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2 Uvoyn: MeTapoAiopoc INAukoyovou
Aopn TAukoydvou

I"AukoyovoAuaoh
PdwopopuAdon Tou YAukoyovou (= 1-P-yAukoln)
2 uvévCupo PLP
Opuovikn puBuion
T pwopopuAiwon (YAukayovn,emiveppivn) = a
| amopwopopuAiwan (PP1, ivaouAivn) = b
AANAoOTEPIKA pUBUIONH
‘Hmap (| vAukoln)
Muc (1 AMP, | ATP, 6-P-yAukoln)
MeTagopdon
a-1,6 yAukooiddon
PwopoyAukopouTdaon
Pdwopardon T 6-P-yAukolne (Amap)



2 Uvoyn: MeTapoAiopoc INAukoyovou

I"Aukoyovoyéveon
TTupopwagpopuAdon Tng UDP-yAukolng
2.uvBdaon Tou YAUKOYOVvoU
"fAukoyevivn (EKKIVATAC)
Opuovikn puBuion
| pwoyopuAiwon (yAukayovn) = b
T amépwapopuAiwan (PP1, ivoouAivn) 2 a
AAAooTEpIKA pUBOUIOH
T 6-P-yAukoln
‘BEvCupo oxnpariopol diakAadwaoswyv [yAukoluho (4> 6)-Tpavapepdon]

TTpwrTeivikn pwaogpardon 1 (PP1)

NoéooiI amoBnkeuong Tou yYAUKoyovou
Néoog Pompe (TUmog IT)
Nooo¢ Von Gierke (Tumog I)
Noogo¢ McArdle (Tumog V)



O uetaPpoAiopdc Tou YAuKoyovou

I"AukoyovoAuon - I'Aukoyovoyéveaon
% 'Aukoyovo: poppn amoBnkeuang TS YAUKOING (amropuyh oopWTIKAC

amoppuduiong)
% Apeon kai avagpopia Kivntotoinon

< AmoOnkeuon oto nAmap: 5-10% Tou Pdpoug, ~75 gr

(opolooTacia Tng YAukOIng oTo aipa)

< AmoOnkeuon aToug pug: 1-2% Tou pdpoug, ~250 gr
(kdAuyn evepyeldkAC KaTavaAwong HUWV)

O1 amoBnke¢ YAUKOyovoU Tou ATTAToC dpkouv yid
TTEPITIOV [ia npépa
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Aopun yAukoyovou
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KaAn Bpéyn

'Hmap apoupaiou

NnoTeia

‘Bwc¢ 55.000 popia
vAukolnc ava
«KOKKi0»
p-owparidio): 2.000
avaywyika dkpa

O api1Buodc Kkai 1o
HéyeOog TWv
KoKKiwv aAAalel
avahovya pe Thv
KAaTdoTaon giTIong



ATtoikodopnon Tou YAukoyovou: I"AukoyovoAuaon
Iukoyévo

Baoikn avridpaon:

Mukoyoévo,,_, ,‘ OwopopUAECH TOU YAUKOYOVOU @wo(popéAUo_n
1-pWOPOPIKH YAUKOIN (prGLpOpOAUTIKr'\ 5!('101'[(10!‘\)
‘(Dwmpoy)\umuoumon 'EVZUUO .
PwopopuAdon Tou YAUKoyoOvou
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& l a. Evepyeiakd mAeovéKTNUa
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CH,0OH CH,0OH CH,OH CH,OH
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(n katahowma) (n -1 kataAowma)



ST Glycogen-
) > % & bindin
P W ~a 3

) /’ ,- "/" K_?/ sﬁ\\"\\\% r\‘\ site
V% ) 7 =AL ?!) =

r” 2 Lys 680

.\\“ >
oo )

2=y \/‘1/
IND

Lys 568
PLP ;>¢g
Gly 1 3?%

Gly 134

Binding site of
phosphate (P;) substrate

B AN

{
( QJJJ/\/\\\))v ' N

o)

H ¢pwopopuAdon Tou YAUKoyovou

» ATTOKAEIOHOC vepoU,
pwaopopoAuon Kai
e€olkovopunon ATP

> To evepyo KEVTPO
Hakpld amé Tn Oéon
TPO6adeong
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OH
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Biochemistry, Sixth Edition
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TTARpNC KivnToTTOinON TOU YAUKOYOVOU

_- beopoga-1,6

deopog a-1,4

8 P;
Qwoopuldon
8 .—® 1-ewa@opIKr YAUKOTn
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s ®dwoypopodAuon a-1,4 deopwv
amo Th pwaowopuAdohn Tou
vAUKoyovou péxpl 4 katdAoiTta
Tpiv diakAddwan

“*MeTagpopa 3 karaloimmwv amod
Th HETAPopAon

“YodpoAuan a-1,6 deopovu amod
Tnv a-1,6 yAukooiddon (évCupo
amodiakAddwang)

< MeTarpori The 1-P-yAukong
o 6-P-yAukoln amé Tnv
pwaopoyAuKopouTdon

“*MeTaTtpomn Tng 6-P-yAukolne
o€ YAukoln povo oto ATtap amod
Tn pwogaTtdon The 6-P-
vAukolnc (oTov auAd Tng
Hepppdvng Tou EA)



2 UvOeon Tou YAuKoyovou: I"Aukoyovoyéveon

‘BEvlupo: ZuvBdon Tou yYAUKoyovou o/
O——
= Z:}P
Ymootpwpa: Oupidivodipwapopiki YAukoln ‘; >o
(UDP-yAukéZn), evepyoTroinuévn Hopeh The YAUKGTNG "R
o)
CH,OH 6-P yAukoln
0) HO
L S I VAR Vi
HO o /' : N/ \7 ™
o \llai_/—‘o £ O?P\O/P\O/P\O/urldme
(o)
Glucose 1-phosphate UTP
CTLOR TlupocpwocPopuAdon NG
n UDP-yAukodng
OH

H

HO 0 0 0
\\w/\\r/\\mmma‘ID
OH /A /\
0_0 0-0



H ouvBdon Tou YAukoyovou poaOéTel YAUKoCUAIKEC pHovddec oTda
HUN avaywyikd dkpa Tou YAUKoyovou

CH,OH CH,OH CH,OH

o o) o]
OH + OH OH
HO o o o HO o OR
e N2 uridine
OH /P\ /P\ OH OH
o_"o0 -
UDP-glucose Glycogen
(n residues)

CH,OH CH,OH CH,OH
- N o " ° ®
\\p/ \p/ uridine + OH OH OH
O,/"xo o,/”_\o HO 0] 0] OR
OH OH OH
Glycogen
UbP ATP (n + 1 residues)
I @ AToOnkevovTal 30 ATP
ADP katavaAwvovrtac 1

UTP (kéoToc amoBrikeuong 3%)




H ouvBdon Tou YAUKOyovou
xpelaleTal eKKIVNTA

"Aukoyevivn (TTpwTeivn ~ 300 aa):
EKKIVNTAC yia Th ouvBdon Tou
YAUKOYOVOU

AuTtoyAukoluAiwveTar amé UDP-
vAukoln o pia Tupoagivn

Each chain has
12 to 14 glucose
residues

@ glycogenin
== primer

= second tier
wees  third tier

=== fourth tier

outer tier
(unbranched)
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activity
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six times

chain-extending
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H oUvBeon Tou YAuKkoyovou amaiTei dnpioupyia
OlakAadwoeswv

[Auko{ITikog dsopocg a-1,4

OO~ —vpHNas

l l l UDP-yAuk6(n + cuvOdon tou YAUKoyovou

@000 00 - - - OXO<O—NYPHNAL

lEvCupo OXNHATIOPoL dlakAadwoewv

_T\ukoQitikog deopog a-1,6

l

H ouvBaon snekteivel kKal Ta SUo Pn avaywylka akpa
pe emakoAouBo Tov oxnUATIoNd TTEPIoCOTEPWV SIaKAASWOoEWVY

To évCupo oxnuartiopoU diakAadwoewyv N YAUKOCUAo (4> 6)-Tpavogepdon
diaomd a-1,4 deopouc kai dnpioupyei a-1,6 deopolcg



2. UVTOVIOHEVN pUBUIoNn Tou peTaPpoAiopoU Tou YAUKOYOVoU

PUBuion Tn¢ didomaong Tou YAUKoyovou

H pwopopuAdon Tou yAukoydovou puBuileTal

A. Oppovikd pe opoloTToAIKA TpoTroTToiNON
(e€umnpéTnon avaykwyv opyaviopou)

B. AAAooTepIKA aTro TNV evepyeIdKR KaTdoTaon
(e€umnpéTnon avaykwyv KUTTdpou)



PUBuIon TnC pwaowopuAdong HeE avTIOTPETITA pWOPopUAiwaon
H pwogpopuAdon evepyotoicital (oe Hopphn a) HE pwaopUAiwaon ato
Th Kivdoh Th¢ pwaopopuAdong
H kivdon Tng pwopopuAdong eTiong evepyoToleiTal amo To Ca** Kal
He pwopopuAiwon amé Th PKA S UvVABNC KardoTaon

oto HTTAP
(avapeoa oTa yeupara)

Phosphorylase a

SBLT

Fully active

otou¢ MYZ (o€ npepia)

‘ 2.Uvnen¢ kardoTaon

Phosphorylase b



PUBuion TnC pwapopuAdong He aAvTIOTPETTA pwopopuAiwan

H pwogpopuAdon evepyotoicital (oe Hopphn a) HE pwaopUAiwaon ato
Th Kivdoh Th¢ pwaopopuAdong
H kivdon Tng pwopopuAdong eTiong evepyoToleiTal amo To Ca** Kal
He pwaogopuAiwon améd Tn PKA S uviBng kartdoTaon

HORMONE

(a|p

Y

:)

PKA

Inactive

Phosphorylase kinase

Ca2+

Partly active

NERVE IMPULSE @ B
MUSCLE CONTRACTION,

¥

HORMONES Partly active

oto HTTAP

\ (avdueoa ota yeupara)
: Phosphorylase a
i ii Ca2+ /‘

Fully active

/ ‘ 2.Uvnen¢ kardoTaon

otou¢ MYZ (o€ npepia)

Phosphorylase b



PUBuion TnC pwapopuAdong He aAvTIOTPETTA pwopopuAiwan

H pwogpopuAdon evepyotoicital (oe Hopphn a) HE pwaopUAiwaon ato
Th Kivdoh Th¢ pwaopopuAdong
H kivdon Tng pwopopuAdong eTiong evepyoToleiTal amo To Ca** Kal

HE pwopopUAiwan amd Th PKA S UVABNC KaTdaTaon
@ oto HTTAP

@ o 9 1\ (avdpeoa oTa yeUpara)
Partly active \ ®

Phosphorylase a

SBLT

Fully active

Caz*‘/ v
@ 5 é Y uvABnc katdoTaon

HORMONE

PKA

Inactive

Phosphorylase kinase

Ca2+

NERVE IMPULSE
MUSCLE CONTRACTION, .
HORMONES Partly active

L otou¢ MYZ (o€ npepia)

Phosphorylase b

H pwogpopuAdon amevepyoTmoicital (o€ Hopph b) pe amopwapopuAiwon amo
T TpWTEIVIKA pwogaTtdon 1 (PP1)

Kai n kivaon tn¢ pwaopopuAdong amevepyoTolEiTal HE dTTopwaopopuAiwaon amod
Th TpwTEivikA pwogardon 1 (PP1)



PUBuion TnC pwapopuAdong He aAvTIOTPETTA pwopopuAiwan

H pwogpopuAdon evepyotoicital (oe Hopphn a) HE pwaopUAiwaon ato
Th Kivdoh Th¢ pwaopopuAdong
H kivdon Tng pwopopuAdong eTiong evepyoToleiTal amo To Ca** Kal

HE pwopopUAiwan amd Th PKA S UVABNC KaTdaTaon
@ oto HTTAP

@ o 9 1\ (avdpeoa oTa yeUpara)
Partly active \ ®

Phosphorylase a

. Ca*" PP 1
TTowTeivIKA
pwopartdon 1

Fully active

Caz*‘/ v
@ 5 é Y uvABnc katdoTaon

HORMONE

PKA

Inactive

Phosphorylase kinase

Ca2+

NERVE IMPULSE
MUSCLE CONTRACTION, .
HORMONES Partly active

L otou¢ MYZ (o€ npepia)

Phosphorylase b

H pwogpopuAdon amevepyoTmoicital (o€ Hopph b) pe amopwapopuAiwon amo
T TpWTEIVIKA pwogaTtdon 1 (PP1)

Kai n kivaon tn¢ pwaopopuAdong amevepyoTolEiTal HE dTTopwaopopuAiwaon amod
Th TpwTEivikA pwogardon 1 (PP1)



PUBuion TnC pwapopuAdong He aAvTIOTPETTA pwopopuAiwan

H pwogpopuAdon evepyotoicital (oe Hopphn a) HE pwaopUAiwaon ato
Th Kivdoh Th¢ pwaopopuAdong
H kivdon Tng pwopopuAdong eTiong evepyoToleiTal amo To Ca** Kal

HE pwopopUAiwan amd Th PKA S UVABNC KaTdaTaon
@ oto HTTAP

@ o 9 1\ (avdpeoa oTa yeUpara)
Partly active \ ®

Phosphorylase a

. Ca*" PP 1
TTowTeivIKA
pwopartdon 1

Fully active

Caz*‘/ v
@ 5 é Y uvABnc katdoTaon

HORMONE

PKA

PP1

Inactive

Phosphorylase kinase

Ca2+

NERVE IMPULSE
MUSCLE CONTRACTION, .
HORMONES Partly active

L otou¢ MYZ (o€ npepia)

Phosphorylase b

H pwogpopuAdon amevepyoTmoicital (o€ Hopph b) pe amopwapopuAiwon amo
T TpWTEIVIKA pwogaTtdon 1 (PP1)

Kai n kivaon tn¢ pwaopopuAdong amevepyoTolEiTal HE dTTopwaopopuAiwaon amod
Th TpwTEivikA pwogardon 1 (PP1)



PuBuion Tnc pwaopopuAdong améd opHOVEC

H emiveppivn (adpevaAivn), oppovn (katexoAapivn) Tou eKKpiveTdl ATO TOV
HUEAS Twy eTiveppidiwv KATd Tnv poeToipacia yia dpdon (fight-or-flight)
Kdl N YAUKayovhn, opHovn TIoU EKKPIVETAI 0€ KATAOTACN AOITIAG
avufdvouv Thv amoikodopNon Tou YAUKOYOVOU HEow wopopUAiwang Kai
EVEPYOTTOINONG TG YWOoWopUAdong oTouG HUG Kdl 0To ATtap, AvTioToliXd.

Emvscpgivr] (HOSC) n OpPHOVIKOC
YAukayévn (frap) odoxéag tumou 7TM

ASeVUANIKN
KUKAAON

c
b= |

CH;
Epinephrine
EVOOKUTTAPIOC
ETaywyéa
5 10 ATP 7 N\ KUKAiKn ﬂ y , y g
*H3;N-His-Ser-Glu-Gly-Thr-Phe-Thr-Ser-Asp-Tyr- Ave - hvuarwy ( second
15 20 l/ mess enge/‘)
-Ser-Lys-Tyr-Leu-Asp-Ser-Arg-Arg-Ala-Gin- Mpwteivikg ~~ N Mpwreiviki
Kivaon A Kivaon A
25 29
-Asp-Phe-Val-GIn-Trp-Leu-Met-Asn-Thr-COO~ \l/
Kwaonte -~ ™\ Kivaon tng
GIII“IQOI‘I PWOPOPUAAONG PWOPOPUAAONC

|

Owogopuldon ~ N Owopopuldon
b a



NHZTEIA: XapnAo emninedo yAuko{ng /

HIMAP
/’
[AUKOyOVO W [A\ukodn
FaAakTiko
-

Emvegpivn

Mukayovn

Evepyoi mopeieg:

1. Amoikodopnon yhukoyoévou, Ke. 21
2. MNukoveoygveon, Keg. 16

3. MNwukoAuon, Keg. 16

4. KOKAOC KITPIKOU 0&€0¢, Ke. 17

5. O&e1dbwTikr pwo@opuAiwon, Keg. 18

AXKHXH

[Aukayovn amoé 1o TAyKPEeaQg

Emveppivn anoé tov HUeAO Twv eMVEPPIDIWV

\

MYIKO KYTTAPO

Emveppivn

/_
/‘9 Mwkodn

\ 4

6-OWOPOPIKI| gy
YAUKO(N

’®

MuPOOCTAPUAIKO

@©
4 “

— lahaktiké CO, + H,0

.

~

[AUKOYGVO

AIMA



PUBuion Tnc pwaogpopuAdong aAhoaTepikd

2TOYZ MYZ:

To AMP eivail BeTIko¢ aAAOOTEPIKOC
TEAEOTAC: evepyoTrolei TV pwoopuAdan b
Kal au¢dvel Thv 61doTtacn Tou YAUKoyovou

Phosphorylase b
(muscle)

Nucleotide-
binding sites 2 AMP
2 ATP

2 Glucose
6-phosphate

\

T state

To ATP ka1 n 6-pwapopikn YAUKA(N
(avaoToAn amé emavaTpowodoTnon) sivai
apvnTiKoi aAAOOTEPIKOI TEAEOTEG:!
amevepyomoloUv Thv pwapopuAdon b Kal
avaoTéAAouv Thy didoTtaon Tou YAUKoyovou

Mepika evepyoc
Phosphorylase b

TTARpwC evepyoc
Phosphorylase a

Active

site
[ 4

2ATP 2 ADP
R state \

Evepyeiakd
PopTio 1

T state \

Avevepyog

H 6-pwopopikti yAukoln mou

rapdyerar amo Thv oldonaon Tou
YAUKOYOVOU OToUC LIUC, TTAPaIEVE!
OToUC LIUC Kal o EI0WVETAl



2TO HTTAP: PUBuion Tng pwopopuAdong ahAooTepikd

H pwopopuAdon Tou ATartoc civai
100€VCUHO TG PWOPOopUAAONG TWV HUWV.
TTapopoia dopn, diapopeTIKA pUBUION.

Phosphorylase a
(liver)

Glucose (@)

T state R state

H yAukoln cival apvnTiIKOC dAAOOGTEPIKOC
TEAEOTAC: ATTEVEPYOTIOIEI TV YWOYopUAdon a
kal avaoTéAAel Thv didoTtach Tou YAUKoyOvou.
H emdpkela Tng yAukolng (T.x. amo tnv
d1aTpoPn) oTapaTd TNV KIvhTOoTT0inoN TOU
yYAUKoyovou ave{dpTnTa Ao TO EVEPYEIAKO
POPTio TOU NTTATOKUTTApPOU.

Mepika evepyoc TTARpwC evepyoc
Phosphorylase b Phosphorylase a

Active
site
( 4

2ATP 2ADP

R state \ N
Oppévn

T state \

Avevepyog

H 6-pwopopikti yAUKOCh mrou
nrapdyerar ano Thv oidomaon
TOoU YAUKOYOVOU OTO HTTap
eédyeral orouc dAAouC 10TOUC



2. UVTOVIOHEVN pUBUIoNn Tou peTaPpoAiopoU Tou YAUKOYOVoU

PUBuion Tng ouvBdaonc Tou YAukoyovou

A. Opuovikd pe opoloToAIKA TpoTroToinan (avaoToAn amo

PWaPopuAiwan)
PKA P
B —
PP1 ,
Evepyoc AvVeveEPYOG

B. AAAoaTepikd n Hopon b evepyoTrolciTal amd TRV 6-ewaopIKA
vAukolhn



KATA THN AZKHEH H TH NHETEIA AVTippO‘lTn pOGulon
Pukayovn (map) f amoikodopnong Kai cuvBeong

emve@plivn (pug kat fmap) Adevuhikn

wkAGon TOoU YAUKoydvou

B
/7 yKUKAIKR
ATP AMP
, , , Npwteivikr 7~ TN [MPWTEIVIKN
Kara TNV doknon n Kivaon A Kivaorn A
Thv aoiTia, n ouvBdon J,
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O po6Ao¢ TnC MpwTEIVIKAC pwaowartdong 1 (PP1)
oTh pUBUIoN Tou peTaPoAiopol Tou YAUKoyovou

H PP1 (kataAuTikn uTtopovada) evepyoTIoIEiTAl KAl OUVOEETAI HE TO
YAUKOYOVO HEOW TNG pUBUIOTIKAG UTtopovadac G, VW dTTEVEPYOTIOIEITAI

HEOW TNC oUVOEONC TRC HE TOV avaoToAEd.
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Kivaong A, n PP1 amevepyoToicital Aoyw pwa@opuAiwong ThG pUBUIOTIKAG
uTTopovaddac Kdi Tou avdoToAéa.




OTtav uttdpx el avdykn ouvBeaonc YAUKoyovou, HeTd até éva yeupa (uynAd
emiteda YAukolng oTo aipa) Kai oav amoTéAeapa Thg dpdong ThG IVOoUAivng,
n EVEPYOTIOIEITAI HEOW TNC oUVOEDONC
HE TNV pUBHIOTIKA UTtopdovdda Kdi To YAUKoyovo Kal
aToPWOPOPUAIWVEI ThV KIvdon ThG pwapopuAdonc (Ttaver n yAukoyovoAuon)
Kdl Thv ouvBdaon Tou YAukoyovou (au€davetal n yAukoyovoyéveon)
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OpuoVvikh pUBuIoN
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OpuoVvikn puBuIon Tou peTapoAiopoU Twyv vdaTavBpdkwy OTO
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Opuovikn pUBuIon Tou peTapoAiopol Twyv vdATavBpdKkwy OTO
NTTaToKUTTAPO

High blood glucose
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T Insulin-sensitive 1 PKB Synthesis of
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{ Glycogen
phosphorylase
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AuTtovopn (Un opHoVvikd eAeyxopevn) AsiToupyid ToUu ATTATOC
oTnv opoloaTacia ThS YAUKOING

T Phosphorylase -H PP1 8pa oTh pwopopuAdon a pévo HeTd Th

> petatpomh R—T (péow yAUKOINC)
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I PWoPopuAdan) Trou deopeleTal 1I0XUpd aTn evepyh
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Noéaool amoBnkeuong Tou YAukoyovou: aduvapia amoikodopnong YAUKoyovou

Mivakag21.1  Noool anobrikeuong YAUKOYOvVou
‘Evlupo Opyavo mou Mukoyovo oto Opyavo KMvikda
Tonog TToU Agimel nMpooBAarletal Tmou TpoofBAarAeTal XAPAKTNPIOTIKA
I Qwogatdon g Hnap kat Auénpévn moootnta, Aloykwpévo nmap. Aduvapia avamtuénc.
NOZOZ VON GIERKE 6-@WOPOPIKNC VEQpPOI Kavovikr] Soun. MoAU coPapr unoyAuKalyia, KETwan,
yAukolng UTTEpOUpPIKalpia, utephimbaipia.
I a-1,4-Thuko(itaon Oha ta MoAU avénuévn O1 aoBeveic neBaivouv ouvriBwg mpiv
NOZOX POMPE (Avocoowpatikn) opyava MoodTNTA, KAVOVIKN kAgioouv &Uo €t (wng, amd
dopn. KapdloavamveuoTIK AVETTAPKELQ.
11l Apulo-1,6-yAuko(itaon  Mueg kat Auénuévn moootnta, Onwcg n Tomou |, Je NMOTEPN OPWC
NOZOQZ CORI (évQupo nmap HIKPEC EEWTEPIKEC e€eNEn.
amodiakAadwonc) Slakhadwoelc.
v ‘Evlupo diakhadwaonc ‘Hnap kai Kavovikry moootnta, Ztadiakn Kippwon tou Amatog. H mpoku-
NOZOY ANDERSEN (¢-1,4 — «-1,6) omARvag TIOAU EMUNKEIC TITOUCd NITATIKI AVETTAPKELA TTPOKAAE(
e€wTePIKEC Tov Bavato cuvrBwg mpiv anmé Tnv
SlakAadwoelc. NAIKia Twv 800 TWV.
Vv Qwogopuldon Mueg Ehagpwg av€nuévn Meplopilopévn duvatotnTa yia évrovn
NOZOX McARDLE ToU YAUKOYGVou MoaoTNTA, KAVOVIKI Aaoknon, Aoyw emwduvwv UKWV
dopn. ovondocswv. Kata ta dA\a, ol acBeveic
gival QuUaIoAOYIKOI Kal N avanTuér Toug
KQVOVIKH.
Vi Qwoopuldon ‘Hnap Auénpévn moootnra. Onwc Kat n tomnov |, He NMoTepn OWC
NOZOZ HERS TOU YAUKOYSVOU mopeia.
Vil Quwagpoppouktokivaon  Mueg Au€npévn moootnta, Onwcg kai ntonmou V.
Kavovikr] Sopn.
Vil Kivdon tn¢ Hnap Au&nuévn moootnta, Mikpn¢ éktaon¢ O10YKwon Tou RATatoc.
Pwaopopulaong KavoVIKr doun). ‘Hmia unoyAukaipia.

2nueiwon: Ovtomot | £wg VIl kAnpovopouvTal wg avtoowpatikoi umohemmopevol. O tomog VI sivan puhooivéeTtog,



Néoog Pompe (TUmog IT)

N aveTtdpkeld TG 6&I1vng HaATdong. Lo

Nrec Feenl P y ASER
Ia ¥
FORD
HOW A FATHER RAISED 2100 MILLION

KAnpovopikn avemtdpkeld ThG AUGOCWHIKAC 6Z1vne
a-yAukoo1ddong. Eva pikpd mooootéd (1-3%) Tou
YAUKOYOVOU attoikodopeiTal oTo Aucoowid.

H avemdpkeia Tou ev{Upou odnyei oe cuoowpeuan
ToU YAUKOYOVoU oTa AucgoowpdTia kai pAapecg otn
AgIToupyia Toug TTou odnyoUv OTNV KATACOTPOYRH
apX1Kd HUIKWY Kdl 0Th OUVEXEIA VEUPIKWY Kdl
AAAWV KUTTAPWV.

KapdiopeyaAia, uttoTovia, kapdiopguomddeia,
AvATIVEUOTIKA AVETTAPKEIA KATT.

ATo To 2006, emixeipeital Oepameia "evUHIKAC
avTiIkaTdaoTaoncg' He Th Xpnon avacuvoudopévou FRASER ' FORD.
ev{UHOU TToU TTapdayeTdl og KUTTAPOKAAAIEPYEIEC KIRAOROINARY

DONT MO 108 A WAL,
MAAI O

Kai xopnyeitar evéopAePia oToug acBeveig 5
(kdoToc: 300.000% /évoc).




MeTagpopd amo To dikTuo Tou trans
Golgi kal Tnv KUTTAPIKA eTIPAvEId
oTd Aucoowpdrid.
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Noéooc¢ Von Gierke (TUmoc I)
Ai1bykwon TnE KolAIdKAC XWwpdcg Kai Tou Atatoc, YmoyAukaipia, Mn amokpion oc
eMIVeEPpPivn R YAUKayovn
A. KAnpovopikn avettdpkeid ThG pwaopardong The 6-pwaopopikng YAukolng

TOU ATTATOC
B. MeTdAAaén otov peTagopéa TnC 6-pwaopIKNG YAUKOINC

6-pwoypopikn YAukOln “ﬂ”"
®wopartdon TnG Gt g
6-pWOoPopIKAC
A ER lumen
VAUKOZnC H,0 +6-:I:2::;Zte P; + glucose
Nooo¢c McArdle (Tumocg V) 00 _—
disease
Aduvapia ekTéAeong OUOKoOAWY . Lifgeh;d?ﬁ?ffe
aokRoewv AOYW €TTWOUVWY HUTKWYV = cramps
] , =3 Second
ouomtdocwy (KpApTTWwy) 5 | | wind
<

Light

ATIWAEIA BpAOTIKOTATAC PWOPOPUAdONG pudy | o ey /
YynAd emiteda ADP petd amod doknon /

TToAU xapnAoc puBuoc yAukdAuong oL =

Rest Exercise Rest Exercise




2 Uvoyn: MeTapoAiopoc INAukoyovou
Aopn TAukoydvou

I"AukoyovoAuaoh
PdwopopuAdon Tou YAukoyovou (= 1-P-yAukoln)
2 uvévCupo PLP
Opuovikn puBuion
T pwopopuAiwon (YAukayovn,emiveppivn) = a
| amopwopopuAiwan (PP1, ivaouAivn) = b
AANAoOTEPIKA pUBUIONH
‘Hmap (1 yAukoln)
Muc (1 AMP, | ATP, 6-P-yAukoln)
MeTagopdon
a-1,6 yAukooiddon
PwopoyAukopouTdaon
Pdwopardon T 6-P-yAukolne (Amap)



2 Uvoyn: MeTapoAiopoc INAukoyovou

I"Aukoyovoyéveon
TTupopwagpopuAdon Tng UDP-yAukolng
2.uvBdaon Tou YAUKOYOVvoU
"fAukoyevivn (EKKIVATAC)
Opuovikn puBuion
| pwoyopuAiwon (yAukayovn) = b
T amépwapopuAiwan (PP1, ivoouAivn) 2 a
AAAooTEpIKA pUBOUIOH
T 6-P-yAukoln
‘BEvCupo oxnpariopol diakAadwaoswyv [yAukoluho (4> 6)-Tpavapepdon]

TTpwrTeivikn pwaogpardon 1 (PP1)

NoéooiI amoBnkeuong Tou yYAUKoyovou
Néoog Pompe (TUmog IT)
Nooo¢ Von Gierke (Tumog I)
Noogo¢ McArdle (Tumog V)



H pwopopuAdon Tou YAUKoyovou:

A. EvepyoToiciTal ye amopwopopuAiwon.

B. EvepyomoiciTal amo Tnv emiveppivn.

. PwopopuAiwvel To YAUKOYOVO.

A. Exel wec ouvévlupo proTivn.

E. EvepyomoiciTal aAhooTepikd amd Th YAukoln oTo ATap.



H pwopopuAdon Tou YAUKoyovou:
A. EvepyoTroiciTal ye amopwaopopuAiwon.
(B)Evepyomoigitai amd Tnv emivegpivn.
. QwaopopuAiwvel To YAUKOYOVO.
A. Exel wec ouvévlupo proTivn.
E. EvepyomoiciTal aAhooTepikd amd Th YAukoln oTo ATap.



H pwopopuAdon Tou YAUKoyovou:
A. EvepyoTroiciTal ye amopwaopopuAiwon.
(B)Evepyomoigitai amd Tnv emivegpivn.
. QwaopopuAiwvel To YAUKOYOVO.
A. Exel wec ouvévlupo proTivn.
E. EvepyomoiciTal aAhooTepikd amd Th YAukoln oTo ATap.

OTtav n YAuko(n Tou aiparog sivar xapnAn (katd tnv
aoiTia), oTo ATTap

A. MeiwveTal n yAUKoveoyéveon

B. MsiwveTal n YAukoyovoAuon

[". AvaoTéAAeTal n ouvBdon Tou YAUKoyovou

A. AvaoTéAAeTal n Kivdon ThG ewaopopuAdong Tou
YAUKOYOVOU

E. EvepyomociTal n yAukdAuon



H pwopopuAdon Tou YAUKoyovou:
A. EvepyoTroiciTal ye amopwaopopuAiwon.
(B)Evepyomoigitai amd Tnv emivegpivn.
. QwaopopuAiwvel To YAUKOYOVO.
A. Exel wec ouvévlupo proTivn.
E. EvepyomoiciTal aAhooTepikd amd Th YAukoln oTo ATap.

OTtav n YAuko(n Tou aiparog sivar xapnAn (katd tnv
aoiTia), oTo ATTap
A. MeiwveTal n yAUKoveoyéveon
B. MsiwveTal n YAukoyovoAuon

AvaoTéAAETAl n ouvBdon Tou YAUKOYOVOU

. AvaoTEéAAETAl n Kivdon ThE pwapopuAdong Tou
YAUKOYOVOU
E. EvepyomociTal n yAukdAuon



H pwopopuAdon Tou YAUKoyovou:
A. EvepyoTroiciTal ye amopwaopopuAiwon.
(B)Evepyomoigitai amd Tnv emivegpivn.
. QwaopopuAiwvel To YAUKOYOVO.
A. Exel wec ouvévlupo proTivn.
E. EvepyomoiciTal aAhooTepikd amd Th YAukoln oTo ATap.

OTtav n YAuko(n Tou aiparog sivar xapnAn (katd tnv
aoiTia), oTo ATTap
A. MeiwveTal n yAUKoveoyéveon
B. MsiwveTal n YAukoyovoAuon

AvaoTéAAETAl n ouvBdon Tou YAUKOYOVOU

. AvaoTEéAAETAl n Kivdon ThE pwapopuAdong Tou
YAUKOYOVOU
E. EvepyomociTal n yAukdAuon



