KATABOAIZMOZ ANOPAKIKOY

2KEAETOY AMINO=ZEQN

EIZATQIrH

Metd v amapivwon Twv apvoiEwy akoAouvbel o ka-
TaBOALGHOG TOU aVBPAKIKOU TOUG GKEAETOU, IOV OTIG
TIEPLOCOTEPES TIEPLTITWOELS ElVAL APKETA TTOAVTIAOKOG
kot artotel ToAAG évlupa. Ot katafoAkég auTtég eep-
yooieg ouykAivouv og oplopEvous TeAkoUg Spapovg,
IOV 06NYyoVUV avAaloya LE TO aQUVOEy oe: a) mupovfL-
KO, B) akeTVA0-CoA, Y) akeToakeTVA0-CaA, §) évw-
01)] TOU KLTPLKOV KUKAOVU (Zxfjua 29.1).

To peyaAvtepo pépog autol TOv KATaBoAlopov
TWV apvoEEwv yivetatl oto Nrap. Eival gavepd amd
10 ZyNnua 29.1 6tL ot avOpakikol okeletol TwvV SLdgo-
PWV OUIVOEEWY PTTOPOUV TEALKA va 0Eel8wBovV uéow
TOU KITPIKOU KUKAOU KOl TNG QVATIVEUGTIKNG OAVOOU
ot CO, kot H,0 pe ovyxpovn amdAnymn ATP. Ztig mept-
TITWOELS TIOV 0 KATAPBOALOUOG €VOG apvogeog odnyel
0TO TUPOUPBLKO 1| OE EVWOELS TOU KITPLKOU KUKAOU, 0O
avOpaKIKOG TOU OKEAETOG UTTOPEL VL XPTOLUEVOEL WG
YAUKOVEOYEVETIKO VAKO (Zxfjua 29.1). Ta apwvoiéa
avtd ovopdlovtat yAvkoyova (Iivaxag 29.1) kot pmo-
povV axkoun va xpnopotomnBolv ot rocvvOeon At-
Tapwv o¥éwv, OTav VTTApxEL Ttepiocosla YAUKOTNG oTo
nmap.

Apwo&éa mov odnyovv oe aketvAo-CoA 1 aketoa-
KeTUA0-COA gival KETOYOVQ, ETELST OL EVOOELS NUTEG
UTopoVV Vo TAp&youVv KETOVOoWUATA. O KATAB0AIGHOG
aUTOG YIVETAL GTO TIAP KAL 1] TIHPAYWYT] KETOVOGW UG-
TV ard Amapd o&éa eivat e€ALPeTIKA auENUEVN GTOV

€KTOG EAEyXoU cakxapwdn Stafnm. Mepikd auwvotéa,
OTIWG 1) LGOAEVKIVT), 1 @avuAadavivn, 1 Tupocivy Kot n
TPUTITOPAVT, SLKCTIOVTOL KATA TO HETKBOALOUO KAl TO
£va H€POG Tov Hopiov ToUG 081 YEl 0€ YAUKOVEOYEVETIKO
VALKO, VW TO GAAO 0€ KETOYEVETIKO LVAIKO. Ta apvo&éa
AQUTAE Ta XapakTnpilovpe wG YAUKOYEVETIKG KAl KE-
Toyevetika (Iivakag 29.1).

TeveTIKEG avowpaAis¢ Tov peTtafoAiopol Twv
apwoitwv. Ta éviupa Tov KATABOALGUOV TWV OLVO-
Eewv elval ToAvapLOpa Kot YU quTo 0L YEVETIKEG TOUG
AVWUOALEG KAL TO VOOT|LOTA TTOU TIPOKAAOUY ELval TTOA-
Ad. Epgavifovtal Katd Kavova 6TV VEOYVIKT KoL TIolL-
SN NAKIA KAl T TTEPLOGOTEP TTPOKAAOVY VGTEPTON
OTNV OWUATIK KOl SlavonTiky avamtuén. Inipepa
£QAPUOTOVTAL ATTOTEAEGUATIKEG OEPATIELES VIO APKETA
KA POVOULKA VOO HOTA, £XEL OPWG HEYGAN onuacia M
éykaipn Sudyvwon kat Oepateia, S10TL  kKabvoTé-
pnon Bepameiag Snuiovpyel KATAOTAGELS 16lwG aTod
TO KEVIPLKO VEUPLKO GUGTNHA, IOV SEV AVATACOOVTAL,
TAPOAO OV GAAX GUUTITOUATA UTIOXWPOLV. ETopévwg
N avaykn Sokypaciwv eAéyyov (screening test) veo-
YVOV YLA YEVETIKG VOO LOTX XUECWS LETA TOV TOKETO
N AKOUN KL TIPOYEVVITIKOG EAEYX0G, OTAV UTIAPYEL AO-
YOG va YIVeL, €lval €K TV «OUK GVEU» Y& TNV ETLTUXT
QVTIUETWTILON TOVAGYLGTOV OPLOUEVWV EE AUTOV.

H Bepameutikn aywyn eEapTATUL ATIO TO VOOT) LA KOIL
0€ YEVIKEG YPAUUEG UTTOpEL va elvat: o) el8Lkn Slatpo@n
B) xpnomn avactoréwv evlUpwV y) Bepameia pe vTTOKA-
Tdotaon eviupov 8) yovidiakn Bepameia €) Bepameia

MINAKAZ 29.1: TAUKOYEVETIKA KOl KETOYEVETIKA OpVoEéa oTa ONAaoTIKA.
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pe oAtyovoukAeotidia iRNA dniadn mapepBoing (BA.
Kepddawa 35, 36) oT) peTapdoxevon opyavwy Kal Ku-
plwg NTatog, SLOTL 6To dpyavo aUTO TapaTnpELTAL 1|
VOTEPTON TOU KATABOALOHOU TWV TIEPLOCOTEPWV OLLL-
vo&Ewv ) KATolx GAAN €181KN aywY™). Z€ TOAA& VooT)-
pata 8ev VTIAPXEL OLUGLACTIKY Bepameia Kot 0 Oavatog
EMEPYETAL VWPIG oTNV veoyvikn 1 maudikn nAwia. Elval
ONUAVTIKO ETTOUEVWS YA Ta {eVYApLA IOV eMLOVHOVY
VA TEKVOTIOW|O0VY, EQPOCOV UTIAPYEL OXETIKO OLKOYE-
VELOKO LOTOPLKO, VA GUUBOVAEUTOUV E181KOVG YITPOUG
KOl Vo EAEYE0UV av ELval (POPELG YEVETIKOU VOOT|UATOG
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Kal 6TNV TEPITTTWON OV Elvat Popeig va evnuepwbovv
Y TNV KAAVTEPT) AVTIUETWTILOT TOU TTPOLBAT LATOG.

Y10 KedAaio autd Ba meptypa@ovv adpd oplopéva
UOVO aTtd TA YEVETIKA LT VOO AT, WOTE Vo 800l
N SuVATHTNTA VO GUGYETLETOVV EVIVUIKEG AVTISPAGELS
pe HETAPOAKN Slatopayn Kol KAWVIKA CUUTT®OUOTO.
AvTtol Tou evSla@EPoOVTaL YIX TIEPLOGOTEPEG YVWOELS,
ag avatpéfouv oto el8ko Tunua TS PBLBAloypapiag
0TO TEA0G auToV Tov BiPAlov, drov Ba Bpouv e8IK& Bi-
BAla YEVETIK®V VOOT|LATWV TOU HETKPBOALGHOD.
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IXHMA 29.1: Tevikd Sidypappa peTaBoAkng TUXNG avIpakikod okeAetol apvoféwv. ITo Stdypauua @aivovtal ot

TIPOOPLOUOL TWV SLaPOPWV AULVOEEWV:

1. BlooUv9eon yAukolng (yAukoveoyéveah). 2. BlooUvIeon Mimapwyv oEéwv + XoAnotepOAn. 3. BlooUvIeon apvoléwyv: apy. uAL-
KA = 0EaAo&ikd, a-keToyAouTaptko. 4. BloolvIeon mopuptvwy. 5. ALIVOEEa - TIaPAywYd OTIWG ETILVEQPLVH, GEPOTOVIVN KTA.

AMINOZEA TQN ONOIQN O METABOAIZMOZ
OAHTEI ZTO NYPOYBIKO

0 xataBollopds Twv auVoEEwy aAavivng, oepivncg,
YAukivng kot kKvoTeivng odnyei oto mupovPukd. Emi-
ong otov GvBpwto éva mood ~ 20% g Opeovivig

katapoAiletal Tpog TuPovPLKd (BA. OXETIKG O KATW)
KaO®G Kat fva TUR I ToL popiov ™G TPpUTO@AvNG. To
TUPOURIKO pmopel va ofeldwbel ota ptoxdvépla oe
CO, xat H,0 N va xpnowedoel otn obvBeon yAukodng
KO ETOUEVWS TA CPLVOEEX AUTA ElVAL ALY WS YAUKOYE-
VETIKA.
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AAavivn. H oAavivy Sivel mupouBikd pe tpavoa-
uivwon pe ™ Spdon ™G YAOUTAMIKNG TUPOV BLKAG
TPAVOAULVAGTG:

L-Adavivn + a-KETOYAOUTAPIKO & TTUPOVBIKO
+ L-yAovtapko

KUkAo¢ YAUKOING-aAavivng. AuTtdg o petaBoAikog
S8popog elvat avtiotolyog Tov §popov yAukdin-mupov-
Bud, dnAadn tou kOkAov Cori. Tivetal petad amd pio
£€vtovn UUIKN epyacia, 0oTOTE UEPOG TOU TTUPOLBLKOV
Tov mapdyetal Sloxetevetal otov kUkAo Cori (BA. Ke-
@&AaLo 20) Kol HEPOG TOU HETATPETIETAL OE AQVIVT) UE
TIG HUTKEG Tpavoauvaoes (Zxnua 29.2):

HMNATOKYTTAPO MYOKYTTAPO
AIMA
Iukoln > > Mukéln  Aukoyovo
il’)xuxoyévecn
) MupouPikd
MupouPLko Toavoa: LD
NH, pwadon ,
l 0-KeTogY
Alavivn < < Ahavivn
Oupia
Aipa
Nedpoi

IXHMA 29.2: Alaypappatiky mapdctacn tou kUkAou Mukoln-Alavivn.

H adavivn ov eAevBepoveTal otV KUKAO@Opia Tov
aipatog mpocAauBavetal amd To NTATOKVTTAPH KAl
UETATPETIETAL [UE TPAVOAUIVWGT TIAAL 6€ TTUPOURIKO. To
TUPOULPLIKO UE YAUKOVEOYEVEDT] TTAPAYEL YAUKOTIN Tou
UE TNV KUKAO@OPIX HETAPEPETAL GTOVG PUG OTIOU XPT)-
owoToLeital wg Kavoun VAN (Zxfua 29.2). Autog elval
0 KUKA0G YAUukOInG-oAavivng H apwvoudda g alavi-
NG oto Nmap pmopel va StoxetevBel otov KOKAO TNG
ovpilag. Kat’ autdv tov tpomo o kUkAog YAUKOING-a-
Aavivng vrmpetei Vo okomoVG: o) TAPAYwWYY) YAUKO-
NG KUPIWG YLx TOVG Pug aAAd Kot Yia GAAoug LoTtovg
B) Meta@opd apvopddwv amo Tovg pug 6To Nmap.

Tepivn. H oepivn divel emiong mupouPikd pe ama-
uivwon pe ™ Spdomn g Seiidpataong g oepivng
(ZyMqua 29.3). YrevOupifovpe akdun étin oepivn peté-
X€L ot BloovvBeon TG o@Lyyooivng.

TAvkivn. To auwo&d autd petaPorileTal pe Toug
€ENG TPOTIOUG:

1. Mpog upovPikd péow aepivng (Zxnua 29.3). To
évlupo auTNG NG avtidpaong eivat n vépotuueduvio-
Tpave@epdon TG oepivng (SHMT), n omola avagé-
petat S1e€odika ota KedaAawa 28 kat 30. H ogpivn Sivel

TUPOLPLKO pe To £viupo Sebdpatdon TG oepivng
(ZxMua 29.3).

2. M onpavtikn petafoAikn avtidpaon g yAvki-
wng elvan n Sidomacy g pe To EVUIIKO GUNUTAEY na
Stdomaong T yAvkivng (Zxfqua 29.3).

To moAveEV(UUIKO CUPTAEYUO ATIOTEAELTAL ATIO TED-
oEPLS TIPWTEIVES Kat Ta cuvévlupa THFA, pwo@opuk
TUPLSOEAAN KoL ALtoikd 080, TEVETIKY QVETTAPKELX TOV
eVIUUIKOU CUUTIAEYHATOG TIPOKOAEL TNV M| KETOTIKT)
UTEPYAVK VORI, pla EXIPETIKE 0oPapT] EYKEQPAAO-
Tadela pe SlavonTIKY voTépnon kal avénen g yAuv-
Kivng oTa VYpd& TOL CWUATOG, Kol Yl TNV omoia Sev
LTIAPXEL aTOTEAECUATIKT Bepameia. XToug aoBeveig pe
UETUAAGEELG, OTIG OTOLEG OL EVIVLKT] AVETIAPKELX ElvaL
oxebov TANPNG, 0 BGvaTog eTEPXETAL VWPIG oTNnV Ppe-
@K NAkio. EvQUUIKEG aveTApKELEG e KATOLX EVIUL-
K] SpacTnplOTNTA KAl 6TIG oToleg 1 Sldyvwon £ytve
£yKaLpa €YoV KATWS KaAUTEPN TTpdyvwon emiBiwong.
IMAVTWG Kol UTEG Ol TEPLTTWOELS TAPOUOLALOVY TA
CUUTITOMOTO TNG Xpoviag eyke@aiomabelag kabwg
KaL TG SLavonTIKNG VoTEPNONG. TA CUUTITOUATA AUTA
amodidovtal ota avénuéva emimeda yAukivng, n omoia
ONUELWTEOV Eival £vag avaeTaATIKOG vevpodwafipa-
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NADH + NH} + CO, wseuxéwo-mlr
NAD* + NHf — CH,— COO~ THF
H
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IXHMA 29.3: OtpetaBoAkoi Spduot Twv aptvogéwy Ala, Cys, Gly kat Ser tpog TtupouBiko.

oti¢ (BA Bloxnueia vevpoSiafipaong). Akéun n av-
&nuévn [Gly] obnyel pe petaBoAikés avtiSpacels otnv
ToELK peBVAOYAVOEAAN:

o

H Il

X—C—CH,
o/

H évwon aut) avtidpa pe mpwTteiveg kot DNA pe

BAamTikd TpOTO KAl YU auTo givat ToSk.

3. 'Evag GAAog petafoAikds pdpog g yAukivng
o8nyel, votepa amod oEelSWTIKN amApivWoT PE TNV 0EEL-
8don Twv D-auvo&éwv, o YAVoEUALKS 080:

Ivxivn + H,0 + E-FAD —
TFAvogvAwé + NH, + E-FADH,

H o&elddon twv D-apwvoéwv Bploketal otouvg ve-
ppoUG o€ oXETIKG VPMAQ emtimeda. ZTo éviupo amodide-
TaL «amoTosivwon» amd D-apwvoéa mov tpoépxovTal
amo MPWTEOALVOT UEUPPAVOV TwV PBakTnpldiwv Tou
ToX€0G eVTEPOU. D-auvogéa mapayovtal emiong amod
L-apwvo&éa katd 1o Ymotpo Kpedtwv Adyw twv vm-
AWV BEPLOKPACLWOV TTOU AVATITUGOOVTAL

To YAV0ELALKO o0&V TToL Ttapdyetal Sivel VoTepa aTtd
oéeldwomn ofaiikd o0&y, To omoio amofdAAeTal pe TA
ovpa (Zxnua 29.4).

Tty mpwtonadf vrepofaiovpia TOmov I (kAn-
POVOULKO VOOUA) TIHPATNPOVVTAL ETTAVEIATUUEVES
VTOTPOTEG VEEPOALBiaong amd oEaAlkd acBEoTio Ka-
0w¢ kol auinuéva oo YAVOEUALKOU Kol YAUKOALKOU

FAukoAk6

/

0 0O O

I [l

<—>H-C—C—0OH
ruouliko

Mukivn l

P
HO—-C—-C—OH
OZaAiko

IXHMA 29.4: KataBoAlopog yAukivng Hécw yAUoEUALKkoU.

0&é0G ot ovpa. TuvnBwg Ta mpofAnpata apyifouvv
TPV amd TNV NAKIa TwV TEVTE ETWV Kal odnyolv oe
TIPOOSEVTIKY VEPPLKY QVETAPKELX Kol BAavato Tpv
amd v NAkia Twv eikoot eTwv. A onuelwbdel 6TL To
75% O0Awv Twv ovpoAlBwv amoteAeital amd 0§aALKo
aoBéotio. EvamoBéoels o§adikov acfeotiov pmopel va
yivouv kai e GAAovg otolg (0EaAwon). To voonua
opeidetal og auEnuévn Ttapaywyn oEaAtkov amd yAu-
08VAKO e&aTiag NG YEVETIKNG avwpaAiag oty aia-
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VIVO-YAVOEUALKY] QUWVOTPAVOQ@EPAOT), £va £VIUHO
TWV VTEPOEVCWUATIOV TOV NTTATOC OV KATAAVEL
™MV avtidpaon pe GUVEVIULO WG EOPLKY TTUPLEOEAAN:

AAavivn + YAV0EUAIKO — TUPovBLKO + YAuKivY

H yevetikn avemdpkela mpokaAel TO60 PeEYAAn av-
&non tov ofaAikov oto aipa mov Sev SlopbwveTaL UE
aposLaAvo.

H petapdoysvon Nratog, Tpw va Snuovpyndoiv
VEQPPIKEG BAGBES, SlopBmwvel ™V evlupkn avwpoia,
elvatl Opwg pia Bapla gyxeipnon kol amaltel Kot ayw-
Y1l AVOCOKATAOTOANG, WOTE VX amo@evyBel amoppum
TOU pooxevuatos. ‘Otav éxel TpokAnBel coBoapmn BAGSN
TV VEQPWV, TOTE ATALTEITAL HETAUOGYXEVGT NTTATOG
KoL VEQP®OV Kot BEPALWG XVOGOKATACTAATIKI] XYWYT)-
EATiSeg yia pla mia Kot amtoTEAEOUATIKY aywy1] Snut-
oupynOnkav amd kawvotoua Bepameia pe OALYOVOUKAE-
otidlo mapepPoing mov adsrodotnOnke otig HITA amd
™mv vTnpecia Tpo@ipwyv Kot @apudkwv FDA tov lov-
vio Tov 2020. To @dapuako Spa wg pLBOVOUKAEiKO 0E0

mapepfoAng (iRNA) oto mRNA tou yovidiov mov
kwdikotoLel to évlupo o&elSdon twv D-apvotéwv
(KedAawo 35).

Mia emiong mpooEATN aywyn XpNOUOTOLEL To Pa-
kTtnpidio Oxalobacter formigenes pe ANPm kaAAiepyet-
®V Tov amd To otopa. To Baktnpidio 6To €vtepo xpnot-
HoToLEL TO 0EaALKO OTIOTE TTAPATNPELTAL EAATTWGN TOU
0TO aipa Kat ota oVvpa Tov appwatov. H Begpameio ouv-
Svadletal pe ANPm a@Bovou vepoU, SLOVPNTIKOV KL Ki-
TpKoV KaAlov yix aAkaAoToinon Twv oUpwv, ETELST| TO
0&aAKO aoBEaTIo elvat TiLo EVSLAAUTO 0€ aAKoALKd pH.

Kvoteivn. H xvotsivy umopel va vrootel Sidgo-
PEG UETAPOAIKEG UETATPOTIEG TTIOU 08N yOoUV TEAKA OE
TUPOURIKO Kot avopyava Belovxa 1 Beukd. H tpav-
cauivwon 6To NTap PE TV KUGTEIVIKI-YAOUTALLKT)
apwotTpave@epdcn odnysl oto B-BclodomupovPikd
(B-pepramTomupoufiko 0&0), TO OTIOI0 0T CUVEXELX UE
™ 0£10A0TTVPOVBIKT] TPAVGOUAPOUPAGCT] UETATPE-
meTaL o€ TUPoLPLKO Kat H,S:

2RSH  RSSR

H Tpavoapivwon
HS = CH, = €= C00™ —————> H5— CH,— C—C00" N A CH, = €= C00™ + K5

NHF
KuoTteivn

To H,S o&edvetal mpiTa o€ BeLDSEG KL 6TN OLVE-
XEl o€ BeUKO PE TN SpAoT TOU NTIATIKOV VU0V OEL-
Saon Twv Oswdwv.

H xvoteivn akoun pmopel va 0geldwbel pe ™ 8io-
Euyovdon TG KUGTEIVIIG, 08 KUGTEIVOGOVAPOVIKS
0%V amd to omoio Tapdyovral apkeTEG OELOUXES EVX-

B-©ci0NoTtupouPikd

(0]

MupouPikd

0£LG OTIWG KVGTEIKO 08V kot Tavpivn. H tavpivn xpn-
GLUOTIOLELTOL 0TO NTTOP GE GLIEVEELG LUE XOALKK 0EEQ TTOU
o8nyolv ota TavpoyoAikd offa (BA. Kepdiaio 26).
To KUOTEIVOGOUAPOVIKG 08D peTaTPEMETAL VOTEP ATIO
Tpavoapivwon kat arobsiwon oe MuPoVPIKO 08V Kt
Bzwwdec:

H H
0,5 CHy— (= 00 —> 0,5 — CHy— C— CO0~ TOKBRNN ) o e, —CH, —NH,
II\IH;' II\IH;'
KuoTteivooouAdivikd Kuoteiko Taupivn
H H
HS— CH,— C— C00~ —> 0,5 — CH,— C— COo~ _TPavouKivuon_ Anodciuoy CH,— C— COO~ + SO,
NH NH ”
KuoTteivn Kuoteivooouldivikd MupouPikd

To Be1w8eg pe TV 0&elddon Twv Oelwdwv 0Eeldwve-
ToL TeAKd o€ OeLko.

KAnpovoukn avemdpkewx g ofeddong tov
0s180vg 0E€0¢. Ta dppwota veoyvd ep@avifouy apé-
ow¢ PeTd ™ yévvnon Toug Kaknf Bpéym, omacpovg
Kol kaBuoTépnon avdmrTuing. Apyotepa av Ta ondLd

auta emBlwoovy, Tapovotdlovy avwpaliies kivnong,
UTOVATITUEN KOl TO TEPLOCOTEPN TIPEKTOTILON QA-
K®V Tou 0@BaApo¥. H avemdpxela tou evlupov odnyel
oe aBpolon BelwdwV dAdTWV, ETELSN TO TAPAYOUEVO
amd TV KLoTEivn Belwdeg o0&V Sev pmopel va oeldw-
Ol o€ Beukd o0&V kat Ta Belwdn eival BAaPepd yia Tov
eYKEPAAO KaL akOUT Statapdocouv Toug —S-S-8eo oG
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TWV GUVEEOUWY TWV @AK®V KoL £€T6L TIPOKAAOUV TNV
TAPEKTOTILOT] TOUG,.

Opeovivn. H Opeovivn, OTwg @aivetal kat amd to
Txnua, katafoAifetal Tpog TUPovPLkd, OUWEG N AvTi-
Spaon autn otov avBpwTto agopd poévo to 20% me-
pimov Tov apvoéeog autov. To HEYXAUTEPO PEPOSG TNG
Bpeovivng katafoAiletal TPOG A-KETOBOUTUPLKO, TO
otoio pe tn Spdon g S£idpoyovaong Twv a-KeTo-
WV petatpémetal og TPotmiovuro-CoA amd To omoio

KATABOAIZMOX ANOPAKIKOY ZKEAETOY AMINOZEQN

UE pia oEpd TPLOV AVTISPAGEWY TTAPAYETAL COVKLVV-
20-CoA (Zynua 29.5). Emouévws o kKataBoAloudsg mg
Opeovivng TapAYEL Ta YAUKOVEOYEVETIKA VALKA GOVKIL-
vuAo-CoA kot Tupoufiko. TEAOG, Eva PKPO HEPOG TOU
apwvo&eog katafoAifetal péow a-opvo-B-keTtofoutu-
pKoV o€ akeTLVA0-COA pe TN §paon G a-apvo-p-Ke-
ToBouTuptknG Avdong (Zynua 29.6). Katd cvvémela n
Bpeovivn gival KUPlwG YAUKOYEVETIKO apvosy aAAG o€
TIOAU pKpOTEPO Padud gival Kol KETOYEVETIKO.

OH ﬁH3 SeidSpatdon (0]
| | _ g Bpeovivng Il _
HiC—CH—CH—C00~ <55 HiC—CH,— —cop
NHF H,0 a-Ketofoutuptko
CoA-SH
+
AciiSpoyovaaon el
TwV a-Keto&Ewv
NADH + H*
Cco,
I
H,C—CH,—C —S-CoA
MpotoviAo-CoA
2 Br’]uamllHCO;
H,
I I
~00C— CH—C —S-CoA
MeBuAo-paioviAo-CoA
TITERICET l ouvEvLoio By
I
-~00C— CH,—CH,— C—S-CoA
ZOUKLVUAO-COA
IXHMA 29.5: Kupiwg 8popog kataBoAiopol Ipeovivng.
NADH +H* NAD*
O H HC|> 'T
1
H,C—C—C—CO00~ < 5 H3C—<IZ—(|‘.—coo-
|
NHF Agbidpatdon H NHF
QA-QULVO-B-KETOBOUTUPLKO 0 Opeovivn
I
H,C— CH SHMT
AkeTAASELSN
CoA \ 7 COAi
k» 1
H.C—C —SCoA L
AkeTUAO-COA H
|
o > H— cI:— Co0-
NHZF
IMukivn

IXHMA 29.6: Asutepelwv §popog kataBoAiopol The Ipeovivng.
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Tpumto@avn. H mAdywx opdda ™G TpuTTOQAEVNG
Sivel adavivn katd tov katafoiioud g (Zxnua )
OTIOTE TO AULVOED QUTO Elval YAUKOYEVETIKO KAl KETO-
YEVETIKO (BA. AQVOAUTIKA TTILO KATW).

AMINOZEA TQN ONOIQN O METABOAIZMOZ
OAHTEI ZTO a-KETOIFAOYTAPIKO

To a-ketoyAovtapikd 080 eival to onpeio e6o80v
otov KUKAo Tou Krebs twv apwvoééwv yAovtaut-
KOV, YAOUTONIVIG, LoTISIVIG, apywvivng kal Ttpo-
Atvng. Eival @avepd 6TL Ta Tapamdve apwvotia gival
YAUKOYEVETIKA.

Tlovtaukd kat yAovtapivy. To yAoutauikod o€
UETATPETIETAL OE A-KETOYAOUTAPLKO PE TN SpAom TNG
yAoutapkng deidpoyovaong (BA. ogd.  ):

lovtauko + NADt 2
NADH + NH} + a-keToyAovTapiko

H yAouTtapiv HeETATPETMETAL OE YAOUTOUIKO HE TN
Spaon ™G ylovtapuwdaong (BA. oeAd.  ):

Tovtapivny + H,0 2 yAoutamko + NH,

NoapakVkAwpa y-apwvopovtupikov. ‘Evag sval-
AQKTIKOG §pOOG ATTOSOUN OGNS TOU YAOUTAULKOU YivVETAL
KUpLlwG 0TOV EYKEPAAD KAl ElVAL YVWOTOG WG TaAPAKD-
KAwua Tov y-autvoBoutupikot (y-aminobutyrate shunt).
'Omwg @aivetat amd 1o Zynua 29.7, To a-KETOyYAoUTA-
PKO UETATPEMETAL 0 L-yAouTapikd eite pe evQuuikn

AKETUAO-COA co,

>_,_,_,_L,

OZaMoiiko

,
’

m .
0=C—H,C
AN
CH,— COO-

TOUKLVIKN NULAASELSN

Tpaveapivwon

avaywywn apivwon (reductive amination) pe NH,*
kat NADPH site pe tpavoapivwon petafd a-KeTo-
yAoutapikoL kat y-apwvoBoutupikov. To L-yAovtapikd
OTI] OUVEXELX UETATPETETAL Pe amokapPoduAiwon oe
y-apwoBoutuptkd pe tn yAovtapk) SekapBofuidon
1 oTroia €xel WG oLVEVTLHO Pwo@optkh) TupLdoédAn (BA.
oA )- Yotepa amd Tpavoapivwon He a-KETOYAov-
TAPIKO TO Y-0vVOPBOUTUPLKO SIVEL GOUKIVIKY TLOA-
S8elibn 1 omola 0EELBWVETUL OE GOUKIVIKO, TO OTOl0
elval évwon touv kOkAov tov Krebs. To mapakOkAwua
TOU Y-apvoBoutupikol TaploTdvel pia evdlagpipovoa
TAPOAAQYT] TOU KITPIKOU KUKAOU, GTNV OTIOlO TO O-K&-
TOYAOUTUPLKO 081 YEL 6TO GOUKIVIKO HECW Y-UMLVO-
BouTtupkov. Movtapikd Kot y-apuvoBoutupkd Bpi-
OKOVTOL 0€ LEYAAEG CUYKEVTPWOELG 6TOV eYKEQPXAO (10
kat 0.8 mM avtioTowa), EVK TO Y-AULVOBOUTUPLKO €
GAAoug LoToVG Bploketal oe pKpd poévo mood. To y-a-
uvoBouTuplkd Bewpeital wg €vag amd Tovg KUPLOUG
avacToAeic ¢ vevpodiaBifaons otov GvBpwTo, evmd
TO YAouTapLkO €xel Bpebel OTL elvar pia amd TIg KUPLEG
Sleyeptikég veupoSlaBLBaoTikéG ouoieg 0TO KEVIPIKO
VEVPLKO oVOTNUA TWV AOTIOVSUAWY Kal (owg glval emi-
ONG ONUAVTIKOG VELPOSLaBLBACTNS Kol 6TOV GvBpwTTO.

Apywivn kat tpoAivn. H apywivn ko mpoiivn pe-
TATPETOVTAL € YAOUTOULKO PHEGW TNG Y-NMAAS (81 g
TOV YAOUTOKOVU 0E£€0¢ (Zxnua 29.7), KAl EMOUEVWG T
KaTafOoALKN TUXT TwV §U0 AUTWV AUIVOEEWY glval (Sla
LLE U TN TOV YAOUTOLKOV TIOU )61 EXEL TIEPLYPAPEL

O=$—COO'
CIHZ a-KetoyAoutapiko
CH,
' NH,*
CoO~ . ( 4
{_NADPH
4
H -
LN (o{0]0)
H,*N wc”
I ,
CH, Moutapiko
," Hzcl
CO0~
FAouTapikr
SekapBotuAdaon
PLP
H,*N — ctl2 co,
CHZ—HZC\
CO0~

y-Apvooutupiko

ZXHMA 29.7: NapakOkAwpa y-aptvoBoutupikol (y-aminobutyrate shunt).




I
KS(I)(I?\(I[O 29 KATABOAIZMOZ ANOPAKIKOY ZKEAETOY AMINOZEQN

i
HC=C—CH,—C —CO0O~
/ \

|
N\\C/NH NHF

lotdivn

sﬁAuNH;,F

HC=C—CH=CH—COO0~
/

\
H
I . N\\ /NH
-00C — C—CH, —CH, — CH, — NH—C—NH, -ooc/[Nl <
IllHj' “HQ’ H, OupPOKAVIKO
Apyuvivn MpoAivn 9}—H,0
3 =0 H
i 3 (0]
R H,0 S¢— € —CH,—CH,—C00~
H [ \
| N\\C/NH
~00C —C—CH, —CH,— CH,— NHY -00C ﬁ/ H
| a
NHZF H 4-ludagoovo-
OpviBivn , MuppoAivo- 5-TPOTTLOVIKO
a-KetoyAoutapiko 5-kapPoEUAIKS 10 H,0
4 Ioutapikod 7
H,0 _ H _
H o 00C— C—CH,—CH,—C00
| / /N
-00C—C —CHZ—CHZ—C\ HN\\C/NH
|
NHF H H
Moutapivn N-®opLutvoyAoUTAaUIKO
5-nUaASeldn
NAD(P)* 1 THE
5 NAD(P)H
N3-®opuiptvo-THF
i 9 i
Il 2
‘OOC—(lz—CHz—CHz—C—NHZ 7-T> ‘OOC—(ll—CHz—CHz—COO_
NHZ H0  NH. NHZ
Moutapivn routapukd

NADP*
NADPH + NH,

~00C —(l'T —CH, —CH,—C00~
(0]

a-KetoyAoutapiko

IXHMA 29.8: KataBoMopdg twv apvo&éwv Arg, Glu, Gln, His kat Pro tpog a-ketoyAouTapikd. ‘Ev{upa 1. yAouTapukr Sei-
Spoyovaon 2. Moutapvaon 3. apyvaon 4. Opvidwvo-8-apvotpavowepdon 5. Aeidpoyovdaon e 5-yAouTapikig naASetdng
6. 0&e18Aon NG TPOAivng 7. Auddpuntn avtidpaon 8. Audon tng oTidivng-appwviag 9. Ydpatdon tou oupokavikol 10. Mportt-
ovdon ¢ LS afoA6vng 11. FAOUTAMIKE QOPULUIVOTPAVOWYEPAOT.

Apywivn kat 0€£i810 Tov alwtov. MeAéteg otny CH,— CH—CH,
ayyeloSlaoTaATiky Spdon NG VITPOYAUKEPIVIG, T (l) (l) (l)
omola yopnyeital otnv otOayxn £6elav OTL amd TOV I I I
petafoAlopd NG Evwong autng mapdyetat NO aéplo NO, NO, NO,
oV elval pia otabepr) eAevBepn pila pe eapeTikd pt- NitpoyAukepivn
KpO xpovo {wng ~ 5 sec kat Stdyvon mepimov 1 mm atd
TOV TOTIO TIHPAYWYNG TOV KL 6TO OTOL0 o@eideTan N Mepautepw €pevveg €8et&av 6TL To NO gival va @u-
ayyeLodlaoTaATik Spaon. GlOA0YLKO GUGTATIKO TIOU TAPAYETAL UE TN SPACT) TWV
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ouvvBaowv tou o&eldiov Touv alwtov N NOS pe vmo-
OTPWUI TNV APYLVivN;:

c|>H
H,N I H,N H,N
2 \C/NHZ 2 \C/N 2 \C/O
I NADPH NADP* I +NADPH  SNADP?* I
NH +0, +H,0 NH +0, +H,0 NH
| | |
CH, U CH, u CH,
| > | > | + «NO
" i "
" " "
H3N+—?—COO' H3N+—(I".—COO' H3N+—C|I—COO‘
H H H
L-Apytvivn L-Y8poEuapytvivn L-KttpouAivn

01 NOS ouvBdoeg elval TOLAGYLOTOV OL €EE1G TPELG:

a) ovvOdon Twv vevpwvwv n NOS 6mov to NO
TPOKOAEL SLKOTOAN] TWV EYKEPOAK®V ayYeiwv ) n
iNOS TwVv AEVK@WV QOGP ALPLWV TIOV [E YPAYOKLTTE-
PWOoN AVTILETWTICoVVY oVG Kot Baktnpidia. ESw to NO
elval To POVIKO OTIA0 €E0VBETEPWONG TWV LWV KAl Ba-
KTnpdiwv mov @ayokvttapwOnkay. Maiiota to «NO
avtidpd e vepoteibio Touv o&uydvou 0", kau TapayeL
UTEPOELVITPWEES KoL 6T GUVEXELX TN pila vSpoEuAiov
IOV €lvat TO POVIKO OTIAO:

*NO ++0 ONOO~ + H* 2 ONOOH — NO, + «OH

kat y) eNOS 1] ouvBdon Twv ev8onAlakwv KuTTA-
pwv. To NO £8® cLUVSEETAL IE TNV YOUAVUAOKUKAAOT)
TOU KUTOSIXAVATOG TWV KUTTAPWV TWV AElWV HUiK®OV
VOV TWV AYYEIWV KOl TTPOKAAEL TNV ayYELOSLGTOAN.
To cGMP (u8poAVeTal) EEOVSETEPWVETAL LIE PWOPO-
Steotapaces. MoAAG @apuaKa avaoTEAAOVV OpLopE-
VEG PWOPOBIEGTEPATES, OTIOTE TapaTEiVOLVY TN SpAom
Tou cGMP yeyovog mov BonBda .. pe ayyeloSlaoToAn

Kol YoAGpwon HUiK®OV V@V 6To dobua Kol 6TV 6Tn-
Bayym. E6w ompiletal kat n Stopbwtikny Spdon g
odeva@iing (Bidykpa) otnv otuTikn SucAettoupyia
(BA. KegdAauwo 18).

YrepmpoAwarpia tomov L. To kAnpovoukd avtd
VOO U OPEIAETAL TNV AQVETIAPKELX TNG 0EELSGONG TNG
TPOAivNG, N omola elvat évQupo NG ECWTEPLKNG UNTO-
xovéplakng pepppavns. H avemdpkeia tou evypov
TPOKaAEl av&nom TG TPOAIvNG alpnatog, ovpwv Kal
EYKEQOAOVWTLXIOU VYPOU. APKETA TSl avéxovtal
KOAWG TNV AVETAPKELX AUTH KAL 1) TIPOYVWOT] YEVIKWG
elval moAU kAN, xwpig W6laitepn BepameuTiKy aywyn.
Y€ 0PLOUEVOUG OUWGS APPWOETOVG 1) EAAELYM TNG 0EELBG-
ongG cLUPAAAEL TNV ep@avion ox{o@PEVIAG Kl GA-
AoV PruxLaTpIK®V Statapaywyv.

Hvdpo&umpodivn, Eva xapakTnploTiko autvodl tov
KOAAQyOvou, HeTaBOAIlETAL TTPOG Y-USPOEUYAOUTAULKO,

70 omoio SlaoTdTal e adavivn kot YAVoSUALKO:

adavivn

Y8potumpodivny —» - — y-udpofuyrovTapuko

Iot8ivn. H wotiSivny petatpémetal og yAoutauikod
HEow N-@opuULuvo-yAouTaplkoU o&éog (Zyxnua 29.8).
To yevetikd véonua wtSwawuia, Tov mepypden-
KE Yot TTpWTN @opd Tto 1961, opeiletal o€ yeveTIK
avopoiia Tov evlbuov woTSdon 1 wTSvdon 1
Avdon wTSivg-appuwviag (Iyfua 29.8). H averdp-
KEL au T TOL evUov Tpokalel a&non ¢ LeTdivng
0TO alpo Kol améKkplon oTidivng, daloAomupoufi-
KOU 080G Kal GAAWVY SA{OAK®V TIXPAYWDYWV OTA
oUpa, IOV TIPoEPXOVTAL ATO TO LULSA{OAOTTUPOVPLIKO TO
omolo TapayeTal amd TV OTISIvN HE TpaAvoapivwaon.
Ta TteploodTEPA TTOUSLA TIOV £X0VV TO VOOIUA AUTO El-
val KabBuoTepnUEVa SLaVONTIKA Kal TTévw atto 50% ma-
povolalovy EAGTTWUA 1] KABLGTEPNON OTNV AVATITUEN
™G OUALQG,.

YAvoEuAiko

Iotapivn. ATokapBoEuliowon g oTISivnG pe pia
e181k1) Sskapfoivrdaon oSnyel oV LoTOPiVY:

N/N/CHZ— CH,—NH7
\\ lotapivn

NH

0 oYNUATIONOG UTOG TNG LOTAUVNG YivETAL KUPiwg
0T LAOTOKVUTTOPA AAAQ KoL LoTOVG Kal 0pyava 0TwG
TVeEVHOVEG, NTaP, HUG Kol yaotplkd BAsvvoyovo. H
oTapivn autn elvatl evwpévn pe AAAEG EVWOELS, OTIWG
TLX. TPV, Kot EAEVBEPOVETAL KATA TNV AVAPUAX-
Elat) oe SLa@opeg ardepyisg ) axdun VoTep ATTO ETT-
Spacn XNMUK@OV EVOGE®V KoL @appakwyv. H totauivn
TPOKAAEL 510G TOAT TWV TPLXOEWB WV ayYyeiwv, cVGTIOON
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TV AElwV PUTKOV VOV SLAQopwV 0py&vwv Kal avén-
o1 NG £KKPLOTG TOU YAOTPLKOU Vypou. H otauivn ov
KuKAo@opel adpavoToleital To Hmap Kupiwg pe pedu-
Alwon oto N1 pe  Spdon €8ikng peBvAotpavo@e-
paone. H N1-pebuAiotauivn ofeldmveral pue t Spdon
™G povoapwvoieldaong oe peBLALSAloA0EIKO OED,
T0 omolo amoBaAAeTal pe Ta oVpa. 'Evag GAAog TpOTOG
adpavoToinong g oTapivng ogeidetal oto @Aafo-
TPWTEIVIKO évlupo Stapvo-o0Eelddon, mov petatpé-
TEL TNV LoTapivn otV avtiotoxn aAdelion kat NH,.

AZNAPTIKO KAl AZNNAPATINH:
EIZOAOZ MEZQ OZANOZIKOY

To aomaptikd pmaivel otov kUkAo tou Krebs péow
o&aAo&kov pe tn Bonbeta TG YAOUTAULKNG 0EAOEIKN G

TPAVGAULVAOTG:
0 H O
Il [
-0 —C—CHZ—Cl—C—O‘
NHF
AoTIOPTIKO

a-KetoyAoutapiko
auwotpavopepdon

FouTtapiko

(0}

\ 4

Y o O
OZalofiko

TetpaiSpoPiomtepivn + O,

AwdpoPromtepivn + H,0

KATABOAIZMOX ANOPAKIKOY ZKEAETOY AMINOZEQN

To aoTaPTIKO UTTOPEL AKOUN VA UETATPATIEL GE QOL-
Haplkd otov KUkAo ¢ oupiag (BA. Kepdaiaio 28). To
(POVUAPLKO UTIOPEL VA UETATPATIEL GE HOALKO OTO Ku-
TOSLAAV O TO OTIOLO LE TN OELPA TOU VA UETATPATIEL OF
0&aAo&ko 1 TupouBikod. Etval avepod 6TtLo avBpakikdg
OKEAETAG TOU NOTIAPTIKOV, €iTe peTATPATEL OE 0ENAO-
ElKO elte peTatpamel e EOVHAPIKO, UTTOPEL KAl OTIG
600 TEPITTWOELG VA XPTOLUEVGEL WG YAUKOVEOYEVETIKO
VALKO.

H acmapayivn HETATPETETAL OE AOTIAPTIKO VOTEPQ
amd evlupky vEpAALGY PE TNV AGTIAPAYLVEON:

(0] H O
-0—d—cH,—¢—L—0
&H;
AoTIOPTIKO

a-KetoyAoutapiko
apwotpavopepdon

MouTtapiko
o) o]
\ /
Y o O
OZaMo&iko

H L-acmapaywdon (mapackevdletal amd Paktn-
pidia) xpnowomoteital WG avTIAsuxalko @dappa-
KO oTnV ofeia Aep@OoBAAOTIKI AEUXALUIO KAL GTO [
Hodking Aéu@wpa. Otav to £viupo autd yopmyeital
evSoA£BLa, TpokaAel aTépnon eEwyevolg acmapayi-

a-KetoyAoutapikd

outauikd
TH? NHF
|
QCHz_CH_COO_ T HO OCHZ_ CH—CO00~ B HOOCHZ_ﬁ_COO_
0

dawvvlaiavivy

“00C—C—H
I
H—C—C00~ +

lho—/1;

‘OOC—ﬁ— H

doupapikod

H—C— (Ill— CH,— ﬁ —CH, —C00~

4-OOoUUAPUAAKETOELKO

Tupooivn

cm—ﬁ—cm—wo-

p-YSpo&udpavulottupouBikd
0,
3
co,
OH
CH,—C00-
AKeTOEIKO
HO ,
OMOYEVTLOTIKO
t/—oz
4
H— (Ii —CO00~
2 H—c—ﬁ—cm—c—cm—cmr

l
0]

4-MaAeUAOKETOELKO

IXHMA 29.9: O petaBoAikdg §popog anodéunong @atvuldaiavivng kat Tupoacivig.
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VNG TIOL elvat amapait ™ oTa KOTTAPA TTOU AVATITVUO-
oovtalypnyopa. Puoikd BAGTTOVTAL KOl GAAOL LOTOL LE
XOUMAN TEPLEKTIKOTNTA 6€ GUVOETAON TNG aoTapayi-
VNG KAl auTd TEPLoPLleL TNV KALVIKY XPNOOTNTA NG
ACTIAPAYLVACTG.

METABOAIZMOZXZ ®AINYAAAANINHX
KAI TYPOZINHX

Ta apwvogea auTA €xouv Kowo KatafoAikd Spopo
(ZxMqua 29.9) mov 081 yel TEAIKQ 0€ AKETOEIKO KAL (POU-
HOPLKO, VKD €val ATOUO GVOPOKA TOU OKEAETOU TOUG
yivetaw CO,, o pia avtidpaon amokapBoguAiwong.
Emopévws Ta 800 auTtd apivoEéa eival YAUKOYEVETL-

K@ Kot KeETOyeveTiKd. O KataBoAlkds §popog apyilet
pe TNV V8POLLALWOT TG YALVLAXAAVIVIG GE TUPOGTVY.
H avtiSpaon autr] kataAvetal and v v8pofvidon
TG @avVAaAavivig 1) @avuAaiavivo-4-povogu-
yovaon. To £vlupo autd eival pia ouyovdon pelktig
Aettoupylog (BA. KepdAawo 22), n omola elodyel éva
ATOoUOo 0§UYOVOU aTd POPLAKO 0EUYOVO 0TI PAIVUAX-
Aavivn Sivovtag Tupooiv. ¢ Evwon yia v avaywyn
TOU 8eVTEPOU ATOUOU 0ELYOVOU GE VEPO XPTCLUOTIOLEL-
TaLn Terpatipopromrepivn, n omoia ofsldwvetal o
Swdpoprorttepivy. H Swdpoflomtepivy  avdystal
TaAL og TeTpaddpoflonttepivn pe NADPH kat ) Spdon
Tov evlU oV avaywyaon TS Stidpofromtepivng:

)
H
HZNYN N S H
|
N 5
H” N >C—C—CH,
0 |
HO OH
7,8-ASpoPlomrepivn 0,
NADPH + H* +
S18poduAikn avaywydon H H
NADP* T
H —CH, — C —C00~
NAD(P)* H |
H,N NHF
\( H H
C C CH dawvulaAavivny
3
, H HO o|-| uSpotuldon Tng
avaywyaon g dawvuAaiavivng
SuwsportepiSivng 5,6,7,8-TetpaiidpoPlomtepivn (BH,)
H H
H
H |
NAD(P)H H HO CH, — C—C00"
HNj/ H NHF
'I" H H
N H (I:_(I: CH, Tupoaivn

7,8-A108poPlomtepivn

AkolouBel oTn oelpd TWV AVTISPACEWY 1 TPAVOA-
pivwon tng Tupooivng mov odnyel otod 4-uvdpofupal-
VUAOTIUPOLPLKO. To KETOEY AUTO UETATPETETAL OE OMO-
YevTIowko o€V e ™ Spdon ¢ 0&sdaong Ttov vdpo-
fvgawvvioomupovfikoV 1 ¢ Stofuyovaong Tov
4-v8poEv@avvAomTupoVPLKoV 0E£0¢, £vog evilpov
Tov TepLEXeL xaAko. Emiong n mapovoia g Brrapivng
C elvat amapaitnmn otnVv avtidpacn autn. Ztnv emoue-
VN avTiSpaon 0 apwHATIKOG SAKTUALOG TOU OHOYEVTLOL-
KOV 0&€0G SlacTIATaL 0EEL6WTIKA TTPOG 4-HAAEVAAKETO-
£1k6. H avtiSpaon kataAvetal amd to évlupo o&etddon
Tov opoysvtiokov 1 1,2-8to§vyovaon Tov opoys-

VTLOKOU 0%£0¢, 1 omoia TepLExel 6idnpo kot amontel
vy va §pacel yhovtaBelovn kat Brrapivn C. Tédog to
4-poAeDAAKETOEIKO e TN Spdomn wag toopepdong Si-
VEL 4-@OUapPLAAKETOEIKO, TO oToio LSpoAVETAL OF
(OVUOPLKO KAl AKETOELKO e TN SpAcT TG POVUAPL-
AakeToE kNG v8poAdonc.

FENETIKA NOZHMATA TOY METABOAIZMOY
®AINYAANANINHZ KAI TYPOZINHZ

1. ®awvvroketovovpia (PKU). To yevetikd autd vo-
onua TEPLYPAPNKE Yoo TPpw TN @opd amd to Folling
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10 1934 kot ogeidetal, O0TIwG Bpnke o Jervis to 1953,
0TI YEVETIKY avwuaiio ¢ 4-uovoévyovaong tne @at-
vudadavivng (vépoévAdone tns @aivviaiavivng) tou
NTATOG. G ATOTEAEGUA AVEAVEL TO TTOGO TNG PALVVAA-
Aavivng oTo aipa kot ota o0pa KaBws Kot To @atvudo-
TUPOUPLKO, TO OTTOL0 TTAPAYETAL ATIO TO LUKPATEPTG (PL-
oloAoyIKé& onuaciag petafoiikd §pduo mov otnv PKU
QUEGVETUL ONUOVTIKA KAL TTAPAYETAL ATIO TNV TPAVGEQ-
pivwon g @avviaiavivng:

@awvvAadavivny + TUpoVPLko 2
PavuAomupovBLko + aAavivn

H Siadyvwon tov vooriuatog etvat e0KoAN Kot yivetal
ue to test tov FeCl,. Mepkeg otaydves avtidpaotnpi-
ov FeCl, ota o0pa mpokaAovv Aadompdowo xpwua. H
avtidpaon o@eideTal 6TO @AVUAOTUPOUPLKS 08V, Xw-
pis OpwG va givatl amdAvta elSKN.

0
@CHZ— C—Co0-

dawvulantupouPikod

Ye Betkn avtibpaon emPBdAdetar  TANPNG Bloyn-
pKn Slepevivnon Kat Kupiwg HETpNon g @avuAaia-
vivng Tov aipatog, N omoia auEdvel TOAV 6To Voo UX
aUTO. ZTA 0UPA TTAPATNPOVVTAL KAl GAAOL pETOBOALTESG
OTIWG EALVVAOYOAAKTLKO, tv80A0oTUPOLBLKD, tvEoAoEL-
KO Kot wdikdvn. Ta mapdywya ¢ v8OANG TtpoEpxo-
VTaL ATt TNV TPUTTTOQAEVN SLOTL 6°TO VOO aUTO TTa-
pamnpeltal auEnuévn TPaVeaAUivwon TG TPUTTTOPAVNG
P0G vSoAoTupouPLko 0&V. To voonua eu@avifeTal Tig
TPWTEG ERBOUGSEG peTtd TN Yévvnorn Ttou matdlov. Av
TEPACEL ATTAPATNPNTO, TOTE, HETA £EL UNVEG TepioU,
N KaBuoTépnon avamtuéng Tov Tapouotalsl To Totdi
elvat €xénAn. Axéun pmopel va mapatpnbovv emiAn-
TITIKOL OTAOUOL KAl GAAEG VEUPOAOYIKEG QVWUOALEG
OTIWG PUTKN VTEPTOViN, LTTEPKIVNOLa, TPOUOG KL VEN-
HEVa avTavakAaoTikd. H ocuxvatnta g vooou eivat
1:20.000 yevvnoelg otoug mAnBuopovg ™ Evpwmng.
0L meplocdtepol amd toug aocBeveis avtols PBpioko-
vtal o€ 18pLpata 6mov kat amoteAoVv To 1% mepimou
TV SlavonTikd kabBuotepnuévwy madiwv. Ta T
HE @avuiokeTovoupia eKTAG TOV OTL Elval SlavonTikd
kaBuotepnuéva (IQ < 50) eivat avrouya Kot @ofiope-
va. H cupmepupopd Toug kKupaivetatl amd Ty amotpa-
Bnyunévn péxpL Tnv avouxmn KoL evepEBLOTN LE EKPNEELS
PuxwTikov enelcodiowv. Oplopéva modld maipvouv
pila YoapakmnploTikn milnkoeldn otdon kol oe Boapu-
TEPEG TIEPLTTWOELG TIAPATNPELTAL 1] «KAOLOTIKY 0TAON
TOV pa@TN» (Schneidersitz) 6TwG 0TO KOPLTOAKL TNG
Ewovag 29.10. H aywym g vocov yivetal ue el8kn Si-
ATPOPT XAUNAT) OE @AWVUAXAAVIVT), OTIOTE OL BLOYMULKES
avwpodies efapavitovtat ypriyopa. Mpémet va Sobel
Slaitepn TPOOGOXT Y& TTAT|PN ATTOQUYT] AVOPUKTIK®V,
KELK, KAOPAUEA®V, HAPUEAGSWV Kol GAAWY YAUKWOV TTOU
XPNOLHOTIOLOVY WG YAVKAVTIKO TNV aoTaptaun (puebv-
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i

EIKONA 29.10: XapaktnploTiky «6TAGH PATITN» GE PaALVU-
AokeTovoupiko maidi. Lang K., Ergebminn Med. Kinderheilk
6: 78, 1955.

Agotépag-L-aomapTuAo-L-@atvulaiavudo) Tou mepiLé-
XEL @ovUAcAavivn.

Tupoowapia I 1 NTTATOVEQPIKT] TUPOGLVALHLAL
O@eldeTOL 0TN YEVETIKY QVETAPKELX TOV EVIULLOV (POV-
RapUAAKETOEKT) USPOAGST (POVNAPUAOAKETONKE-
Taon), n omoia TpokaAel av&norn UAAEDAAKETOELIKOV
KOL (POUUAPUVAAKETOEIKOU KL TWV TOEKMOV TTOHPAY®-
YWV TOUG GOUVKLVUAXKETOEIKO KAl GOVKIVUAAKETOVT).
Ot evOELG aUTEG TIPOKAAOVY NTATIKY] KUPILWS VOG0
oV 08N YEl TEALKA o€ Kippwaon, NTATOKVTTAPLKO KAPKi-
vo N Natikn avemdpkela. OL TOEIKEG 0VGIEG TTIPOKAAOVY
KoL VE@PIKT] SuoAsrtovpyla oAAd Kol VEUPOAOYIKES
Siatapaxé. ‘Eykaipn Sidyvwon e Sokipacia eAéyyov
(screening test) veoyvwv HET& TOV TOKETO 0Onyel o€
TOAU KOAG BEPATEVTIKA ATTOTEAECUATAL.

INUELWTEOV OTL T ELSIKT] SLATPOPT] YEVETIKWV VO-
ONUATWV aKOAOVOEL CUYKEKPLUEVES TTPOSLAYPAPES KarL
TPWTOKOAAX TTOV EETTEPVOUV TO AVTIKEILEVO QUTOV TOU
BiBAlov. Av 1 BepameuTikn aywyn Sev Eekivioel £ykal-
pat A& apydTEPQ, TOTE EVMD APKETA CUPTITWUOTA UTIO-
XwpoLv 1 StavonTikn kabuotépnon dev SlopBwvetal.

H vitiowovn g@apudoke emtux®ws ws Oepa-
meta petd to 1991. Ilpo Ttov £Toug aUTOY BEPATTEVTIKA
e@apuoldTay 1N HETAUOGXEVOT NTATOG. INUEPA QUTY|
TEPLOPIOTNKE OTIG TMEPIMTWOELS EKEIVEG OTIOV 1) BAGSN
oTo T elvat onpavTikn 1§ akoun Tapatnpeital ofeia
NTTOTIKY QVETAPKELQL.
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H Ogpameia yivetau pe vitiowadvn (nitisinone) mov
elval avaotoAéag Tou evlipov 4-vdpofv@aivviomu-
poufikn¢ Sovyovdaone H évwon auth sAATT®OVEL
Spapatikd 6Aovg Toug peTABOALTEG OV TapdyovTal
HETG MV avtidpaon Tov avaotéAdetal (BA. Zxnuoa
29.9) KAl EMOUEVWG KOL TA TOELKA TTAPAY WYX TIOU AV~
PEPAUE IO TAVW. BéBaa mapatnpeital n avapevoue-
vn adénon g @avvAalaviving kal Kupiwg Tupocivng
Tov afpatog, yU autd katn ANYm vitiovovng cuvsuale-
TAL UE SLATPOPLKO TIEPLOPLOUD QALVVAAAQVIVG KAL TU-
pocivng, wote va pubuiletal oto aipa to emimedo amd
30-60 umol/L yia ™v mpw kat 200-400 umol/L yia
™ 8evTepn.

Tupoowapia I1 | 0@OaApodeppatiky TVpOGL-
vauwia 1) 6vv8popo Richer-Hanhart. O@sidetal oty
QVETIAPKELX TG apvoTpave@epaons ¢ Tyr (Zxfqua
29.9), n omoia TpokaAel avEnom TG TVPOGivNG ApATOG
> 1200 pmol/l kat eyke@aAovwTLaiov Lypov. ZURTTW-
pata amd Tovg o@OaApovs, 6w ewTogoPia, da-
KpUPPOLA, EVTOVOG KAUOTIKOG TOVOS KB WG kat BA&Beg
OTOV KEPATOELST], YAQUKWUA KAl avwpoAia opaong. Ta
OUUTITOUATA O@EIAOVTAL 6TV aVENoT TNG TUPOGiv,
1 oTolot KPUOTOAAWVETAL 6T EMONALAKE KOTTAPX TOU
kepatoedovs. Emiong mapatnpodvtal aAAOLWOELS
ToV 8£ppatog, 18iwg oTIg TOAGUEG Kol 0TA TTEAPATOL
TéAOG TTEPLYPAPOVTAL KAl VEVPOAOYIKEG StatapayEg
KOG Kat Lavon Tk vetépnon.

H Bepameia ylvetal pe SLatpo@ko TEPLOPLOUO TUPO-
olvng kat @awvviavavivng kat pubuiorn g tupoocivng
alpatog ota emimeda twv 200-500 pmol/l. Mepikeg
eBBoUGSeG ueETG TNV Evapén NG e8IKNAG Slatpo@ng Ta
0@OOAUIKA Kol SEPUATOAOYIKA CGUUTTOUATA UTIOXW-
povv. Kai e8w £ykaipn Stdyvwon pe Sokipaacio eAéyxov
UETA TOV TOKETO Elval EEAPETIKA OT|LAVTIKY).

KAnpovouwn tvpooswvapia 1L To véonua ogei-
Aetal oe avemapkewx NG 4-uSpofu@atvuiomupoufi-
k7 Slo€uyovaone H Tuposivny tov mAdopatog eivat
auvEnuév Kol oTa oUpa amekKpivovTal Ta 4-v8poku-
@AYUAOTTUPOURIKO, 4-UEPOELPEAVUVAOYAAXKTIKO Kol
4-@ovuAoglko. NeUPOAOYIKA CUPTITOUATA KAl SLavo-
Nt KaBuoTtépnon eival quTd Tov KuplapxoUv Kol
N OepamevTiky aywyn mepAauPdvel viortivovn Kot
Swaxtpo@r) xaunin o @awvuvaiavivi kat Tupocivn
Kot pUBuLon TG TUpOooivng aipatog 200-500 pmol/lL

H mpdyvwon ¢ vooou eival moA) kaAr 8iwg dtav
n OepameuvTiky aywyn apyioel éykaipa, yeyovog mou
Selyvel TOOO onuaVTIKEG elvat ol Sokluaoieg eAEyyxou
(screening test) apécwG PHETA TOV TOKETO. AV 1 aywyn
autn apxioel TOA) vwpig, TOTE TO AppwaoTo Tadi Sev
ep@avilel T Slavon Tk kaBuotépnon. Le peyoAvtepa
TALSLA ) Ay YN QUTH, EVO LETAPAAAEL TN BLOYXMULKY) EL-
KOva, 8ev pmopel va avTiotpéPel TV kKabuotépnonot
Stavontikn avamtuén. IV auto tov Adyo To test yia PKU
O€ VEOYVA UETA T YEVVNOT] TOUG EIVAL TIPAYUATIKA CW-
T™pLo.

AAxkamrovoupia. To voonua autd ogeiletal ot ye-
VETIKY avwpoAia touv evlvpov 1,2-8o§uyovaon tov
OUOYEVTIOWKOV 0%£0¢ (0Ee18don TOv OpOyEVTIOL-
K0V 08£0¢) (Zxnua 29.9). G AmOTEAECU TO OUOYEVTL-
0106 08V Sev pumopel va katafoAlotel Kat TpokaAel pia
XAPAKTNPLOTIK TPLASA CUUTTWUATWV: OLOYEVTLOL-
K1 o&eovpia, wypovooia kat o6TEOUPOpiTISa. OVpa
IOV TEPLEXOUV OUOYEVTIOIKO 080, OTAV TAPAUEVOLY,
powpilovv, emeldn o HeTAPOAITNG AUTOG OEELSWVETAL KO
oxnuatiel papa moAvpepn mapdywya. O moAvpEpL-
OUOG ETITAYVVETAL 0€ AAKAALKO TtEPIBAAAOV. ETteldn) To
CUUTITOWHUAX TWV «HoVpwV 00pwV» SV UTOpEl va TIEPA-
OEL ATOPATNPNTO EVKOAQ, YU AUTO KAl TO VOO LA AUTO
avayvwplotnke TOAU vwpis. [Tavtwg caen Teptypa@n
™G vooou €xoupue yOpw oto 1859 amd tov Boedeker,
OV ovOpace To 1861 v dyvwotn ylx TV €moxN KEL-
V1 0UGIx 6TA OVPX «XAKATITAV» KOL TO VOO0 AAKA-
nrovovpia. H «adxamtdvn» Bpébnke to 1891 amd toug
Wolkow and Baumann étt givan to 2,5-8wwdpodveat-
VUAOELKO 080, O epeLVNTEG AUTOL E8WOAV KAL TV 0VO-
nooio oMV ovoia auThv opoyevTioiké 0éV o€ avaloyia
UE TO YeVTIoko 0&0 Tov eival to 2,5-6twdpoévPevioiko
0&V. Ztabuod otV otopia g PoAoyiag kal g LaTpl-
KNG amtotéAeoav ot peAéteg tov Archibald Garrod otnv
aAkamTovoupio. O gpeuvntng avtdg £ypale to 1909
170 KAaowo BifAio «Inborn errors of metabolism»
(oVu@uTEG Sratapayég Tou petafoAlopov), oTo 0Toio
HE KATATANKTIKN SlopatTikOTnTa cuvédafe tn oxéon
YOVISIwV-eVIU LWV KL XAPAKTNPLOTIKA YPAPEL OTL «1|
Stdomaon Tov Saktudiov Tou Beviodiov o@eidetal og
€810 £vlup0, TO OTIOL0 TNV AAKATITOVOUPLa AETIEW.

H Bepamevtikn aywyn meplauavel vioLrtivovn oe
oLVSLAGUO LE EISIKT SLATPOPT| TTEPLOPLOUEVT] GE PALVL-
Aadavivn kal Tupocivn Kot puBULET Tov EMITESOV TWV
auVoEEwV autwyv oto aiua. H aywyn éxel moAd koadd
ATOTEAEOUATA OTOV EQAPUOOTEL EYKAIPWS, OTTOTE KOl
€8 1 Soxpacio EAEyYoU TwV VEOYVWV PETA TOV TOKE-
70 glval amoAVTWS avaykaia.

Ol KaTEYOAQUIVEG Elvanl Tapdywya THE TUPOOi-
VNG OL EVOOELS AQUTEG oL oTtoleG oxeTilovTal pe TV Ka-
TEYXOAN ovvtibevrtal amd TV Tuposivn Kal eival 1 vro-
Tapivn 1 emve@pivn 1§ adpevalivn koL n vopemve-
@pivn. To Zynua 29.11 mapovoialel v aAiniovyia
TV AVTIOPACEWY KAL TA EMUEPOVS EVIVHX TTAPAYWYNS
Twv Slaeopwv katexolauvoyv. Tnv duvatdtnta ovv-
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Tetpaiidpo- Aiidpo-
Blomtepivn  Plomrepivn
||_| +0, +H,0 |I_|
1
HO CH,— C—Co00- ;A) HO CH,— C—C00~ —> MsAavivn
| u8po£u?\acn |
NHF TUPOGiVNG NHF
Tupoaivn Awdpotudevulaiavivn
(L-DOPA)
APWHATIKO AUIVOEY 2
amnokapBourdon
H,0 +
HO S-ASevooilo-  S-ASevoaUdo- HO Beidpo- O2* HO
OH OUOKUOTELV  pebetovivn OH acopPfiké AcopBiko
| |
HO C—CH,— N—CH, 4 HO C—CH,— NH} 3 HO CH,— CH,— NH?}
| H PauvudeBavodapivn | B-uSpouldon
H N-peBultpavedepaon H ™G vTomapivng
Etuvedpivn Nopemvedpivn Ntomapivn
ZXHMA 29.11: H aAAnAouxia Twv avTidpdoswv cUVIEoHG TWV KATEXOA VWV,
Beon¢ wag katexoAapivng £xouv KOTTAPA OPLOUEVWV HO H HO H
LloTWV Ta otoia Safétouvv ta amartovpueva évluua. Ta N N
KUTTApQ TNG PUEAWMSOUG Hoipag TwV emMVEQPLSiwY Y / COOH
TAPAYOUV KUPILWG EMVEPPLVI] KAL VOPETLVEQPPIVY  Ho HO

KU TA KUTTAPA OPLOUEV@WV TIEPLOXWYV TOU EYKEQPA-
A0V TAPAYOUV VOPETLVEPPiVT EVW 6E GAAEG TTEPLO-
X£G TOV 1] 6VVOE0T) oTANATA 0T VTOTTOpivn (Vevpo-
StafiBaoctiky oveia). Ymomapaywyn vromapiving cuv-
SéeTal Pe TN VEUPOEKPULALOTIKY VOG0 Ttou Parkinson
oTNV aywyn Tng omoiag xpnoigomoteitat 1 L-Dopa.
Télog ota pedavokvttapa 1 oVvBeon otapatd otnv
L-DOPA, 1 omoia xpnoiuomoteitat otn ovvOeon vroma-
KIVOVIG KOl LEAVIV@V.

Ymepmapaywyn TG VIOTAUIVIG OE OPLOUEVES TIEPL-
OX£G TOV EYKEQPAAOU utopel va cuvietal pe YuyoAo-
YIKEG Sratapay£g Kot ev8exouivm Kot oXI{o@PEVELX.

MsAavivn. H tupoaoivn elvai n mpddpopun oveia twv
UEAQVLVDV:

vdpofurdon
Tupocivn ———> S1dpodu-Pavuraravivn (DOPA)
——> DOPA-k1vovn —>» Meiavivn

Yrdpyouvv Vo TOTOL pedavivig, 1 evpugdavivn kai
@aopgdavivny. H gawopsdavivr Sivel éva KOKKIVWOTO
Xpwua Kot v Bpiokovpe kupiwg ota xeida, otig On-
A£G TWV HAOTWV KAL OTA YEVVNTIKA Opyava. XTIG ATEL-
peG HETABOAEG avaAoyiag euuedavivng/@atoperavivng
o@eiAovTaL oL SLLPOPEG OTO XPWUA TOV SEPUATOC, LOA-
AWV TWV SL@OPWV ATOUWV.

H gvpgdavivn oynuatifetal pe Slaotaupopevoug
SEGOVG TWV TTOAVUEPWDV TNG 5,6-8108p0EL-1VEOANG Kal
™G 2-xapBo&LALKNG 5,6-8108poEL-1vEOANG:
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5,6-A108poEu-1v8oAn 5,6-A108po&u-1v86An-2

kapBo&uAiko ol

H @awopedavivny oxnuartiletat and dvo petafori-
TEG NG TUPOGivNG, TNV BevioBelaldAn kot v Beviobel-
adivn padi pe kuoTeivn.

S Nx
/> j

N S
Bev{o0ei1aloAn Bev{o0eialivn

Ot pedaviveg pag mpootatevovy amd v UV aktivo-
BoAlo. H yeveTikn avemapKeLx TNG TUPOGIVAONG TIPOKOL-
Ael aABwiopod (Ewova 29.12). ‘Otav 1 NALXKY aKTIVO-
BoAla Eemepva To @payua ™G HeAavivng, TOTE pmtopel
VO TIPOKOAECEL AAOLWOELG OTO SEPUA AKOUT KOl Kap-
Kkivo.

METABOAIZMOZ TPYNTO®ANHZ

0 kUpLog KataBoAikdg SPOUOG YLK TO AUIVOEY TPUTITO-
@b&vn meprypagetal oto Ixnua 29.13. H mpw avti-
Spaon Tov §pduov auTov eival n 0EEBWTIKN SldotaoT
TOU ETEPOKUKALKOV SakTtuAiov ov 0dnyet og N-@opuv-
Aokuvoupevivy. To £€vlupo oV KAToAVEL TV avTidpaon
auTthv elvat 11 Tpumtopavo-2,3-6ioévyovdaon 1| TpUmTTO-
@avomuppordan, pia lofuyovdon mou TEPLEXEL aium
Kal xoAko. H vdpoivon g N-@oppuiokuvoupevivng
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EIKONA 29.12: ATOMO HE YEVETIKI] AVETIAPKELA TUPOCIVA-
ONG KAL XOPAKTNPLOTIKO aABIVIGHO.

[E ™ SpAcoT TNG NTIATIKNG Qopuauidons odnyel o€ Ku-
voupeviv kat popukd o&0. H kuvoupevivn vdpotulim-
vetal og 3-udpofukuvoupevivny o€ pia avtidpaorn mov
KataAveTaL a6 Ty 3-uovoévyovdon Tng kKuvoupevivyg
(vépoévidon ¢ kuvovpevivyg). H 3-u8poEukuvoupevi-
N SlaoTatal pe ™ 8pdon TG KUVOUPEVIVAONS GE aAa-
vivn kot 3-ubpouavBpavidtko. O apwUATIKOG SAKTUAL-
0G TOU TTaPAy®YoU auTtol SlaoTdtal Pe Tn §pdom piag
ofuyovaong o€ 2-akpoAedAo-3-apvo@ouvpapikd. Ao
€8 0 8popog Suyaletal kal odnyei eite oto NAD (3%)
eite o€ axeToareTUA0-CoA (97%) (Zxua 29.13).

21OV TOAVTIAOKO aUTOV peTaBoAlkd Spopo ™G TPL-
TTOPAVNG TIPETTEL VO GNUELWOOVUE OTL 1] KUpLa 06066
elvat autr) mov oényel oto aketoaketVA0-CoA. Xto
Spopo auToOV amo Eva pdéplo tpumto@avng (11 dro-
Ho AvBpaKa) TaPAYOVTAL £VA HOPLO POPULKOD 0EE0G
(1 &ropo C), éva udplo adavivng (3 dropa C), 1 udplo
aketoakeTvA0-CoA (4 dropa C) kau Tpia popia CO,. Etol
1 TPUTITOQAVT Elval YAUKOYEVETIKO (adavivy) aAA& Kat
KETOYEVETIKG auivoél (akeToakeTuA0-CoA ). Omwg Sei-
xvetat oto Ixnua 29.11, ta 97% tov 3-udpotuavhpa-
VIAlko¥ petafoAi{ovtal Tpog akeToaKeTUA0-COA, EVWD
uévo 3% petafoArifovtat pog NAD. ‘Etol and To peta-
BoAlko auTdV Spopo 0 AVOPWTOG CLVOETEL OUCLAOTIKA
™ Brrapivn vikotwapido aAdd oc mood avemapkm,
Y voo KOAOYEL TIG NUEPNOLEG AVAYKEG TOU. YTTOAOY(le-
Tat 6t 0 KataBoAlopuds 60 mg TPUTTOPAEVNG ATTOSISEL
mepimov 1 mg vikoTwvikoU o&éog. Mapatmpoliue akoun
amd to Txnua 29.13 otL éva pépog, ukpd BERala, g
KUVOUPEVIVIG UETATPETETAL OE Uit GELPA EVOGEWV KOl
TAPAYWYWV TOUG OTWS KUVOUPEVIKO 08V, KIVOASIKO
08V, avBoupevikd 08V, Y-uSpPotuKIVaASikd 08y, miko-
AWVIKG 080, avBpaviAtkd 08V, 5-uSpofuavBpaviditko oy
KOl 0-0(IVO@ALVOAT). ‘'OAeG AUTEG OL EVWOELG SEV EXOUV
KAU& yvwoth 8pAomn 6Tov 0pyavioud Kol oamopokpl-
vovtal pe ta ovpa. Iapatnpolue OTL KAT& KATOLO
TPOTIO 1 XPTON TNG TPUTITOPAVIG GTOV OPYAVIOUO OGS
eival avemapkng. IMAVTWS UOLOAOYIKAE Kol KATW aTo
KAVOVIKEG GUVONKES SLATPO PTG TO TTOOO TWV UETABOAL-
TWV QUTOV oTa oVpa lval PiKpo. Av OpwG avénoeL To

H

H ? | f |
JD BEPUUR C—CH,—C—coo- MO HCOO C~CH,~C —C00~
—C—C00~ |
Q R Al—> 0 NH} NHZ
NH I 2
N N—CH NH,
H H
Tpumtodavn N-doppulokuvoupevivn Kuvoupevivn
0, + NADPH
3
H,O0 + NADP*
i
Il
H coo- H;0 € —CH,~C~ 00"
| «—’ +
H.C — C —CO0- + 4 NH;
I NH, NH,
NHZ
OH OH
Alavivn 3-Y8poZuavBpaviAiké okl 3-Y8po&ukuvoupevivn
ls avTiSpdoelg
ﬁ 7 avtiSpaoelq e
CH; — C—CH, — CO0~ <—<—<—<—7-<—7 o
~00C

co, co,

AkeToEIko

a-Ketoadumiko o&0

SXHMA 29.13: O HETABOAIKOG SPOUOG ATTOSOUNGNG TN TPUTITOWAVNG.




