2XOAH OETIKQN EINNIXTHMQN
TMHMA BIOAOT'TAX
TOMEAX BIOXHMEIAX & MOPIAKHX BIOAOTI'TAX

MeTOBOALGHOC OALYO- KL TIOAVGAKXQAPLTWV

Mavaylwtng ASapuomovAog
Enikovpoc KaOnyntng, Tunua BioAoyiag, E.K.IL.A



F'AYKOAYXH FAYKONEOI'ENEXH



6-P yAukoln

Avtidpaocslg

0EEBWTIKOV PHEPOVC

5-P ptovAoln APOMOY TON

OQOYXDOOPIKQN IIENTOZQN

5-P p1d{n (C5) 5-P §udovAoln (Cy)

GAP (C,) 7-P 6e8oemtovAoln (C,)

6-P @povktdln(Cs)  4-P gpuBpdln (Cs) 5-P ZuAovAoln (C;)

Mn o€ WTIKEC
’
avTLO PAGELG 6-P @povktodn(Cy)

[ GAP (c3)]




OALYOOOKYOPLTEG KOL TOAVOUKYUPLTEC

OAyooakyapilteg: Atyotepes amd 10 povades cakyapwy

?}xeﬁeepoq’aywpe)pu{éq avOpaxag Anld cdxxapa
AVAYWYIKO AKPO
CH,OH CH,OH CH,OH CH,OH { Thuxstn
HO 0 O O 0 O laAaktoln
OH 0. < OH HOH OH 0 NOH HOH o ,
HO CH,OH O pOUKTO(N
OH OH OH OH 0
Aaktoln (yadaktoln-£-1,4-yAukoln) MaAtroln (a-1,4-yAukodn tng yAurodng) OH
HO O
CH,0OH CH,OH CHZOH CHQOH
O H
HO
OH
Yaxxapoln (yAukoln- KcMoﬂloZn Icopaitoln (YKUKoZn-
la-p2-@ppouktoln) (YAuroln-f$-1,4-yAukon) a-1,6-yhAuxoln)

OpoyAvkavec: [ToAvpepn) Tov (Slov amAov cakydpov (dpvAo).
HO}\UO'O(KX(XpiTS(; EtepoyAvkaveg: [ToAvpepr) ouviBws 2-3 Sopkwyv A wv.

Yu{eVYUEVEC EVWOELG: TAVKOTIPWTEIVEG, YAUKOALTTIS 1



Tpomomomuéva cakyopo

Ol povoookyapiteg umopolVv va LETATPATIOVV
o€ OLAPOPEG TIAPAYWYES LOPPEC.

Ml TOWKIAl  YNUIKWY Kol eVIUULKWV
AVTLOPACEWV TAPAYEL TUAPAY WY
(derivatives) Twv amAwv cakyapwv.

MepLKEG ATIO TIG TILO CLUVNOLOUEVES TTAPAAAXYEG
elvat:

O%sa cakyapwv
OL povooakyaplteg umopovv va o&eldwbovv
evQuuikd otov C-6 11/kat tov C-1.

H—C—OH
I
HO—C—H
I
H—C—OH —
I
H—C—OH
I
Oeid CH,0OH
eibwon , ,
oto C-1 p-I'Aukoviko6 ofu
(0] H (0] H
N N\
C C
I I
H— C—OH H— C—O0OH
I I
HO—C—H HO— C—H
I I
H— C—OH H—C—OH —
I O€eibwon I
H— C—OH oto C-6 H— C—OH
I I
CH,0OH COOH
p-T'Aukoln p-T'AukoupovikoO

o€u (GlcUA)

O€eidwon
oto C-1 COOH

] I
xo1 C-6 H—C— OH

HO—(IJ—H
H—CI—OH
H—(IJ—OH

(IDOOH

p-T'Aukapiko ofv



TpoToOTTOMUEVA CAKYXP

Apwvooakyoapa: Iepléyovv pa aptvopdado
avti plag opddag vdpotuviiov (OH) ot
0éonn C2. Bplokovtal o€  TOAAOUG
OALYyOoooKXapiTEG KL TTOAVOOKYAPLTEG.

To povpapiko o0&V Kal To VEVPAULVIKO o0&V sival yAvkolapives ouvdedeuéves ne o&ea

TPLWV ATOLWV GdvOpaka.
COOH
I
CHQOH C=0 IIupoota@udriko oy
I
-
(ﬁ H—C—OH O
I
CH;—C——N—C—H
i
HO—C—H
| > N-Axetvdopavvolapivn
H—C—OH
I
CH;— CH— COOH H—cl—OH
CH,0H -

Moupapixko ofu

N-Axetvro-p-veupaniviko oo (NeuNac, eniong yvooto o¢ Neu5Ae), éva o10A1k0 ofu

ATavTtdTal 6TOUG TTOAVCUKYAPITES To vevpapwiko o0& (oxnuatilet deopd peta&d tov C1 Tng N-
TwV  BOKINPKOV  KUTTAPLKDV akeTVAopavvolapivig kat Tov C3 Tov TUPOGTAPUALKOU 0E£0G),

TOLYWUATWV. BplOKETUL OTIG KUTTAPLKEG LEUBPAVES TWV VEVPLKWV KUTTAPWV.,



FAVKOTIPWTEIVEG

» [loAAég TpwTelveg OV Bplokovtal oTn @UOoM elval YAVKOTIPWTELVEG, EMELON TTEPLEXOLV
OUOLOTIOALKA CUVOESEPEVEG OUAOEG OALYOTOKYAPLTN 1] TTOAVGAKYXPLT).

» 0 KATAAOYOG TWV YVWOTWV YAUKOTIPWTEWVWY TEPAapBavel PHeTad GAAwvY, SOMIKEG
TMPWTEIVEG, £vluua, UVUTOSoXElC HeEUPBpavVOV, TPWTEIVEG UETAPOPAC KOl
QVOGOG PULPLVEC.

» OL opades TwV cakydpwv cLVSEOVTAL PE TIC TIOAVTIEMTIOIKEG aAVOideg pe 8o povo
TPOTOVG:

1. Méow Twv v8potvAopadwyv xataroimtwv oepivng (SER, S), Opeovivne (Thr, T) 7
v8povAvaivnc, To omoio TTapaTnPeiTaL 6TOUS 0-CUVEESEUEVOVC CAKYXPLTEC.

2. Méow tou audikoV alwtov €vo¢ kataAolmov acmapayivng (Asn, N), to otoio
TPAYUATOTIOLEITAL 6TOVG N-GUVSESEPUEVOUC CaKYXPLTEC.



0-0VUVOESEUEVOL CAKYAPLTEC

To ocoxyapikd kKaTGAOLITTO TOU CULVOEETAL HE TNV MPWTEVN elval ocuviBws pia N-
AKETVAOYAAXKTOLOLIVY), GAAG OTTOAVTOVTOL KOl KATAAOLTO HAvvOING, YAVKOING Ko
EVAOINC cLVSedepéva e TIPWTEIVIKA VEPOEVALAL.




H onuatodotnon mpwteivwv pe 0-GlcNAc

H O-ouvéebepévn N-aketvdoyAvkolapivny (0-GIcNAc) pe ogpivn) 1
Bpeovivn o0& TUPNVIKEG KAl KUTTAPOTIAACUIKEG TIPWTEIVEG XPNOLUEVEL WG
KUTTAPLKO ONUA, OTIWE KL 1] PWO@POPUAIWOT Kol amoTeAEl pio Tavtoyov
Tapovoa Kol SUVOULKY) UETA-UETAPPACTIKT] TPOTOTOINGT] TIOV TiPVEL
LEPOG:

v’ pOBuon ™G petaypang

v’ pOBuon TS petdppaong,

v pUOULOT TNG KUTTAPOOKEAETIKNG OPYAVWOTG

v’ pUBLLOT TG HETAYWYNG ONHATOS

v’ pUOULON TOV KUTTAPLKOV HETUBOALTUOV.

H onuatodotnon ¢ O0-GIcNAc kat 1 aAAnAemidpaony ™G HE TN
PWoPOPLAIWON aAAG{OVV KAl GTIC KUPLEC AGOEVELEC, OTIWG TNG YHPAVOTC,
ovumepAapavopeévov tov Stafntin, tov Kapkivov, touv Alzheimer xat
NG KAPSLAYYELAKN G VOO OU.



Agttovpyla 0-cVVEESEUEVOWV CAKYAPLTWV TWV
YAUVKOTIPWTEIVOV

Zuyva, ol 0-cuvdedePEVOL CUKXAPITEG TWV YAVKOTIPWTEIVWV gu@avidovtal va vloBeTovv
LLO AKOUTITT) EKTETAUEVT SLAUOPPWOT) IOV poldlel pe "BoupTtoa PeE TPIXES" IOV EKTELVEL TIG
AELITOUPYLIKEG ETIIKPATELEG (UTOTEAEIG SOULKEG TEPLOXEG) TAVW ATO TNV EMUPAVELX TNG

KUTTOPLKNG LEUPpavng.

AgukoolaAivn

LDL

Emtaxuvtikog
vnmodoxéag

apayovtog amoouvleong

N

)
O-ouvdedepévor FL: Ypaipoeideig
O0aKXapPiTeq : L TIP@TEIVIKES KEPUAEG

1

1
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=
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I
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pepPpavn



N-ouVOESeNEVOL CAKYAPLTEC

Ot N-ovuvdedepevol cakyapiteg £govv mavta pio povadikny Sourn mupnva mov
amoteAsital amd Vo kataioima N-akeTUVAOYAVKOJOUIVIIGC cuvdedepéva e
UL StakAaSiopevn TpLaAda KaTaAoltwV pavvolnc.

[TOAAEG AAAEG HOVASESG ATIAWYV 1] TPOTIOTIONUEVWYV CAKXAP WV UTTOPOVYV ETILTTAEOV
va ouvvleovtal pHE KaBeva amd T VMOAslppato pavvolng outoly  TOU
SLHKAASLOUEVOL TTVUPTVAL.




Azttovpyla N-ovuv8edepévwv cakxapLtwyv Twv
YAUVKOTIPWTEIVOV

» 0L N-ovvdedepevol oAyooakyoapites Pplokovral o€ TOAAEG SLOQPOPETIKEG
TPWTEIVEG, ocvumeplAapuBavouévwv twv avoococs@apvov G kot M, g
pLovovkAsaonc B, ¢ waABoupivng Kol Twv MEMTISIKWV OPUOV®V.

» H yAvkoQuAlwon pUmopel va EMMNPEACEL TIG (PUOLKEG KAL XNULKES LOLOTNTEG TWV
TPWTEIVWY, HETABAAAOVTAS TN StaAVTOTNTA, TN H&la KoL TO NAEKTPLKO POpPTLO.

» Ta tpuqpata vdatavOpakwyv £xouvv amodelybel 6Tl oTaOepomolovv TIC
SLAPOPPWOELC TWV TIPWTEIVAOV KAL TIPOCTATEVOVV TLC TTPWTEIVEC ATTO TNV
TPWTEOAVON).

» Ol eVKOPLWTIKOL OpyavVIoUOL XPNOLULOTIOLOVV UETH-UETOPPAOTIKEG TIPOCONKEG
N-cuv8eSepévv  OALYOGAKYAPLTWV YLt VO KOATEVOUVOUV ETAEYUEVEC
TPWTEIVEG 0€ SLaopa psuppavika Stapepliopata.

» [lpoo@ata dedopéva vmodeikvuouvv OTL oL N-ouvoeSeuévol OALyooaKXopiTeS
TPOAYOLV TNV 0pO1) avadITA®WGCT) TwV VEOGLVTIOEUEVWV TTOAVTIETTTIS WV GTO
eVOOTIAGLOTIKO OLKTVO.



MuKo{aVOYAVKQAVEG

Ml  Kotnyopiad TOAVGAKXXPLTWV
OV ATAVTWVTAL OTNV EMLPAVELA TWV
(WIKOV  KUTTAPWV KoL  oTnv
ECWKUTTAPLKY] OVOIO KOl EUTTAEKETOL
o€ Ul TOWKIAlx eEwkuTTAPLWY (KOl
UEPLKEG  POPEG  EVSOKUTTAPLKWV)
AELTOVPYLWV.

AmoteAoVvTal aTo YPOPULKEG
aAVOISEC EMAVUAAAPUBAVOUEVWV
SLoaKYaPLTWV OTIS OTIOIEG:

o amd T HOVASEG HovooaKxopitn
glval AQUIVOCAKYPO

KOl

ula (M kot ot SVo) povadeg
LLOVOOOKXOPLTN TEPLEXEL TOVAAXLOTOV
uio apvnTiKa @opTiopnévn Osukn N
KapBoEuAikn opada.

H  OH 4-0enkn N -aketuAo

pD-I"Aukoupoviko D-yaAaktolopivin

6-0enkn N-coudpo
D-yAukolapivn

2-0e1Ko-
D-YAUKOUPOVIKO

4-Oenkn xovdpoitivn

Hoapivn

H  OH 6-0enkn N-axketudo

D-I'AukoUpoOVIKO D-yoaAaktolapivn

H OH N-Axetudo-

p-I"Aukoupovikd D-yAuko{apivn

6-Oc11kn xovdpoitivn

YalAoupoviko

H OH

4-Benxkn N-axetudo

L-I8oupovikd D-yaAaxktolapivn

H OH 6-0enkn N-aretudo

D-T'adaktoln D-yaAaktolapivn

Oen1kn Seppatavn

BOe11kn Kepartavn




MuKo{aVOYAVKQAVEG

» H nmapivn, pe to vPmAdtepo kaboapd apvnTikd @opTio TwV SLoaKXopLTWY, Eivoatl
LLOL (PUOLKT] AVTLTKTIKY ovola. Zuvdéetal evtova pe v avtidpoufivn I (pua
TPWTELVY TTOV CUUUETEXEL OTOV TEPUATIONO NG Sadikaoiag Bpoufwong) kat
AQVAOTEAAEL TNV TINIEN TOV QLA TOC.

» Ta pépa vaiovpovikoV pmopel va amotedovvtal omd 25.000 povadeg
Stoakyapitn, pue poptakd Bapog pexpt 107, Eival onpavTikO CUCTOTIKO TOU
VaA0ELS0VG VYPOV, TOV BAEVVoyOvou Kal Tou apBplkoy vypov, IOV ATOTEAEL TO
ATTOVTLIKO VYPO TWV apPOBPWoEWV GTO WU,

» 0L yov8poitiveg Kol 1 Okt KepaTavn BplokovTal o€ TEVOVTESG, XOVEPOUG Kol
AAAOVG CLVSETIKOVG LGTOVC.

Ot YAuKOZapLvOyAUKAVEG elval cuvnBwWE TTPOOKOAATLEVEG
0€ TPWTEIVES, oYNUATI{OVTAG TIC TIPWTEOYAVKAVEC.




[Mp®WTEOYAVKAVEG

Ot TPWTEOYAVKAVEG €ival YAUKOTPWTEIVEG, 0oL VEATAVOPAKES
TWV 0TolwV £ival KLPiws YAVKO{QULVOYAUKQVEG.

Elvat ovotatikd ™G Kuttaplkng upepBpdvng kot TOvL
YAUVKOKAAVKO (VoG “mepPANHOTOC cakydpwyv’ yupw Ao TO
KUTTOPO).

Tumikd amoteAovvtal amd MPWTEIVEG pe €vav 11 Vo TUTOUG
YAvKo{apLvOYAUKAVTG.

OL TPWTEOYAVKAVEG TEPLAAUBAVOUY  TOCO  SLXAVTEG

nmpwteivee  (my.  PBepowkavn,  Sexopivn)  b6oo0 Ko
EVOMUATOUEVEC  SlapepuBpavikéc  TIPWTEIVEC (Tr.x.
ouvvOeKAvVN).
Agkopivn Tuvdekavn
NH; AAag Oeugkng
"\_\/‘\N NH_3'_ /nnapdvnq
Benkn aAvocida
xov8poitivng /Seppatdvng T T Y ,
E€wkuttapikn A)ag Benkng
meploxXn xovOpoIitivng
COO™ T Kuttapomlaopatikn
/ coo mePlOXN
AlapepPBpavirn

Ieploxn

Bepowavn
NHZ

IIepioxn Seéopevong
UAA0UPOVIKOU 0£€0¢

o W A

~ "% Adag Oenkng
xovlpoitivng

WM
W

— IIpwteivikog mupnvag

[Iepioxég mou mpooo -
poialouv pe embeppikc
au€ntiko6 mapayovra

cOO~



BloouvOeomn oAlyocakyapLtwyv

O yAvkodltikol decpot Snulovpyovvtal pe SVo TPOTOUG:

A. ne TpavoyAvkoQUALwon oe B&pog evog
TPOVTIAPXOVTOG  YAUKOJLTIKOU deopov
(ovvBeomn kat dtdomaon SLAKAASWOEWY TOU
YAUKOYOVOUL). ATtoteAel ev(uuikn dtadikaoia
OV UETAPEPEL YAUKOQUALIKEG OUASEG AT
£va LOPLo 80TN o€ £va HOPLO SEKTT).

B. HE HETAPOPA CAKYAPOV SECUEVUEVOU
o ovvévluvpo (0 ONUOVTIKOTEPOS
mpounBevtng  yAvkolvAopddwv elvat 1
ovpdvodipwo@opikny yYAvkoln (UDP-
glucose, UDPG).



YuvBeon ¢ UDP-yAvkolng

dwo@oyAvKkopovTaon



MnNYOVIGUOC KAXTAAVONG TTC PWOPOYAVKOUOUTACTIC

To kataAvTiKO KEVTPO TOL €VIUUOU
TEPLEXEL WA PWOQPOPUVALWUEV
OEPLVY), N QWOEPOPIKN OHAda NG
omolag petagepetatr oto C, g 1P-
YAUukO(nG, omote oxnuatiletar 1,6-
SLpwo@opikn yAvkoln).

ZTN OULVEXELX 1 PWO@EOPLKN opada
amo 1o C; Tov evdldpecov petamnda
otn oegpivn Tov evlOpOUL, OTOTE
oynuatiletal TO TPOIOV TNG 6P-
YAUKOING KaL avayevvatal To €viuo.



YuvOeon ¢ UDP-yAuko{nc

H avtidpaon elvar avaotpePiun, aAAq,
OTwG ovpPaivel pe TOAAEG PLOCUVOETIKEG
avVTLOPACELG, 00N YElTAL TTIPOG T OEELA PE TNV
Gdueon VEPOAVGT TOV TTVPOP WG PO PLKOV.

UTP  To UTP avayevvatal cOp@wva pe TNV avtidpaon

UDP + ATP - UTP + ADP
SLPWOoPOKLVAOT) TWV VOUKAEOJLTWV
a 1P'F)\UK(’)ZT| e
Mupo@wao@opuviact)

™ ¢ UDP-yAuvkoing

> 2P
aQvOopPYyavI TTUPOP®WOPATAOT)

H o0vOeon ¢ UDP-yAuko{ng
amo eAeV0epn YAVKO( amaLTel
TNV KATAVAA®OT) TPLOV SECUWV
VPIMANGC EVEPYELAC

UDP-T'Avko(n



YuvBeon ¢ UDP-yAvkolng

Aeopol vPMANG evépyelag
1.1 ATP - ADP e
2.1 UTP - UDP

3.PPi— 2 Pi

H UDP-yAuko({n elval 1 evepyomoinuevn Hop@n YAuKO(MG ywax tn ouvvBeon yAUKOyOvou
KaBwg emiong yla 1 ovuvBeon dAAwv cLVOBeTWVY VSATAVOPAKWV.



ElSika evupa yua TtTn cUv0EoT) OALYOO QKX PLT®V

HN
OH ‘

O YAukOQITIKOG OEO0UOG KATOAVETOL

+ HO O 0] 0] ’ 14
RO % ATIO TIG YAVKOCQUAOUETAPOPUACEC.
o _‘O o _O
OH OH
UDp-rﬁumm To ocaxyapo ToOU TPOKELTAL VA
_ mpootebel np,ospxsrou A0 €V
. vouvkAsotiboocakyapo, T.x UDP-
2 HN ’
. | yAvkodn.
oH )+ NN o
“© VANV 0
OH O O O _O

OH OH
UDP



PUTIKOL TOAVOAKYAPLTEC

E€ummpetovv Vo okomoUg:

A. ZUUUETEXOVY OTO CXNUATIONO TOV KUTTAPLKOU TOLYWHUATOGC Kol
TOV OTNPLKTIKOU CUCTNUATOG

B. ATtoTeEAOVUV EPESPIKEG ATTOTAULEVTIKES OVOLEG TOV KUTTAPOU



Kuttapivn

v Elvalr o kVplog moAvooakyapitng mov Bploketal ota @uUTA Kot Toilel
SOLIKO Tapa SLATPOPLKO POAO.

v Eivain o StadeSopévn opyavikn Evwon otn Booceatpa.

v Ka&Be xpovo ot yn ovvtibevtal kot amotkodopovvtal mepimov 101> kg
KUTTApPLVNG.

v Amoteleitat and 8.000 - 12.000 popra yAvkolng svouéva pe § —>1,4
YAUvKOJLTLKO 8E0 0.

CH,0H
H ! O OH
Baowo Sopko otolyelo tng sivat o [t B
: : CH,OH /SN OH H

Sloakyapltng keAoftoln ([ —>1,4). 5 ¥ /" W

14 4 14 H '— o .
ATtavTd 0TO KUTTAPLKO TOlYwHA, 0TI |~ H iy oH
TPixes TV HOAAMWV KoL 6To EVAO. ‘ O |

OH



Kuplotepol puUTIKOL TOAVGUAKYUPLTEG

Hupwvttapiveg
[ToAvoakyapiteg mov oynuatifovrat amd EVAOLN, apaBivoln Kal TOAAES
(POPEG ATO YOHAXKTOLN).

Xttivy
Amotedeital amo popia N-akeTtvAoyAvkolauivne svempéva pe ff ->1,4
YAUKOQLTIKO 8e0n0. ATtavtd og pOKNTEG Kot apOpomoda.

CH,OH
H O OH
H
OH H
H H
H

F-D-AKETUACYAUKOZAMivn
(GIcNAC)



Kuplotepol puUTIKOL TOAVGUAKYUPLTEG
Apvio
Eival e@edpikn) ovola TwV UTWV IOV VTIAPYEL VTIO LOPPT] KOKKIWV
» Apvioln (20 - 30%)

AmoteAeital amdé 250 - 300 popwax yAvkolng svouéva pe o ->1,4
YAUKOJLTIKO Sso0.

CHgoH

» ApviommkTivy (70 - 80%)

Elval Sounpévn 0mwes Kat 11 auAdodn, cAAd @EpeL ava 25 EPLTOV popLa
YAukO(nC Stalda&bcag us a ->1,6 YAvko{LTIKOVC 8£6u06g.

CHOH c'.u:rrl CHOH
P :'-I.:IH H OH " U“ H
A J
CcHoH H HoH H L‘.I:II:IH |
H H




[1£ym Tov apvrov

Meta amd vSpoAvuTikn Oldomoaon HeE TN 6pAon TS QUUAAONG, TO
LEYAAOUOPLKO AUUAO SLACTIATAL OPXIKA OE UIKPOTEPX KOUUATLO, TO OTIolol
TEALKA SLOTIOVTOL AN pWGS 0 YAVKOON).

OL KUPLOTEPEC AUVAACEC ELVAL:
> 0-0(LUVA O

Amotedel T0 onpavTikOTEPO TEMTIKO €viupo Tou BploKeTal 6TO OLEAO KAl TO AETTO
EVTEPO Kol SLOTIA TO GUUAO GE OALYOOQAKYXXPLTEG 6 — 7 povadwyv YAuKO(nG. Av 1)
eMIOpaon Tov eVIUUOU SLOPKECEL TEPLOCOTEPO, OL OALYOOQKXOPITEG auTOl SlaoTIWwVTOL
TEPULTEPW OF MAATOLN KoL LOOUAATOLN).

> B-apvAact
Eival éva @utiko €vupo mov Spa oav €€EwYAVKO{L8Aaon kat S1aoTd amd To GKPO TNG
KaOe aAvoidac amopakpvvovTac V0 Hovadeg yAuko{nc ot Hop@n TS LaATolnc.

>Y-0UUAQoT)
BpéOnke teAsvutaia 0TO NMAP KOl 6TO £VTEPO KOl ATTOOTIA OMHASEG YALUKOING, KABWG

umopel va vépoAvoel a —» 1,4 kat a - 1,6 YAvkoQLTikoU¢ deopovg. Kata ouvémela
UTTOPEL VO SLAOTIACEL TTAT)PWG TO AUVAO.



Apviaon o



Apviaon o

H a-apvAdon Staoma Seopois omovdnmote peéoa otnv aAvoida. Qoté00, otapatael T Sldomaon
0TV MANGLACEL TTOAV KOovTd o€ pla dtakAddwon ("Limit branch"). I'ia v mepattépw Stdomaon

OTTOLTELTAL:

Oplakéc de&tpiveg

'‘Eviupo anodiakAadwong (Debranching enzyme):

1. Evepyotnta oyo(al,4—al,4) YAUKQVOTPAVOPEPACTG
A@alpel pa povada TPLWV CUAKXAP®WV KoL TNV UETAPEPEL OTO
AKPO WS GAANG aAvoidag. A@nvel eva povadikd KATAAOLTO
YAUKO(NG o€ a(1—6) ovvdeo pe ToV KUPLO KAGSO.

2. Evepyomta a-1,6 yhvkol{idaong

A@alpel autd TO KATAAOLTTO ATO TNV AAVGLOQ,
QPNVOVTAG TNV TOAVCAKXUPLTIKY) aAvoiSa pe
Lo Atyotepn StakAddwon.

H emavainym autwv Twv yeyovotwv

odnyel otV AP amotkoSounon
TOV TIOAVCAKYOPLTN.




[P ™G KuTTAPLYNC

H vépoAvtikn dtdomaon s kuttapivng (B ->1,4
YAUKOJLTIKOUC Se0pnoVC)  yivetal amod  TIG
KUTTAPLVAGEC, OV Bplokovtat o€
LLLKPOOPYQVIOUOVG.

Ta unpukaotikd eival oe Beon va petafoAilovv
™V  Kvttapivn, xdpn oty  Bakinplokn
KUTTOPLVAOT OTN UEYAAN KOIAlK, Eva UEYAAO
TPWTO SLAUEPLOUN OTO CTOUAXL TOUG.



[810TNTEC TOV YAUKOYOVOU

To  yAvkoyovo elvat 1 aueca
KLVN TOTIOLOVLEVT) LOPPT) OTTOOKELONG TNG
YAUVKO(NG 0ToUG (WIKOVUG 0pYAVIOUOUG Kol
enavitel T XMuK]  pope@n  TNG
QUUAOTINKTLVYC.

Bploketal 0TO KUTTAPOTAACUQX TWV
MUKWV Kol NTATIKOV KUTTAPWV UTO
Lop@n kKokkiwv Stapétpov 100 — 400 A°
Ta omola eu@avilovy TUKVWOTN OTO
NAEKTPOVIKO HikpookoTlo. Ta popla tov
dev €xouv eviaio peyebog, aAAd o
TUTILKT] KOATAVOUT) KUUXIVETAL YUPW OTIG
LEPLKES YLALadeg Dalton.

CH,OH
Q. H




[810TNTEC TOV YAUKOYOVOU

To YAvkOYOVO £ival TTOAVUEPEG YAUKOING OTIOV:
> Ta KataAolma YAvko(n¢ ovvdcovtal pe o(1—-4) YAUKOJLTIKOUG SECUOVC
» VTIapyovV dtakAadwoels pe a(1—-6) deouovg



Inuaocia cuvoeoNC/AmMOIKOSOUTOTC TOVU YAUKOYOVOU

1. Ot petaBoAikéc avtéc topeieg eivat onpavtikég, S1otL puOuL{ovv TNV
MOOOTNTA TNG VYAUKO(NGC OTO QUUX KOl OTOTEAOVV  TOV
EVATTOONKEVTIKO OXNUATIONO TNG YAUVKOING Yo eTElyovono HUIKNY
epyaoia.

2. Tpaypatomolovvtal amd SLAPOPETIKOVE HETABOALKOVC Spopovc,
KATL TTOV ATTOTEAEL o UAVTIKN apx1) ot Bloynueia.

3. H oppovikn) pvOpion Ttov petafoAiopol TOU  YAUKOYOVOU
SLEVKOAVVETAL ATTO UNYXOAVICUOUGS TIOV £XOVV YEVIKOTEPT onuacio Kal
ETITPETOVV OTOV UETABOAIOUO TOU YAUKOYOVOU va TIpocapuoleTal
0TI AVAYKEG OAOKAN POV TOV OpYyavIoLov.

4. YTApXEL EVOG ONUAVTIKOGC aplOUOC YEVETIKA €AEYXOUEVWVY EAAEPEWVY
eVQOUWV TOV UETABOALOUOV TOV YAUKOYOVOU TIOU 00N YEL 0€ GOPBAPES
TOOAOYIKEG KATAOTAOELG.



ATIOLKOS 01 01] TOV YAUKOYOVOU

14 4 4 4
ATmoTteAeltal amo TPla Pnuata:

1. AteAevBépwon 1P-yAuko{nc amd to YAuKoyovo.

2. AldoTaom Tov YAUKOYOVOU ota onueia StakAddwonc.

3. Metatpom) ™G 1P-yAuko{nc oe 6P-yAvkoln, pe ) Spdon
NG PWGCPOYAVKOUOUTAGNC, YOt TIEPALTEPW UETABOALOUO.



P WO @POPOAVTIKY] SLACTINGT] TOV YAUKOYOVOU

H @wo@opuviactn tov yAvkoyovovu
amoteAel Tto  Poaowkd  eviuuo
QTTOLKOSOUN NG TOV YAUKOYOVOU.

KataAvel ) Stadoyikn amoudkpuvon
KaToAolmwy YAUKO(NG amo Ta T
AVAYWYLIKA AKPA TOU popiov.

| dwo@opoivon Kot OxLvEpoivon!!

0 YAukoQLTIKOG peTagy Tov C,; Tov TEALKOV KataAolmov kot tov C,
TOV YELTOVIKOU SLHOTIATAL LE TNV TTAPEULOAN XVOPYAVOU
PWOQPOPLKOV, OTIOTE KL aTeEAEVOEpWVETAL 1] 1P-YAUvKO(N).




P WO @POPOAVTIKY] SLACTINGT] TOV YAUKOYOVOU

H @wo@opoAvuTtiki) StacTtact Tou YAUKOYOVOU
TIAELOVEKTEL EVEPYELAKA, SLOTL TO ATIEAEVOEPOVLEVO
CAKYOPO ELVAL N1 @WOPOPUVALWUEVO

AvtiBeta, pla vopoAvTikn Sitdomaon Ba amedidbe YAuvkoln, N
OTIol0 0TN CLVEXELX B EMPETE VA PWCPOPVALWOEL PHE TNV
KATavaAwon €vo¢ poplov ATP mpokewpnévou va £l0éA0sL
OTNV YAUKOAVTLIKY) TTOpELQ.

‘Eva  emmpooBeto  TMAEOVEKTNUA TNG  PWOQPOPOAVTIKNG
SLAOTIAOTG TOV YAUKOYOVOU YL TA KUTTAPA TWV HUWV ELval TO
YEYOVOG OTL emeldn) m mapoayopevn 1P-yAukoln etval
APV TIKA (POPTIOUEVY] SV UTIOPEL, KATW ATIO (PUGLOAOYIKES
ouvONKes va StaxvBel EEw amd TO KUTTAPO.



ATIOLKOSOUN 01 YAUKOYOVOV OTQ ONUELX SLAKAXSWOTC

» H pwo@opuvidcn Touv yAvkoyovov, To KUpLo €vUHO KATOBOALOHOV
TOU YAUKOYOVOU, O8€&V UTOPEL VA SLHOTIAGEL TOUC a->1,6
YAUKOJLTIKOUC 8e0n0oVC oTa onpeia StakAGSwong.

» Etol mpaktikd 1 8paomn tn¢ otapata ) Sdomaon twv a—1,4
YAUKOQITIK®WV  SEC0UWV, OTAV PTACEL OE OTMOCTHCT TECCAP®WV
KOXTOAOLTI®V YAUKO{1 G ATTO TO OTUELO TNG SLAKAASwOoT|C.

» AVo  emumAéov  eVIUUIKEG  EVEPYOTNTEG  ATALTOUVTOL YK VA
«OVAKATOOKEVAJOUV TO YAUKOYOVO», TIPOKELUEVOU VA OUVEXLOTEL 1)
SLAOTIAOT) TOV ATIO TNV PWO@OPLVAASCT). OL EVEPYOTNTEG AUTEG EVAL:

v gvepyotnTta peTagopactc (tpavoyivkoluviaon)

v evepyomnTta yAvkol{ltaonc seopov a-1,6

» 0L evepyOTNTEG NG LETAPOPAOTC KL TG YAUKOJITAGNC GUVUTIAPXOUV
oTNV Bl TMOAVTETTTIOKY] aAvoida - SIAeLTovpyIKO £€VQUHO TOU
ovOopAleTaL £VIUILO aTOSLAKAAS W oNC.




ATIOLKOSOUN 01 YAUKOYOVOV OTQ ONUELX SLAKAXSWOTC

H peta@opaon HETOHKIVEL HIX OHASA TPLOV KATAAOIT®WV YAVKOING
OO UL EEWTEPLKT) SLAUKAASWOT O€ pLa AAAN.

H petagopd avtn) a@nvel eKTeBeUEVO TO KATAAOLTTO TNG YAUKOING TTOU
ovvoeeTal He Tov o —>1,6 YAUKOJLOIKO deoUO 0TV VOPOAVTIKY dPACT TNG
yYAvko(itaong deopov o-1,6 pe AMOTEAECHN TNV ATMOUAKPUVOT EVOG
nopiov eAsBepnC YAUKOINC.
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FAuKoyovo FAUK6Zn FAuKkoyovo
(N KataAouta) (n — 1 kataiouQ)



PWOPOPLVAXGCT) TOU YAUKOYOVOU

UETAPOPACT)

YAvko{itaon dsopov a-1,6



[Topeleg 6VUVOEONC KAL ATTOLKOSOLTOT)C YAVKOYOVOUL

» To yYAukoyovo cuvTIBeTaL Kol ATTOIKOSOUEITAL LE SLOPOPETIKEG TIOPELEG.

» To yeyovog avtd amotedel Baoikn apyn ™S Bloxnuelag kat dStaoc@aAilel
TOV €Agyx0 TwV SV0 aAUTWV UETABOAIKWVY SpOUWY, @OV 1 TAUTOXPOVT
SLeCaywyn Toug Ba elxe WG ATTOTEAECUA CTIATAAT EVEPYELOG.

Amolkodounon:
YAvkoyovo, ., +Pi —— yAvkoyovo, + 1P-yAvkodln

YuvOeon:
yAvkoyovo, + UDP-yAuk6{ ] —— YyAvkoyovo,,,+ UDP

H UDP-yAvko{n sival pio evepyomomuévn pop@n YAvkodng, tou
XPNOLUEVEL WG 60TNG TwV YAvkoluAopuadwyv otn floovvBeon Tov
YAUKOYOVOU.




H ovv0Oeomn tnc UDP-yAuko(nc

» H oUvBeon tou yAukoyovou e€apTtdtal amd YAVKOVOUKAEOTISLH TTOU
DewPOVVTAL EVEPYOTIOLNUEVES LOPPES CUKXAPWV.

» Ta  yAvkovoukAeoTibia  oynuatilovtar amdé 1P-cakyapa ko

TPLPWOPOPIKA VOUKAEOSISLa amd eldika évluua Tov ovopdlovrol
TIVPOPWCPOPVANGEC.

» H mupopwo@opuAiacn tncg UDP-yAUKO(NC KATAAVEL TO OXNUATIOUO
™G UDP-yAukon g amd 1P-yAvko{n kol 5-TpLpmao@opLkt) oupLdiv.



H oVuv0Oeom Tov YAUKOYOVOUL

H ocuvOaorn tov yAvkoyovou amoteAel To Baciko éviuuo
BlooVvOEGTC TOU KaL TIPOCOETEL VEEC LOVASEC YAUKOING
OTA KATAAOLTIA TMWV U1 AVAY®DYIKOV AKPWV TOV.



H ovvBaorn Touv yAvkoyovou umopsl va
TpooBéocel emmALOV  KataAouma  YAUkOIng,
LOVOV €AV N  TOAVCOKYAPLTIKN aAvcida
TePLEYEL 101N TEPLOGOTEPA QATO  TECGEPA
KATAAoLTQ.

Emouévwg, mn ovvbBeon Tou yAukOoyOvou
XPELALETUL EKKLVTTT).

H evapkmpla Asttovpyla SlekmepalwveTal
amd T YAUKOokivn (11 YAukoyovivn),
TpwTEIVN pe SVO TAVOUOLOTUTIEG VTTOLOVASEC,
KaOe plax €k TwWV OTOlWV KOATHAVEL TNV
TPOGONKN OKTW Hovadwv yAvko(nc.

A6TNG TWV YAvKoluAopAS WV oTnVv
QUTOKATOAUTIKN] QUTI] avTidpaom elval Kal
oAt UDP-yAvkoQn.
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Meta amo ™ Snuovpyla Tou
VPNV TOV YAUKOYOVOU, 1)
ovvOaon Tov YAUKOYOVOoU
avoAapuBavel TNV EMEKTOON
TWV aAVCIdwV ToV poplov.



H avtidpaon ™¢ cuvOaonc Tov YAUKOYOVoU

H Stdomaon tov deopov C-0 ™ UDP-
YAukONG Tapdyel £va EVOLANECO
oiwviov.

H avti§paon oAokAnpwvetal pe tnv
TPOoBoA] TOU TEAKOU KATAAOITIOU
EVOG poplov yAukoyovou amod TO
o&uyovo Tov VEpoEVALov.



» 0L SwkAadwoelg tov  YAukoyovou oynuatilovtar oamo v (1,4 - 1,6)-
TPUVOYAVKOLUAXGT) TOU OIUAOV, 1] OTIOLA ELVAL YVWOTH KoL WG EVIVHO SLAaKAXS wo1C.

» H avtidpaon meptdapuPavel HETA@OPA EVOC TUNNATOC 6 1] 7 KATAAOITI®WV ATIO £va U
AVOYWYLIKO GKPO ULOG YPUUULKS @AVOLSag pe pKoC TovAaylotov 11 kataiolmwy,
010 C6 VEPOEVALO eVOG KaTaAO(TTOV YAUKO(NG TNG (OS] Hiag AAANG aAvoidag.

H onuacia twv dtakAadwoewv elval PeYAaAn, O10TL €Tol auidveTal 1
SLHAVTOTNTA TOV YAUKOYOVOU KOl ETLTTAEOV SNULOVPYELTAL EVOG LEYAAOG
APLOUOG TEALKWV KATAAOITIWV, TA OTIOlX ATTOTEAOVV BECELG OpAoNG TNG
EWOPOPVAAOTG Kol TNG cLVOAOTIG TOV YAUKOYOVOU.




EvQuuikn ovvOeon Kot SLa6TTa o1 TOU YAUKOYOVOU

yAUKOKivn



