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EKTXIOEUTIKA VTIKEIPMEVD

® KataBoAIOPOC TTPWTEIVWYV (KUTTAPIKWYV
TTPWTEIVWYV KAl TTPWTEIVWYV TWV TPOPWV)

® KaTtaBoAIoOpNOC auIVOZEWY

® KataBoAlopog AuIvouadwy

® KUKAOC TNG oupiag

® KataBoAIopog
KapBocuAouadwyv —
EVEPYEIAKN ATTOO00N

® KAIVIKEC OUOXETIOEIC




AuIvoEEx

® AOMIKO CUCTATIKO TTPWTEIVWV

® [nyn adwTtou yia Bloouvlean AAAWY APIVOCEWV
KAl AAAWYV EVWOEWV (VOUKAEOTIOIWY, OPHOVWY,
VEUPOOIaRIBacTWV)

® OAec ol eVvWOoEIC TTOU TTEPIEXOUV AlWTO
OUVTIBEVTAI ATTO TA AMIVOLEQ (N TTAEIOVOTHTA
viveral oupia)

® [Napaywyn evEPYEIQC



[TNyEc auIvoEEWV

® BloouvBeon
® ATrolkodounon TTPWTEIVWYV
- EAQTTWMATIKEC ) UN ATTOPAITNTES TTPWTEIVES
(TTPWTEOOWHA)
- NMpwT€iveg TpoPwWV (TTEWN)
® Aduvapia atrobrkeuong Kal aTTEKKPIoNG

TTAeOvValOVTWYV aPIVOCcEwVY. H TTepicoeia Twyv
AMIVOCEWV KaTaBoAIleTal (UETABOAIKO KQUOIUO)

® H kUpla BEon oceidwaong TwV AUIVOLEWYV Eival TO
nrap



KATABOAIZMO2 NMPQTEINQN

|. ATTOIKOOOUNON KUTTOPRIKWV TTOWTEIVWV

® OAec ol Tpwreiveg dev atroikodopouvTal Pe Tov idlo pubuo

® O1 TTPWTEIVEC TTPETTEI VO KATACTPAPOUV KATA TN dIAPKEIQ TOU
KUTTAPIKOU KUKAOU (TO QMIVOZEQ XPNOIUOTTOIOUVTAI YVIa AAAEC
ATTAPAITNTES TTPWTEIVEC —AVOKUKANGN
® Mepikég TTpWTEIVEC XPEIAloVTal VIO OCUYKEKPIPEVO XPOVO KAl
XPOVIKI OTIyur otn {wn TwV KUTTApwV —puBuion JETaBOAIKWY
OlEPYOATIWV
IT.X. 20v0ean moAuvauivwyv — avarruén kai diapopoIroinan

® O1 Tpwreivec ptropei va aAAdgouv (BAGRN, ogcidwaon,
LMETOUOIWAN) ME TNV TTAPODO TOU XPOVOU — Ol EAATTWHATIKEG
TTPWTEIVEC TTPETTEI VO ATTONAKPUVOOoUV

® Me moI0 unxaviouo 1o KUTTAPO UTTOPEI VA OIAKPIVEI TTOIEC
ITOWTEIVEC TTPOOPICOVTaAl yIAQ ATTOIKOOOUNON;



To KOTTOPO DICKPIVEI TIPWTEIVES VI
KOXTXOTPO(

H Ub ouvdécTal pe TV e-apIviKn ouada Twy
TTPWTEIVWV TTOU TTPOOoPI{oVTal YId ATToIKOdOUNON
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XUIVO-TEAIKO &KPO

Mivakacg 23.2 E€dptnon Tou Xpovou
NHICWNAC TWV TTPWTEIVWV
TOU KUTTAPOTIAACHATOC
CUuNCG ammd TN eUON TWV
AMIVO-TEAIKWYV
KATAAOITTWV TOUC

KatdAouma vpnAng otaBepomoinong

(t,> > 20 wpeg)

Ala Cys Gly Met
Pro Ser Thr Val

KatdAouma eyyevoug amootabegpormoinong
(t,, =2 €w¢g 30 Aemrtdl)

Arg His lle

Lys Phe Trp

Katdahouma otaBgpomoinong peta

Ao XNHMIKN TPOoTmmoTToinocn

(t,, =3 €w¢g 30 AenrTd)

Asn Asp Gln Glu

[Mnyn: J. W. Tobias, T. E. Schrader, G. Rocap, and A.
Varshavsky. Science 254(1991):1374-1377.




>TN OUVEXEIX O ONUOOUEVEC TIPWTEIVEC
00NYOUVTOI OTO TTPWTEOCWHG (EKTEAEOTNC)

To mpwreoowpa 20S (eTiTed0 NAEKT. HIKPOOKOTTIOU ) atroTeAeiTal: 28 odAoyES
UTTOOVEADEC (O KOKKIVO, [3 UTTAE) Boun aav BapéAl 700 kd) atroteAeital amo

gVEPYO KEVTPO OTIC UTTOHOVADEC B KOVTG OTa KATGAoITTA Bpeovivng)

Yriopovadecaf £

Ynopovadec 8

Yrnopovadeca §
Amoypn amoé emavw

Apvo-teAlko
mupnNVOYIAo KatdAotrmo Bpgovivng

MpwTEOOWHA: ZUPTTAEYHUA TTPWTEIVOOWY OTO KUTOOOAIO
TTOU CUMMETEXEI OTN DIACTTIOCN ETTIAEYMEVWYV EVOOKUTTAPIWY
TTPWTEIVWYV onuacpéEvwy ue Ub.




2004 Nobel Prize in Chemistry =——= : ;
Aaron Ciechanover, Avram Herskho and Irwin Ros)el for the EvspYOTrOInng nprEOquGTOC

discovery of ubiquitin-mediated protein degradation

r KdAuppa 195

‘Eva kdAuppua 19S o€ kdde
dKPO TOU TTPWTEOCWHATOC
r Npwtedowpa 205 : :
*EAEYXEI TNV €i0000 TWV
UTTOCTPWHATWY

*CETUAIYEI TO UTTOOTPWHA

> KdAuppa 195

*QTTOMAKPUVEI TNV OURBIKITIVN
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HECW TOU KUKAOU

™e oupiag
AvEpakikol oKEAsTOl

FuvBeon yAukol{ng . : :
f] YAUKOyOvou ‘ e > OvBson Ainapwv oEEav

Kurrapixr avamvorn

MINAKAL 23.2  Aigpyacieg mou puBpi-
{ovtan pe amoikodopnon MPWIEIVNG

Metaypagn yovidiou

E€cAiln kuttapikou kukAou
IXNPATIOPOC 0pyavwy
Kipkabikoi puBpoi
OAeypovwdne amokpion
KataotoAn oykou
MetaBoAiopoc xoAnatepoAng

Ene€epyaoia avuiyovou

https://www.youtube.com
/watch?v=vwlwtY4kuUQ




Il. KataBOAIGUOC TIPWTEIVRV TWV TROPWV

KATABOAIZMOZ MPQTEINQN

TTPWTEIVACEC I TTPWTEATEC I TTEMTIOATEC
UOPOAUTIKA évCUlQ

v ~~
evooTTEMTIOATES eWIETITIOAOEC.
udpoAUouv TETMIBIKOUG deauoUg OTO udpoAuouv TTETITIBIKOUG BETPOUG KOVTd OTd £EWTEPIKA
ETWTEPIKG TNE TTPWTEIVNG. Mpoidy dkpad TNG TPWTEIVAG. Mpoiév udpoAuang HId HIKPOTERN
udpOAUGNG BUO HIKPOTEPEG TIPWTEIVES TIPWTEIVN KAl évd OAIYOTTETTTIOI0

ESwKUTTOPIO N TTEWN TWV TTPWTEIVWY EEKIVAVEI OTO oToMAy!l. EvOOKUTTApIA aTTOIKOBOMNTT TWV
TIPWTEIVIV OQEIAETAI KUPIWG O OEIVEC TTPWTEIVATES, TTOU EVTOTTICOVTAI OTA AUCOCWHATA

O1 TpwTEiveS XpnoIpoTToIoUVTaI ApeTa, Oev aToBnKeUOVTal OUTE OTTEKKPIVOVTAL

AYAOE KYTTAPO AENTOY ENTEPOY AlMA

— Auwvotéa L -
FITICH .
o TRImERTIGN

famerrridia

Apnvotia

Ohyomentidia




ZTGOI0 EVIUMIKAC AMTOIKOOOUNGCNC TWV TTPWTEIVGV TWV
TPOYPUV GE QPIVOEED

(a) Taorpixoi abéveg o1o

MaykpeaTikés
T6pOg

! oropdyou

TorywpaTtikd KOTTOpa

(exxpivouv HCI)

- Kopia kOTTopa
(exkkpivouv
TEPIVOYGVO)

FaoTpikdsg PAevvoyévog
(ekkplver yaoTpivn)

(B) E§wkpivij kKGTTOpO
TOU MAYKPEATOS

s \u
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e |

Zupoybva
KOKKICt

ABpOIOTIKG GAnvapio

(y) Adyveg Tov

Aewrrou evrépou

- Adoxvn

Evrepikég
PAevvoyévog
(aTroppogG

apivo&éa)

B BAevvoyovo Tou *H a1rodounon Twv TTPWTEIVWYV TWV TPOPWV

OTA EEXWPIOTA AMIVOEEQ TOUG
TTPAYMATOTIOIEITAI OTOV YAOTPEVTEPIKO
owARva

*H €i00d0¢ TWV TTPWTEIVWV OTO CTONAYI
OlIEYEIPEI TO YAOTPIKO PAEVVOYOVO OE EKKPION
YaoTpivng

*H yaoTpivn digyeipel TNV EKKPION
UOPOXAWPIKOU 0ZEOC ATTO TA TOIXWMATIKA
KUTTOPQ Kal TTEYIVOYOVOU aTTo Ta KUTTApa
TWV YAOTPIKWYV adEVWV

*To TTeEWIVOYOVO UETATPETTETAI OE EVEPYO
TTEWIVN

*H 1TeWivn udpoAUEl TIG TTPWTEIVEG

IO TTWVTAG TTETTTIOIKOUG DECTOUG TTOU
BpiokovTal TNV auIVOTEAIK TTAEUPA TwV
APWMATIKWY auivogéwv Phe, Trp, Tyr



I i *OT1aVv TO OGIVO TTEPIEXOPEVO TOU
: OTOMAXIOU TTEPACEI OTO AETTITO £VTEPO, TO
e  QlUNAO pH TTUPOOOTEI TNV EKKPION OTO
I (il TNC OPHOVNG TEKPETIVING

Kdpia kiTTopa
(exkpivouy

| T oo *H oekpeTivn dIEYEIPEI TO TTAYKPEAS O€
Itjoys — (I aa R Rl SKKP1oN OITTAVOPOKIKWY OTO AETTTO EVTEPO

(exkpivel yaoTpivn)

nawers | ERPTRCNN o WOTE va £6oUdETEPWOEI TO YyaoTpikd HCL
() E€wxpivi koTTApPR
ray) 0 TaYKpEQTOg

D “EtoiTo  augaveral atnv TIPn
BITA H d@i€n apivoééwv oto 128aKkTuAo
OPYYINOIONO

XYMOGPYWINOIONO POKAAEI TNV €KKPION TNG OPUOVNG

\KF
=~ MPOKAPBO=YTIENTIAAZEZ-A,B 1
a Y OAOKUOTOKIVIVNG

XOAOKYZETOKININH /( N it ol , , .
ZYMOTFONA , *H XOAOKUOTOKIVIVN OIEYEIPEI TNV EKKPION
| e aTro TNV EEWKPIVI JOIPa TOU TTAYKPEATOC
TWV TTAYKPEATIKWY EVCUNWV:
Adyn Bpuywivoyovo, xupobpuwivoyovo,
Erepuc TTpokapBocutreTtTiddon A kai B, Ta otroia

Phewvoydvog

(amoppogs gival (upoyova Twv:

apivobea)



(a) Taorpixoi abéveg oto

I F):vvoréwo Too
1 oropdyov
i

TorxwpaTikd kGTTOpO

(exxpivouv HCI)

Kopia kiTTapa
(ekkpivouv
TEPIVOYGVO)

+— TaoTpikGs PAewoyGvog
(exkpiver yaoTpivn)

(B) ESwkpivi| kGTTOpR

MoykpeaTikag T0V TaYKPEATOS

m6pos
|

il
b 3. ENTE EMTIAA

' Zupoyiva g
R

N Zvpoybva
KOKKi@x

ABPOIOTIKG TwANVGpIO
:W (¥) Adyves Tov
)\I miov & \'ll"l(\ll

XYMOOPYYINOIONO
KAPBOZ=YTIENTIAAZEZ-A,B
EAAXTAZH

apivotga)

*H evTePOTTETTTIOAON TTOU EKKPIVETAI ATTO TA
EVTEPIKA KUTTOPO METATPETTEI TO
Opuwivoyovo oTnv evepyr) HOPPI) TOU:
EVEPYOTTOIEI TO
XUMOBpuUWIvoyovo Kal TIG
TTPOKAPPBOCUTTETTTIOACEC

*H KOl N udpPOAUOUV
OKOMO TTEPICCOTEPO TA TTETTTIOIA TTOU £XOUV
TTapax0ei ato aToudyx! ye Tn dpAon TNG
TTEWIVNG

Kal
gep@avidouv €I0IKOTNTA YIA DIAPOPETIKA
aMIvoZEa

*Ta MIKPQ TTETTTIOIQ ATTOOOMOUVTAI ATTO TIG
Kal Ol
agaipouyv d1adoxIKa
KAPBOCUTEAIKA Kal AUIVOTEAIKA QUIVOCEQ
QavTioTOIXQ)

*Ta eAeUBEPQ AUIVOCEQ HETAPEPOVTAI OTO ECWTEPIKO TWV ETTIONAIAKWY KUTTAPWYV TOU
AETTTOU EVTEPOU
*EiloépxovTal oTa algo@opa TPIX0EIdN TwV AaXVwy Kal KateuBuvovTal



KATABOAIZMOZ2 TON AMINO=EQN

o Ta apivogea upioTavTal OCEIOWTIKI OTTOOOUNON O€ TPEIC OIOPOPETIKEG
METABOAIKEC CUVONKEC:

1. Katd TN @uoioAoyikr) ouvBeon Kal ATTOOONNGCN TWV KUTTAPIKWY TTPWTEIVUV
MEPIKA OUIVOCED TTOU OEV Eival ATTAPAITATA YIa TN OUVOECH VEWV
TTPWTEIVWYV, UPICTAVTAI OCEIOWTIKI ATTOO0UNGN

2. Otav n diaita TrEPIEXEI APOOVEC TTPWTEIVES KAl T TIPOCAANBavOuEVa
QMIVOEED UTTEPPAiIVOUV TIG AVAYKEG TOU OPYAVIOUOU VIO TTPWTEIVOOUVOEDN,
Ta TTAEOVACOPATO KAaTaBoAiovTal ETTEION TA AUIVOZEA OEV atToBnKeUOVTAl

3. Karda tn d1apKeIa vNOTEIOG N O€ AVECEAEYKTO 2.A., OTAV UTTAPXElI OTEPNON
udaTAVOPAKWY I AdUVANIO CWOTNG XPNOIUOTIOINGNG TOUG, Ol KUTTOPIKEG
TTPWTEIVEC XPNOIPJOTTOIOUVTAl WG KOUTIUO

- METATPETTOVTAI O€ O-KETOCED UPioTavTal oceidwon oe CO, kai H,0
- 1] TTOPEXOUV JOVADEC TPIWYV KOI TEOOAPWY OTONWY avOpaka, TTou
MTTOPOUV Va €I0€PB0UV 0TN YAUKOVEOYEVEDT VIO TTOPAYWYH
VAUKOCNC
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KUpiax BEonN armoikodounNonc aUIVOEEWY
OTO ONACOTIKA EIVOI TO NTTALC

. ATopdkpuveon tng a-
QLULVLIKAC opadac

. Amolkodounon tou
avOpaKIKOU
OKEAETOU




*AUIVOZEQ TWV TTPWTEIVWV TWV
TPOPWYV, aAavivn aTTd TOUG UUEG )
yAoUTOUIVN aTTO JUEC N GAAOUC
I0TOUG peTaBoAilovTal oTo ATTAP
O€ AUUWVIa

“Eva JEPOC TNC AUPWVIOC TTOU
TTAPAYETAI AVOAKUKAWVETAI KOl
XPNOIUOTTOIEITAI OE TTOIKIAEC
BIOCUVOETIKEC DIEQPYATIEC

*H trepiocoeia aupwviag
QTTEKKPIVETAI APECA N
LETATPETTETAI OE OUPIA N OUPIKO
0O¢U TTPOG ATTEKKPION

Apvobéo amd
TMOTEVES TS TPOGIS

l. METOBOANKG TTEMPWHEVH TWV KUIVOUKDWV

Kurropixi
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*To yAouTapIKO Kail N yAouTtauivn
AEITOUPYOUV WG Eva €i00G YEVIKOU
onMeEiou OUAAOYAG TWV AMIVOUAdWYV

*2TO KUTTOPOOIGAUNA TWV

QAMIVOUAOEC ATTO TA
TTEPIOOOTEPA AUIVOCEQ METAPEPOVTAI
OTO O-KETOYAOUTOPIKO VIO OXNUATIOUO
YAOUTAMIKOU, TO OTTOIO EICEPXETAI OTA
MITOXOVOPIQ KAl ATTOdIdEl TNV
QMIVOUAda TOU TTapAYOVTAG

Ahavivn
—— i Toug
pug

*H TrAcovalouoa apuwvia TTou
LMETATPETTETAI OTO AMPIOIKO AlWTO TNG
YAouTapivng, TTEPVA OTO NTTap OTTOU
EICEPXETAI OTA MITOXOVOPIA TWV

, Ol
TTAEOVACOUCEC AUIVOUADES YEVIKA
LUETAPEPOVTAI OTO TTUPOOTAPUAIKO Yia
oXNMATIONO aAavivng




KoTaBOAIOUOC GuIVOEEWY OTO NP

To TTpWTO PriMa €ival N apaipecn TwWV a-
QMIVONOO WYV

H a-apivouada JETAPEPETAI OTO O-ATOUO
avOpaoka Tou a-KETOYAOUTOPIKOU
oxnuaTioviag 10

Ta evluua TToU KATAAUOUV TNV agaipean

a-KeToYAOUTapIKG L-Mourayik TWV aUIVOUAadwyv ovouadovral

. o Ta KUTTapa ep@avidouv dIAPOPETIKOUG
. TUTTOUG TPAVOANIVAO WYV

O1 Tpavoapivaoeg eugavidouv €101KOTATA
WG TTPOG TO O-KETOYAOUTAPIKO WG OEKTN
'-f=':‘ Ko SIaPEPOUV WE TTPOC TNV EIBIKOTNTA
R TOUG YIa TO L-apivogu wg 00Tn Twv
a-KeTofl auivou AdwWV
H @wo@opiki TTupIidocaAn AEITOUpYEi w¢
EVOIANECOC POPEAC AMIVONAdWY OTO
EVEPYO KEVTPO TWV AUIVOTPAVOPEPAT WV




AvTIOpOGON TPOVOXUIVWONC
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Apwotpavadepacn
(tpavoapvéon)

COO

a-KeToyAouTapLko L-apwvou a-Ketofu




TpavoouIvéoeg —BIoOEIKTEC NTTATIKNG ASITOUPYINC

® O TTPOCOIoPICHOG TWV ETTITTEOWV TG ANIVOTPACPEPACNG TNG aAavivng

(ALT — ) Kal TNG AUIVOTPAVOPEPAONG TOU aCTTIapPTIKOU (AST — )
EXEI IDIQITEPN ONUacia oTn dIAYVWon TwV BAABWY TNS KOPOIAG KAl TOU
NTTATOG

® Ta evCupa SGOT, SGPT eival ol onUavTIKOTEPOI OEIKTEC NTTATIKNG
OUCAEITOUPYIAG KAl AUCAVOVTal KOTA TNV KOTAOTPO®PN TWV NTTATOKUTTAPWY

® SGOT: Serum glutamic oxaloacetic transaminase
® SGPT: Serum glutamic pyruvic transaminase

* AST n SGOT (Aspartate aminotransferase) ¢.t. : 5-40 U/L
* ALT 1 SGPT (Alanine transaminase) ¢.t. : 0-40 U/L

looévivpa nmatog Kapdldg, OKEAETIKOU LUOG, VEPPOU
K.QL.




[Toxpoywyn GPUWVIKG

O1 apIvOuAdEeg TTOAAWYV AUIVOCEWY CUAAEYOVTAI OTO NTTAP UTTO pop®n L-
YAOUTOUIKOU

AUTEG Ol OUIVOPADEC TTPETTEI VA apaipeEBOUV Kal Va TTPOETOINACTOUV Yia
QTTEKKPION

270 NTTATOKUTTAPA, TO YAOUTOUIKO UETAPEPETAI ATTO TO KUTTAPODIAAUUA OTO
MITOXOVOPIa OTTOU UQIOTOTAI OCEIDWTIKN ATTAMivwon YE T dpdon TNG
a@puoOpoyovaons Tou L-yAouTapikou

MIA ANTIAPAZH — KAEILAI
NATHN ANMOMAKPYNZH TOY AZQTOY

GTP

I
I
I
I
I
I
$

I
I
NAD®P)* L NAD(PH + H*
et 0

Apudpoyovaon Tou
vAouTauivikou

CcCOO
MouTauiviko a—- KeToyAouTapiko




COO
| NADP)* ¢+ NAD(P)H + H

+
H:N—C—H

| ;_L;

CHg - HZO L

I ’
CH, Agudpoyovaon Tou

| yAouTapivikou
COO

AouTtapiviko a-KETOoyAOUTApPIKO

H TTapaywyn 10VIiwv aupwviou atrd TNV agudpoyovaacn Tou
YAOUTAMIVIKOU OTO MITOXOVOPIA TOU NTTATOC TPOYODOTEI TOV
KUKAO TNG oupiacg

To a-KETOYAOUTAPIKO TTOU OXNMATICETAI ATTO TV ATTAMIVWON
TOU YAOUTOMIKOU PTTOPEI VO XPNOIMOTIOINGEI OTO KUKAO TOU
KITPIKOU OCE0C N 0TN ouvBeon TNG YAUKOLNG



MeTa@opa adwTou ATTO TOUG £CWNTIATIKOUG IOTOUG OTO NTTAP

MECOW TNG YAouTaUivng

* Q1 pueg kai o1 UTTOAOITTOI I0TOI OTEPOUVTAI TWV EVCUUWY TOU
KUKAOU TN¢C oupiac.

« 'ETOI, N auuwVia Ba TTPETTEI va JETAPEPOET aTTO TOUC
£CWNTTATIKOUG I0TOUC OTOUG OTTOIOUC TTPAYMOATOTTOIEITAI
KUPIWC N aTTadivion TwV APIVOCEWY, OTO ATTAP.

« O KUKAOC TNG oupiag TTpayuUaTOTIOIEITAI OTO ATTAP.

 H petagopad yivetal KUpiwg ME TN Jop@r TG YAouTapivng,
N oTToia ouvTiBETAl JE TN ouvBAonN TNG YAOUTANIVNG

* H yAouTtapivn HETAQEPEI 2 KATAAOITTA AUPWVIAG ava JopIo.
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L-MouTapixkd

H appwyvia TTou cuvouadleTal e
YAOUTOMIKO aTTOOIOEl YAOUTAMIVN
UE TN OpAon TG ocuvBeETAONG

TNG YAouTapivng o€ dUo PRuaTa

[TpwTa TO YAOUTOUIKO QVTIOPA
ue ATP oxnuaTtiovrag
V-pwopoyAouTauiko kait ADP

2.TN OUVEXEIO TO EVOIAUECO AUTO
TTPOIOV AVTIOPA PE TNV AUMWVIC
TTAPAYOVTOG YAOUTAMIVN KAl
AVOPYAVO PWOPOPIKO



MeTa@OP& TNC KUUWVIC

® H yAoutapivn €ival gn TOEIKN METAPOPIKN HOP®I TNG
QMNMWVIAG

® H ouykevIipwaon YAOUTOMIVNG OTO Aia €ivVal TTOAU
uWwnAOTEPN AAAWY APIVOCEWY

® H mepiooeia TNG YAOUTONIVNG METAMEPETAI JE TO QIO OTO
EVTEPO, TO NTTAP KOl TOUG VEQPOUG

® 270 NTTap, OTO EVTIEPO KAl TOUG VEPPOUGC TO OMIOIKO ATOUO
QdWTOU EKAUETAI WG IOV AUUWYVIOU OTA JITOXOVOPIA UE TN
Opacon Tou evCUOU YAOUTAMIVAON

® To I0V OUNPWVIOU JETAMEPETAI JE TO AIUA ATTO TOUG VEQPPOUG
KOl TO EVTEPO OTO NTTAP

® 2T0 NTTAP, N AUUWVIa aTTO KOBE TTPOEAEUC OOPAVOTTIOIEITA
UECW oUvBEONG OUpPIaG



METOPOPAX XNUWVIXC &TTO TOUC YPOMHUWTOUC JUC GTO ATIOP -

KOKAOC YAUKOING-OAVIVNG

® O1 pUeg xpNOIYOTIOIOUV TA AMIVOSED WG
KaUoIua KOTA TN OIAPKEID TTAPATETAUEVNG
AOKNONG TTPETTEI OWCE Va apalpebEi n
auIvouada

© To yAouTauikd HETOQEPEI TNV AUIVOUAOD TOU
OTO TTUPOOTAPUAIKO TWV JUWV JE TN Opacn

g
® H aAavivn HETOQEPEI TNG AUIVOUAOES O€ UN
TOCIKN MOPYN aTTO TOUG JUG TTPOG TO ATTOP
® H aAavivn kataAnyel oto ATTAP
® 2T0 AP N
LUETAPEPEI TNV AMIVOPAdA ATTO TRV
aAavivn 01O O-KETOYAOQUTAPIKO TTAPAYOVTAG
TTUPOCTAPUAIKO KOl YAOUTAMIKO

® To yAouTapIKO PTTOPEl va €10€ABEI oTO
MITOXOVOPIa OTTOU PE TNV avTidpaaon TNG

aTTEAEUBEPWVEI IOV AUPWVIOU




AH aLwvio TToU TTapAyEeTaL Ao TNV anapivwaon TwV apvoiewy Ba
TIPETIEL VO ATIEKKPLBEL yLaTl elvat ToELkn.

#H QMEKKPLON YLVETOL UE TN UETATPOTMN TNC TOLKAC QUUwWVIAC o€

oupla n omola eival pn Toflkn, uvdATOSLHAUTA KoL €UKOAX

QTEKKPLVETAL OTO OUPQL.
~H Slepyaoia e TNV omola MapayeTal N oupla eival yvwoth cav

KUKAOG TNn¢ ouplac.

a-AVoEL X‘Kﬂw?@umplmx NADH + NH,* —— NJ\N
g-KeToku [AQUTQLLYIKD * 4+ HyQ




KUKAOC TNC oupioe

® H mmapaywyn TNG oupiag cupPaivel
OXEOOV ATTOKAEIOTIKA OTO NTTAP KOl
EiVal TO TTETTPWMPEVO TOU PEYAAUTEPOU
LUEPOUC TNG ONMWVIAGC TTOU KATAANYEI
OTO NTTOP

UREA CYCLE ;’
— .

® H oupia TTou TTApAYETAl JECW TNG
KUKAOQOPIOG TOU QiATOC UETAPEPETAN
OTOUG VEQPOUG OTTO OTTOU OTTEKKPIVETAI
LUE Ta oupa

® O TTPAYUOTOTTOIEITAl
O£ OUO KUTTOPIKA dlauepiouaTta. Apxicel
OTO NTTATIKA LITOXOVOPIQ KAl TO TPIC
ETTOUEVA BriMaTa CUPBAiVOUV OTO
KUTTOPOOIAAU LA



~ R CH o COO™ CHy  CH — COO
CHy — CHy — CH — CDO Auvoéa Adcelve (ooms Tows pues)
a-KeToylouTapikg —— ]

AvecapTnTa aTro TNV
TTPOEAEUC TOUG T IOVIQ
aupwvioy
XPNOIUOTTOIOUVTQI
QMECWG UE OITTAVOPAKIKA
yid TO OXNMATIOMO TOU
PWOoPopIKoU
KapfapuAiou

e H avtidpacn autn

o T A e€apTdTal oo ATP Kol
KOTOAUETAI ATTO TN
ouvBeTtaaon | Tou
PWOoPopIKoU
KapfauuAiou

o e To Qo @POoPIKO

I TRl KOP[SOUUAIO EICEPXETA

P OTOV KUKAO TNG oupiag

(oné i

——»  a-Kerofl

Mitoxovbpiakd
oTpépa

Kurrapohdluepa

Dovpopikd




b ' oG To apyIvo-nAEKTPIKO

s s SI0OTTaTal aTTd TNV
R T : g€ apyivivn Kai

(POUUAPIKO

ThouTapike

= e To EICEPXETAI OTA
o LITOXOVOPIO Kal TTPOCTIOETAI

| OTN OECAMEV TWV

e oL EVOIAUECWY TOU

HzN
Opviivg Kitpouhivn

Korrapohidlupa Kirpouldiv .

H OlOCTIA TNV
T e apyivivn TTapayovTac oupia

oupiag
Opwibivn

- e, ka1 opVIBivn

S 5 ”\H—%mp:unm.
~ &pywaon s H opviBivn peTa@EPETAl OTA

HaN € NH - iCHy)3 CH COO
Apyivivn
APYIVIVO-NAEKTPEQO

LITOXOVOPIA YIa VA CEKIVINOE
EVA VEO KUKAO oupiag

TooC - CH—cH cog @
Dovpapig




— B. Hnarikr ESoudeTépwon N
0
|
: HQN—‘ C_NHQ 5
AOTIaNTIKO ; 2N
Oupla Neppoi
Ny
Hirap ‘\4ATP T
T ~ Thoutapivy
KaraBohiojide , r
qUVOEEWY [Aoutapiv 4 / v -
(houtapiko |
[ houtapivn g | | -, |\|ij
T\D\oumuu«i lepigepika 4
NH3 opyava .
X FBleibepn o Katapohoydc Oipa
aLvotea TpaTeime




KAIVIKEC DIGTOPOXEC KUKAOU TNC OUPICC

H owoTn AsiToupyia Tou KUKAOU TNG oupiag ival BepeAndnc.
[TOAAEG TOU JETABOAIOMOU OXETICOVTOI
UE Ta EVCUPO TOU KUKAOU TNG OUpiag

O1 TTI0 YVWOTEC DIOTAPAXEG Eival Ol

(avETTAPKEIO OTN OUVBETAON TOU PWOPO-KAPBaMIdIKOU) Kal

[TARPNG EAAEIYN EVOC evCUPOU OgV €ival oupBaTr) pe TN Cwn)
2. TNV TTEPITITWON EVOG evCUMOU,
TTapouaialovTal OIaTAPAXEC AOYW

YwnAa eTTitreda YAOUTAUIKOU 1 YAOUTOMIVNG TTPOKAAOUV
EYKEPAAIKEC BAGPEC

MTTopoUV VO QVTIJETWTTIOTOUV PE DIOTPOPN PTWXI OE
TTPWTEIVEC



EK YEVETAC O@AAUATA TOU UETABOAICHOU TWV AMIVOZEWV

Clinical symptoms in tyrosinemia Il

Mivakag 234  Ex yevern¢ opahpata tou petaBoAiopol Twy apvogewy

Nooog Aveméipkela ev(upiou UMW paTa

KrpouMwaigia ~ Avdon Tou AqBapyoc, mapoduapiol, pelwpevn pikn
apYIVIVONAEKTPIKOU guoraon

Tupoavaipia Aidgopa éviupa Aduvayiio, uToaKpWINPIOGLIGG, KATAOTPOQN ALBINISM
anolkodOHnang ToU fjmatog, vonTikr kaBuaTépnon

(Part-1V: Aromatic Amino Acids Metabolism

G TUpoaivng
Aplopog Tupoaivaon Anouoia ypwotikic oto deppa
Opokuotvoupia  ZuvBaon fng ZkoNlwon, abuvapia pudv, Symptoms & Signs
KuoToBelovivng vonTikn kaBuatépnon, heméc EavBég Tpiye siS
Ynephuowaiia  Agudpoyovaonte  lapo€uatioi, vonTiki koBuatépnan, pmm
nutaAdEldNC Tou atovio, aracio [ R

a-apvoadimkol

aaaaaa



Il. AMOOONNON GVOPOKIKWYV OKEAETWV TWV

AMIVOEEWV — TTPOYWYN EVEPYEITC

O1 000i Tou KATABOAICHOU TWV OMIVOZEWY Kavovika euBuvovrtail yia 1o 10-
15% TNG TTApAywyNnG EVEPYEIOG

Agv €ival TOOO OPAOTIKEG 000 N YAUKOAUGN KaI N OCEIDWON TWV AITTAPWYV
o} &AN)Y

O1 20 kaTaBOAIKEC 000i CUYKAIVOUV YIO TO OXNUATIONO MOVO €I KUPIWY
TTPOIOVIWY TA OTTOIA EICEPXOVTAI OTOV KUKAO TOU KITPIKOU OEEOG

ATTO €KEI OI aVOPOKIKOI OKEAETOI OIOXETEUOVTAI VIO VEOYAUKOYEVEDN N
KETOYEVEDN I 0geIdwWVovTal TTANPpwS o€ CO, kal H,0.

KataBoAIouoc AJIVOSEWY

Evepyeiakn aglomroinon Twy apivogéwy
EvowpudTtwaon Tou dvBpaka OKEAETOC TWV ANIVOEEWY

,...-f"""""'aTrécTracrn NG AIVORAdAg (::ﬂ'rauivwUﬁ-_}_;'"""""---...,
\_ TPavoauivwan n o§eidwrikn amauivwon '
“~___(o1a BnAacTiké oto Ammap)

KUKAog Tou Krebs

YAUKOAUTIKI) 0006¢



O1 avBpaKIKOi OKEAETOI £CI QUIVOCEWY UETATPETTOVTAI OE
TTUPOOTAPUAIKO

To TTUPOOTOQUAIKO UTTOPEI VO JETATPOTTEI 0€ OKETUAO-COA
(TTPOOPONN EVWON TWV KETOVIKWY CWUATIWY) EITE OE€ OCAAOCIKO
(TTPOOPOMN EVWON YIa VEOYAUKOYEVEDN).

Ta auivocEa auTa €ival TOo0 000 Kal

MAourTonikd

a-KeroyAouroapikd

ARETOKE TUAD=0MA

KITpIROG HAexTpuAo-CoA
oEfog

HAskTpikd

]|| OEGMNOE kG ﬂ[l T TETT e P T
MAMAIKG

O,
|! MupocrTogpudi Kk

Adcrwivn
KuooTeivn
loroderivn M sivn
Asukivn Eepivn
Epeovivn S pEowvivD AcrTrogponyivT g
T puTT TOgRCEVE) TpurrTogpdnT ACTTOPTIKG




Aeukivr Apywivn
Avaivn . MouTopivn
Davuladavivn Ketovikd MouTopid lomiBiv
Tpumrrogpdavr)  owpdnia Mpohivn
Tupodaivn
looKITpIKG | a-KetoyhouTapikd
AxeToakeTuAD-CoA Koxhog looAeukivn
Kitpiké KITPIKOG |I-[F|.Eu'rpuﬁn-tm ’ PR
otfog Opeovfin
Barkivn
AkeTuAo-Cod HAexpixd
| Ofarobikd || Imm:pﬂpuxti” mwm
Mnhikd
co,
[MupooTapuiikd Mok6ln
Ahavivy
KuoTelivn
looAewkivn Mukivn
Agvkivn) Zepivn) [ | Neoyhukoydvo
Opeovivn Opeovivr) Aomrapayivn .
Toutropdv)  Tputrogév)  Aemiapriks — Keroyiva

O1 avOpOKIKOi OKEAETOI TTEVTE
AMIVOCEWV EICEPYOVTAI OTOV
KUKAO TOU KITPIKOU 0Z£0C UTTO
LHOP®N a-KETOYAOUTAPIKOU

O1 avBpaKIKOi OKEAETOI TNG
ueBelovivng, TnG Bpeovivng,
TNG I00AEUKIVNG KaI TNG
BaAivnc¢ arrodopouvral o€
0d00UG TToU aTTodidouv
NAekTPUAO-COA, €va
EVOIANETO TOU KUKAOU TOU
KITPIKOU 0E£0C

O1 avBpaKIKOi OKEAETOI TNG
aoTTapPayivng Kail Tou
QOTTOPTIKOU TEAIKA EICEPYOVTAI
OTO KUKAO TOU KITPIKOU 0Z£0G
UTTO HopPn o€aAoikou

Av Kal JEYAAO HEPOG TOU KATAPBOAIONOU TWV ANIVOCEWY CUPBaivEl OTO ATTAP, Ta TRId
AMIVOCEQ PE DIAKAQDIOUEVES TTAEUPIKEC aAUCIOEC (AEUKiVN, I00OAEUKiVN, BaAivn)

0gEIdWVOVTal WS KAUOIUA KUPIWS O0TOUC JUG, TO AITTwon 10TO, TOUG VEQPOUGS Kal TOV
EYKEPAAO




2YNOWH TOY KATABOAIZMOY TQN AMINO=EQN

H AMINIKH OMAAA METATPETETAI 2E NH,* MEZQ:
Q) TPAVOAMIVWONG: N AUIVIKI) OJAdA METAPEPETAI OTO
O-KETOYAOUTAPIKO Kal oxNuUaTiCeTal YAOUTOMIVIKO

) To YAOUTQMIVIKO QTTAUIVWVETAI YIA VO OWOEI IOV
OQMUwviou NH,*

y) To NH,* peTaTpETTeETal O€ oupia (KUKAOG TNG OUpiag)

TAATOMA ANOPAKA TON AMINO=EQN METATPEITONTAI
2E KYPIA METABOAIKA ENAIAME>A TA OINOIA MIMOPOYN
NA AHMIOYPI'HZOYN I''\YKOZH "H NA O=EIAQOGOYN ME
TON KYKAO TOY KITPIKOY O=EOX



EK yeEVETAC OPAAUATA TOU UETABOAIOUOU PTTOPOUV VA
dnuIoUPYACOUV TTPORARUATA OTNV ATTOIKOOOUNON TWV APIVOLEWV

Ol TTPWTEC CUOXETIOEIC METACU BIOXNMIKWY AVETTAPKEIWY KAl TTABOAOYIKWV
KATAOTACEWYV TTPONABav atrd opAAuaTa TOU JETABOAIOUOU TWV AUIVOCEWVY

OH
—00C

AAkarrrovoupia éMeiyn eviipou amoikod6unong
Bev{oAikoU daktuhiou gaivahavivng, evdiapeco mpoioy  H

ammoIkedopnong TS eaivuladavivng Kai Tupogivng )
(UTTOAEITTOMEVO WEVTEAIKO XQPUKTNPITTIKG) OHOYEVTIOIKG

Agpac

Symptoms & Sngns of Alkaptomma

[TOAU £YYPWHO
MOAUMEPEC

Black colored Ochronosis Tendinitis Kidney &
urine prostate stones




daivulokeTovoupia

- Avemrdpkela r} EAAeIYn TS udpoculdong TNG GaivulaAavivng ) Tou TTapdyovTa
TETPAUDOPOTITEPIVNG

Daivuhahavivn
N\
/
\
§ + H:O + Kivovosdng Blomrspivi

“HNT Scoo-
Tupogivn

- H gaivuAaAavivn cucowpeUeTal OTA UYPA TOU

. . , , *Fair hair
OWMATOG OIOTI OEV UTTOPEI VA UETATPATTEI *Blue eyes
O€ TUPOTiVnN. *Dry Skin

- QuoIoAOYIKA ¥4 HETATPETTOVTAI O€ *Albinism
TUPOOivN Kal ¥4 O€ TTPWTEIVEC
*Mental
2UUTTTWPATA: Retardation
2.XEOOV OAOI 01 A0BeVEIC uE PAIVUNOKETOVOUPIQ TTOU
dev uttoBAaAAovTal o€ Bepartreia
TTapouoialouv voNnTIKr oTEPNON

*Athetosis
*Seizures




V]

HUL

Aok
MEpPLOYT)
thn:ruspmuoﬂ

@Eon Blomntepivnc

Eikova 23.31 Aopn phag umopovadac Tng
ubpotudaong tng pmvudadavivng.

PaivuAoksTovoupia
Alayvwaon

H aviyveuon @aivuhaAavivng o1o aijpa dev ETTAPKEI
(o1 puoloAoyikéC YEaeg TIMEC aToV TTANBUGNO
aAAnAeTTIKaAUTITOVTAI PE QUTEC TWY QOPEWV)

EvOoQAERIa YopAynon @aivuAaAavivng Kai HETpnon
NG KIVNTIKAG ToU ev{UloU

O1 peTaAAageic TTou gival onUAvVTIKES £XOUV
TauTotroInBei Kal onuelwbei pe akpifeia oTnv
mpwteivn. O1 peTaAAGEeIC PTTopEi va eTTnpeddouv To
EVEQPYO KEVTPO, ATTOIKODOUNOT (TTPWTEOTWHA) K.T.A.

O1 TEPITTOTEPEC YEVETIKEC AVWHAAIES
QVTIHETWTTICOVTAI JE HEIWTT TTPOCANWNC ToU
apIvogeog TTou Og petafoAileTal




EKmaideuTIKOl 0TOXO!

OOMOMOMOMOMONO, O]

O]

[Tolol €ival o1 KUpIol hNXaviouoi KATaBoAIOUOU TTPWTEIVWV
(KUTTAPIKWY, TPOPWYV)

ATTOO0UNCN TTPWTEIVWYV TWV TPOYWV, eviuua
KataBoAIouOC TV AMIVOCEWY - 3 METABOAIKEGC OUVONKEC
TpOTTOC ATTOIKOOOKNONG AUIVOUAdAC

Tpavoauivaoec- ovouaaia, KAIVIKN onuaagia

AlqoTTaon appwviag

[lepiypar KUKAou yAukolnc-aAavivng,

[Mepiypagr) KUKAOU oupiag (BaciKEC apxEQ)

ATTOO0NNON aVOPAKIKWY OKEAETWYV TWV AUIVOEEWV -

UNXAVIOPOC
Od0i atrodouNonNS TWV AMIVOCEWV- ONUEIa/EVWOEIC EI0000U
OTO KUKAO TOU KITPIKOU



[lpoTeEIvouEV BIBAIOVP DI

e Lehninger,
Kep. 18.1 — 18.3
e Devlin,
Kep. 19
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