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[Aukoyovo TAukoln yla evépyela

Y nuatodoTikoi KatappdKkteg 0dnyouv oTnv
KlvnTtormoinon Tou YAuKoyovou yla va mapayOei y\ukodn,

Hia mnyn evépyelag yia toug dpopeic. [(Aplotepd) Steve
Krull/Alamy.]



O petafoAiopog (Tou udaravBpaka) yAukoyovou (Gn)

Gn gIa EVOIAMEOT KOl AUECO KIVNTOTTOIOUMEVN
TNYN EVEPYEIOG

NMNooodtnTa (evEpyeElag)
AiTTn > YAukoyovo > NAukodn

[TapOAo TTou Ta AITTN TTAPEXOUV MEYOAUTEPO TTOOO EVEPYEIOC

ava povada Bapouc (TTIo avnyuEva)
To YAUKOYOVO TTOpEXEI

ApegocoTnTa (TaxuTnTa)
TAUKOCN > YAuKoyovo > AiTrn

PuOuion Tng ToootnTag tng YAUKOCNG (G) oto aipa



AtroboTiki Jop@n amrodnkeuong 1ng G
agpaipeon H,O peiwvel To BAPOG Kal ToV
OyKo (KaTAAANAo yia atrofrikeuon)

TeAik) pop@n YAuKoyovou
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O10KAdITHEVO TTOAUHEPES KATAAOITTWY YAUKOING, EVWHEVES ME 0-1,4 yAUKPITIKOUS DeTpoUG (V.0.)

Ka0e 10 G utrdpyxel kon ENAL o-1,6 dcopog

T0 {Wa atroBnKeUOUV EVEPYEID UTTO TN HOP®I) YAUKOYOVOU YIOTI O KATARBOAICMOG TOU
givat EAEFTXOMENOZ, puBpilel To emitredo G 07O aija, KIVNTOTTOIEITAI AUECO Eival
KataAAnAo yia Evrovn {a@vikn dpacTnpIOTNTA O€ avTifeon He Ta AITrapd oca
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KOKKIQ YAUKOYOVOU

Eikova 21.2 HAsktpoviopkpoypagia £vog
NMATIKOU KUTTAPOU.

To yAukoy6vo amroBnkeuvetal
OTO KUTOOOAIO UuTtO TNV
HOPPN KOKKiwV

XT0 AmOp KOOI  TOUG
oKeAeTIKOUS pug (10% Kai
2% avé Bapog avrioToixa)

O1 pleg Exouv TN WeyaAUTeEPN
TTO0OTNTA AOYW PEYOAUTEPNG
padag



["Aukoyovo

H amoikodounon Tou Aappavel xwpa o€ Tpia BApaTa

I"Aukoyoévo 4

BHMA_1_ateAeuBépwon 1-PG

, , 1-pwoPOopPLIKN YAUKOLN
BHMA_2_avakoTOOKEU TOU UTTOCTPWHOTOG

BHMA_3_perarpotriy Tng 1-PG o€ 6-PG

[ 6-PpWoPOPLIKA YAUKOTN j

MOPEIA
FAYKOAYSH|  Mueg, Hrap PQZPOPIKON

Ho OVQSO'I] TOU Y)\UKOY6VOU OTTOUTEI | EYKEQANOG MENTOZON
gvepyotroinuévn G pe Tn Hop@n Tng Tibeeorepinse Pigotn + NADPH
UDP-G | '
(OUP|5IV05I(pr'(pop|K|‘| V)\UKézn) ra}\c()]EKl:"l'lKO CO, + H,0 FAUKOTN

OAgg o1 Tapatravw avTidpAaoEIg Al via xpon

eAEyxovTal atrd ev{upa TTou arno aAoug 1oToug

aTTOKPIVOVTUI OAAOOTEPIKA OTHV Eikéva 21.3 KaTeuBUVOEIC Tne 6-9uoQopIkAc YAUKOTNC.

rapoucia petaBoAitwy. Etriong
eAEyXovTal OpHOVIKG (TrPOCapHOYA Yid
oTIG avaykes 0OAOKAnpou Tou
opyaviouou)



Ma va Tpoxwpnoel n amroikodopnon xpeialerar 4 ev{upIKES dpaTEIS WG EEAG:

PwopopuAaon Tou yAukoyovou didottaocn dsouou a-1,4 y.0.
(pwo@opOAUCn) OTO N Avaywyiko akpo 1o Gn

[ Zvkoyovo + P; —— 1-pocpopikn yAukoln + yAukKoyovo
(n KaTtarO01TTA) (n — 1 katGro1TTO)
CH>OH C‘HQOH CH,OH

HPO,4
0O @) . %O
X \\ y
— + j/ OH
HO | OR
OH
FAukoyovo 1-pwoPopikn YAUKOZN N\ukoyovo
(n kataAotra) (n — 1 kataAouna)

1-P yAukoln (@optiouévn dev ptropei va Byel armé Ta KUTTapa) TTou axnuarieral, HETaTpETETal
(Bpioketal o€ diapkei 10oppoTTia) ae 6-P yAukoln (emduevo BAua)

EvepYEIOKO TTAEOVEKTNUA ==> QWO POPUAIWUEVO TTPOIOV N avTidPAanN €ival AVTIOTRETTTH VIOTI
évag deapog (C-0-C) avrikaBiotarar amd dAdov idiag evépyeiag (C-O-P), aAa mael mpog 1a
oe¢ia yiari Pi /(1-P-G) =100
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X, Tou YAuKoyovou

Lys 568
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~O¢on / O¢0n 8£0UEVCNC TOU LTTOCTPWHATOC
Séopevong opBogwaoopikov (P;)
TOU YAUKOYOVOU

KapBo&u-tehikn
y/» SOUIKN TIEPIOXN

k Eikova 21.5 Aopn tng @wo@opuldong Tou yhukoyovou. To év{upo auto oxnpartiCel éva
opodipepEg: N Hia umopovada @aivetal e Aeuko Kat n AAAN pe kitpivo. KaBe katalutikr) B£on mepixet
pa opdda pwogoptkng muptdo&aing (PLP), cuvdedepévn pe m Avoivn 680 tou ev{Upou. ZNUEIWVETAL
n 6éon mpoodeonc yid To UNocTpwa opBogwapoptkou (Py). MapatnproTte 6Tt n KataAuTikr Béon
Bpioketal peta&v tng kapBofu-tehikng SopIK TEpLOXNG Kat TNG Béong S€opeuong Tou YAUKoyovou.
Mia oTevr oxXloun, n omoia Seopelel TEooepIC 1) TIEVTE PovAdeg YAUKO(NG, cuvdéel Tic Svo Béoelc.

O d10xwPIoHOC TWV BECEWV ETTITPETTEL OTO KATOAUTIKO KEVTPO VA QWOPOPUNVEL OPKETEC LOVASEC
YAUkodng mptv to év{upo agroel To UGG Tpwd YAukoyodvou. [Zxediacpévo amd TNOLpdb.]
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Eikova 21.6 Agopoc Baong Schiff tng
PwooplkNg muptdofdaAnc. H pwopopiKn
nmupldo&daAn (PLP) (kékkivo) oxnuatilel Bdon
Schiff pe éva katdhotmo Avoivng (UmTAg) oto
EVEPYO KEVTPO TNE PWaTPpopUAdoNC.
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Ewkova 21.7 Mnxaviopog dpaong tng
@WOo@opuAdonc Tou yYAukoyovou. Mia
npocdepévn opdda HPO, 2 (kOKKIVO)

guvoei ™ didomaon tou YAuKo{ITIKoU
deopol pe Mpoa@opd evog MPwToViou

otnVv angpxépevn yY\uko(n (pavpo). H
avtidpaon autr €xel WC AMOTEAECHA TOV
OXNMATIOUO €VOC KapPOoKATIOVTOC Kal
€UVOEiTaL amo Tn peTapopd evog TPWTOViou
ano TNV MPWTOVIWHUEVN PWOPOPIKN

oMdda ¢ SeopeVPEVNC PWOPOPIKAC
mupldo€dAnc (umhe). To kapBokaTidv Kal To
opBoewoopikéd evwvovtal kal oxnuatiouv

1-pwopopIKA YAUKSLN,




dwo@opuhdon Tpoxwpd  uéxpr 4
katahoimra G mpiv v dlakAAdwan

H perapopaon uetakivei 3 karaloima G
8 @B 1-0wo0opuh YAUKOTN amo séwTaler'] 0t EOWTEPIKN OIOKAGOWaN

OO 0O—@
OO~~~V PHNAS
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000000000 @@ @ T1YPHNAZ

H,0
:

MYPHNAS
CH,OH [ari va unv gival 10 yAukoyovo ae eubeia
o aAuaida kai €101 va Xpeladetal povo Eva EVCUo;
oH CHZOH Oa doUpe Tov Adyo TNV GUVEXEIa ...

RO
TR % KaTafoAIOHOG — YAUKOYOVOU: aTTaITE Tl
O © Kol Eva EV(UpOo atrodIakAGdwWoNG OTOUG

oH EUKOPUWTIKOUG opyaviopoug. To éviupo
HO OR’ EXEl OPACTIKOTNTA ATTOBIOKAGOWONG KAl
CH y
FAuKoyévo FAUKGTN FAukoyoévo YAUKO{ITGG“G a-1’6

(7 katdAoua) (7 — 1 katdhouta)



H pwo@oyAukopoutaon uerarpemel Tnv 1-P-G o€ 6-P-G
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o , Q : Q
OH OH OH
HO o HO 0 HO OH
OH OH OH
1-PwoPopIKA 1,6-A1pwaPopIKn 6-dwapopIKn
YAUKOZ N YAUKGZn YAUKOZN

H 6-P-G d¢ev ptropei va diatrepdoel TNV KUTTAPIKA HEPPPAvN

H Mwc 10 yAukoyovo viveral yYAukoln via va mEpAcEl TNV KUKAOQOPIa (SYKEQAAOC £p. Ao @AipIa) \

To ATrap TePIEXEI pwapaTdon TG 6-P-G (amouaidder amoé Toug Tepioadtepoug AAoug 10ToUC)
6-pwo@opikn-yAukoln + H,O — yAukoln+ P;

IO aTTO TNG KUPIEG AEITOUPYIiEC TOU EVOC OXETIKA OTABEPOU €TITTEOOU YAUKOLNG PETAEU YEUATWY KOl
KOTA TNV OIAPKEID PUTKAC AoKnang (To id1o Evlupo TTou atmeAeuBepwvel TNV G aTo TEAEUTAIO OTADIO TN
yAukoAuang). Apa n 6-P-G diarnpeital GToug PUG Kal Tov eYKEQAAO (a@oU dev utropei va yivel G).
Emionc n G dev amorteAei kUplo kauaipo yia 1o Amap. O1 evAiAikes £xouv 4 Trepitrou Aitpa (aipa) oTa
OTToia UTTAPXEI MOVO Eva KOUTOAGKI Tou YAUKOU (axapn av Ta emriteda (axapns aTo dipa aveéBaive aTo
éva KoutdAl Tn¢ ooutrag Ba TéQTaTte apéowe o€ €va UTTEPYAUKAIMIKO Kwua TTou Ba TTpokaAoude T0

Bdvaro




dwoopuAdaon pubuiletal AAAOOTEPIKA KO ME QWO POPUAIWON
EVEPYO PWOPOPUAACDN a KAl AVEVEPYO pwapopuldan b

[ Zvkoyovo + P; —— 1-pocpopikn vyAvkoln + yAukoyovo
(n KatdrolTtQ) (n — 1 xatdrolta)

BAémoupue maAl mwe 10 mpwro BHua tnC mopeEiac EAEyxETal auarnpd

O 1pdTOC PUBUIONC KaI EAEYYXOU TTPETIEI VA Eival DIOPOPETIKOI ApOoU

MUec xpnaiuotrolouv YAUKOCN YIa va TTOPAYOUV EVEPYEID YId TOV EAUTO TOUC

‘Hmap diatnpei v opoldaTaan e YAukodne Tou opyaviauou w¢ auvoAo
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PwopopuAdon a (otnv kataotaon R) dwopopulaon b (omv katdotaon T)

~ 4 ' " Z Z ’Q Eikova 21.9 Aoun tng ewo@opuAaong
Aopikég a)’\)\a’yag otV Hopen b HETAKIVOUV pia enf\la KOVTO |[Wemdcapasontmiie
OTO EVEPYO KEVTPO KOl ETC1 TTOAPEUTTODI(OUV HEPIKWG TNV
KATAAUTIKNA IKAOVOTNTA.

AvTioTolXa TNV MOPPN a EXOUNE HETAKIVNON TNG BnAId Kal
MEYOAUTEPN TTPOOCRACT) TOU UTTOCTPWHATOG OTO EVEPYO
KEVTPO ( )
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Muiki ewo@opuAdon

To cuoTnua pubBpileTal pe pwo@opuliwon (atrd TV KIVAoN ThG pWoPOopUAGoNG) TTou
odnyei o€ aAAayr TG SOPNG HE ATTOTEAEOHA TNV TIPOCRACH TOU EVEPYOU KEVTPOU

dwopopuAaon b dwopopuAaon a Pwo (popu)\iwo n amo GUgnpéVG
Eyseyo ETITTEdA EMIVEPPIVNG
(atroTéAeopa @OROU, ECawn Adyw
aoknong, NAEKTPIKN diEyepon
HUWV)

2 ATP 2 ADP

Karaoraon R \ e 22

2 ATP 2ADP

Karaotaon T \



EmitTrAéov €AeyX0G TNG MUIKAS QWO POPUAGONG

H puikn owo@opuAdaon
EVEPYOC HOVO TTapOUTia
UYNAWY GUYKEVTPWOEWV
AMP, 10 ATP dpa cav
ApPVNTIKOC OAAOCTEPIKOC
TPOTTOTTOINTAC

dwopopuAdon b
(HULKN)

@coelg
MpPoodeong

VOUK)\SOTl5i(l)

N METATTTWON QA6 TNV
wa popen ( T) omv
aAAn (R) eAéyxerar amod

Kozaaaon T KarBaiaen R TO EVEPYEIOKO (POPTiO

6-P-G guvoei emiong Tnv
kardotaon T (avaoToAR)

Qwapopuldon b avevepydc Aoyw ATP kai 6-P-G apdAa auta n
N eWo@opuAdan a (Pwa@opUAIWPEVN) cival evepyoc avegapTtnta ATP kai 6-P-G n AMP

Mu¢ o€ npepia popen b (avevepyog) aoknon — AMP — b evepydg
guVEXEIa AoKNaNG (0puovN) — a (PWCTPOPUANIWEVN) EVEQYOC OUVEXEIA

H G amoteAei onua TTAPKEIAC EVEPVEIAC OANG UTTORET va Byel atrd 10 KUTTAPO Kal 101 va e€apaviaTei n 0pAan TNC




HtraTikn ewo@opuAdon

2€ avtiBean pe v puikA (90% opoldtnTa) N KATAoTOON @ (PWTPOPUAIWEEVN) £XEI TAON VA
TEQTEI oTNV KatdoTtaon T (amevepyotroinuévn) N YAUKOLn amevepyotolei 10 Evupo ( 1o
AMP dev el kapia emmitrtwan). O poAog e sival TTapaywyn YAUKOZnE yia ecaywyn o€
AAou¢ 10ToU¢ (xapakTnpIoTIKG TTapAdEIyUa 1I00EVIUUWY)

PwopopuAidon a
(NMATIKA)

Kataotaon T Katactraon R



Opuovik6g EAeyyog

0 KaTaBOAICMOG TOU YAUKOYOVOU EAEYXETAI ATTO TRV PWOPOPUAACN, N OTTOIO EAEYXETOI
atod TNV Kivaon. Ti eEAEyxel TNV Kivaon;

To évQupo Ppioketal KATwW atd dITTAG €AeyXO0 Kl auTh pUBMIlETON HE QWO POPUAIWGN OTTO TNV
TPWTEIVIKA Kivaon A (PKA)
n omoia apyicel va Asitoupyei amod Eva deuTepo ayyeAlo@opo TV KukAikiy AMP (cAMP)
Kal eV PEPEl ammd ta 16vTa Ca+ (d1aQopeTIKEC uTToUoVAdES TS PKA)

P

I
OPMONH : @ Bly @
PKA MEPIKGOC EVEPYOQ

d)wO(popquon a

2+

e
C D @]B]v[®
AVEVEPYOC Kivaon MARpwe evepyog

™G pWOPOPUAAONQ

Ca2¢
2YZMAZH MYOZ

anr é/ :
AlNO NEYPIKH QzH,

OPMONEZ Mepikag evepyoq

dwopopuAaon b
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OPMONEX Qwogopuhdon a

PKA

MepiKw¢ evepyog

Avevepyog Kivdon
NG PWOEPOPUAACNC

C a2+

NEYPIKH QxH,
2YZMAXH MYOZ,
OPMONEX

MepIKwg evepyog

Eikéva 21.14 Evepyomoinon tng

KIVAoN ¢ TNC wo@opuldonc. H kivaon

Qwogopuldon b

NG PWOPOPUAACHC, E CUYKPOTNGON
(aByd),, evepyomnolsital and opudveg ol
ormoie¢ 0dnyolv 0Tn PWoPoPUAIWCN TNC
uropovadac B, kabBwce kat otn §¢opguon

Ca** otnv

vropovada 8. Na péyotn

evupIKA SpacTIKOTNTA amartovTal Kat ol
Suo tonot Sigyeponc. ‘Otav 1o £€vlupo sival
eVEPYO, LETATPETEL TN QWOPOoPUAAcoN b ot
PWOCPOPUAACN a.



3 10
*H;N-His-Ser-Glu-Gly-Thr-Phe-Thr-Ser-Asp-Tyr-

H
AN E 2
CH
3 -Ser-Lys-Tyr-Leu-Asp-Ser-Arg-Arg-Ala-Gln-
25 29

~Asp-Phe-Val-Gln-Trp-Leu-Met-Asn-Thr-C00™
Emveppivn Mukayovn



Emveppivn & yAukayovn onuatodotoluv TV amroiKkodOounon YAUKOYOVOU (emimedo opyaviapol)

To évauoua yia Tnv augnon Tng amoikodounong Tou yAukoyovou eival n Emivegpivn (adpevaAivn)
ameAeuBEPWVETAI e PUIKA dpaaTtnpIoTnTa 1 TNV avapovh TnG (KatexoAapivn pe mpodpopo v Tyr).
Ermpeadel mep1ioooT1EPO TOUS MUG Katl AiydTepo T0 ATTap (YAuKayovn)

Erveppivn adpeVEPYIKOQ ABEVUAIKN

\V / unodoxeag B KUKAGON
\

OO ROOOOO
' SOCPLPE PO Y N DO Y YO0
LA L XL S SO OO Y Y X
Jr;\",) Ay .'.':..0."' ....‘..’O'o‘.".*"o"”
. .. OO0
AN PO
I[] .. - S

1 e .*.q.

KUKALKR

ATP AMP

MNpwTEIVIKA [MPpWTELVLIKN
Eikova 21.14 PuBmotikog Katappaktng yia Kwvaon A Kivaon A
TNV amoikodopnon tou yAukoyovou. J/

Kwvaon g Kivdon e
PWOPOPUAAONG (PWOPOPUAGONC
dwopopuiaon PwopopuAdaon

b



H déopeuan evo¢ HIKPOU apIBuou Popiwv aToug uttodoxeic odnyei o€
ameAeuBepwaoel pEYaAou apiBuou povadwy Oakyapou

av 10 guaTtnua dev puBuiovrav avtippotra (OTTwe Kal yiverat)




H atroikodounon Tou YAUKoyovou TrpETTeEl va TEpHaTi{eTal TTOAU ypRyopa

Me €vav avTioToIX0 KATAPPAKTN OTTWGS AUTOG VIO TNV EVEPYOTTOINCT £XOUHE THV ATTOPWO@POPUAiwaoN
KOl OTTEVEPYOTTOINON TNG KIVAONS TNS pwa@opulaong (TauTéxXpovn EVEPYOTToinon TNG ouveaong
TOU YAUKOYOVOU)

Tpo1oc avaoTpo@NC TNC TTopeiag  EMVeppivn adpevepyikog ABevUAIKN
-0 s 0oPNS TS TrOPEDS \/ /unoéoxéaqﬁ KUKAGON

* H GTP petatpémeral ouveXwg ax
‘uéca ota KOTTapa o GDP é%%bo W
oTa KOTTAPO HETATPETTOUV GUVEX WS | "
*Tnv cAMP o AMP 000K/ G0
[Towreivikn kivaon A ouveyilel Tnv /
Qwo@opuliwon NG KIVaong ¢ a

QWOPOoPUAGoNC TTou YiveTal KAAUTEPO Y \
UTTOOTPWHA YIO TV TOWTEIVIKN pwoearaonT h

* N MOWTEIVIK Qwo@araon 1 aTTOOKPUVEI ETTIONG TV \L
QWO POPIKN opada atrd TNV PWOPOPUAGoN Tou yAuKoyovoU ST———
HETATPETTOVTAG TNV O AVEVEPYH Kvaon A

Xwpig eSWTEPIKO ORI N TIEPICTOTEPES AVTIOPATEIS Kwéon g
(GTP—GDP & cAMP — AMP) 08nyoUv TTpo¢ Ta apioTepd A
KaI/f g€ atmevepyoTroinon Twv eV(UPWY ATToIKOdOUNONG TOU __ \l/
yAuKoy6vou







To YAUKOyOvo ouvTifeTal KAl ATTOIKOOOMEITAI ME OIAPOPETIKES TTOPEIES

H Oupidivodigwagopikn YAukdln UDP-G cival pia evepyotroinuévn dop@ry 1ne YAUKO(ng

CH,OH CH,0H
/ 0]
Oy OH - 2= 0 Qg~p OH
07N\ HO o /o ‘L \ P/ HO 0 o
9] /.0y i - -~
0 ~=0 e —— ™~ > ™~ + PP,
B ‘\P HN & 0 0_"0
L > _
9] y O :< / 1-dwapopiki YAUKOZN utp UDP-yAukéZn
o /" TpoidvTa kar avTidpwvta o€ 100ppoTria aAAG To PPi udpoAletal kai eEagavileral TToAU ypAyopa
HO OH CH,0H CH,OH CH,OH

OupI151VoSI1PpWaPOPIKT YAUKOTN 0]
(UDP-yAukoéZn)
HO O P/o\ P/o\ ’ HO 0 OR
- oup1divn OH OH

OH AN\ A\
O1 véeg YAukoluAIkég 0_0 0-0

Hovadeg mpoaBéTovTal oTa UbP-yAukan e
KOTAAOITTO TWV [N l
AVAYWYIKWY AKpwV (TTou
TepIEXouv Adn 4 karahoita) CHZ0H CH20H CHZ0H
TOU YAUKOYOVOU e 2 O Q £
'Y Y - g ‘ O\p/ OS¢ OH OH OH
KataAuon amoé Tnv ouvedon A A oueRm ~
4 g b d-v HO o 0 OR
TOU YAuKkoyovou
OH OH OH
UuDP FAuKoyovo

(1 + 1 kataAotma)
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Muko(iTikog deopocg a-1,4

OO0~ O—nvpHNas

Eikova 21.17 Avtidpaon oxnpaticpou
StakAadwoswv. To év{upo OXNUATICUOU
SlakAadwoewv amopakpLVel évav
OAlyooaKxapitn TepIimou entd Katahoinwy
amd TO PN avaywylké akpo Kat dnuiovpyei
évav eowTtepIko YAUKOQITIKO deoud a-1,6.

@-0-8-0-8-0-0-CO-C-O-C0-O- OO~ O~XO—NYPHNAL

Ev{upo oxnuatiopou dlakAadwoswv

_\uko{itikog deopog a-1,6
e 0-0-0—mws

UDP-yAuk6(n + ouvBdon tou yAukoyévou

H ouvBdon emekteivel kal Ta SUo YN avaywylkd akpa
ME emakoAouBo Tov oxnUaTtiopo meplocotepwy dlakAadwoswv



‘Eva éviupo oxnuatiopoU diakAadwaoeswyv oxnuarifel Toug deopous a-1,6
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O oxnuATIoNOC dIAKAAdWOEWY
gival onUAvTIKOS YIaTi AUCAVE
Vv dIaAUTOTNTA

Emriong dnuioupyei TOAAG Gkpa
aTd Ta OTT0id PTTOPE Va Opa N
PWOPOPUAAaNC Kal NG
PWoPATACNC ToU YAUKOYOVOU

TeAIKG 0 OXNUATIOHOG
O1akAadwWaEwv augavel Tov pubuo
ouvBeang

KOl ATToIKodouNaNG Tou
yAukoyovou

ATTAOi QUOIKOXNMIKOI KOVOVES
IOXUOUV_TTavTa Kai ernpedfouv
KUTTapIKOUG (BroAoyikoug)
KAVOVEG




H ouvBaan tou yAukoydvou Quwa@opuAiwveTal amd TNV mpwreivikh Kivaan A (T1poaBnkn —
PO42 opddwy) KaI aTTEVEQYOTTIOIEITAI HEPIKWC (HOPPr b).

H idia Kivaon £xoupe Ogl 0TI EAEYXEI Kal TNV @wa@opuAdaon Tou yAukoyovou (KatafoAigudc yAukoyovou)

O 1p0OTTOC TTPOCOETNC APVNTIKOU POPTIOU O€ GNEIa TO opiou TToU TTPOCOEVETAI £va apvNTIKO OPIO
gival €vag Tpdtoc eAéyxou (apvnTikd pe apvnrikd amwbouvral)

/} >}

1 35 620 737
2uvBaacn Tou YAUKoyovou



To yAukoyovo givai pia oAU atrodoTiKn Hop@n atrodnkeuong Tng
YAuKO(ng

6-Pwa@opIkr YAuKO(n > 1-ewa@opikr yAukddn (1)
1-Owaopikr yAukaln + UTP - UDP-yAukoln + PP, (2)
PP. + H,0 > 2P, (3)

UDP-yAukodn + yAukoyovo, = yAukoyovo,,, + UDP (4)
UDP + ATP > UTP + ADP (5)

ABpoiopa: 6-Owao@opikn yAukdln + ATP + yAukoyévo, + H,0 >
yAukoyévo,,, + ADP + 2P,



To yAukoyévo givai pia ToAU atrodoTIKA Mop@r atrodnkeuong TG YAuKOInG

[epitou 10 90% TWV KaTaAoITTWY YAUKO(NG dlaatrwvTtal Qwa@opoAuTika o€ 1-P-G
XWwpi¢ KOaTOC (evEpyelag ATP)

Ta umoAoira 10% kardAoimwy Twv dlakAadwaewv diaatovral o G Kail TPETTEN va
xpnoipotoinBei ATP

H Afpn¢ ocgidwan tn¢ yAukolne amodidel repitrou 31 popid ATP n amobrkeuaon
datrava kar raparmavw amd 1 yopio ATP avd 6-P-G

H ouvoAiki amédoan tn¢g amobnkeuong givar repimou 97%
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MpwTeivikn

Katd tnv €TTiTrovn aoknon

BIOXHMEIA, NEK 2014

Kivaon A

!

Kivaon tnc — Kiwvaon tng

TuvBaon /—\ TuvBdaon

Q@WOPOPUAACNG v (PWOPopPUAAoNg TOU \_/ TOU
' YAUKOYGVOU YAUKOyOvVOoU

AN l A
Owao@opuldon /—\ OwaopopuAidon
b \_/ a
AvaoTéNAeTal AlgyeipeTal
n anoikodounon n ouvBeaon
YAUKoy6vou yAukoyovou
MPWTEIVIKA

pwogartdaon 1

[

MeTa TNV Aoknon »  AVAyKn yia o0vBeon
YAUKoyOvou

Ekova 21.20 PUBuion the ouvBeong
YAUKOYOVOU HE TNV TPWTEIVIKN
pwogataon 1. H mpwteivikn ewaogartaocn 1
Sieyeipel Tn oLVBeon YAUKOYSVOU VW
avaoTéAAel TNV amolkodoéunor Tou.



H aTtroikodounon Kai n ouveeon
YAUKoyOvou pubBpuilovTal avtippoTra
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ATToIKOOONNON YAUKOYOVOU

H PP1 £xel uynAn ouyyévela e v

UTTOLOVAdA Rg; TIOU GUVOEETAI g g e

yAukoyovo kai @Epvel Tnv PP1 / \ ’ ’ ,

KOVTG OTO UTTOOTPWUA TNG (TO |j H a)\ayeapn ma PP1 (s|Ya| Myompo

0TT0i0 eV €ival 1o YAUK/Vo aAAG Ta EVEPYOG YIATI Elval LAKPIA ATTO TO

ev{upa Tou) . Pwogopuliwon e e UTIOOTPWUA TNG) EXEI UWNAT GUYYEVEID LE
\t‘ ADP

R; 0dnyei o€ e\eubépwan g PP1 ToV avaoToAéa 1 Tou otav
PWoQopUNIwBE evwveTal pe v PP kai

i (P) TNV KaBioTaTaI TIEPICOOTEPO AVEVEPYH
> Evepyoroinpevn
_ MPWTELVLIKN Kivaon A

MYOTEpPO EVEPYOS
QuapaTaon

'S

ATP
ADP

e Sl G

Avevepyos pwogaraan

2nueiwan: n PP1 avTioTpEPEl TNV €TTIOPACT TWV KIVOOWYV



https://www.yo
utube.com/watc

h?v=0lHez8gw IN2XOYAINH

v /\,

2UUPBAAEI o0Tn pETapoOpPa TNG Aigyeipel Tn ouvBeon
YAUKOZNG aTTO TNV KUKAOQOpIa YAUKOYOVOU

TOU QiATOG OTO ECWTEPIKO TWV gevepyoTtroiwvtag Tnv PP1
KUTTAPWV

["Aukoyovo @

Evepyoroinpévog Evepyoroinpévn
IvooUAivf —> umnodoxéag —=—=—-—-—-— >  TPWTEVIK &——m—m———>
TUPOCUAO-KIVAONQ Kivéon, euaiobntn ATIOPWO(POPUALWHEVN
oTNV WVOOUAIVN ouveaon tou

/ YAUKOYOVOU
(evepyog)
\ ATIOPWOPOPUALWHEVN
P Kivaon g

Evepyomoinuévn PpWoPopuAdong
MPWTEIVIKA pwopartaan 1 (avevepyog)


https://www.youtube.com/watch?v=OlHez8gwMgw
https://www.youtube.com/watch?v=OlHez8gwMgw
https://www.youtube.com/watch?v=OlHez8gwMgw
https://www.youtube.com/watch?v=OlHez8gwMgw
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Eikéva 21.22 H wooulivn anevepyonolei

TNV Kivdon tn¢ ouvlaong Tou YAuKoyovou.

H wvoouAivn mupodotei évav Katappdktn
mmou oOnyei 0Tn PWa@opUAiwan Kal
amevepyomnoinon tng Kivaong tn¢ cuvBdaonc
TOU YAUKOYOVOU QTIOTPETTOVTAG £TOL

™ WO @OoPUAiwan TS cuvBdaong Tou
YAukoyovou. H mpwrteivikry pwogatdon 1
(PP1) amopakpUVel TIC @UOQOPIKEC

opddec amd ™ cuvBdaon Tou YAUKoydvou,
EVEPYOTTOIWVTAC KAT auTov ToV TPOTIO

1o év(UHO Kal EMTPEMOVTAC TN oUVBOeoN
YAukoyévou. IRS, unéotpwpa tou umodoyéa
IVOOUAIVNC.

IRS—@ —_— I'IpmraleEc KIVAOEC

Kivaon tng Kivaon tng

ouvBdonc ouvBdonc
TOU YAUKOYOVOU TOUL YAUKOYOVOU

N

2uvBdon Tou >uvBdon tou
YAUKOYOVOU YAUKOYOVOU

PP1



MeTe o6 €vex yevpx TAovo10 o€ vourTavlpakes. . .

Owoopuldon

Eikova 21.23 HyAukodln tou aipatog

puBuilel Tov peTaBoAlopuo Tou yYAukoyovou

oto fmap. H é¢yxuon yAukédng otnv

KUKAO@opia Tou aipato¢ odnyei otnv

ATIEVEPYOTTOINON TNC PWOPOPUAACNC

YuvBdaon Kal akoAoUBw¢ oTnV evepyormoinon ¢
ouvBdaonc Tov YAukoyovou oto Amap. [Katd
W. Stalmans, H. De Wulf, L. Hue and H,-G.

b Hers. Eur. J. Biochem. 41:117-134, 1974.]

[MpooBnkn
yAukolng

Ev(uuikr dpaoctikétTnTa —>

Aentd

Kotovahowon Tg G 070 1jweep, €ivat AoyiKo v pewooel Tjv o0YyKEVTPwot G 0To 1wep Kol YO P
OO AVTO KL PX VX OTOXUXTIOEL TOV TIXPOTLAVG)  UTX OCVITHO.
PovAog KOKAog

Eb6) PAIVETAL 1) Y PHOUOTITWV OPUOVGIV TEOV D€V ETNPEROVTL OTEO TIG TOTIKEG OVYKEVTPROELS



Me mo1o tpomo 0 petafoAlcuog Tov YAVKOYOVOL GTO
nrap pvouilet To emimedo ¢ YAvkoing oto aiua;

OwogopuAdon Owoopuldon
TOU YAUKOYOVOU a TOU YAUKOyovou b
(kataotaon T) (kataotaon T)

Dwoopuldon
TOU YAUKOYOVoUL a
(katdotaon R) A

® \\—/>

—-

Meploxn déopevong
PWOPOPUAAONC

>
Meploxry 6éopevong r

YAukoyévou MAUKST (@) H,0

ZuvBdon Tou \_/ )Zuvedon TOU
YAukoyoévou b YAuKoyovou a
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Mivakag21.1  Noool anobrikeuong YAUKoyovou
‘Ev{upo Opyavo mou FUKOYOVOo OTO Opyavo KMvika
Tunog mou Asimel npooBaietal Tou TTPooBAMeTaL XAPAKTNPIOTIKA
I Quwopatdon Tng Hmap kat Auénpévn moootnTta, Aloykwpévo fnap. Aduvapia avantuénc.
NOZXOX VON GIERKE 6-QWOPOPIKIC VEQPOI Kavovikr) doun. MoAU cofapr) umoyAukaipia, KETwaon,
yAukolng UrTeEpouplikalpia, unephimdaipia.
1] a-1,4-Tuko(itaon ‘Oha ta MoAU avénuévn O1 acBeveic meBaivouv ouvnBwc ipv
NOXOX POMPE (Avcoowpatikr) opyava TTOCOTNTA, KAVOVIKI kAgiogouv d00 £1n {wng, anod
dopn. KapS10avanveuoTIKI QVETTAPKELQ.
Il Apulo-1,6-yAuko(itaon  Mueg kat Auénpévn moooTtnTa, Onwcg n Tomou |, pe nMOTEPN OPWC
NOZOX CORI (évCupo nrap HIKPEC ECWITEPIKEC eEENEN.
anodiakhadwancg) dlakhadwoelc.
1% ‘Ev{upo diakhadwong ‘Hnap kai Kavowvikr mooétnta, Ztadiakn Kippwaon Tou Amatoc. H mpoku-
NOZOY ANDERSEN (a-1,4 — «-1,6) omArjvag TTOAU EMUAKEIC TITOUCA NITATIKI AVETTAPKELA TIPOKaAE(
e€wTepPIKEC Tov Bavaro cuvrBwg mpiv amd TNV
SlakAadwoelc. NAIKia Twv dUo £TWV.
\ Qwogpopuldon Mueg EAagppwc avénpévn Meplopiopévn duvatdtnta yia Evrovn
NOXOY McARDLE ToU YAUKoyévou MooOTNTA, KAVOVIKH Aaoknon, Aoyw enwduvwv HUIKWV
dopn. ouonacewv. Katd ta ala, ol acBeveic
gival pualoAoyikoi kai n avantuéri Toug
KQVOVIKI).
Vi Qwogopuldaon Hnap Auénpévn moootnTa. Onwc kKat n tomnovw |, pe NMoTepn OPWCE
NOZOX HERS ToU YAUKOyévou TopEia.
Vi QuwogoppoukTokivaon  Muoeg Auénpévn moooTtnTa, Onwce kai n tomou V.
Kavovikr) doun.
VI Kiwvéon tng Hnap Au€npuévn moodtnTa, Mikpn¢ éktaong Sidéykwon Tou fnatoc.
QWoPopPUAAONC Kavovikr) dopun. 'Hma vnoyAukaipia.

2npeiwon: Ortomot | £wg VIl kAnpovopouvtal wg avtoowpatikoi umoAeimopevol. O tumog VIl eivar gpuhoogivdetoc.



NO2OX VON GIERKE - YYMIITOMATA

- - 7

Normal liver size
 Enlarged liver

1. AiGykwon tnG KoIAIAG
2. YTroyAukaipia JeETACU TwV YEUNATWY

3. H ouykevtpwaon TnG YAUKO(NG OTO aiua
OEV AUCAVETAI JE TN XOprynon
ETTIVEQPIVNG ] YAUKOYOVNG

4. 2TTA0MOoI



NO2OX POMPE

o

Eikéva 21.25 Avcoéowpa mARpPEC

yAukoyovou. Autr) N NAEKTPOVIOMIKpoypagia

SeixVel MIa YPAUUWTH HUIKE iva maidiov

pe vooo amoBrikeuong YAUKOyovou TUTTOU

Il (vdooc Pompe). Ta Aucoowpuata givat

AREN YAUKOYyOvou, Aoyw ENePng Tn¢

a-1,4-yAuko{itdonc, evog uSPOAUTIKOU

& ev(Opou TTou LTTAPYEL HOVO OTA AUCOCWHATA.

iy RS AR H moocdtnTta Tou YAUKOydvou OTo
I\U}?'J!.l’a g KUTTapOmAaoua givat kavovikry. [Amo H.-G.
e ,;;_ Fiis ! Hers and F. Van Hoof, Eds. Lysosomes and

YA Storage Diseases (Academic Press, 1973), p.
205.]




NOXOX ANDERSEN

Cirrhosis

Fatty cysts

Regenerative

septa

Portal triad

Fibrous
septum

© 2007 MediVisuals, Inc.

Necrosis



NOZOZ MCARDLE AoBeveic

300 — .
ME VOOO
Ehappd McArdle
aoknon
200  TOUL 0dnyei ;
= 2 AgvTepn
O€ KPAWTIE i
= PEEIES nmpoonddeia
o . .
2 a EAlagpd , /
3 = 00l Evtovn
2 | Atopope DVGIOAOYIKE Quaololoyika
McArdle: dropa.: atopa
Amowooounc | Ilapaywyn
n YOAOKTIKOV
P P 0 —— ]
;P%G(POKPSQH o&_,scog %; Avdanavon Aoknon Avdamauvon Aoknon
\_ 3
E Eikova 21.26 MeAétn NMR puwv tou

Bpayxiova tou avBpwmou. To eninedo

ADP katd tnv doknon avdavetal oAU
TTEPLOCOTEPO O évav acBevr pe vooo
amoBrikevon¢g YAukoyovou McArdle (tumou V)
an’ 6,T1 o€ évav euoloAoyiko dvBpwro. (Kata
G.K. Radda, Biochem. Soc. Trans. 14: 517-525,

1986.]



BIOXHMEIA, NEK 2014

212—

158 —
116—
: . MuE
%W s -
§ S & e . .. Ammopovwon
s YAUKoyovou 2.
3F— [Evyevikn mpooopd

- Dr. Peter J. Roach,
Awpidal 2 3 4 1 2 S Indiana University
a-Apuldon School of Medicine.]



YVVOEGEIC TOV

.yvoutube.com/watch?v=0BL0OC3Iavl

https://www.youtube.com/watch?v=ae {C4FDOUc&ebc=ANyPxKowMKiAKk-

AAXbigQymBFLcafZdIEKe8u5dFziJpCBHshRs3LxEIKfKPTtBe XRMOC6N;]
t5-14n812HTvP9axvmVp2MikQ

https://www.youtube.com/watch?v=0lHez8owMow



https://l.facebook.com/l.php?u=https%3A%2F%2Fm.youtube.com%2Fwatch%3Fv%3DoBL0OC3IavI&h=7AQGKRT1-
https://l.facebook.com/l.php?u=https%3A%2F%2Fm.youtube.com%2Fwatch%3Fv%3DoBL0OC3IavI&h=7AQGKRT1-
https://l.facebook.com/l.php?u=https%3A%2F%2Fm.youtube.com%2Fwatch%3Fv%3DoBL0OC3IavI&h=7AQGKRT1-
https://l.facebook.com/l.php?u=https%3A%2F%2Fm.youtube.com%2Fwatch%3Fv%3DoBL0OC3IavI&h=7AQGKRT1-
https://www.youtube.com/watch?v=ae_jC4FDOUc&ebc=ANyPxKowMKiAk-AAXbiqQymBFLcafZdlEKe8u5dFziJpCBHshRs3LxEIKfKPTtBe_XRM0C6Njt5-l4n8j2HTvP9axvmVp2MikQ
https://www.youtube.com/watch?v=ae_jC4FDOUc&ebc=ANyPxKowMKiAk-AAXbiqQymBFLcafZdlEKe8u5dFziJpCBHshRs3LxEIKfKPTtBe_XRM0C6Njt5-l4n8j2HTvP9axvmVp2MikQ
https://www.youtube.com/watch?v=ae_jC4FDOUc&ebc=ANyPxKowMKiAk-AAXbiqQymBFLcafZdlEKe8u5dFziJpCBHshRs3LxEIKfKPTtBe_XRM0C6Njt5-l4n8j2HTvP9axvmVp2MikQ
https://www.youtube.com/watch?v=ae_jC4FDOUc&ebc=ANyPxKowMKiAk-AAXbiqQymBFLcafZdlEKe8u5dFziJpCBHshRs3LxEIKfKPTtBe_XRM0C6Njt5-l4n8j2HTvP9axvmVp2MikQ
https://www.youtube.com/watch?v=ae_jC4FDOUc&ebc=ANyPxKowMKiAk-AAXbiqQymBFLcafZdlEKe8u5dFziJpCBHshRs3LxEIKfKPTtBe_XRM0C6Njt5-l4n8j2HTvP9axvmVp2MikQ
https://www.youtube.com/watch?v=ae_jC4FDOUc&ebc=ANyPxKowMKiAk-AAXbiqQymBFLcafZdlEKe8u5dFziJpCBHshRs3LxEIKfKPTtBe_XRM0C6Njt5-l4n8j2HTvP9axvmVp2MikQ
https://www.youtube.com/watch?v=OlHez8gwMgw

EUYXPIOTOVUE Y THV TPOCOYT 0uG!



