

(NN

;

+
i
CH;—CH—COO "~

C=

rosinemia tyrosine
1I : ® aminotransferase

7Y

a-Ketoglutarate

Glutamate

0
|

HO@CHQ——C—COO N

C:

Ty rosinemia ® p-hydroxyphenylpyruvate
11 dioxygenase
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Q. F#

p-Hydroxyphenylpyruvate

0,
cO;

<\ L—CH,—C00
c

0

Homogentisate
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OH

\ C//C—CHz—COO‘

HO
Homogentisate

O,
homogentisate T =
1,2-dioxygenase ®_' A]kaptonuna
H+

~00C—C=C—C—CHy,—C—CH,—COO0"
HH | I

Maleylacetoacetate

maleylacetoacetate
isomerase

H
_OOC—%=C—€|)—CH2—?|7—CH2—COO_

Fumarylacetoacetate

ngo
fumarylacetoacetase ® e e

H
"OOC—%=C-—COO' + CH3—(|3—CH2—COO'

O Acetoacetate
Succinyl-CoA

Fumarate

3-ketoacyl-CoA

transferase Suprdinake




H dbawvuloketovoupia tpoKaAeitol amo TNV AVEMAPKELD N
eAeln tng udpotulaonc tne dovulaAaviving f oTavIOTEPA ATO
Vv EAAedn Tou cupmapayovta tng tetpaldpoflomntepivng.

QatwvuAalovivn cucowpeVETOL OE OAA TAL LYPA TOU CWHOTOC OLOTL
OEV UTTOPEL VO LETATPATIEL OE TUPOGLVN.

Quololoyika ta % tnNC patvulaAavivng LETATPETOVTOL O
TUPOOCLVN KOL TO Y4 EVOWMOTWVETAL OTLC TIPWTELVEC.

2xeb0V OAoL oL aicBeveic pe pawvuloketovoupia Tou dev
urtofaAAovtal o Bepareia eival Stavontikad kabuotepnEVOL.
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To 1% twv a.cBevwy o€ WOpupata yla dlavontika kabuotepnueva
Atouo maoXouv ano GawvuAoKeTovoupla.

To mMpoodOKLpo {WNC Yol AUTA TOL ATOUA Elval SpaoTIKA

TIEPLOPLOLLEVO Kol oXeSOV OL LoOL TTAOYXOVTEC TteBaivouv otnv
NALKLOL TwV ELlKOOL KoL Ta % oTtnVv nALKia Twv TpLavra.

H Bloxnuikn Baon tng vontikng Toug KaBuoTtEpNONG elval akopa
eva aiviypa!!
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OL taoyovtec amno ¢pawvuAoketovoupia paivovtal puololoyikol
KOTA TN yEvvnon touc aAAa epdavilouvv coBapa mpoBAnpata
oTnv nALKia Tou Evog €Touc.

H Bepameia cuviotatal o€ SLtattoAoyLo YaunAnc meEPLEKTIKOTNTAC

o€ patvuladavivn (kalgivn Tou yaAaktog)

H €ykalpn Stayvwon tng vooou sival amopaitntn
1 €toc < 1Q: 93
> 1 €toc 1Q: 55
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H dtayvwon yivetal aviyvelovtoc WTOUETPLKA TN CUYKEVIPWON TNG
dowvuloAavivne oto aipa.

Mpoyevvntika yivetal pe avixveutec DNA 810t to yovidlo tng
avBpwritvnc vdpoéuAaonc tneg patvuAalavivng £xel KAwvoroLlnBel
Kol Exouv TavtomolnBel ot petaAAaéelg mov odnyouv o€
EAQTTWHATIKO EVIUUO.

Mepkec petaAacelc emnpealouvv tn SpaocTIKOTNTA Kol AAAEC
odnNyouv oTnV EAATTWON TNE CUYKEVTPWONC Tou evIUOU HLOTL
QTOTEAOUV OMa YL OUBLKLITIALWON
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1 ota 20.000 veoyva

H voooc kAnpovopeital kat ot etepoluywTteC amoteAouv 1o 1.5 %
ToU MAnBuopou
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