6. H dour Tou eUKOPUWTLKOU KUTTAPOU

To kUTttapo anotelel tn Baoikni povada tng {wng Kot To BepeAlwdeg SOULKO KAl AELTOUPYLIKO
otolxeio OAwv Twv {wvtavwyv opyaviopwyv. OAeg oL BloAoyikéG Aettoupyie¢ — amo tn Bpédn
KOLL TNV avarmvon €wg TNV avVAtuén, TNV eMKOWVWVIA KaL TNV avarmapaywyr — KteAouvToL
UEoa oTa KUTTAPO ) LUE TN CUVEPYOOia TOuG. AvAAoyd LIE TO €(60¢ TOU OpyavIoHOU, TO KUTTA PO
uropel va Aettoupyolv autovoua, OMwE O LOVOKUTTAPOUG EUKAPUWTLKOUC OpYaVLIoHOoUE,
va ouvepyalovtal oe TOAUTAoKeC OopEG, oxnupatilovtag LotolG Kal Opyava OTOUC
TIOAUKUTTAPOUG OpYyaviopoUc. To avBpwrivo CwHa OmOTEAEiTOL amd TPLoEKATOUUUPLA
KUTTOPQ, EVW UTIAPXOUV TTAvVw arod 200 StadopeTikol TUTOL KUTTAPWV. AV Kal OAa oXeS06V Ta
avBpwrniva KUTTapa polpdlovtal To (6lo yeveTikd UALKO, Ta (Sta opyavidla Kal TG (SLeg
Baowkég Aettoupyieg, ol SladopeTikol TUTIOL KUTTAPWY £XoUV SLadopeTikr popdoAoyia Kot
Eexwplotouc poAoug HEoa oToV opyaviopo. Mapd TNV TEPACTLO TOLKIALO O oXNUa, LEyeBog
KoL Asttoupyia, OAO TO EUKOPUWTIKA KUTTOPA HOLpAlovial KOWA YOPAKTNPLOTIKA TIoU
OVTLKOTOTTPI{oUV pila BaupaoT opyavwaon Kol BLOXNILKT] CUVEPYELD CUVTNPNUEVN KOTA TN
Slapkela NG e€EALENG.

To euKapPUWTLKO KUTTAPO Slakpivetal yia tnv uPnAol Babpol ecwTePLKA TOU OpyavVwWaor. I
avtiBeon pe ta amAolotepa KUTTAPA GAAWVY OPYAVIOUWY, TO EUKOPUWTLKO TIEPLEXEL Eval
mANBoG pepBpavwpévwy opyavidiwy, kabBéva amd ta omoia emteAel £€elSIkeUpEvVEC
Aewtoupyleg, cupBarovtag oTn CUVOALKNA LoOPPOTILA KO EMLBLWGN TOU KUTTAPOU. H KUTTapLKN
MEUBpavVn TePBAMeL To KUTTOPO Kol To Slayxwpilel amod 1o meplPdAlov Tou, evw TO
KUTTOPOTAOICOHO QTIOTEAEL TOV EC0WTEPIKO XWPO OTOU OVAMTUCCOVTOL Ol TEPLOCOTEPEG
peTaBoAkég Slepyaoieg. O MUPNVOCG, TO XOPOKTNPLOTIKO YVWPELOUA TOU EUKAPUWTIKOU
KUTTAPOU, PLAoEevel TO YeVETIKO UALKO Kal gAEyXeL Tn pon TAnpodoplwy mou kabopilel tn
ouVBeon TWV MPWTEIVWV Kal, KOT' EMEKTAON, TN AELlTOUpyla TOU (610U TOU KUTTAPOU.

YTO ECWTEPLKO TNG KUTTAPLIKAG LEUPBPAVNG EKTELVETAL TO KUTTAPOTAOOUA, £va LEWEEG SLAAU A
TIOU OVOMAZETAL TO KUTTApoSLaAuvpa, Ta opyavidia kat dtadopa KuTTapilkd eykAsiopata. To
kuttapodidAluvpa Ppuhofevel ekatovtadeg €viupa TIOU CUMUETEXOUV OTLC QVTLOPACEL TOU
petaBoAlopol, kabwce Kat Lovta, odakyapa, Autidla kat apwvoééa. Méoa og autod, Ta opyavidla
eKTEAOUV €CelOIKEUUEVEG Aeltoupyieg, OUMPBAAAOvVTAG Ot SLAPEPLOMOTONOLNON TWV
£PYOOLWY, TTOU KAVEL TO KUTTAPO LSLaiTepa amodoTLKko.

Kevtpkd pOAO OTNV €0WTEPLK OPYAVWON TOU KUTTAPOU TOUlEL O KUTTAPOOKEAETOC, £val
TIOAUTIAOKO SIKTUO TIPWTEIVLKWV VWV TIOU EKTELVETAL 0 OAO TO KUTTAPOTMAaoUa. ArtoteAeital
and Jpkpoilvidia (aktivng), evéilaueca widla kal pkpoowAnviokoug (toupmoulivng). Ta
MiKpoividia eivat urteBuUvA yLA TLG KLVAOELG TOU KUTTAPOU KAl T SLapopdwaon Tou oxNUaATog
TOU, Ta eVSLApEDA WViSLO TTPOaSiSouV UNXOVLKT OVTOXH, EVW OL KPOOWANVioKoL Asltoupyolv
w¢ «odlkol agoveg» yla T PeETadOopA KUTTAPIKWY KUOTLSIWV Kol TN OWOoTH KATAVOUR TwV
XPWUOOWMATWY Katd tn Olalpeon. O KUTTOPOOKEAETOG &gv  elval OTATIKOG, aAG
OVOSLOPYAVWVETAL CUVEXWE OVAAOYQ WE TIC OVAYKEG TOU KUTTAPOU, CUUUETEXOVTAC OF
dawvopeva Omwe n GpayoKuTTAPWAOT, N eVOoKUTTWON KOl N KUTTAPLKI LETOVACTEUON.

O nupnvag amoteAel To KUPLOPYO OPYAVISLO TWV EUKAPUWTIKWY KUTTAPWY KOl AELTOUPYEL WG
TO «KEVTPO SLoiknong» Toug. NeplBAAAeTAL OO TOV MUPNVIKO PAKEAO 1) TUPNVLIKA MEUPBPAVN,
pta SutAn pepBpavn mou dtaxwpllel To YEVETIKO UALKO amo TO KUTTAPOTMAAcUa Kol pEpEL
TIUPNVIKOUG TIOPOUG yla TNV avtoAAoyn MOKPOUOPLwV. ITO £0WTEPLKO TOU TEPLEXETOL N



Xpwuotivn, €va oUpmAsypo DNA Kol TIPWTEIVWV LOTOVWY, TIOU Ot PACELS KUTTOPLKAG
Slalpeong OUMIMUKVWVETOL O Xpwuoowpata. O mupnviokog, &vag Lolaitepa TUKVOC
OXNMOTLOMOG PHECO OTOV TUPNVA, €lval To KEvipo ouvBeonc ptBoowpwkol RNA (rRNA) kot
OUVOPUOAGYNONC TWV UTTOUOVASWY TwV pLBOCWHATWV.

MePLUETPLKA TOU TUPAVA KoL HECA OTO KUTTOPOMAdOMO eviomilovtol ta opyavidia, ot
£€eLOIKEUEVEG AELTOUPYIKEG Kol SOULKEG MOVASEG TOU KUTTApou. Ta ptoxovdpla sival ta
KEVTPO TIOPOYWYNG EVEPYELAG, OTIOU TIPAYLATOTOLEITAL N KUTTOPLKE QVATIVON KO TTOPAYETaL
ATP, TO eVEPYELOKO VOULOUO TOU KUTTAPOU. To evéomAaopatiko Siktuo (EA), Slakpvopevo
og adpo kal Aeio, cuppetExel otn oUvOeon kol emefepyaoia pakpopopiwv. To adpo EA dpépel
plBoowpata otnv emidpAveld Tou Kal eival umevBuvo ylwo TN olvBeon MPWTEivwy Mou
npoopilovtal yla e€aywyn 1 evowpdtwon oe pepBpaveg, evw To Aeio EA cuvBétel Amidia,
otepoeld] Kal CUMUETEXEL otnv amotofivwon. H cuokeun Golgi Asitoupyel wg kévipo
enefepyacioc kot Slavoung HEoa OTO KUTTOPO, TPOTOMOLWVTOC, cuokeualoviag Kol
KoatevBUvovtag TIC mMpwrteiveg Kkal ta Autidla otoug TeALKOUC TOuC Tipooplopols. Ta
Aucocwpata TEPLEXOUV USPOAUTIKA €viupa Tou amodopouv TaAold opyavidia Kat
MOKPOUOpPLO, eVW Ta UMepoelSloowpata Slaomolv Autapd offo Kal amotofvwvouv
emuPArapelc evwoels.
nucleolus nuclear nucleus

envelope nuclear rough endoplasmic
reticulum

plasma membrane
cytoplasm
smooth

endoplasmic
reticulum

flagellum

.....

microfilament

ribosome

mitochondrion

microtubule ) p
O golgi cilia

peroxisome  complex

lysosome

Elkova 6.1 Aldypappo eVOG EVKOPUWTIKOU KUTTAPOU. H elkdva amotelel tn Bacikn Soun
EVOC EUKAPUAWTLKOU KUTTAPOU €VOG LOVOKUTTAPOU opyaviopol. Amelkoviovtal Ta Kupla
opyavidia kot SOUEC TOU KUTTAPOU: O TIUPNVOC LE TOV TTUPNVIOKO KAl TOV TIUPNVIKO dAKeAO,
10 adpd kot Aeio evdomhaopotiko diktuo, ta ptBoocwparta, ta ptoxdovdpla, n cuckeun Golgi,
ta Avcoowpota kat Ta  unepo&elboowpata.  Qaivovial emiong otolxeEla  Tou



KUTTOPOOKEAETOU, OTWG TA LKPOoividla kat oL pikpoowAnviokol, kabwg kat ol BAedapibec kat
TO pOoTiylo Otav auta eival moapovra.

6.1 To kKuTTtapoSLAA UL

To kuttopodldAupa amotelel To USAPEG, NUIPPEUOTO CUCTATIKO TOU KUTTOPOTMAAGCLATOC
UECQ OTO OTIOL0 EVUTIAPYOUV KL AELTOUPYOUV Ta Opyavidla TOU EVKOPUWTIKOU KUTTAPOU. Av
KOL yLa TIOAAQ XpoOvia Bewpouvtav amAwG TO KUTIOOTPWHOY TIoU GLAOEEVEL TIG KUTTAPLKEG
O0oUEG, onuepa avayvwpiletol w¢ éva e€alpETIKA OPYAVWHEVO Kal SUVAULKO BLOXNHLKO
nepLBAaAAOV, To omoio pubuilel ToV XWPLKO KAl XPOVIKO GUVTOVIOUO EKATOVIASWY eVIU UKWV
aVTIOPACEWY, ONUATOSOTIKWY HOVOTIATIWY KOl HNXOVIOUMWV pUBULONG TNG KUTTOPLKAG
Aettoupylag. Amoteleital kata 70-80% amo vepod, To omolo MPoodibSel TG PUOIKOXNULKEG
61otNTeg Slaluong Kot HETOPOPAC OUCLWY, EVW TO UTIOAOLTO TTOC0O0TO MepAapBavel éva
TIUKVO GUMIMAEYUa TpwTeivwy, evIpwy, Mentidiwy, voukAsoTidiwy, peTaBoAltwy, KaBwg Kat
ovOpYaVWY LOVTWVY. H CUYKEVTPWON TWV LOVTWV Elval auoTtnpd eAEYXOUEVN LECW OVTALWV KoL
KOWVOALWY TNG KUTTAPLKNC UEUBPAVNG aAAd Kol Twv opyavicdiwv, wote va dlatnpoulvral
Kpiloleg Asttoupyleg OMwWG To SUVAULKO HepBPAvNG, n evepyoroinon ev{UUWV KAl N KUTTOPLKA
onuatodotnon.

Mapd tn pevotr tou ¢uon, To KuttapodldAvpa Sev eival éva amAd StaAvpa alda éva
KOAoeLS£¢ auotnua uPnAol LEwdoug, MAOUGLO O HaKPOUOPLA TTIOU SNpLoupyouV GalvOUEVOL
LOKPOUOPLOKOU CUVWOTLOMOU. H UKVOTNTA TWV MPWTEIVWVY 0TO KUTTApoSLAAU O Yrtopel va
Eemepva ta 300 mg/mL, meplopilovrag Tov SLaBEaipo Xwpo Kal eEMNPeAlovToc SPAATIKA TN
Swaxuon, Tn otabepdtnTa KAl TN OUVAPMOAOYNOCN HOKPOUOPLOKWY OCUUTAOKWY. 2ZTO
KUTTOPOSLAAUMA TipoypaToToleitol éva peydAo HéEPOC Twv BepeAlwdwv peTaBoALKWY
SlEPYAOLWVY TOU KUTTAPOU, KOBLOTWVTOC TO TOV KUPLO XWPo Bloxnuikng dpaoctnplotntag. ESw
Aappavel xwpa n YAUKOAUGH, KATA TV oTola €va LopLo YAUKOTNG LETATPENMETAL O SUO PopLa
nupootadulikol o€€og, pe Tautoxpovn rapaywyr ATP kat NADH, mapéyxovtog oto KUTTOpo
QUEON TINYN eVEPYELAG. 2To (610 TtepBAAAov cuvteleital kat n oUVBeon Autapwy oEwV, PLECW
ToU oAU eVIUHLKOU CUMTMAOKOU TNnG ouvBeTdong twv Atmapwy ofEwv, kabwce kot n flocuvOeon
VOUKAeoTISlwv. EMutAéov, 0To KUTTapoSLGAUA EKTEAOUVTAL TUALATO TNS YAUKOVEOYEVEGNG,
W6lwg ota nratikd kUTTapa, to omoia eival umevBuva yla Tn Slatipnon Twv EMUMESWV
YAUKOING oto aipa. MapdAAnAa, To kuttopodiadlupa ¢phogevel éviupa cUVOEONC ALVOEEWY,
TIPWTEOAUTLKA CUCTALLATO OTIWG TO MPWTEACWLA TIOU LETEXEL OTN SLAOTIACT KAl AVakKUKAWGN
MPpWTeivwy, KoOW¢ Kat ta eAeVBepa pLRocWHATA, OTIOU EEKLVA N HETAPPAON TWV TIPWTEIVWV.
H evepyslokn KOTOOTAGON TOU KUTTAPOU OVTLKOTOMTPIlETAL OTO KUTTAPOSIAAUpa, OTou
KukAodopoUv ta Baotkd popla evépyelag: ATP, ADP, AMP, kaBw¢ kat to. NAD*/NADH ka
NADP*/NADPH. H avohoyia ATP/ADP amote)el Sgiktn tng evepyslakng ¢poptiong, n omoia
eAéyxetal péow NG OAANAEMiSpaoNG Ue Ta pitoxOvdpLa Ko AAAEG TtnyEG ATP.

Mapad tnv éAewbn pepppavikot Slaxwplopou, To KuttapoSidAupo apouctalel €alpeTikod
eninedo pikpoopydvwong. MoAAEG petafoAkég Slepyacieg Sev Slaxéovtal tuxaia, ala
AauBAavouv Xwpo Oe TOTUKA E£EELOIKEUUEVEC TIEPLOXEC I TAVW O KWNTEC MAATHOPUES
TIPWTEIVIKWY CUUMAOKWV. AUTEG OL HETOROALIKEG YPOUUES TTAPAYWYNG EMLTPETIOLV TNV AUECH
petaBifaon evdlapEéowv PolovIwy amo eva VU0 OTOo EMOUEVO, XWPLG va XaveTal Xpovog
evépyela péow Olaxuong. Ma mapadewypa, E€viupa NG YAUKOAuong oxnuatilouv
TOAUEVIUULKA CUUMAOKO oUVOESEUEVA UE TO KUTTAPOOKEAETO, e€aodalilovrag amodoTIkn
pon TG YAUKOING Tpog To mupooTtaduALko. MNMapopola, n cuvBeon Autapwyv 0EwV Kal HEPOC



¢ PloolvBeonG Twv VOUKAEOTISIWV opyavwvovtal o€ CUUMAOKO EUMAOUTIOUEVEG HE T
anopaitnta éviupa Kal guvéviupa. AUTh N XWPLKN opyAavwaon auEavel Tnv amodoTkOTNTA Kot
OUUBAAAEL TNV TOXEla TPOCOPLOY TOU KUTTAPOU OE LETABOAIKESG OVAYKEC.

Ewkova 6.2. Ontikomoinon Tou SIKTUoU aKTiVNG, TWV HEUBPAVWY KAl TWV HOKPOUOPLOKWY
CUMMAOKWV TOU KUTTOPOSLAAUMATOC. H £1KOVO amOTEAEL EMXPWHATIOUEVN Kataypodr Ue
TNV TEXVIKA TNG KPUO-NAEKTPOVLKAC ULKpOOKOTIOG. Ta Xxpwuota amodo0nKav UTTOKELUEVLKA
OTa YPOMMLKA OTolxela wote va emonuaivovtal ta widla oaktivng (kokkwa), aMa
HOKPOUOPLOKA CUUITAOKO, KUPLWG ptRocwpata (Kitpva), Kot ot pepBpaveg (UmAe).

H €vvola Tou HOKPOUOPLOKOU CUVWOTIOHOU €XeL UETOPAAEL PL{IKA TNV KATAVONCNH TOU
KUTTOPOSIAAUMATOC. H Tapouoia EKOTOUMUPIWY TIPWTEIVIKWY Kol VOUKAEIKWY offéwv ot
TIEPLOPLOUEVO XWPO OAAG Kol HE €LOIKEC Kol €KTevelG aAAnAemidpdoel petafl TOUug
Snuoupyel éva pn Wavikod dtdAluvpa, Omou ol KAaoKol VOUOoL TNG XNKULKAG KWWNTLKAC Sev
epapudlovral mANPwE. H Staxuon tTwv popiwv eival €wg kot 6éka GpopEg Lo apyr amnod o,tL o
opatd StoAlpoTa, EVW oL avtlOpAOELG CUXVA EEQPTWVTAL OO TNV TOTIKN CUYKEVTPWON KOL TLG
OTEPEOXNUIKEG OULTEVEEL MeTAED pakpopopiwv. Auth N LOLOTNTA  ETUITPEMEL TNV



QUTOOPYAVWON TPWTEIVIKWYV CUMTAOKWY, To Sloxwplopd ¢doswv? kat tn Snuoupyia
OUUTITUKVWHUATWY XWpPI¢ HEUBPAvN OMWE Ta cwpATLa eteéepyaciag Kal arnodrkeuong mRNA
(kokkia oTpeG KAl owpatia P)

poly(A)+ mRNAs

T

40S ribosomal elF2a
subunit

Ewova 6.3 H &opf Ttwv KOKKiwv otpeg. To Kokkio OTpeC eilval TOAUMOPLAKES
KUTTOPOTIAOLCLOTIKEG EOTLEG TIOU CUVOPLOAOYOUVTAL WG LEPOG TNG KUTTAPLKNG ATIOKPLONG OTO
otpeg. Mpoépyovtal o€ peyaho Babud amd KabuotepnueEva TPO-EVOPKTAPLO CUUITAOKA TNG
petadpaong kot amotehouvrtal Kupiwg amd popta mRNA, plBoocwilkeég urtopovadeg 40S Kot
Ml TepaoTia TOKIAla MpwTelvwy (meploodtepeg and 450). H mAelovotnta autwv elvat
npwteiveg mpdadeong oto RNA mou cuvdéovtal LETAEY TOUG KAl PE TO AANQL CUCTATLKA TOU
Kokkiou. MepthapPdavouv tnv umopovada GAdo TOU EUKAPUWTLKOU Topayovia £vopéng
petadpaong 2 (elF2a), tnv mpwrteivn Séopeuong TG Mpwteivng evepyomoinong tng Ras
GTPaong 1 (G3BP1), to evSokuTTapkd avilyovo-1 twv T-kuttdpwv (TIA-1), tnv moAu-(A)
npocdevopevn npwteivn 1 (PABP1), tnv atativn-2, tTnv mpwteivn vontikng kabuotépnaong
guBpavaotou X (FMRP) kat tnv tplotetparnpoAivn (TTP). Ta oxfuata mou eival XpWHATIOUEV
0€ KALHLOKQ TOU YKPL OVTUTPOCWTTEUOUV TLG UTIOAOLTIEG TIPWTEIVEG TOU KOKKLOU.

6.2 O KUTTAPOOKEAETOC

O KUTTaPOOKEAETOC amoTeAel £va TTOAUTTAOKO KOl SUVOLLILKO SIKTUO TTPWTEIVIKWY WVISiwv Tou
eKTelveTal 0 OAOKANPO to KuTtapomAooua, s€achaiilovtog Oxt povo tn datipnon Tou
OXNMOTOG KOL TNG LNXOVLKNG OVTOXAG TOU KUTTAPOU, AAAQ KOl T CULETOXH TOU O€ HLa OELpA
KPLOWWWV KUTTAPLIKWV AELTOUpYLWV. Mapd Tov 6po Tou Unopel va umodnAwVeL otatikr Soun,
0 KUTTOPOOKEAETOC avadlapuopdWVETOL CUVEXWG, TPOCAPUOIOUEVOG OTIG AELTOUPYLKEC
OVAYKEC TOU KUTTAPOU. ZUYKEKPLUEVA, CUUPBAANEL OTN HeTaKivnon opyaviSiwy Kal KUoTSiwy,

10 Saxwplopde pdoswv (phase separation) sivat éva ductkoxnkd GatvopeVo Katd To omnoio éva
OPXLKA OpoloyeVEG SLaAupa xwpiletal oe SU0  MEPLOCOTEPEG SLakpLtég dAaelg mou Stadépouv atn
cloTOoN KAL OTNV TIUKVOTNTA TWV LOPLWY TIOU TTEPLEXOUV.



OTh PUBULON TOU KUTTOPLKOU GYKOU, OTNV KUTTAPLKN Kivnon, otn dladikaoia Tng KUTTOPLKAG
Slaipeong HEOW TOU OXNMOTIOMOU TNG MLTWTLKAG OTPAKTOU, KaBwg Kal otn petddoon
ONUATWV Ao TNV KUTTAPLKI €MLOAVELA TIPOC TO ECWTEPLKO. ATIOTEAELTAL OO TPELG KUPLOUG
TUToUC WISlwv — Ta PLKpoIvidLa aKTivNG, TOUG UKPOOWANVIOKOUG KoL Ta evOLapeoa iSla —
KaBévag and Toug onoioug dladopomoleital we mPog T XNULK cuotacn, T SLAUETPO, TIG
MNXOVLKEG LOLOTNTEC KAl TLG EEELOIKEVIEVEG AELTOUPYLEC TOU.

Ta pkpoividia aktivng amoteAoUv Ta AemTOTEPA KOL TIO OUVOUIKO CUOCTOTLKA TOU
KUTTOPOOKEAETOU, e SLAUETPO TePimoOU 7 nm, Kal eival mapovia oxeSov oe OAoOUC ToUG
TUTIOUG EUKAPUWTLKWY KUTTAPWY. ATtoTEAOUVTAL Ao TNV MPWTElvn aktivn, n omola eivat pia
aro TLg o adOoveG MPWTEIVEG 0T EVKOPUWTIKA KUTTOPO — CUXVA OVTLITPOCWIEVEL EWGE KOl
10 10% TN OAKAG MPWTElvNG Toug. H aktivn uTtdpxeL og U0 HopdEG: TN Hovopepn G-akTivn
(globular actin) kat Tt moAupepry F-axtivn (filamentous actin). Ot povadeg G-aktivng
EVWVOVTAL LETOEV TOUC 0 ALKOELSH TIOAULEPT YL VA oXNHOTioouV Ta widla F-aktivng. Kabe
popLo G-aktivng meplexel pia Béon olvdeong yia ATP rj ADP kot éva 1ov Mg?* i Ca?*, ta omolia
gival amapaitnta yia tTn otabegpdtnTa Kat Th cuvaploAdynaon Tou TIOAUPEPOUC.
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\» *
*+ == Capping protein V Severing protein
(e.g. ADF/cofilin family)

Ewkova 6.3 Mn)aviopog moOAUMEPLOHOU Kot arntomoAUMEPLGHOU TG aktivng. H Stadikacia
€ekvd pe tnv mupnvwon, émou oxnuatiletal évog otafepog mupAvag amnd povopepr ATP-
aKtivng, akoAouBoUpevn amo MUAKUVON TOU WWISlou Héow MPOaBAKNG VEWY LOVOLLEPWY OTO
BeTikd (+) dxpo. Kata tn Sidpketa Tng avamtuéng, to ATP ubdpoAletal oe ADP, odnywvtag os
peTaBoAn tng otabepotntag tou widiou. Npwteiveg 6mwe n mpodhivn dteukoAbvouv tnv
avtaAlayr} tou ADP pe ATP, evw n ADF/kodthivn mpodyet tnv amnodouncn tou widiou. H
TMPWTEIVN KaAUPpaToC popet va Seopeloel To OeTkO GKpo, OTABEPOMOLWVTAC TO LAKOC TOU
wiblou kot puBuilovtag Tt Suvaulky  Looppormict  METOEU  TOAUMEPLOMOU Kol
QTOTIOAU LEPLOLOU.

O MOAUMEPLOMOC TNG aKTivnG amoteAel pia Suvapkn Kal avaotpePlun dadikaoia mou
e€elloostal oe tpla KUpLa oTadla. ApxLKA, KATd To oTASL0 TNG MUPAVWONG, T MpwTa Tpla



povouepr G-aKTivng evwvovtal yla va oxnuatioouv évav otabepd Tupnva, o omoiog
Aeltoupyel w¢ onueio évapéng yla tnv meEpAltépw avamtuén tou widiou. AkoAouBel n
EMWAKUVON, OTIOU VEQ LOVOUEPN OKTLVNG TPOOTIBevTal 0T AKPA TOU OVAMTUCOOUEVOU
wiSlou, odnywvtog os Taxeia avfnon Tou URKoug tou. TEAOG, KATA TO 0TASLO TNG LOOPPOTILAL,
To Widlo Satnpeil otaBepd UAKOG HEOW HLOG SUVAULKAG LOOPPOTILOG, KATA TNV omola n
MpooBnkn Hoplwv oto £va akpo avilotabuileTal amd TV TOUTOXPOVN QIMOUAKPUVGT TOUC
ard to GAho.

Ta widta F-aktivng eivat moAwkd, dnAadn Slabétouv éva «+» akpo (alEnong) Kot Eva «—»
akpo (uelwong). Aev TPEMEL va CUYXEETOL N €vvolal TNG TOALKOTNTOC TOU UTIOSNAWVEL
kateuBuvon e To dpoptio evog popiou. O MOAUUEPLOUOC CUBOIVEL KUPLWG OTO «+» AKPO, EVW
O OTOTOAUUEPLOUOC KUPlwG O0To «—». Auti n 8otnta Snuloupyel T0 $alvOpEVO TOU
KUALOMEVOU TATNTA, OTIOU Ta ovouepn daivovtal va LETAKLVOUVTOL KATA KOG Tou Widiou
XWpI¢ To OUVOAIKO Tou pAKOG val oAAGlel. H Stadkaocia autr amaltel evépysla amo tnv
uSpoAuon tou ATP, mou SeopeleTal TNV G-aKTivN Kot SLACTIATAL PETA TNV EVOWUATWOT] TNG
oTo Wiblo. ELOIKEG MPpWTEIvEC eEMLTPEMOUV TN SLAKAASWON TWV HIKPOVISiwv aktivng Ta omoia
propoLv va SlatoxBouv teAikd pe Tn popdn Siktuou.

Ta pkpoividia sivat olaitepa ddpBova otnv nepldpEPela Tou KUTTAPOU, aKPLBWE KATW amo
TNV KUTTAPLK HEUBPAvN, OTou oxnuatilouv Tov Aeyopuevo KUTTtapiko ¢pAold (Ewova 6.2). To
Slktuo autd mpoobidel oTo KUTTAPO PNXAVLKA otaBepotnta, kabopilel To oxAUa TOU, Kol
puBuZeL TNV eukaudio Kal TNV Mopapopdwar] Tou. H Lo XapaKTnpLoTIKy Asltoupyia Twv
ULKpOIVISIWY €lval n Kwvntikotnta. Méow tng aAAnAemibpaocng Pe TNV KWNTIKA TpWTEivn
puooivn, Ta widla aktivng dnpoupyolv SUVAHELG CUCTOANG Kol EAENG TTOU ETULTPEMOUV OTO
KUTTOpO va petakiveital, vo alalel popdn 1 vo Gayokuttopwvel. Auth n WBLoTnTa ivol
KOBOPLOTIKN yLA TN LETAVACTELON KUTTAPWY, TN KUIK CUCTOAN KOl T KuTtapokivnon Katd
TNV KuTttapikn Slaipeon. Ta pikpoividia oxnuatilouv eniong Stadpopeg e€ELOIKEUIEVES SOIEG,
ovaloyo pe TN Asttoupyiol Kal Tov TUMO TOu KUTTapou. Ol MKPOAGXVEG sival AemTeg,
SaktuAloeldelc mpoekPoAEG TNG PeUBpPAvNG, Kuplwg ota emBnAlakd KUTTAPA TOU AEMTOU
EVTEPOU KOL TWV VEDPLKWVY owAnvapiwy. Kabe pikpoAdyvn mepLEXEL £vav KEVTPLKO Gfova amo
napdaAAnAa widia F-aktivng, otabeponownpéva and npwteiveg 6nwe n dacoivn kat n BAivn.
Ot HKPOAGXVEG aUEAVOUV SPAUATIKA TNV amoppodnTK eMLPAVELX TwV KUTTAPpWV. Katd tnv
KUTTOPLKA HETOVAOCTEUGN, Ta ULKPOIviSLa opyavwvovtal o Aemteg mpoefoxEg (phomodia)
TAQTLEG €MEKTACELS (AapeAAutodia), mou wBolv TN peuPpdvn TPOg Ta €umpog. O
TIOAULLEPLOMOG TNC OKTIVNG OTO «+» AKPO, KOVTA OTNV KUTTAPLKA HEUBPAvN, gival n KvnTrpla
Suvapn yla autr TtV Kivnon.
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Ewkova 6.3 H dopr Tou KUTTapooKeAETOU OTLG KPOAAXVEG. O OKEAETOC KABE LLKPOAAXVNG
ouykporteital amnod deopida 30-40 wiSiwv aktivng, ta omoia sivat dtatetaypéva moapaAAnia
T(POG TOV EMLUNKN Afova TNG SOWNG, LLE TA APVNTIKA AKPOL TOUG OTPAUUEVA TIPOG TNV Kopudr).
Ownpwreiveg dLuPpivn kat BLhivn cuvdEouv petal Toug Ta Wibla akTivng, evw n Luocivn Kat
n kaApodoulivn e€aodalifouv tn olvdeon tng deopidag pe tn pepPpavn. Ta BeTkd akpa
TWV WISLWV aKTivng eKTElVOVTOL TTPOG TO KUTTAPOTAQCHA, OToU Ta WiSla amd SlapopeTIKES
pikpoAdxveg aMnloeumAékovtal oxnuatilovtag €va  e€aywvikd SIKTUOo, YyVWwoTo wg
TEPUATIKOG LOTOC. O TEALKOC LOTOG eKTEIVETOL OTNV TIEPLEPELA TOU KUTTAPOU, KATW OTd TLG
MLKPOAGXVEG.
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Ewkova 6.4 IXNUOATIOMOG KUTTOPLKWVY TIPOEKPBOAWY HECW TOAUMEPLOMOU TNG aktivng. H
OKTivn, OpyavwHEVN o€ SUVAMLKA WISLa KOVTA OTNV ECWTEPLKN EMLPAVELX TNG HEUPBPAVNC,
npowBel tnv mpoefoxr TNC LEUPPAVNG TIPOC Ta £E€W), ETLTPEMOVTOG TNV KUTTAPLKH Kivnon yupw
OO HOKPOUOPLA, CWHATISL | HiKpoopyaviopoUS. OL MpwTEiveG aykUupwang otabepomnolouv
Ta Wwidla aktivng otn pepPpavn, e€aodaiiloviag Tov CUVIOVIOUO TNG EMEKTACNG KOL TNG
otaBepomnoinong Twv MpoekBoAwv, He TEALKO 0TOXO TNV GayOKUTTAPWON TOU £EWKUTTAPLOU
CWUATLSL0U N LKPOOPYAVIOLOU.

H ouOoTOAN TOU OKEAETLKOU LU.

O OKEAETLKOC HUG QTIOTEAELTOL QMO HAKPOOTEVA, TTIOAUTIUPNVA KUTTOPQ TIoU ovopalovial
MUTKEG (veg kal TeplBAAAovTal amo TO GOAPKOANMUMA, Hia €EELSIKEUMEVN KUTTAPLKN
HEUBpPAVN. 3TO e0WTEPIKO KAOe ivog Pploketal peydlog aplOpog puoividiwy, Asmtwv
KUAWVOPLKWY OOMWV TIOU €KTE(VOVTAL O OAO TO MNKOG TOU KUTtApou. Ta puoividia
OUYKPOTOUVTAL QO €MAVOAAUPBAVOLEVEG LOVADEG, T CAPKOUEPLA, TA OTIOLA ATTOTEAOUY
TN Baoikn AelToupyLkn povada Tng LUikng cuctoAng. Kabe capkopéplo oploBeteital amd
S6U0 ypaupEG Z Kot mepAapPavel SUo KUPLOUC TUTOUG WISLwV: Ta Aemtd vidla, mou
amoteAovvTal KUplwg amod 0KTivn, TPOMOMUOOCivN Kol TPOTOVivN, Kal Ta maxld widla, ta
omola amotelovvtal and uopla puooivng. H dtataén autwv Twv widiwv dnuioupyet Tig
XOPOKTNPLOTIKEG EVOANACOOEVEG OKOTELVEG KOL QVOLXTOXPWHEG {WVEG TTOU TPoodidouv
OTOV OKEAETIKO LU TN paBSwTtn Tou popdn. Ot KePAAEG TNG LUOGIVNG TPOEEEXOUV TTPOG TAL
Aemtd widla kat sival umevBuveg yla TN Snpoupyla pnxavikng dUvaung LECW TOu
OXNUOTLOUOU TIPOCWPLVWV SECUWY E TNV OKTLVN.

H évapén tnc ouoToAng e€aptatat GUECA OO T CUYKEVTPWON LOVTWY aoBeotiou (Ca?*) oto
COPKOTAQOMA, TO KUTTAPOTMAQOUO TWV MUKWV VWV, YEYOVOC TTou KaBlotd to acBéotlo
KPLOLO PUBULOTLKO TIOPAYOVTO TOU HNXAVIOMOU. J€ KOTAOTAON NPEULAC, N TPOTTOUUOGIVA
— HLO LOKPLA LVWENG TIPWTEIVN TIOU EKTEIVETAL KATA HAKOG TOU WVISloU aktivng — KAAUTTEL
TIg O0eLg SEoHEUONG TNG LUOGivng, amotpemovtag th S€opevon. H déopeuon Tng puoaivng




LE TNV aktivn ovopaletal katl yédpupa puooivng-aktivng. H tpomovivn pubuilel tn B€on tng
Tpornopvooivne. Otav avénbei n cuykévtpwon Ca?*, ta Lovta Seopelovtal TNV TPOTOVivN,
MpoKaAwvtag avadlapoppwaon oAOKANpou Tou CUUTAOKOU. H alénon Twv OwVTwv
aoBeotiov yivetal péow ameAeuBEépwaong Toug amd To CApPKOMAACUATIKO &ikTuo, Tou
anoteAel To evOPOTTAOCUATIKO SIKTUO TWV MUKWV WVWV. H tpormovivn, mou ¢uacloAoyLka
avaoTEANAEL TN SE€0UEUON TNG LUOGLVNG, AoSeCUEVETOL ATO TNV OKTIVN Kol LETADEPEL TN
LETABOAN auTH otnv tpomopuocivn. To amotédeopa sival n amokdAupn twv Bécswv
nPOGbEDNG TNG OKTLVNG YloL TN HUOGCLVN, ETUTPEMOVTOG ETOL TNV EVOPEN TNG KNXOVLKNG
aAANAemidpaong twv SUo widiwv. Otav ta enineda acBeotiov HelwBOUV €K VEOU — HEOW
eNavanpocAnPr¢ Tou OTo0 GCOPKOTAACHOTIKO O(KTuo — TO OUUTMAOKO TpoTmovivng-
TPOTIOUOCIVNG EMAVEPXETAL OTNV OPXLK Tou B£on, Slokomrtovtag Tn cUOTOON Kol
ETUTPEMOVTOG TN XAAPWON TOU HUOC.

H mpaypatiky pnxaviky dUvapn tng cUCTOANG TPOKUTITEL ATIO TOV UNXOQVLIOUO oAioBnaong
TwV WIdlwy. JUpdwWva e TO HOVIEAO QUTO, Ta Taxld Kol to Aemtd widta dgv aAlalouv
unkog, oAAG oAloBaivouv To €va MAVW OTO GAAO, HELWVOVTOG TO CUVOALKO HUNKOG TOU
ocapkopepiou. H dtadikaoia autr Baciletol otov KUKAO TwV YeEbUPWV HUOGIVNC—aKTivng, O
omoio¢ eival plo  emavalapBavopevn akohouBia  poplakwv  oAANAeMSpACEWV
e€aptwpevwy amo to ATP. e mpwrto otddlo, n kepaAn tng Huoaivng, n omoia dEPeL
Sdeopevupévo ADP kat avopyavo pwadoptkd (Pi), mpookoAatat os pia Stabéoipn 6€on tng
aKTivNG, oxnuatilovrag tn yébupa. 3Tn CUVEXELR, N aneAeuBEépwan Tou Pi ipokaAel SopLKN
HEeTaBoAr otnv kepaAn, odnywvtag o€ Kivnon KA ng mou EAKeL To WiSLo aktivng mpog to
KEVIPO TOU ocapkopepiou. Metd amo autd, to ADP amodsopeletal, Kat n kKepaln tng
HUOOIVNG TTapOUEVEL TIPOOSESEEVN OTNV aKTivn HEXPL va TipoodeBel véo poplo ATP. H
oUvoeon tou ATP LELWVEL TN CUYYEVELQ TNG LUOGLVNG yLa TNV aKTivh, TIPOKOAWVTAG TV
amokOAAnon tng yédupag. To ATP udpolvetal akoloUBwg oe ADP kal Pi, yeyovog mou
enavadepel tnv kKedbaAn TG Muocivng otnv apxiki B€on g yla véo KUkAo. H
enavalapBavopevn avti aAAnAouyia cupBaviwy — npocdeon, kaudn, anodéopeuon Kalt
ETAVEVEPYOTIOINON — 08nyel oTNV MPoodeuTikr) oAloBnon Twv WISlwV Kal, KATA CUVETELQ,
otn Bpdxuvon Tou capKopepiou.

H ouvoAlkr] OUGTOAN TOU MUOG TPOKUMTEL QMO TOV CUYXPOVIOUO YWASdwV TETOLWV
copkopepiwv mou Spouv tautoxpova oe kaBe puikn iva. H ouvexng mapoyxn ATP kol
aoBeotiou gival amoAUTwE amapaitnTn yla Tth dtatnpnon tou ¢oatvopévou: n e€aviAnon
omoloudnmnote anod ta SUo odnyel og mavaon tng cUCTOANG. To ATP dgv Aettoupyel LOVO wG
TINYN EVEPYELAG YLO TNV Kivnon Twv yedupwy, aAAd Kol wG MopAyoviag amokOAAnong,
KaBW¢ Xwplg autod n HUooivn TOPAUEVEL SECUEUMEVN OTNV OKTIVI — GOLVOLEVO TIOU
TapaTNPEEiTAL XOPAKTNPLOTIKA OTn VEKPKA akappia. Suvenwe, n SoUIKN 0pyavwon Twv
copkopepiwy, N pUBULON HECW OLOPREDTIOU KAl PUBLILOTIKWY TPWTEIVWY, KAL O LNXAVIOHUOG
oAioBnong Twv widiwv cuviotoly éva ANPEG, aAANAEVEETO CUCTNUA TIOU LETATPETIEL TN
XNULIKA evépyela tou ATP og pnXovikd €pyo, BepeAlwvovtag Tn AEToupyla TG MUTKAG
OUGCTOANCG.
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Ewkova 6.X Aladoxtkd otadia puikng SlEyepong Ko cUGTOANG. To VEUPLKO onpa GTAVEL
0Tn VEUPOMUIKN auvadn, omou pokaAel Tnv aneheuvBépwan aketuhoxoAivng (ACh). H ACh
SeopeveTol oToug UTIOSOXEIG TOU CopKOARUUATOC, avoiyovtog StalAoug vatpiou Kot
TLPOKAAWVTAG TN SnUloupyia VEou SUVALKOU EVEPYELOG OTO HUIKO KUTTOPO. TO NAEKTPLKO
ep£Olopa Sladidetol KoTd HAKOG Twv cwAnvapiwv T, dieyeipovtag thv aneleubépwon
aoBeotiov (Ca?*) amd 10 oapkomMAaopaTiko Siktuo. To aoBEotio SeopelsTal otnV
TPOToVivN, €TLTPEMOvVTAG TNV OAANAenidpaon aktivnG—puooivng Kol tnv €vapén tou




pUNxaviopoU oAicBnong Twv wisiwv. Q¢ anotéAeopa, TO CAPKOUEPLO PPayUVETAL, O UG
OUOTENAETAL KL AVOITTUCOEL TAON.
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Ewkova 6.X Aladikacio PUikAg XoAdpwonG. Meta tn SloKormr The VEUPLKNG SLEyepang, To
aoBéotio (Ca?*) emavampoolapBavetal evepyd amd TO COPKOTAAOCHOTIKO SIiKTUO PE
katavalwon ATP, onupatodotwvtag Ty Evapén Tou KUKAou xaAdpwong. H amopdkpuvon
Tou aoPeotiou 0dnyel otnv enavadopd NG TPOMOUUOGIVNG TTAVW oTL¢ BEoelg mpdadeang
¢ aktivng, Stakomrovtag tnv aAAnAemidpacn peTafl AemTwv Kot maxiwyv widiwv. Qg
QTTOTEAECA, TO CAPKOLEPLO ETILUNKUVETOL KOL O UG ETAVEPXETOL OTO APXLIKO TOU UAKOG,
olokAnpwvovtag tn ¢pdacn Tng XaAdpwong.
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Elkova 6.X Movtélo oAicBnong tTwv idiwv Katd tn PUik cuctoAn. Katd tn cucToAr Tou
ocapKopepiou, oL Z-ypappeg TAnoLdlouv HeTaél Toug Kal n 1-{wvn LELWVETOL OE UKOG, EVW
n A-{wvn apapével otabepr. Ta Aemtd (aktivng) kot moytd (Luooivng) widta oAloBaivouv
TO VO TTAVW 0TO GAAO, TIPOKAAWVTAG TN GUVOALK BPAXUVGON TOU GAPKOUEPLOU KAL CUVETTWG




TOU PUTKOU W1ISiou. ITo TANPEG OTASLO CUOTOANC, TOLAETTTA KOl TIOXLA LViSLaL ETUKAAUTITOVTOL
ONUAVTLKA.
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Ewkova 6.X ApAon Tou GUUTTAOKOU TPOTOVIVNG—TPOTOMUOGIVNG 0T pUOHLON TNG HUTKNAG
OUOTOANG. ITnv Katdotaon xoAdpwong (emavw), amouoia wvtwv acBeotiov (Ca*), n
Tpomopuooivn, mou Ppioketal oe oAAnAsmidpoon HE TO GUUITAOKO TNG TPOTIOVIVNG
(umtopovadeg |, C, T), kaAUTTeL TG B€oelg MPOodeong TNG aktivng, eumodilovrag tnv
oAM\nAenidpaon pe tn puoaivn. Otav to Ca?t anehevBepwbOei oto capkoOmAaopa (KATtw),
Sdeopevetal otnv Ttpomovivn C, mpokaAwvrag avadlauopdwon TOU OCUUTAOKOU
TPOTIOVIVNG—TPOTIOUOGIVNG KOl UETATOMION TNG TPOTOMUOGIVNG, UE QMOTEAECHA TNV
amokdAuvPn Twv B€cewv SECPEVONC TNG OKTIVNG KO TNV EVaPEn TNG CUCTOANG.

H pikn duotpodia Duchenne

H vooog Duchenne £ekwva amo petalAagelg oto yovidlo DMD (oto xpwpoéowua Xp21), to
omoio kwdkomolel tn duotpodivn, Lo mTpwTeivn Tou AeToupyel WG UNXOVIKOG CUVOECHOG
METAEL TWV WISlwV aKTivng KOl TOU EEWKUTTAPLOU OTPWUOTOG, LECW TOU CUMTAEYLATOG
Sduotpoodivnc-yAukompwteivwv. H  Sduotpodivn  Puoiloloyikd otabepomolel T
OOPKOTIAQOMOTIKI) MEUPBPAVN KATA TN MUK oUOTIAoN, anMoPPOPWVIAG MNXOVLKEG
SUVAHELS KOl SLATNPWVTAG TNV AKEPALOTNTA TOU KuTtdpou. Otav amoucldlel 1 ival
SuoAettoupytkn (6mwe otn Duchenne), to DGC amodlopyavwvetal: n B-6uctpoyAukavn, n
oapKoyAuKavn kol aMec ocuvdedepéveg yAukompwrteivec amootoBepomolovvral, Le
amotéAeopa n peUPBpavn va kabiotatol eVGAWTN O HNXOVIKN Kotarmovnon. Kotd tn
oloTmaon, autn N aotaBsta odnyel oe UIKPOPNEELS TNC CAPKOTIAOCHUATIKAG LEUBPAVNG KOl
ave€eleyktn eioobo Ovtwy Ca%* oto KUTTapo. H auénuévn evBOKUTTAPLO CUYKEVTPWON
0.0BE0TIOU EVEPYOTIOLEL TPWTEOAUTIKA EVIUHA KOl PWOPOALTTACEG, T OTOL0 KATAOTPEDOUV
TIG MUIKEG TPWTEIVEG Kol TOL KUTTOPLKA opyavidia. Ta pitoxovdpla umepdopTwvovTal HE
Ca?*, mpokaAwvtag Tapoywyr] sAeuBépwv plwv KAl EVEPYOTOINON TOU KUTTOPLKOU
Bavdtou.

H ouvexng BAGBn Kol VEKpWON TWV HUIKWV WWWV evepyomolel xpovia dAeypovr), HE
CUMLETOXH 0VOOOAOYLIKWY KUTTApWVY. Autr n dAeypovwdng Stepyacia mpodyel ivwaon kot




Amwdn ekdUALON TOU PUTKOU LoToU HECW evepYOTOinong LvoBAacTwWY Kal puoPAactwy. To
TEAIKO amotéAdeopa elval évag Gpauvlog KUKAOC UNYavikng ootdabeslog, dAeyuovAag Kal
ekPUALONG, ToOU 0bnyel oOe TPOOSEUTIKN QTMWAELN AELTOUPYLKWV UUIKWV VWV KoL
QVTIKOTAOTAON TOu¢ amd wwdn Kkat Autwdn otd. Auth €lval n  XOpPOKTNPLOTLKA
LotomtaBoAoyLkn lkdva tng vooou Duchenne.

H mapoucia petalMaywv mou ektpémouv to mAaiclo avayvwong tou MRNA 1ng
duatpodivng, e TNV tpoaoBbnkn i EAAeP N VOUKAEOTLSLWV 1} OAGKANPWV TIEPLOXWV (TTX. EVOC
efoviou) obnyel oes mpowpn ANEN TNG HETAPPAONG KOl OAMWAELN TWV ONUOAVILKWV
ETMLKPATELWY OTO KAPPBOEUTEALKO GKPO TNG TPWTEIVNG. € TTEPIMTWON TIOU Oi AAAOYEG QUTEG
8ev 0dnyoUv Ot €eKTPOMI TOU TMAALCIOU QVAYVWONG TOTE TIPOKUTITEL LA MLKPOTEPN
Sduotpodivn n omola elval PHEPLKWE AEITOUPYLKN KoL TIPOKAAEL pila NrmLotepn popdrn tng
acBévelag mou ovopaletal puikn dvuotopdia Becker.
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Elkovaa 6.X IXNUOTIKA OvOomopAotoon Tou  ouumAéypatog  duotpodivng—
YAUKOTIpWTEIVWV 0Tn HEUPBPAVN TOU HUiKoU Kuttdpou. H duotpodivn cuvdéel Ta widia
OKTIVNG TOU KUTTAPOOKEAETOU UE TO CAPKOANUUA HéEow TG B-SuotpoyAukavng (BDG), n
omola aMnAemidpd efwkuttapla pe AAAeG mpwrteivec. H a-6uotpoumpefivn Kol ot
ouvtpodiveg (B1, PB2) ouvdéovtalr oto kapPofuteAlkd akpo NG Suotpodivng,
oAAnAoembpwvTag e oNUATOSOTIKA LOPLAL.
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Elkova 6.X Ot SOMKEG ETUKPATELEG TG SuoTpodivng Kal Twv §oviwv Tou yovidiou tng.
(A) Zxnuatikn amelkovion tng TPwteivng Suotpodivng mou Oeiyvel TIC AELTOUPYLKEG
ETUKPATELEG: Tteplox) aAAnAenidpaong pe tnv aktivn (kitpwo), meploxég kappng (H1-4,
umAe), n emkpateta WW (ykpl) KoL n emkpdtela mou eivat mAolola os kuoteiveg (CYS,
mopTokaAl) mou aAAnAemdpouv pe TN YAUKOTPwTEivn SuotopdoyAukavn, Kol N
kapBotuteAwkn (CT) emikpatela mou aAANAEMLSPOUV HECW TWV TIPWTEIVWY cuvtpodivn Kal
Suotpoumnpepivn pe onuatodotikd povomatia. H papSosldng emikpdtela mephapBavet
enavoAnPelg omektpivng aplBunpéveg amod 2 €wg 24. (B) Ta €€ovia tou avBpwrivou
vovidiou g Sduotpodivng. Ta XpWHATO AVTLOTOLXOUV OTIC AELTOUPYLKEC ETILKPATELEG TNG
MPWTEivNG mou daivovtal oto (A).
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ElkOva 6.X IXNHATIKA OMELKOVLON TG LOPLAKAG CUVERELAG Staypadng Tou e§oviov 50 oto
yovidio tng duotpodivng. 3to dpucloloyiko atopo (aplotepd), n aAAnAouyia Twv e€oviwv
(49-50-51-52-53) &latnpel To cwoTo MAAICLO AVAYVWONG, EMLTPEMOVTAG TN HETAPPAON
LLOLG TTAN)POUG KaL AELTOUPYLKN G TIPWTEIVNG SuoTtpodivng. ZTov acBevr) pe puikn ductopdia
Duchenne (6€€1a), n dtaypadn tou e€oviou 50 TPOKAAEL HETATOTILON TTAALGLOU, 0SNYWVTAG
oc TPOWPO Kwdkovio Anéng (STOP) oto mMRNA. To amotélecpa eival amoucia
ducloloyikng duatpodivng, yeyovog mou KaBLoTtd tn LUikA LEUBpAvN evAAwWTN Kal odnyel
o€ eKPpUALON TWV LUTKWV LVWV.

Ot pukpoowAnviokot ival ol peyaAUtepec VwOELG SOUEG TOU KUTTAPOOKEAETOU, UE SLAUETPO
TEPLTIOU 25 VOVOUETPWVY KOl LAKOG TTOU UMopEl va ektelveTal amod Alya HIKPOUETPA £WC KAl O
OAOKANPO TO UAKOG TOU KUTTAPOU. H povadiKr TOUG apXLTEKTOVIKN KOL O SUVOULKOG TOUG
XQPOKTAPAG KOAOLOTOUV TOUG MIKPOOWANVIOKOUG KPIloWoug ylo TARBOC KUTTAPKWV
AELTOUPYLWY, OTIWC N EVOOKUTTAPLKN HeTadopd, n KUTTAPLKN Slaipeon, n opyavwon Twv
opyavisiwv, KoL N KWNTIKOTNTA HECW KPOOOWV Kal paotyiwv. OL pIKpoowAnviokol
amoteAouvtal amd TV MPWTEIVN TOUMMOUAivn, pla odalplky MPWTEivn. H ToupmouAivn
anavtd os 6U0 KUPLEG LoOHOPDEC, TNV A-TOUMMOUAIVR Kal Tn B-toupmoulivn, oL omoleg
oxnuotilouv etepodipepn (a/B). Autd ta Suyuepn) eivol ot OspeMwSELS SOULKES LOVASEC TTOU
ToAupEepilovTal yla va oxnuatioouv ta mpwitolvidia — ypaupkeée aAucibeg popilwv
TouUTIOUALVNG Ttou Slatdocoovtal mapaAAnAa kat replotpEdovrtal eAadpws, SNULOUPYWVTOC
€vav Koido KuAwSpIko cwAnva anoteAolevo cuvnBwg anod 13 npwrtoividia.

H Siataén twv Slpuepwv toupmoulivng mpoodidel oToug HUIKPOOWANVIOKOUC TOAKOTNTA, LI
€val «+» AKpO OToU N TPooBKn VEWV SLUEPWV ELvaL TOXUTEPN KAl EVOL «—» GKPO OTOU N
OTOTIOAU LEPLOULOC KUPLOPXEL, OMWG elSape Kal ota PkpoiviSia aktivng. H moALlkotnTa auth
glval ouoLWENG yLa TN XWPOXPOVLKR 0PYAVWGCH TG KUTTAPLKAG HeTadopdg, kabwg kabopilel
™ O61evBuvon Kivnong Twv KWNTIKWV TPWTEIVWY TIOU  KWVoUVTIAL TAVW OTOUG
HULKPOOWANViokoug. O MOAUPEPLOPOG e€apTdTal armd thv mapoucio GTP mou dsopeletal otny
B-toupmouAivn Otav to GTP udpoAletal oe GDP, n otaBepdtnta TOoU HUIKPOOWANVIoKoU
UELWVETAL, 08NYyWVTOC 08 amomoAUpePLOPO. H Stadikaoia autr gival yvwotr w¢ Suvapiki
ooTAOEL KOl ETMUTPEMEL OTOUC HIKPOOWANViokoug va  oAAGlouv  HAKOC KoL  va
avadlopyavwvovtal ypiyopa. 2To KUTTAPO, O TIOAUUEPLOMOG EeKvd cuvnBwe amd KEvipa
opyavwong HikpoowAnviokwv (MTOCs), Omou TPWIEIVEG OMWC N Y-TOUUTOUAivn
oxnuotilouv SaKTUALOELSH oUUMAOKA TOU Opouv WG TUPAVEG Yyl tnv €vapén Tou
TMoOAUpEPLOPOU. H katevBuvon tng avamtuéng eival mavrtote amd to MTOC mpog tnv
TEPLPEPELA, PE TO «—» AKPO OYKUPWHEVO KOL TO «+» AKPO VO EMIUNKUVETOL Suvaptkd. H
Suvauikn aut puBuiletal and efelblkeupévec MPWIEiveG oUVOEONG ULKPOOWANVIOKWVY
(MAPs), oL omoliec site otaBepomololv eite amootabepomololV TOUG ULKPOCWANVIOKOUG.



Shrinkage

00 GTP—q,-tubulin
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Ewova 6.X H Sduvauikn oopponia twv UKpoowAnviokwv. Eva kGAuppo omd Suuepeg
ToupumouAivng a,B pe GTP oto BeTIKO GKPO TWV ULKPOOWANVIOKWVY TIou MePLEXouv Sluepn
TouumouAivng pe GDP otaBepomolel tn d¢don avamtuéng. Oplopévol TAPAYOVIEG
ETUTOXUVOUV TNV aVATTUEN MELWvVOVTAG TN SLACTIOON TWV TPOCTIBEUEVWY SLUEPWV TNG
TouUTIoUALVNG, otaBepomolwvtag To KAAvppa GTP. H anwAela tou KaAUppatog odnyel oe
taxela ouppikvwon —pla dadikaoia mou ovopdletal Kataotpodr— KATA TV omoia ta
npwroividla apyilouv va amodopolvtal i va Auyilouv mpog ta £€w amd tov dfova tou
HiKpoowAnviokou.

To KEVIPOOWMATLO €lval To KUPLO KEVTPO opyavwong pikpoowAnviokwv (MTOC) ota {wikd
KUTTapa Kal Bpioketal ocuvABwe Kovtd otov muphva. AmoteAeital amd U0 KevTplOAla
tonoBetnuéva KABeta petafl Toug, KabBéva amd Ta omoia mepAapPavel evvéa TPLTAOUC
MULKPOOWANVIOKOUC SLOTETOYUEVOUC KUKALKA, Kol TIEPLBAAAETOL OO TO TEPLKEVIPLKO UALKO,
£val TTUKVO 6iKTUO TTPWTEIVWY OMWCE N Y-TOUUTTOUALVN Kol GAAeC mpwrteiveg aykUpwong. To
KEVIPOOWUATLO €XEL KOOOPLOTIKO pOAo oTh SLapdpdwaon TNG KITWTIKAG ATPAKTOU KATA TNV
KUTTapLkn Slalpeon, evw eA€yXeL TN XWPLK OpyAvwWwon TOU KUTTOPOOKEAETOU, TOV
pocavatoAlopd opyavidiwv 6mwce n cuokeun Golgi kat tnv KatevBuvaon TNg eVEOKUTTUPLKAG
petadopdg. Kotd tn pitwon, Ta Kevtpoowpdtio SumAactdlovtal Kol HETAKIVOUVTAL ot
ovtiBeTa dkpa Tou KUTTApOoU, oxnuatifovrag Toug U0 MOAOUC TNG UITWTLKNG OTPAKTOU.



L Centrosome

—— Centrosomal microtubules

—— Non-centrosomal microtubules

Ewova 6.X OL KOTavou TwV HKpoowAnviokwyv ota Kuttapa. (A) H elkova ano pUKpooKOTLo
$Ooplopoy ATOTUTIWVEL TOV KUTTOPOOKEAETO, OMOU OL UIKpoowAnviokol (mpdotveg (veg)
Slatpéxouv TOo KUTTAPO, VW Ta idla aktivng (kKOkkLveg iveg) evrtomilovtal Kupiwg otnv
niepldépela, oxnuatifovrag to iktuo mou SLapopdWVEL TO OXAUA KAl TN SO TOU KUTTAPOU.
(B) Aaypoppa {wlkoU KUTTAPOU ToU SEiXVeL TNV Opyavwon Twv HIKPOoowAnviokwv. Ot
KEVIPOOWHULKOL ULKPOOWANVIOKOL (KOKKLVOL) OKTLVOBOAOUV Ao TO KEVIPOOWHUATLO, TO KUPLO
KEVIPO 0pyAvWong HKpoowAnviokwv (MTOC), evw oL PN KEVIPOOWULKOL HIKpoowAnviokot
(mpaowvol) mpogpyxovtal amod GAAEG TEPLOXEG TOU KUTTAPOU, KUpLlwG amo n cuokeun Golgi.

Ot pLkpoowAnviokol AettoupyoUv wg popLokoi odnpodpopol péca oTo KUTTAPO, TTAVW OTOUG
omoloug KIvouvTal eEELOIKEV LEVEG KLVNTIKEG TPWTEIVES OV etadEpouv opyavidla, Kuotidla
KoL pakpopopta. OL U0 KUPLEG KATNYOPLEG KLVNTIKWV TIPWTEIVWVY £(val oL KIVEGLVEG KoL oL
Suveiveg. OL Kveoiveg KwvoUvtal mPog To «+» Akpo, dnAadr amo to KEVIpO TPOG ThV
TEPLPEPELA TOU KUTTAPOU, evw oL SUVEIVEG KvoUvTtal TPoG To «—» AKpo, dnAadrn mpog to
KEVIPOOWUATIO. AUTN n KateuBuvopevn petadopd sival IWTIKAG onuaciag ywa T owoth
KOTOVO LR TWV OPYaVLSiwV 0TO KUTTAPOTIAQCHA, TNV EKKPLON KOL T HETADOPA CHUATWV OO
™V nepLdEPELA TIPOC TO ECWTEPLKO TOU KUTTAPOU. Mo Tapddelya, ota VEUPLKA KUTTOPA, OL
ULKPOOWANVIOKOL OpyOoVWVOVTAL KAtd PAKOC Twv afovwv, e€achaiilovtag tn petadopd
veupoSLaBLBactikwy KUOTISLwV Ao To CWHA TOU VEUPWVA TIPOG TLG ATTOAREELS TOU.



Associated ;M . Motor domain
polypeptides .\ | | /

77\ Motor
| _/ domain (@ (0)

Stalk /
\\\ / \‘ ///
Stalk
o Associated Associated
' q polypeptides polypeptides|
Kinesin Myosin Dynein

Ewova 6.X ATELKOVLON TPLWV BACLKWY TUTIWV LOPLAKWY KWVNTAPWV. ZTO KEVIPO dalvetal n
LUOGLVN TOU OKEAETIKOU HUAC, TTOU 0 POAOC TNG £lval va KIVELTOL TTAVW OE WViSLa aKTivNG, EVW
Ot apLOTEPA Kal Sefld PplokovTal oL KLVNTAPLEG TMPWTEIVEG TWV ULKPOOWANVIOKWY — N
Kwveoivn kat n Suveivn avtiotowa. Kat ot tpelg amotedovvtal and Suo Paplég ahuoideg mou
oXNUOTi{ouv SLUEPEC: OL KATAAUTIKEG TOUG TIEPLOXEG, uTeUBUVEC yLla TV USPOAUCH Tou ATP
Kol tnv aMnAemibpacn pe 1o avtiotowo widlo, ameikovilovtal pe kitpwvo ypwpa. Ot
ETILUAKELG TIEPLOYEC TWV TIPWTEIVWY, TToU oxnuatilouv eAlkosldeic Sopég otn puoaivn Kat TtV
Kweolvn, paivovrtal pe pumAe. Ot ouvodég moAuTENTISIKEG aAuoideg mapouatdlovtal pe pol.

Dynactin

Adaptor
| Kinesin

Anterograde



Ewova 6.X H petagopd evSoKUTTAPIKWV GOPTiWV KATA KOG TWV KPOOWANVIOKWY HE TN
BorBsia poplakwv Kivntpwv. H duveivn (LoB) petadépel poptia Pog To KEVIPO TOU
Kuttdpou, dnAadr mpog (-) akpo, evw n Kweoivn (pol) Ta PeTakivel mpog tnv nepldepela,
SnAadn mpog to (+) dkpo. Kat ol SUo mpwTeiveg xpnolponolovv ATP yla va KivnBolv mavw
oTa HULKPOOWANVIOKOC eVw yLa TN AELlToupylag Toug Xpeldlovtal UVOSEC MPWTEIVEG OTWG oL
TMPWTEIVEG MPOooapUOYELG Kal SuVaKTivn yLa Tn oUvdeon Kal Tn pUBULON TN LeTadOopdAs TWV
KUTTAPLKWV GopTiwv.

Ta evéldueca widia amotedolv To TPITo KUPLO CUOCTATIKO TOU KUTTAPOOKEAETOU. Me
Slapetpo mepimou 10 nm, £X0UV EVOLAUECO TIAXOG, OTIWE UTTOSNAWVEL KOL TO OVOUA TOUG, KOl
ouvbudlouv  ehaoTKOTNTO  Kal otafepdtntat  HE  OVOEKTIKOTNTA OF  HNXOVIKEG
napapoppwoeLS. Ze avtiBeon Le Ta UKPoividia TNG aKTiVNG KAl TOUG ULKPOOWANVIOKOUG TNG
TOUMTTOUALVNG, Ta eVOLAUEDQ LVISLO SEV CUUETEXOUV O€ EVEPYEG KIVAOELG 1 LETADOPEG, AN
AeltoupyolV WG UNXAVLKOG OKEAETOC Tou efaodalilel T ocuvoxn Kal TNV oviox Twv
KUTTAPWVY Kal Twv otwv. H Boolkn povada toug eival éva eMIUNKEG LOVOUEPEC HE
XQPOKTNPLOTIKN TIEPLOXN TUTIOU a-EALKOG, TO OTOl0 CUVOEETAL PE Eval SEUTEPO LOVOUEPEC
pEow eAlkoeldoug mepléAEng oxnuotilovtog Stpuepn. AUo Siuepn evwvovtal avtmapdAAnia
oxnuatilovtag TETPOAMEPH, TO oOmoiot oOtn OUVEXEl ToAUpEpPIlovTal TIAEUPLKA KoL
ETULUNKUVOVTAL KOTA UAKOG, SNULOUPYWVTAG £Va TTPOLVISLO TTOU TEALKA OPYAVWVETAL OE WPLLO
WidLo mayouc mepinou 10 nm. e avtiBeon pe ta A a §U0 18N WLISLWV TOU KUTTOPOOKEAETOU,
Ta evllapeoa vidla Sev xpetalovral voukAeotidia (onwg ATP 3 GTP) yia tn cuvapuoAdynon
TouG. Elval pn moAka, dev €xouv SnAadn SLAKPLTA «+» 1 «—» AKPA, KOL W EK TOUTOU TLOAU
1o otaBepd. H otabBepotnTd Toug Ta KABLOTA LOAVIKA YLO TNV TTAPOXH AVTOXNG O€ UNXOVLKN
niieon, Olaltepa o€ KUTTOPO TIOU UTIOKELWVTOL OE OUVEXH MNXAvika ¢optia, Onwg ta
£MONALOKA, TO LUIKA KOL TQ VEUPLKA KUTTOPA.

l Monomer
l Colied-Coil Dimer

th

l Tetramer

l Unit-Length Filament

Intermediate Filament

Ewova 6.X IXNUATIKA OTELKOVION TNG CUVAPHOAGYNOoNG twv evdldpeowv widiwv. H
OUVOPUOAOYNON QO TO HOVOUEPEC, OTO EAKOELOEG SLUEPEC, OTO TETPAUEPEG, OTO WVISLO
pHovadag KNKOUC Kol TEALKA OTO WPLHO eVOLANETO WVibLo.



H mow\ia twv evllapeowv wiblwv aviikatontpilel tn Aettoupykn e€elbikevon twv
KUTTApwV. Av Kol SOULKA TTapopoLa, oL TPWTEIVEG Tou Ta amoteAolv dladEpouv avaloya e
ToV TUTIO TOU LoToU Kal To oTAdlo avantuéng, emLtpénoviag os KABe KUTTapo va Slabétel Tov
KOTAANAO TUTO WISIWV yla TIG BLAITEPEC UNXOAVIKEG KOl AELTOUPYLKEG TOU avdykec. Ot
KEPATIVEG ATAVTOUV OE OAa T EMLONALOKA KUTTAPO KL QATTOTEAOUV TN UEYQAUTEPN KAL TILO
TIOWKIAOPOpdN opdada evllapeowv wiSlwv. Alakpivovtal oe 0€LVeg Kal oUSETEPEC N PACLKES
kepartiveg, mou moAupepilovtal peTaty Toug oxnuatilovrag otabepa widta. OL kepartiveg
npocbidouv ota emBNAlo €€ALPETIKN UNXAVLKA OVOEKTIKOTNTA, ETUTPEMOVIAG TOUG va
OVTEXOUV O TPLPEC, TILEDT KOl LNXAVLKEC KOAKWOELG. 2TOV AvBpwIto, MePLocOTEPA OO TTEVI VT
Sladopetikd yoviSla kepatwvwv ekdpalovtal oe  SladopeTikoug TUTOUG emiBnAiwy,
OVTAVOKAWVTOG TN KUEYAAN TOWKIA LD SOULKWYV KAl AELTOU PYLKWV TOUG pOAwv. H BLpevtivn sival
XOPAKTNPLOTIKA TWV HECEYYXUHOATIKWY KUTTAPWY, OTIWE TWV VoPAdoTwv, Twv voOnAtakwy
KUTTAPWV KOl OPLOUEVWYV TUTIWV KUTTAPWVY TOU QUATOC. JUMHETEXEL EVEPYA OTNV 0pyavwan
TwV opyavidiwv péoa oto KutTtapoOmAoopa, Kobwg oxnuotilel £va MAEyHa TIOU CUVOEEL
METOEL TOUC TOV UPNVA, TO HLToXOVOpLa Kol To evEomAaoUaTIkO Siktuo, cUMBAANAOVTACG OTN
Slatripnon NG E€0WTEPLKAG OPXLTEKTOVIKAC KOL TNG HNXOVIKAG OUVOXNG TOU KUTTAPOU.
ErumAéov, €xel amodelyBel otL n Pluevtivn CUUUETEXEL OTN HETOVAOTEUCH KOL TN
Sladopormoinon Twv KUTTApWY, AEITOUPYWVTAC WC SEIKTNG TNC EMIONALOMECEYXUHOTIKAG
petapaong, plag Kpiowng Swadkaociag ywo tnv euPpuikn avamtuén oAAd Kal ylo Tn
S1NONTIKOTNTA TWV KAPKIVIKWY KUTTApwyv. Ta Veupoividia omavioUv amokAELOTIKA oTa
VEUPLKA KUTTOPA KoL oXNUati{ouv LaKPLEG SECUISEG TTOU EKTEIVOVTAL KATA HUNKOG TwV 0EOVWV
TWV VeLpwVWV. NoapExouv SopLKn oTabepdTNTa Kol EANCTLKOTNTA OTLG EKTETOUEVEC VEUPLKEG
T(POEKPOAEG, ETUTPEMOVTAG TN SLATHPNCN TOU OXIMOTOG KL TNG Oy WYLLOTNTOG TWV VEUPWVWV.
H ocwotn opyadvwon Twv veupoividiwy eivat ouolwdng yLa tnv olaAr por oucLwy KOTd (UAKog
Tou aGfova. AlATOPOXEC OTN OUVAPHOAOYncn N TN puBUOr Toug ocuvdéovtal UE
VEUPOEKPUALOTIKEG TABNOEL; OMWC N  VOOOG TOU AATOXALUEP, OMOU OVWHAAEG
dwodopullwoelc odnyolv otn dnuloupyia veupoiviSlakwy Sepatiwy, Kot N apuotpodiki
TAQyLoL GKARpUVEN, TIOU XOpaKTNPLleTaL amd eKPUALOUO TWV KLVNTLIKWY VEUPWVWV.

TéAog, ol Aapiveg sival evag sCalpetikd e€elSIKEUUEVOG TUTIOC eVOLAUECOWY WISIWV Ttou
QMAVTA QATMOKAELOTIKA OTOV TWUPNVIKO (GAKEAO OAWV TWV EUKAPUWTIKWV KUTTApwv. Ot
TMPWTEIVEG AUTEC oXNUaTi{ouV Eva AeTTO OAAA OVOEKTLKO SIKTUWTO MAEYHA TO OTIOL0 EMEVSVEL
NV £0WwWTepLKA emibavela Tou mupnvikol dakélou, mpoodidovtag pnxavikn otnplén Kot
kaBopilovtag to oxNUa KAl T oTaBepOTNTA TOU UpHAVA. EKTOC amd tn SOk Toug cUUPBOAR,
oL Aapivec Stadpopatifovv kat puBuLotikd poho, kabBwg aAlnAemidpouv pe to DNA, tn
XPWUOTIVN KoL TOWKIAEG TpwTeive¢ Tou TmupnvikoUu dakélouv. Méow autwv Twv
oAANAeTLOpAOEWY, OL AQUIVEG CUMETEXOUV OTNV OPYAVWON TNG XPWHATIVNG, 0Tn pUBLILON TG
yoviSLakng ékdpaonc Kal oTnv avadopnon Tou mupnvikol ¢pokEAOU HETA T pitwaon. Otav ta
yovidla Twv Aapvwv petaAldocovtal, mpokaAoUvtal coBapég AapwvondaBeleg, acOEveleg
TIOU ennpPealouv LoToUC OMWE Toug MUEC, TNV Kapdld kal To Sépua, Kol mephappfdavouv
popdEC puikng Suotpodiag Kal mpowpng ynpavong, onwg to ocuvdpopo Hutchinson—Gilford
(mpoynpla), 6mou pia petaAlaypévn popdn tng Aapivng A (mpoyepivn) dtatapdooesl tn Soun
KoL TN AsLlToupyia Tou upnvikou dakélou.

6.3 OLkuTTapLkol cuvdeapol

H opydvwon twv {wikwv LoTwV amattel oxL povo tn ouvepyaoia kot tnv e€eldikevon Twv
KUTTAPWY, OAAA KOl TNV UNXOVIKN KAl AELTOUPYLKN) oUVOeOH Toug ot evialeg Sopég. O



KUTTOPLKOL oUVEEOOL artoTeEAOUV e€ELOLIKEVUEVEG TIEPLOXEG TNC KUTTAPLKAG LEUBPAVNG TTOU
e€aodaAilouv v MPOOKOAANON HETOEY YELTOVIKWYV KUTTAPWY N HUETAfl KUTTAPWV Kal
gEwKuTTOPLKAC BepéAlag ouoiag, kabwg kal tn peTadopd CNUATWY KAl OUCLWV PETAED TOUG.
Elval amapaitntol yia tn SOULKr) ouvoxh TwV LoTwV, TV EMKOWVWVLA, TN SlamepatotnTa Twy
EMONALWV KOL TN GUVTOVLIOWEVN QTTOKPLON TOU LOTOU O€ UNXOQVIKA 1 Bloxnuka epediopata.
Avdloya pe tn Soun Kal T Aeltoupyia Touc, oL KUTTApLKol cUVEeoOoL SLlaKpivovTal og TPELG
KUPLEC KATNYOPIEG, TOUG OTEVOUG OUVSECHOUG, TOUG OCUVSECHOUG MPOOKOAANONG Kot
ayKUPpWOoNG Kol TOuG XOPUOoUVSEoHOUG. H Katavoun kat n Asltoupyia Twv cuvSEoHwY
Sladépouv avaloya pe TOV TUTIO TOU LOTOU Kal elval LSLaiTtepa aVEMTUYHEVOL OTA ETULONALOKA
kUTTapa, 6mou Stachaiifouv Tn SoULKN Kot AELToUpYLKN akepatdtnta tou enbnAiov. Qotdoo
OAAQ UTIAPXOUV KOl Of VEUPLKOUG, MUIKOUG KOl OUVOETIKOUC LoToUg, Omou sEumnpetolv
£€elSIKEUEVEC AELTOUPYLEC.

Apical Surface

Basal Interface
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Ewova 6.X. H tomoBftnon Twv KUTTAPIKWV OCUVSEOUWVY OTO EVIEPLKO emiBnALo.
Mapatnpnote TV MOALKOTNTA TWV KUTTAPWY Tou emBnAiou pe tnv kopudaia enidpavela va
Sopeltal pe Toug KpooooUG, VW oTNV BAcLKN TAEUPA TOUG Ta KUTTOPO £PXOVTAL OE emadn Ue
™ Baotkn pepBpavn. Itnv kopudaia MAeupd Bpiokovtal oL otevol cuvdéopol, akolouBouv
0L oUVOECOL TIPOOKOAANONG KOL Ta SECLOCWHATA, TIOU €lval €vag TUTIOC XAPOOUVEECLIOU.

OL otevoli oUvdeopoL amotehoUv TIC Tio emidpavelakég (kopudaisg) ouvbdéoelg petald
YELTOVLKWY KUTTAPWV ota emiBnAla kot oxnuoatilouv pia {wvn odppdylong mou eumodilel
Sloppor oUCLWV HECW TOU PECOKUTTAPLOU XWPOou. Me autov Tov tpomo kabopilouv tn
Slamepatotnta tou emBnAlou kat diatnpouv tn Sladopomoinon Twv EMPAVELWY TWV
KUTTAPWV, CUMPBAAAovVTaG otn SloThpnon TNG TMOALKOTNTAG TouG. H poplakn toug Soun
Baoiletal oe SlapeuPpavikég MPWIEIveg, OMwE oL KAOVTiveG, oL OKAOUVTIVEG Kal Ta popLa
nPookOAAnong ouvéeopwv (JAM) rou oxnuatifouv moAamA£g tapdAAnAeg {wveg ouvdeang
METAEU TWV YEITOVIKWV KUTTOPLKWYV HeUPpavwy. AUuTEG ol Tpwreiveg ouvdéovtal oTo
ECWTEPLKO TOU KUTTAPOU WE TipwTeiveg mou aAAnAemibpolv Ue To SiKTuo aktivng.
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Ewkova 6.X AMELKOVLON OTEVWV OUVOECSUWV MeTaD SU0 YeELTOVIKWV KUTTApwyv. OL otevol
ouvbeopol oxnuatilovial amod opadeg mMPwrelvwv ouvdeong Tmou PBplokovtol OTIg
TIAQOLOTIKEG MEUPBPAVEG TWV KUTTAPWVY KOL EVWVOVTAL OTeEVA, amokAeiovtag tn SLEAeuon
OUOLWV HEOW TOU EEWKUTTAPLOU XWPOU.

Tight
junction
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Ewkova 6.X Oi otevoi cUvdeooL BpiokovTal HETOEY YELTOVIKWY EMLONALOKWY KUTTAPWVY Kol
Aettoupyouv wg ppaypoli. Ixnuatilovral anod npwieiveg ONMwe KAOVTIVEG, oL OKAOUVTIVEG Kol
Ta popla mpookOAANong cuvdéopwv (JAM) oL omoleg cuvOEovTal pE TO KUTTOPOOKEAETO
(widla aktivng), péow Twv mpwtelvwy Slacuvdeong ZO1 kot Z02, efaodahilovtag tn
OTEYOQVOTNTA KoL TN SOULKN cuvo)r] Tou emdnAiov.

Choroid
epithelial
cell

Basal Iamma

OL ouvbéopol TPookOAAnong Kot aykUpwong e€aodaAilouv tn UNXavik cuvoxn TwWV LOTWY,
OUVSE£0VTAC TO KUTTAPOOKEAETIKO SIKTUO €VOG KUTTAPOU LE EKEIVO TWV YELTOVIKWV I HE TNV
gfwkuttoptkn Bepélia ovaoia. Yrapyouv Tpelg KUpLoL TUToL: oL 6UVSECHOL TPOOKOAANGNG, Ta
deocpoowpata Kal ta npdecpoowpara. Ol ouvbeopol TMPOOKOAANGNG oxnuotilouv
SoktuAloeldeic Sopég yupw amo To KUTTapo, akpBwe KATw ormd Toug oTeVoUg CUVSEGUOUC,
KoL ouvdEovtal pe Seopideg aktivng Tou KuttapookeAetol. OL BaOIKES TPWTEIVEG CUVEECUWY



TPOOKOAANONG lval oL KASEPILVEC. 2TO ECWTEPLKO TOU KUTTAPOU, oL Kadepiveg ouvdéovTal pe
TPWTEIVEG-TIPOCAPHOYEIG OTIWG OL KATEVIVEG, OL OTOLEG ayKUpwvouV T Soun oto Siktuo
oKtivng. OL {WVEC QUTEG ETILTPETIOUV TNV OUOLOYEVH KATAVOUN HUNXOVIKWY SUVAUEWY HETOED
TWV KUTTAPWV Kol CUUPBAGAAOUV oTn HOPdOYEVESN TWV LOTWV KATA TV avamrtuén. Ta
decpoowpata sival onuelakol ouvdeopol mou TPooSidouv LoYupP KNXOVLIKHA avtoxn,
dlaitepa o€ LOTOUG TOU UTIOKELVTAL OE EVIOVEG TAOELG, OTIWG TO EMLONALO TOU S€PUATOC KAl O
Kapdlakog pug. OL KUPLEG MPWTEIVEG TOUG gival ol SE0HOYAEIVEG Kal oL SECUOKOAIVEG, eTtioNG
UEAN TNG OlKoyEvelag Twv Kadepivwy, ou oxnuatilouv LOXUPEG CUVOEODELC HETALY TwV
MEUBPOVWY YELTOVLKWV KUTTAPWV. ITO KUTTAPOTTANCHA, OL TIPWTEIVEG AUTEG CUVOEOVTAL LE TIG
nAakoyAoBiveg kal Tnv SecpomAakivy, TTOU AYKUPWVOUV T €vOLAMECSA widta (Kupiwg
Kepativeg), dnuoupywvtag éva Siktuo LPNANRG avioxnc. Ta NUSECHOCWHATA ATTOTEAOUV
OUVSEOUOUC PETAEY TWV BACLKWY KUTTOPLKWY ETMLGAVELWY KAl TNG EEWKUTTAPIKNAG UATPAG,
eaodalilovtag tn oteEPEN aykupwaon tou emiBnAiov otn Baoikn pepBpavn. Ol mPwWTeiveg
ToUuG Ttep\apBAVOUV TIC WVTEYKPIVEG, TTOU cuvdéouv Ta evdldpeoa widla (kepativeg) tou
KUTTOPOOKEAETOU UE TA VWM CUOTOTLKA TOU €EWKUTTAPLOU XWPOU, OTtwE N Aapvivn Kal To
KOAAQyoOvo.
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Ol otevol ouvdeoelg (UmAe KOUKKISEG) peTafl KUTTAPWY Eival TEPLOXEC TNG TTAACUATLKAG
MEUBPAVNG TTOU «pdBouv» Ta KUTTAPA HETAEU Touc. OL cuVEEDELG TIPOOKOAANONG (KOKKLVEG
KOUKKISEC) evwvouv ta idla aKTivng YEITOVIKWY KUTTAPpWVY. Ta SECUOCWLOTO AmOTEAOUV
OKOUN LOXUPOTEPEG CUVOEDELG, TIOU EVWVOUV TO EVOLAUEDA LVIOLO YELTOVIKWY KUTTAPWY. Ta
nuideopoowpata (yaAalla) cuvbéouv ta evoldpeoa idla vOg KUTTAPOU He TN Bactkn
UEUBpAvVN, Evav cUVOUAOUO EEWKUTTAPLKWY LOPLWV OTLG EMLPAVELEG GAAWV KUTTAPWV. Ta



Xaopotoowpata (kitpva) eival opddeg kovaAlwv Tou oxnuatilouv udatoeldry tolveA
ETUKOLVWVLAG LETAEY TWV KUTTAPWV.

OL xaopooUvSeopoL amoteAouy efeldikeupEva onpeia emadng mou EMLTPENMOUV TNV AUECN
ovtaAAayn LOVIWV Kol HIKpopoplwv HeTafU YELTOVIKWV KuTtdpwv, efacdalilovrog tnv
nAekTPLKn Kat petaBoAikn cvleuén touq. Kabe xaopoouvdeopog amoteAsital ano mAn0og
Kovefoviwv, kabéva amd ta omoia oxnuatiletal amd £€L umopovadeg kKovvegivng. Avo
Kovefovia, £va amo KABe KUTTAPLKA UEUBPAVN, EVWVOVTOL KEVIPIKA oxnuatilovtag €vav
ubpoadho diavlo pEow Tou omoiou StEpyovtal Lovta, Petofoliteg aAAd Kot onpata (Omwg
0 cAMP KkaLto IP3, BAene Ked XXXX) kat pikpad popla €wcg 1 kDa.

6.4 O mupnvac

To TILO KeVTPIKO SLOPEPLOUO €VOG €UKAPUWTLKOU KUTTApOU eival o mupAvag. Eival to
HopdOAOYLKO, YEVETIKO Kol AELTOUPYLKO KEVTPO TOU KUTTAPOU, OTou BplokeTal amobnkeupévo
o DNA. Méoa otov nuprva ¢hofevolvtal EMIONG OL AMOPALTNTOL LNXAVLIOHOL pUBULONG TNG
yoviSlakng €kdpaong, tng petaypadng kal tg aviypadng tou DNA, diadikaocieg mou
amoteAolv T BAcn OAWV TwV KUTTAPKWY Asltoupylwv. H Umapén tou mupnva enétpele
OTOUG EUKAPUWTLKOUC OpyoVIOHOUG val EMITUXOUV UPNAO EMIMESO XWPLKAG KOl AELTOUPYIKAG
e€eldikevong, KaOwC N AMOPOVWON TOU YEVETLKOU UALKOU amd TO KUTTAPOTACUA KABLoTd
Suvartr ™ puBULON TG TPOoRAONG 0 AUTO AAAA KoL ToV EAeyX0 TNG MAnpodopiag amod To
DNA puéxpl ta plpoowpata. EmumAéov, o muprvag eivat éva duvapiké opyavidio, Tou omolou
n 6oun KAl n opyavwon HeTaBAANOVIAL CUVEXWE KATA TN SLAPKELD TOU KUTTAPLKOU KUKAOU
KoL UTIO TNV emibpaon e€WTEPIKWV oNUATWY pUBULIONC Kal e€eldikeLoNg TNC YOVISLAKNG
ékdpaong.

H popdn katl n B€on tou mupnva mowkiMouv avdaloya pe tov TUMO, TN AslToupyla Kal tnv
KOTAOTOON TOU KUTTAPOU. ZuvhiBwc, o muprvag PploKETAL OTO KEVTPLKO TUMLO TOU KUTTAPOU.
Qot600, g opLopéva KUTTAPA, OTIWE OTa TILONALAKA, UTTOPEL va lval EKTOTILOUEVOG TTPOG TNV
mepldépela AOyw TNG KATAVOUNG Twv opyavibiwv 1 tng AETOUPYLKAC TIOALKOTNTAC TOU
KUTTApou. To oxnua tou mupnva eival cuvBwe odalpiko 1 WOEeLSEG, aAAG UTIAPXOUV Kol
gfalpéoelg: ota oudetepodpha, ywoo Tapddslypo, o Twpnvog eivat  moAUAoBog,
SleukoAUvovTog TNV TAPAPOpdwWon Kot Tn SLEAEUCN TOU KUTTAPOU QMo OTEVOUG LOTIKOUG
XWPOUG, EVW 0T HUIKA KUTTOpA £XEL EMUUAKN popdn Kal evtormiletal otnv nepidépeta. To
péyebog tou mupnva e€optatal and tn MeTaBoAlkn Kal petaypadikn SpactnpldtnTa Tou
KUTTtdpou. Etol, KUTTapa e €viovn Hetaypadlkr) Asttoupyia, OMWG Ol VEUPWVEG 1 T
wokUTtapa, SlaBétouv peyGAoUG, €USLAKPLTOUC TUPAVEG, VW KOTTOPA HE YOHUNAN
Spaoctnplotnta, Onwg Tto AgddokUTTOPA O hNPEULO, €XOUV  ULIKPOTEPOUCG KAl TILO
CUMTTUKVWHEVOUG Tupnvec. H mupnvonmAaopatik avaloyia (o AOyo¢ Oykou Tuprva pog
OYKO KUTTAPOTAQOUATOG) Xpnolgomoleital ouxvd wg Odeiktng Sladopomoinong Kot
AeLtoupyKng Kataotaong f naboAoyiag Tou Kuttapou. MNa mapddelyua, ta puPpuikd Kat
KOPKLVLKA KUTTAPO TApouoLlalouV auénuévo AOyo mUpNVOTTAQCUATIKIG aVOAOYiaG, YEYOVOG
TIOU QVTLKOTOTITPLIEL TNV EVTOTIKNA LeTaypadLkr Toug Spaotnplotnta.
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Ewova 6.X H mupnvomAaopatik avaloyia katd ta otdadia €§€AENG TG atumiag Twv
KUTTAPWV Tou TpaxfAou tn¢ MATpag. H sikova mopouotdlel tn otoadlakr £€EAEN Twv
oAAOLWOEWV oTa TpaXNALKA KUTTapaA, armod tn GUCLOAOYLKH KOTAOTAON WG TLC TIPOKAPKLVLKES



BAGPec yvwotége wg evdoemiBnAlokn veomhacio tou tpoaxnAou tng pntpog (CIN). Ito
duolohoykd emBRAlo, ta TAaKwWONn KUTTapa €xouv OMaAn Olatagn kal ¢ucloAoyikn
popdoloyia. 2to otadio CIN | epdavidovral Ameg AAOLWOELC OTA KOTWTEPA OTPWUOTA TOU
ermBnAlov, pe ehadpwe Sloykwpévoug mupnveg. Xto CIN |l oL KUTTOPLIKEG OVWHAALEG
enektelvovral ota SUo Tpita Tou Tdxoug Tou emBNAlou KL OL TTUPMVEG YivovTal TILO ATUTIOL.
TéMog, oto CIN Il mapatnpeital coBapn Suomhacia, 6mou oL aAAoLWOELS KaTalapBdvouv 6o
TO TIAX0G TOU €mBNALoU Kal Ta KUTTAPA TAPOUCLAloUV EVIOVN TIUPNVLKA ATUTIA: TIPOKELTOL
yla To TeAKO otddlo mpwv tnv ef€AEn oe O6nONTkd Kopkivo. OL OAAOLWOELG QUTEG
npokaAoLvtal ocuvnBwG amo eppévouoa Aoipwén pe Tov 10 Twv avBpwnivwv BnAwpdtwy
(HPV).

Av KOl TO TIEPLOOOTEPA EUKAPUWTIKA KUTTapa Slabétouv évav povo TMUpnAva, UTIAPXOUV
gfalp£oelg. Ta mMOAUTUPNVA KUTTAPO, OTIWGE TA NITOTOKUTTOPO, TA LUOKUTTOPOL KOlL OPLOHEVOL
00TEOKAAOTEG, TPOKUMTOUV &ite amd oOuvévwon TIOAWV KUTTApwv eite  amo
enavalapBavopeveg MUPNVIKES SLALPECELS XWPLC KUTOKivnon: SnAadn xwplg Twv Slaxwplopo
Twv 500 BNyaTplKwV KUTTAPWV. ATIO TNV AAAN TTAEUPA, OPLOUEVOL KUTTAPLKOL TUTIOL, OTWG T
gpuBpokUTTapa Twv BNAQCTIKWY, AtoBAAAOUV TOV TTUPNVO TOUC KOTA TNV wpilaven yla va
avénoouv Tov SlaBéowo xwpo yla awoodalpivn kal va SleukoAUvouv Tn petadopd
ofuyovou.

H €0WTEPLKN QPXLTEKTOVIKN TOU TIUpHVa €ivol EQLPETIKA TTOAUTTAOKN KoL LepapxnUévn. To
£0WTEPLKO TOU Sev eival opoloyevég, ald amoteleital and enipépouc Slapepiopata pe
e€eldlkeupévec Aettoupyieg. H mio epdaveic oxnuatiopol eival oL TupnviokoL, oL TTEPLOXEC TNG
ETEPOXPWHATIVNG KL TA TMUPNVIKA CWHATIA. AUTH N OpYavwMEVn e0WwTeplkn Slatagn
ovTavakAA T SLadoPETIKEG AELTOUPYLEC TNG KABE TEPLOXAC.

Ewova 6.X HAektpovikn ikpoypodia TUPAVO EUKOPUWTIKOU KUTTAPOU. XTO KEVTPO
Slakpivetal o mupnvag, o onoiog mMepPAANETAL Ao SUTAR MUPNVLKH LEUPPAVN KOL TIEPLEXEL
TN Xpwuativn O ETEPOYEVH] KATAVOUN — OL TILO OKOUPEG TEPLOXEC QVTLOTOLXOUV OfF
ETEPOYPWHATIVN, EVW OL TILO OVOLXTEG Ot guXpwiativn. To KuttapdmAaoua yUpw amo Tov
nupnva epdavilel kokkiwdn udn Aoyw mapouciag opyavidiwy, ONwe pLBOCWHATWY Kal
TUNUATWYV TOU eVEOTAQOUATIKOU SIKTUOU.



O nupnvikdg dpakelog amotelel to Pualkd Oplo Tou mupnva Kat pubuilet tnv avralayn
MOKpOoUopiwv HeTall Tou mupnvomAdopatog, SnAadr Tou ECWTETIKOU TOU UPHVA, KoL TOU
KUTTOPOTAAGHATOG. MpOKeLTAL yla pla SUTAR HeEUPpavn mdayxoug nepimov 40-60 nm, mou
TEPBAANEL TIAAPWC TO TIUPNVIKO TIEPLEXOUEVO. H €EWTEPIKA TUPNVIKA HEUPBpdavn csival
OUVEXNG ME TO adpO £vOOMAACHATIKO SIKTUO KoL, YL OUTO, dEpel plBoowpata otnv
empaveld tg. Auti n ouvéxela eéaodalilel TNV apeon emkowvwvia PETALU TUpAVA Kol
OUOTNUATOG MEUPBPAVWV TOU KUTTAPOU, SleukoAUvovtag th por Autdiwv kal mpwrteivwyv. H
ECWTEPLKA HEUPPAVN E£pxeTol o emadr HE TO MUPNVIKO £Aacpa, £va avBekTiko Siktuo
wiblwv anotedovpevo amo Aapiveg A, B kat C, oL omtoieg Onw¢ iSape avKouv oTo eVOLAPECT
widla tou Kuttapookehetol. To £Alacpo autd mpoodibel pnxaviky otabepotnto otov
nupnva, kabopilel To oxAua Tou Kal Aeltoupysel wg onpeio ayklpwong yLa MEPLOXEG TNG
gTEPOXPWHATIVNG, pubuilovtac tn Xwplkn opydavwon Ttou yovidiwpatog. MapdAAnia,
OCUUUETEXEL O KploLPeg Slepyacieg omwe n avadopnon tou mupnvikol pakéAou pETA T
UITwoN Kal N EMKOWVWVIN HE TO KUTTAPOOKEAETIKO CUOTNA LECW TIPWTEIVWY TTOU CUVEEOUV
TI¢ SU0 pepBpaves. Metal Twy SU0 PEUPPAVWV UTIAPXEL O TIEPLUTUPNVIKOG XWPOG, TAATOUG
niepinmou 20—40 nm, o omolog eival cuveXNG e TOV AUAG TOU eVSOTAOCUATIKOU SIKTUOU Kall
gfumnpetel TN HeETOPOPA OUGLWVY KOL LOVTWV.

O mupNVIKOG PpAKEAOC SLAKOTITETAL ATIO TIOAUTIPWTEIVIKEG SOUEG YVWOTEC WG TUPNVIKOL TOpOL.
KaBe mopocg elval €va TepAoTIO CUUTTAOKO, TIOU OVOUATETAL, CUMITAOKO TTUPNVIKOU MOPOU,
omotedovpevo amd mepimou 30 OladOPETIKEC TPWTIEIVEG, TIC VOUKAEOMOPIVEG, TOU
EMAVAAQBAVOVTAL CUUHUETPLKA KAl OXNMOTI{OUV £VOl OKTAYWVLKO TTOPO SLOUETPOU TEPLTTOU
100 nm. Autd ta cupmAoka puBuilouv tn petadopd HAKPOUopiwy PETAEY TOU TTUPHVA KO
TOU KUTTAPOTIAACHATOG e e€apeTIKN e€elbikeuan.
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Ewkova 6.X H Sopun touv nmupnvikou ¢akéAovu. To oxrua Seiyvel Tig U0 PeUPpAve —TnV
£EWTEPLKN KOL TNV ECWTEPLKA — TIOU TtEPLPAAAOUV TOV TIUPNVA, KAOWE KoL TOUG TTUPNVLKOUG
MOPOUC TIOU  ETUTPEMOUV TNV OvIOAAayn HaKpopopiwv UeTaty TmupnAva Kol
KuTtapomAdopatog. H stwteplkny pepPpdvn ocuveyiletal oto evdomAaopatiko SIKTUO Kot



deépel ptBoowpata. MPWTEIVEG TNG ECWTEPLIKAG LEUBPAVNE GUVSEOUV TO TTUPNVLIKO TEPLBANUA
pe tn Aapivn (Aapiveg A, B, C) Tou mupnvikoU eAACUOTOC. APKETOL MAPAYOVTEG UETAYPODAG
eniong MPooSEvoVTal 0T TUPNVIKO EAACLLA, OTIWE O PUBLOTNAG Tou peTvoBAactwiatocg (RB),
n GCL (germ cell-less), n SREBP1 (sterol response element binding protein 1), kaBwg kat ot
FOS kot MOK2. H BAF (Barrier to Autointegration Factor) eival pia mpwteivn mou cuvdéstal
LE TN XpwUaTivn Kal TPOooSEVETOL TOGO OTNV TTUPNVIKI AAULVA 000 KOl OE QPKETEG ATIO TIG
TMOPAMAVW TIPWTEIVEG TOU TUPNVIKOU dakéAou. EmumAéov, n etepoxpwiativn mpwrteivn 1
(HP1) cuvdéetal TOOO pe TN XpwoTivy 000 Kal pe Tov utodoxéa tng Aapivng B (LBR).
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Ewkova 6.X AOMIKN QIELKOVLON TOU KEVTPLKOU MEPOUG MUPNVLKOU TOPOoU. To CUUTTAOKO TOU
nupnvikoL mopou (NPC) mapouoidletal o eykapota (EMavw) Kat Top amd navw (katw). To
NPC amoteAeital and CUUUETPLKA OPYAVWHEVO SAKTUALOELSH) CUMITAOKA TTOU GUVSEOUV TNV
EOWTEPLKA KAl €EWTEPLKN TWUPNVIKA MeEUPpAvn. Alakpivovtal Tpelg Kupleg IWVeg: o
KUTTOPOTIAOLGHATIKOC SAKTUALOG, O E0WTEPLKOC SAKTUALOG KOl O TIUPNVLKOC SaktuAlog. Ot
OOUEC auTég oxnuoatilovtal amo HeydAeg opddeg voukAeomopvwv (NUPs), oL omoleg
nepthapBavouv SoplkéG mpwteiveg oclUMAoKa aykupoBoAnong mou efacdaAilouv TN
otaBepdTnTa KoL TNV EMAEKTIKA HETADOPA LOPLWV HETAEY TTUPNVOL KOL KUTTOPOTIAGCOTOC.
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Ewdva 6.X H Asttoupyia tou mupnvikou mopou. O mupnvikog mopog StapecoAafel tnhv
ovtaAayr HoKpopoplwv HeTafl mupAva Kol KuttopomAdopatog. H swoaywyr adopd tn
petadopd MUpNVIKWY MPWTEivwy, N e€aywyn tn puetadopd RNA (rRNA, mRNA, tRNA, miRNA)
TO EPLOOOTEPA HE TN Hopdr PLBOTPWTEIVIKWY CUUMAOKWY, VW UIKPA popla Slaxéovtol
nadntikd. Ot FG-NUPs oxnuatilouv ekAeKkTIKO $paypo, €MUITPEMOVIAG TNV €AEyXOUEVN
petadopd mpwteivwy Kat RNA.

21O E0WTEPLKO TOU TUpHVa Eexwpllel 0 MUPNVIOKOG, LA QIO TLC TILO XOPOKTNPLOTIKEG KOl
AELTOUPYLKA CNUAVTIKEG N LEUBPAVWEELS SOUEG TOU EUKAPUWTLKOU KUTTApou. Mapatnpeital
OTO OTITIKO ULKPOCKOTILO WG €VA MUKVO, 0PaLpLKO CWIATLO Tou exwpllel amd tnv unmdAounn
TUPNVIKA Hala AOyw NG aunuévng ouykévipwong RNA kol mpwteivwv. Av kal Sev
nepBaAAeTal anod pepPpavn, o mupnviokog sival Wiaitepa opyavwpévog. H kUpla Kat Lo
yvwoth Aeltoupyia tou eivat n ouvBeon tou pioowikol RNA (rRNA) kat n cuvapoAoynon
TWV pLBocwWHIKWY uropovadwy. O mupnvioko¢ oxnuatiletal yupw omd TIG TEPLOXES
0opyavwong TOU TUPNVIOKOU, TIOU OVTLOTOLXOUV OE OUYKEKPLUEVA TUAMOTA TWV
Xpwuoowpatwy 13, 14, 15, 21 kot 22 tou avOpwrou, Kot Ta onoia dpEpouv ta yovidia tou
rRNA. O aplOudc Twv mupnviokwy motkidetL avaoya pe Tov TUTOo Tou KUTtapou, tn ¢daon Tou
KUTTApPLKOU KUKAOU Kol Tov Babud petaypadikng tTou Spactnplotntag. ta avBpwmiva
oWUOTIKA KUTTapa cuvnBwg mapatnpouvtal SUo €wg TEvTe Tupnviokol os KABe mupnva.
AvtiBeta, oe KUTTOPA PE XOUNAN METABOAKN SpacTnPLOTNTA i UTIO OUVOINKEG KUTTAPLKOU
OTPEC, OL TUPNVIOKOL CUPPLKVWVOVTAL 1 omOoSdOHOoUVTOL TPOCWPLVA, YEYOVOC ToU
ovTikoTonTpilel tn peiwon g pLROCWUIKAG PLOYEVESNG KAl TNG YEVIKOTEPNG UETABOALKAC
5paoTNPLOTNTOG TOU KUTTAPOU. ITO UTIOAOUTO €0WTEPLKO Tou Tmupnva, to DNA eival
OPYAVWUEVO OF pla oUVOETN CUPMUKVWHEVN Soun, Tn Xpwpativy. Onwe avadépbnke ot
nponyoUuevo kedpohato (XXXXX) autr n TEPACTIO CUUTUKVWON EMITUYXOVETOL XApNn OTN
VOUKAEOOWIKN opydvwon. H ypwpoativn mapatnpsital oe §Uo popdeg pe SladopeTiko
BaBuod ocuumikvwong. H euxpwpativn, n omoila ival AlyOTEPO CUMITUKVWHEVN KoL



peTaypadlKA EVEPYNR, TIEPLEXOVTOC TA yovidla ou ekdppalovtal evepyd Kol BplokeTal Kuplwg
OTO E0WTEPLKO TOU TUPNVaA. H ETEpOXpWHATiVN, N OMola ELVAL TEPLOCOTEPO GUMITUKVWHEVN,
HeTaypadIKA AVEVEPYH, KOL CUYKEVIPWVETAL CUVABWC KOVTA 0TOV MUPNVIKO $AKeNo.

6.5 To evbomaouatiko Siktuo

To evSomAaopatiko diktuo (EA) sival évo amd Ta Lo eKTETOUEVA KAl TIOAUTTAOKA opyavidia
TOU €UKAPUWTLKOU KUTTApou, oxnuatilovtag éva tplodiactato Siktuo pepfpavwv mou
ekTelveTal oe OAo TO KuttapdomAaocpa. O poAog tou evSomAaopatikoU &iktuou elvat
TOAUSLAOTATOG: CUMPUETEXEL OTn oUvOeon mMpwrteivwv Kot Autdiwv, otnv amoBnkeuon
wvtwv acPeotiov, otnv avadimAwon Kal Tpomomoinon mpwisivwv, Kabw¢ Kal otnv
anoto§ivwon tou kuttdpou. H avakaiun tou EA xpovoloyeital ota péoa tou 2000 alwva,
otav TopaTNPENONKav oTto NAEKTPOVIKO HIKPOOKOTILO €va TIAEYUA EMIMESWY UEUBPAVIKWY
OOKWV KoL OWAAVWV TIOU ouvléovtav AUEcCO LE TOV TWUPNVIKO ¢akedo. O 6pog
“gvSomAaopatiko Siktuo” mpotdbnke amo tov Porter To 1945 Kat £kTote KABLEpWONKE yLa va
TMEPLYPAPEL QUTO TO EKTETAUEVO ECWTEPLKO OUCTNUO HeUBpavwy. Amoteleital amno
MEUBPAVIKA CWANVAPLA, KUOTIOLA Kol IEMANTUCUEVOUG CAKOUG, TTOU oxnuati{ouv éva Siktuo
ouvdebelévo e Tov TUPNVIKO dakedo. O €0WTEPLKOC XWPOC TIOU TIEPLKAElETAL amd TIG
MeUBpaveg Tou EA ovopdletal aulog Kot elval Eva oUVeXEG SLAUEPLOLLO TIOU EKTELVETAL PEXPL
NV TepLOEPELA TOU KUTTAPOU KOl ETILKOLWVWVEL LLE TOV TIEPLTTUPNVLKO XWPO.

To EA mapoho mou pmopel va Bewpnbel wg €va OUVEXEG MEUPPAVIKO OUCTNUO TIOU
nepllapPavel U0 Aeltoupylkd Kol HOPPOAOYIKA SLOKPITEG TEPLOXEG: TO  abpo
evéonmlaopatikd Siktvo (AEA), To omoio ¢dépel plpoocwpata otnv embpAveld TOU Kot
oxetiletal pe tnv MpwteivoouvBeaon, Kal to Aeio evéomAaopatiko Siktuo (AEA), to omoio
otepeital pPoocwpdtwy Kat e€eldikevetal otn ovvOeon Autdiwv Kot otov petaBoAiopo. Ot
600 auTEG popdEG Bev elval ATMOUOVWHEVEG aANG OUVEXELG LeTOEU TOUG, oxnpatilovtag Eva



gviaio Asltoupylkd cvotnuo. H ouvolAikr éktaon twv HepPpavwy tou EA Sadépesl amo
KOTTOpO 0 KUTTOPO avaloya HE TN PLOCUVOETIKA KOTAOTAON EVIUTIWOLOKI: OE OPLOHEVOL
KUTTapa, OMWC OTO NTTATOKUTTOPA, TO EA pnopel va kataAapPavel meploootepo amno to 50%
NG OUVOALKAG MEUBPAVIKNG €TUPAVELAG TOU KUTTAPOU. AUTH 1N EKTETAUEVN OpyAvwon
efunnpetel tnv tepaoctia emidpdvela ToOU amalteital ywa TG Slepyaocieg ouvBeong kal
HETAPOPAC LaKPOUOpiwv.
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Ewkova 6.X To adpo evSOMAAGHATIKO SIKTUO KATA TNV EVEPYOTOiNoN Kot wpipacn evog B
Aspdokuttapou. To avwplpo B kUttapo (oplotepd) Stabétel Alyo avantuypéva opyavidia,
EVW PETA TN S£0UEUON TOU QVTLYOVOU HEow Tou urtodoxéa tou (BCR), evepyomoleitat (§e€La)
Kall SloadopoTmoleital 0 MAACUATOKUTTOPO LE EKTETAUEVO aSPO EVOOMAACUATIKO SIKTUO Yyl
TNV Tapaywyr] OVTLOWHATWY. K&Tw, amelkoviletol n mapaywyn LEow pwTteivoouvOeong Twy
OQVTLOWMATWY PEoa 0ToV OUAG Tou EA. ATt ekel Ba 06nynBolv og eKKPLTIKA KuoTiSLaL.

To adpd evbéomAaopatiké Siktuo (rough ER) ovopdletal £€tol Adyw tng “tpoxeiag” tou
EUPAVIONG OTO NAEKTPOVIKO HIKPOOKOTIlO, efaltiag Ttng mopoucia pLBOCWUATWY
T(POOKOAANUEVWY OTNV KUTTOPOTMAQOUATIKY TOU emiddvela. Autd ta plpoowpota ival
umevBuva yLa T oUVBeoN MPWTEIVWYV Ttou poopilovtal eite yLa £KKpLon, £lte yla évtagn otig
HeEUBpdaveg, eite ylwa Asttoupylo oe evlopeuppavikd opyavidia onwg to Golgi N ta
Avcoowpata. H ouvBeon mpwteivwv oto AEA Eekwva otav éva plpoéocwua apyilet va
petadppadlel va poplo mRNA oto kuttapomiacuo. Edv n mpwteivn mou cuvtiBetal mepLéxel



pla aAAnAouxia onuatodotnong, autrh avayvwpiletal and to cwHATidio avayvwpLong
ofjparog (SRP), to onoilo otapatd mpoowpLva tn Petddpoon Kot KatsuBuvel to pidowua
Tpog uLa urtodoxea SRP otny emidavela tou AEA. MOALS To cUpmAoko poodebei, n mpwrteivn
ELOEPXETAL SLOUECOU €VOG SLAUAOU LETATOMIONG OTOV QUAO Tou EA, 6ToU 0AOKANPWVETAL N
ouvBeon tN¢. Méoa otov auAd tou AEA, ol veoouvtlBépeveg mpwteiveg umtofaliovtal os
avadimAwon, oxnUATIopd 600UAPLSIKWV Seopwv  kal yAukoludiwon (mpoacBnkn
oakxapwv). Autég ol Slepyaoieg emteholvral pe tn BornBela eEelSIKEVUEVWV TTIPWTEIVWY,
Omw¢ oL poptakoi cuvodoi mou Bonbouv otn ocwotr SlopdpPwon TwV TTOAUTIENTLS LKWV
oAuoidwv. EmumA£ov, oto AEA umtapyel £vag oAU auoTnpOG KNXOVLOOG TTOLOTLKOU EAEyXOU.
MNpwteiveg mou dev avadUTAWVOVTOL CWOTA N TIAPAUEVOUV NUITEAELG avayvwpilovtal Kal
UETADEPOVTAL TIOW OTO KUTTAPOTTAQCHA VL0 OTTOLKOSONON HECW TOU MPWTENCWATOC. EGV
n ouoowpeucohn AavBoouEvwY TIPWTEIVWV €lval eKTETOUEVN, €VEpPYOTIOLEiTOL N aviidpaon
otpeg tou EA (UPR), évag punxaviopog mou puBuilel tn petaypadn Kot tn Hetadpaon wWote va
amokataotobel n Loopporia 1), 0 aKpaleG MEPUTTWOELG, va 08nynoeL To KUTTapo os Bavarto.
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Ewova 6.X. H 8o Kat n oxéon petagy tou mupnvikou ¢pakéAou, Tou adpou Kot Tou Asiou
evéonmaopatikol Siktuou. To adpoé EA amoteAeital amd mapdAAnAeg emineda evog
peuBpavwboug Siktuou mou pEpouv MoAuapLBua pLBocwUaTa OTNY EMPAVELAL TOUG, EVW TO
Aelo EA xopoktnpiletat amd akoavovioto, StakAadlopevo owAnvoeldég Siktuo Ywplg
plBocwpata. Kat ta SU0 TuAUATa cUVEEOVTOL AUECA LE TOV TTUPNVIKO PAKENO.

To Aeio evbomAaopatikd diktuo dev Pépel plpoocwpata otV eMPAVELD TOU Kol EXEL
owAnvoeldn popdn oe clykplon Ue To TemMAatuopévo AEA. To AEA eival To KUpLO KEVTPO
AUk BroouvBeong tou Kkuttdpou. ESw ouvtiBevtal ¢pwodoAmnidia, XoAnotepoAn,
otePOoEeLdn Kal yYAUKOAuidia, Ta omola otn cuvéxela petadEpovrtal mpog aAla opyavidia n
EVOWMUATWVYOVTAL 0T HEUPBPAvN. ZTa KUTTApA Twv emvedpldiwy, Twv OpXEWV Kol Twv
wobnkwv, to AEA eival Slaitepa avemtuypévo, KoBwWC CUMHUETEXEL OTNV MOpPAywWYR
OTEPOELSWV OPHOVWV (TT.). KOPTLOANG, OLOTPOYOVWY, TECTOOTEPOVNC). 2TO RRATOKUTIAPO, TO
AEA meptéxet mAnBog eviUuwy TOU GUOTHAMOTOG KUTOXpwHatog P450, ta omoia kataAllouv
avTLOpAoeLg ofeldwong, avaywyng Kot cUIEVENG TTOU PETATPEMOUV AMOPIAEC TOELKEG OUGLEG
o€ Lo USATOSLAAUTEG EVWOELS, SLEUKOAUVOVTOC TNV AIEKKPLON TOUG. AuTH N Aeltoupyla eivat



Kplown ywa thv amotofivwon ¢dapudkwy Kot aAkooAng. TéEAog to AEA CUUMETEXEL OTN
vAukoveoyéveon kol otn &Sudomoaon tou YAukoyovou, kabBwg TmeplExel to EvIiupo
adudpoyovaon tng 6-pwodoptkrg YAukolng (G6PD), ancAeuBbepwvovtag eAelBepn yAUKOIn
oto aipa — pia Stadikacio kploln yla tn dlatnpnon Twv eNUESWY GaKXAPOoU.

6.6 H ouokeun Golgi

H ouokeun Golgi, 1 oOumAeypa Golgi, amoteAel £va opyavidio tou evéopeuBpovwdoug
CUOTHHATOC TWV EUKAPUWTLKWV KUTTAPWY, Tailoviag Keviplkd polo otnv emefepyaoia,
Tpomomnoinon, Tafwounon Kol Slavopn TwV  HAKPOUOPlwv Tou  cuvtiBevtal oto
evbomAaopatiko Siktuo. ArtoteAel Tov KUPLO EVELAUECO OTABUO TNG EKKPLTLKNAG 080U Kal elval
UTMeUBuVo yla TNV KateLBuvon TWV MPWTEIVWV Kol TwV AUtdiwv TPog Toug TEAKOUG TOUG
TIPOOPLOOUC, £ite autol Bplokovtol OTO E0WTEPLKO TOU KUTTAPOU EITE OTO €EWKUTTAPLO
nieptBaArlov. H avakdAupr tou amodidetal otov Itald otoAdyo Camillo Golgi to 1898, o
omolo¢ to Tmapatipnos ywa mpwtn $opd O VEUPIKA KUTTAPA XPNOLUOTOLWVTOC UL
npwtomoplakn HEBoSo Xpwong HE VITPLKO dpyupo. Mapotlt apyika n Umopén Tou
opdLopnTROnKe, N eloaywyn TG NAEKTPOVIKNG ULIKPOOKOTOC oto péoa tou 200U alwva
ermBeBailwoe Ol LOVO TNV MaPousia Tou AAG Kal TNV eEALPETIKA TIOAUTIAOKN 0pyAvwaon Kol
AELTOUPYLKOTNTA TOU.

Aopikd, H ouokeur) Golgi cuviotatal og Lo OSlpd O TEMAATUGHUEVOUC UEUBPOVIKOUC
OGKOUG, YVWOoToUC w¢ Seapevég n cisternae, ol omoiol Slatdcoovtal o oToiBeg Kot
oxnuotilouv éva ouvexég SiKTuo e XapaktnploTikr moAlkdtnto. Kabe otoifa Seapevwv
nepAapBavel tpelg Slakplteg {wveg: TNV cis TMAEUPA, ToU PBploketal MANGCLECTEPA OTO
evbomaopaTiko Siktuo kol Asttoupyel wg onueio £006ou, Tt MHecaia TePLOX, OMOU
AapBavel xwpa to HEYAAUTEPO LEPOC TWV TPOTIOTIOLCEWY, KAl TNV trans MAgupd, n omoia
amnoteAel To onueio €€660u Kal SLAVOUNG TwV WPLLWY Tpoidviwy. O defapeveg Tou Golgi
dofevolv SladopeTikd Evivpa, avaloya Pe To eminedo enefepyaciog Twv LOKPOUOpLwY
mou emuteAeital oe kKABe TN, O AUAGG TwV SEEAUEVWV OUVOEETAL HECW EVOG SUVOLKOU
cuoTAUATOC KUOTLSlwy, Ta omoia Staodalilouv tn cuveyr por LAKPOUOPLwY TPog Kol armod To
Golgi. 2 KUTTOPA PE EVTOVN EKKPLTIKA AELTOUPYIQ, OMWG TOL NMATOKUTTAPA, TO TOYKPEATIKA
KOl Ta TAaoPOTOKUTIApA, N ouckeun Golgi sival Wlaitepa avemtuypévn, evw o€ AAoug
TUTIOUC TiEpLOPLIETAL O HIKPOTEPO OYKO. XTa {wikad KUuTTapa Bploketal cuviBwe kKovtd oTtov
TIUPAVA KAL TO KEVTPOOWHUATLO.
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Ewova 6.X H Sdopn kot n Asttoupyia tnG ouokeung Golgi. ta oaplotepd daivetal
ULKPOOKOTILKY  €LKOVA. NAEKTPOVIKAC HIKpookoTiiag tou opyavidiou, evw ota Oefla
TMAPOUCLATETAL OXNUATLKN ATelkovion Tng SOUNG Kal Tng Aswtoupyiag tou. H cuokeun Golgi
amnoteAeital ano eninedeg pepPpavwdelg de€apeveg kat Slakpivetal o SU0 TAEUPEC: TNV Cis,
n omoio &éxetal kuotidla amd to adpo evlomAacpoTiko Siktuo, Kal thv trans, Omou
oXNMOT{ovtal EKKPLTIKA KUOoTISLoL TIOU METAPEPOUV TPWTIEIVEG TPOG TNV TAACHOATIKA
HEUBPAVN 1N 0 GAAO TUAUATA TOU KUTTAPOU).

NELTOUPYLIKA, N oUOKeUT Golgi amoteAel To KUPLO KEVTPO HETA-HETAPPACTIKAG ENEEEPpyaOiag
TWV MPWTEIVWV Kot Twv Attdiwv. OL mpwrteiveg mou ocuvtiBevtal oto adpd evSOMAACUATIKO
Siktuo petadépovral oto Golgi pe tn popdr Kuotdiwy, 6mou unoBAaAAovtal o€ L CELPA
tpomomnolNoswyv Tou Tepthappavouv yAukoludiwon, dwodopuliwon, ocouldoviwon,
OXNUOTLOUO SLOOUADLOIKWY SECUWVY KOL TIPWTEOAUTIKA wpPLHoven. H 1o XapaKTnpLoTK amo
QUTEG TLG SLlepyaoieg ival n yAukoluAiwaon, n onola Stadopomnoleital oe N-cuvdedepévn Kat
0-ouvbebepévn. TNV TMPWTIN TEPIUMTWON, OL OALYOOQKXQPITEG TOU TPOOTEBNKAV OTLG
TMPWTEIVEG O0TO €VOOMANCUATIKO OIKTUO TPOMOMOLOUVTAL MEPALTEPW OTo Golgi pHéow TtNg
Spaong e€eldikeupévwy yAukoluhotpavodepacwy kal YAukooldacwv. tn Seutepn, véa
COKYOPLKA HOpLla cuvEEoVTaL O CUYKEKPLUEVA apLvogea, Kuplwg os oepivn f Bpeovivn. OL
TPOTIOTOLNOELG AUTEG eMNPEAlOLV TN OTABEPOTNTA, TN AELTOUPYLKOTNTO KOL TN OTOXEUUEVN
QVOyvVWPLON TWV TMPWTIEVWY amd GAAa KUTTOpLKA cuothpata. MapdAAnAa, oto Golgi
ouvtiBevral odlyyoAunidia kat yAUKOAUTiSLa, TO OTOla EVOWIATWVOVTAL OTLG HEUPBPAVEG Kol
oUUBAaAouv otn Snuioupylat Tou YAUKOKGAUKO TNG KUTTOPLKAG emidavelag. Kabwg ot
TPWTEiveg kot Ta Autidia Siépyovtal amno tig Stadoxikég de€apevég Tou Golgi, udiotavral pa
akpLpwg kaBoplopévn alnAouxia xnUkwy LeTABOAWV. ZTNV cis TTAEUPA MPoETOLUAlovTaL Ol
MpwTeiveg o NpBav amnod to EA kal mpootiBevral pwodoplkég opadeg, otn pecaia meploxn
nipootiBevral popla N-aketuAoyAukolopiving, evw otnv trans MASUPA PAYLOTOTOLOUVTAL OL
TEAKEG TTPOOoONKeg yoAaktolng Kol olaAlkoU o€€oG. ITo (6lo TUNMa, ol MpwTeiveg Kal ta
Amtidio taflvopouvral kat cuokevalovtal oe petadoplkd Kuotibla avdloyo HE ToV
TPoopLoUO touc. To Siktuo trans Golgi amotelel to KUpLO KEVTPO SLAVOUAC, Ao To omoio



€ekLvoUV TPELG PAOIKEG 080L: N EKKPLTLKY, N EVOWUATWONG 0TN HEUBPAVN Kol N AUCOCWLLLK).
TNV MPWTN MEPLTTWOT, TA TTPOIOVTA £EEPYOVTAL ATTO TO KUTTAPO LECW EKKPLTLKWV KUOTLOLWV.
2tn 6elTeEPN, EVOWHATWVOVTIAL WG CUOTATIKA TNG TMAOCUATIKAG MEUPpavnG. Itnv Tpitn,
petadEpovral Eviupa Kol TPWTEIVEG TPOg Ta Aucoowpata, Omou B0 CUUPETACXOUV Of
Stadikaoieg mePng kot amowodopnong. H katevBuvon auth s€aocdaliletol and €LOIKEG
MPWTEiveG onpaveong, onwg n 6-pwadopiki-pavvoln, Kot anod npwTteiveg KAAUPews Omwe N
KAaBpivn, mou OSlopopdwvouv EMIOTPpWUEVO KUOTIOLo pe emiheyuévo doptio (BAéme
KeddaAawo XXX).
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Ewkdva 6.X H BrocuvOetikr) mopeia tn¢ N-ouveedepévng Twv MPWIElVWY. Me auth TN
Sladikaoia mpooTtiBevTal Ko TPOTIOMOLOUVTAL OL OALYOCOKXAPLTIKEG AAUOLOES (YAUKAVEC) TToU
ouvbéovtal oto alwto (N) evog umoAeipparog aomapayivng (Asn) oe pa mpwrteivn. H
Sladikaoia Eekva oto evdomAaopatiko Siktuo, 6mou éva pokabopLoUEVO OALyOoaKXaPLOLKO
ouumAoko (GlcsMangGIcNAC,) petadépetal amo éva dopéa pwadopikol Sollxoliov péow
Tou evlUpou oAlyooakyoapulotpavobepaon. Autr sivat n apxwkrp N-yAukoluAiwon, mou
ovayvwpilel ™ xopoktnplotiky alknAouyia Asn—X-Ser/Thr, 6mou X éva omolodnmote
apLvogl. ITn ouvexela, oto cis Golgi, n pavvoolddon | apatpel oplopéva katalouta pavvolng,
Tpomonolwvtag tn Soun TNG YAukavng. 2to pecaio Golgi, Spouv oL tpavodepdoeg GIcNAc, mou
npocBtouv unoAeippata N-aketuAoyAukolopivng (GIcNAc), Eekwvwvtag Tn LETATPOT TG
oAlyooakyapitng oe cuvBetn popdn. Ito trans Golgi, Spouv oL yahaktolulotpavodepAaoeg
Kol oloAuAotpavodepdoeg, mou TPocBETouv YaAaktoln kot OlaAlkd ofU  avtioTolyoa,
olokAnpwvovtag £€tolL Tn dnpoupyia cVBeTwY N-cuvdedeévwy YAUKAVWV.

6.7 Ta pLtoyovépla

Eva amd ta 1o dlaitepa Kal TOAU-AELTOUPYLKA opyavidlia Tou Kuttdpou eival ta
pLtoxovépla. Eival umevBbuva yla Ty mapaywyr Tne KUPLOG Lopdng XNULKAG EVEPYELAG, TOU
ATP (tpidwodopiki adevooivn), péow tng Stadikaociag tng o§edwTikA¢ pwaodopuliwong?.
Juxva meplypadovial w¢ TA EYOOTACLA TOU KUTTAPOU, WOTOCO O pPOAOC Toug eival
TIOAUSLAOTATOC KOL ETIEKTEIVETAL O ULt OELPd Kpiolpwy Slepyaciwy, O6mwe n pUOULION TOU
KUTTOPLKOU KUKAOU, O KUTTAPLKOG BAvatog Kal 0 METABOALOUOG Twv Autapwy oféwv. Ta

2 H ofeldwtikh dwodpopuliwon amotelel To TEAKO 0TASL0 TNG KUTTAPLKAG OVATIVONG Kal givat n Sladikacia katd tnv omoia n
EVEPYELA TWV NAEKTPOVIWY TIOU UETAdEPOVTAL HECW TNG OVOTIVEUOTIKAG AAUGISAG OTNV EOWTEPLKN MLTOXOVSPLAKA HEUBPAvVN
Xpnoworoteitat yw tn Snuoupyio nAektpoxnuikot Babudwtol mpwtoviwv. Ta mpwtovia (H*) avtholviar amd tn
ULTOXOVEPLAKH MATPA TIPOG TOV ECOUEUBPAVIKO XWPO, KAL N ETLOTPOGH TOUG HECW Tou eviUpou ATP cuvBetdon (oUumhoko V)
odnyet otn dwadopuiiwan tou ADP og ATP. H Stadikaoia auth eaptdrtal and tnv mapoucia o§uyovou, To omnoio AeLToupyei wg
TeEAKOG 8EKTNG NAeKTpoviwy, oxnuoatilovtag vepd. MPOKETOL yla TOV KUPLOTEPO HNXOVIOUO TIAPOYWYNG EVEPYELOG OTOUG
EUKAPUWTLKOUG OPYAVLOOUG.



pLtoxovépla sival emHAKN | WOELWSH opyavidia, prjkoug mepimou 0,5—-2 UIKPOUETPWY, UE
Suvatotnta aAlayng oxNUATog Kal BEong avAAoya HE TIG EVEPYELAKEG AVAYKEC TOU KUTTAPOU.
MeptBarlovral and U0 SLaKPLTEG LEUPBPAVEG, TNV EEWTEPLKA KAL TNV ECWTEPLKN, OL OTIOLEG
opLoBetolv U0 Slapepiopata: ToV LECOUEUBPAVIKO XWPO KAl TN ULTOXOVSPLOKK HUATPA.

3 Lamellze 4 Mitochondrial DNA

3.1 Inner membrane
3.11 Inner boundary membrane
3.12 Cristal membrane
3.2 Matrix
3.3 Cristae

5 Matrix granule
6 Ribosome
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Ewkdva 6.X Aopf tou MITOXOVOPiou, TOU EVEPYELAKOU OPYOVISiOU TOU EUKOPUWTLKOU
KUTTAPOU. To ptoxovdplo meplBaiAetal and SutAn LepPpavn: n eEwteptkn HepPpavn elvat
OXETIKA SLATEPATH KAl TIEPLEXEL TTIOPOUG TTou Sopouvtal amd TIG MPWTEIVEG OPILVES, EVw N
E0WTEPLKA UEUPPAVN elval adlamépaoTn OTA TMEPLOCOTEPA LOVTA KOL HLOPLOL KAl OXNUATIlEL
TIOAUAPLOUEG TITUXEG, TIOU AUEAVOUV ONUAVIIKA TNV emipaveld tng. Metafld twv Suo
MEUBpavwY BplokeTal 0 HECOUEUPBPAVIKOG XWPOG, 0 omoiog Xwplletal os mepldPePKO Kat
evOOTITUXIKO. MECO amod TNV €0WTEPLKN HEUBPAVN BPLOKETAL N HLTOXOVSPLAKY UATEA, TTOU
TEPLEXEL ULToXovOpLako DNA, piBoowpata, viupa Tou KUKAoU Tou Krebs kot tng o€eldwTikAg
dwodopuliwonc. Ot KOKKWOELG SOUEC AslToupYOUV 0T PUBULON TNG CUYKEVTPWONG LOVTWY,
KUplwg aoBeoTiou.

H e€wteptkn peuPpavn eivat oXeTIKA Slamepatn KoL TEPLEXEL IPWTEIVEG YVWOTEG WG MOPIVES
(porins), mou oxnuartifouv LSPOPLNoUC SlavAoug emLTpénmovTtag th 61080 pIKPWY Hopiwy Kot
LOVTWV. AvtiOeta, N ecwWTEPLKA HEUPPAVN cival e€ALPETIKA EKAEKTIKA Kol odLamEpaoTh oTa
TMEPLOOOTEPA LOVIA Kol HeTaPoAiteg: amoteAel Tov Ywpo Omou Aaufdvouv xwpo oL
oVTLIOPAoELS TNG 0EeldwTIKAC dwodopuAiwong. Auth n HepBpdvn oxnuatilel mMoAudplOUEg
E0WTEPLKEC TIPOEKPOAEC, YWWOTEC WG TMTUXEG, OL OTIOLEG AUEAVOUV SPAUATIKA TNV ETULPAVELL
TIAVW otnVv omnola Sltatdooovtal Ta VIV A TToU CUMETEXOUV Ot oUvBeon Tou ATP. O aplBudg
KoL N popdn Twv mtuxwv dltadEpouv avaioya L To £(60¢ TOU KUTTAPOU: YL TopASELya, OTa
nnotokUTIapa eival TMOAUGPLOHMEG KAl TUKVEG, €VW OTA MUIKA KUTTapa Umopel va
gudavilovral Mo EMIPAKELS, AVTAVOKAWVTAC TG AUENUEVEC EVEPYELOKEC amaltoslc. Méoa
oo TNV ECWTEPLKA HEUBPAVN BPLOKETAL N LITOXOVSPLOKA UATP, £VOL TTUKVO, EVIUULKA EVEPYO
SlaAupa mou TeplEéXeL To putoxovdplakd DNA, pipocwpata, tRNA kal éviupa Onwe tou
KUKAoU Tou Krebs.

O kUpLOG pOAog Twv pLtoxovdpiwyv eival n mapaywyrn ATP PLECW TNG KUTTOPLKAG OLVOUTVONG,
plag Stadikaciog mou mepthappavel tpia Stadoxikd otdadla: tov KUKAo tou Krebs, tnv
aAucida petadopdg nAektpoviwy Kal tnv ofeldwTtikr pwodopuliwon. O KUKAOG Tou Krebs,
Tmou AapBavel xwpa otn PNTpa, anotelel TNV kUpla petafoAiky 060 tng ofsibwong Twv



OKETUAO-OUASWV TIOU TTpoEp)OoVTaL Ao Ta Autapd of€a, Ta apvoféa Kal Toug uSatdvOpakec.
To aketulo-CoA €lOEPXETOL OTOV KUKAO Kal, HEOW HLAC CELPAG avTIOpAoewY, ofeldwveTtal
mANpwg oe CO,, evw Tapdyovtal ta avaywytkd NADH kat FADH,, ta omola petadépouv
NAEKTPOVLA OTNV ECWTEPLKA LePBpAv. H aAucida petadopdg nAekTpoviwv anoteAeital ano
TEooEpA TPWTEIVIKA oupmAéypata (I-1V) mou eival eVOwHATWHEVA OTNV ECWTEPLKN
pHeUBpavn. Kabwg ta nAektpovia petadpépovral SLadoXIKA HECW AUTWY TWV CUUTAOKWY, N
EVEPYELQ TIOU ameAeuBepwveTOL XpNoLHoToLeiTal yia Th Hetadopd npwtoviwv (H*) ano
UATPA TIPOC TOV UECOUEUPRPAVIKO XWPO, SNULOUPYWVTAC VA NAEKTPOXNHLKO SUVOULKO 1
MPWTOVIKO PBadudwtd. Autod To SUVOUIKO XpnOLUOTOLElTal amd to ouumAoko V (ATP
ouVOETAON), TO OTO(O ETUTPEMEL OTA MPWTOVLA VAL ETLOTPEYPOUV OTN UATPA, CUVSEOVTAG TNV
kivnon aut pe ™ dwodopuliwon tou ADP oe ATP. H Swadikaocio auth ovopdletol
ofeldbwtikp dwodopuliwon kal omoteAel To OMOSOTIKOTEPO OUCTNUA EVEPYELAKNAC
UETOTPOT G 0TOUC {wVTOVOoUG OpYQVLOLOUG.
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Ewova 6.X H aAucida petadopdg NAEKTpOVIWV 0TV ECWTEPLKN LLTOXOVOPLOKH HEUBPAvVN,
omnou Aappavel xwpa n ofedwtikr) pwodopuliwon. Tao NAEKTPOVLO TTOU TIPOEPYOVTAL Ao
to NADH kat 1o FADH, Tou kUkAou tou Krebs petadépovral SLadoxikd HECW TWV TECOAPWY
TMPWTEIVIKWY cUUTAOKWY (I-1V), kabwg kat twv dopéwv ouvévlupo Q (ouPikivovn) kat
KUTOXpwHA c. H petadopd auth ouvodeletal amd dvtAnon mpwtoviwv (H*) amd 1n
ULTOXOVSPLOKN UATPO TIPOG TOV ECOUEUBPAVIKO XWPOo, SNULOUPYWVTAG VO NAEKTPOXNHLKO
Suvapikd. H ATP cuvBetaon (cupmAoko V) aflomolel autn ™ Sladopd mpwroviwv yla Tn



ouvBeon ATP amo ADP kal avopyavo ¢wodoplko, evw To ofuyovo Asltoupyel wg TEALKOG
S6€KTNG NAekTpoviwy, oxnuatilovtag vepo.

Mapd tov Kupiapxo pOAO TOUG OTNV TOPOYWYN EVEPYELOC, TA UITOXOVOPLA CULUETEXOUV OE
Tiotkideg GAAeC Bloloyikég Silepyaoisc. PuBuilouv ta emninebo aoBeotiov (Ca%*) oto kUTTAPO,
SpWVTOC WC TIPOCWPLVEG amoBOnkeg, evw TOPAAANAQ eUmAEKOvVTOL OTn PUOMLON TOU
oeldoavaywywkol Looluyiou, kabBw¢ amoteloUv kUpla TNy TAPAywYNG SPaCTIKWVY
popdwv ofuydvou (ROS). Evag akoun Kpiowog poAog Twv ptoxovépiwv elval n cuppeToxn
TOUG OTNV OMOMTWON, TOV TIPOYPOULATIOHNEVO KUTTAPLKO Bavato mou efacdalilel tnv
opolootaon Twv Lotwv (BAéme KepdAaro XXX). Ta HtoxovopLo CUMLETEXOUV €TtioNG otn B-
o&eldwon Twv Amapwv oféwv, pia Stadikacio mou AapBavel xwpa otn LATpa KaL odnyel otn
Slaonacn HoKpooAuoidwy Autapwv oféwv og popla akeTtuho-CoA, Ta omola oTn CUVEXELA
glgépyovtal otov KUkAo Tou Krebs.

ApaotikéG Mopdég Ofuyovou otn Metapooxsuon Opyavwv

H peTtapooxeuon opyavwy armoteAel TNV TEALKN BEPATTEVUTIKI ETIAOYH YL TNV OVTLUETWTILON
NG TeEAlkoU OTadloU QVETMAPKELOG OPYAVWY, WOTOCO GUVOSEUETOL QVATTOPEUKTA OO
onuavtikn Bloloyikn emipapuvon Tou odelletal oto GAWOUEVO TNG LOXOULioG—
EMAVOLRHATWONG. Katd tn Stadikacia autr, n amoTopn EMAVELTaywyr) 0UYOVOU LETA oo
nepiobo Loyalpiag mpokaAsl umepPoAikn mapaywyr Spactikwv popdwv ofuyovou
(Reactive Oxygen Species, ROS), ot onoieg Slatapacoouv TNV ofeldoavaywyLkr Lloopporio
TWV KUTTAPWV. TO QTMOTEAECHA ELVAL N EVEPYOTIOINGN NXAVIOUWY 0EELBWTLKOU OTPEG TTOU
odnyolv ot PAaBeg mpwrteivwy, Autdiwv Kol VOUKAEikwv Oféwv, PE OUVEMELN TNV
ekbnAwon ¢Aeypovng, Kuttaplkng SuocAeltoupyiog kal, TeAKA, VEKpwong Lotwv. O
KUPLOTEPEC LopdEG ROS meplAapBAavouy To avidv Tou untepogeldiou (O,¢7), To umepoteidio
Tou LSpoyovou (H,0;) kat n pila tou udpofuliou (*OH). OL EVWOELS QUTEG TTAPAYOVTOL
duUCLOAOYIKA OTO ULITOXOVEPLA, HEOW TWV EVIUULKWVY cuoTtnuatwy tng NADPH ofsldaong,
™G o&eldaong tng EavBivng kot AAAWV 0EELE0AVOYWYLKWVY LLNXOVICHWV.

0:0 Q0 0:0;

Oxygen (O,) Superoxide anion (-0,) Peroxide (-0, ?)

H:(:):t:):H OH :C:):H_

Hydrogen Peroxide (H,0,) Hydroxyl radical (-OH) Hydroxyl ion (OH")

Ewkova 6.X Kowvég Spaotikég popdeg o§uyovou. H Stadoyikn avaywyr) Tou o§uyovou LECW
™G TPOooONKNG nAekTpoviwv TPOKAAEL TOV OXNUOTIONO HlaG Tolkidiag ROS, mou
nepthappavel to untepogeidio (027), tn pila udpofuliou (-OH), To 1OV udpouliou (OH") kat
10 UTtEPOEEiSLo Tou udpoyovou (H,032). H KOKKLYN KOUKKISO UTIOSEIKVUEL €val AoU{EUKTO
NAEKTPOVLO.

Kata tv toxoyuky ¢aon, 1o pooxeupa unoBardetal o peiwon TG o§uyovwong Kal
TEPLOPLOUO TOU aEPOPBLOU  peTtafoAlopol, yeyovog Tou odnyel otn cuoowpeuon
QVOYWYLKWY UTIOCTPWHATWY KAl armootaBeponoinon Twv ULToXovVEpLOKWY AELTOUPYLWV.
Me TNV QUTOKATAOTAON TNG OLUATIKAG PONG KATA TNV EMAVOLULATWON, N OmOTOMN




enavadopd Tou 0o§UYOVOU cvepyormolel €KPNKTIKA Tapaywyrn ROS, mpokaAwviag To
YVWOTO ALVOUEVO TNG LOXOLULKAG-ETAVALMATWTIKAG BAABNG. H umepmapaywyn outwv
Twv plwv odnyel oe ofeldwon AUdiwv TWV KUTTAPIKWY UEUPPOVWY, TPOTIOTOLNOELG
npwteivwy, BAGPec tou DNA, kabBwg Kal evepyonoinon ¢Aeypovwdwy povomatiwy. To
amotéAeopa elval eKTETAPEVN KUTTAPLKN SUOAEToupyla Kol KUTTAPLKOG BAvatog, mou
eNnpealouy AUeoa TN PLWOLUOTNTO TOU POOXEVUOTOG.

Kata tn édon tng avoooloykng anoppuPng, ol ROS CUMUETEXOUV EVEPYA HECW TNG
Spaong twv oudetepodilwv Kot Twv HaKpodAywv, TO 0ol TTapAyouV SPACTIKEG LoPdEG
ofuyovou w¢ UEPOC TNG Aewtoupylog toug. Aut n Stadilkacio, av Kal ¢ucloloyikn,
erudevwvel T pAeypovwsdn avtidpaon Kal CUUPBAAAEL OTNV TTEPALTEPW LOTKA BAAPN TOu
pooxelpatog. Qotdoo, ol ROS Sev amote AoV amOKAELOTIKA TTABOAOYIKOUG TTApAyOVTEC. 2
XOUNAEG KOl EAEYXOLEVEC CUYKEVIPWOELG TIPOAYOUV TNV EMLSLOPOWON TWV LOTWV KAl TV
enavadopad TG OpoLOCTACNC, YEYOVOG TTOU UTTOSELKVUEL OTL N ATtOAUTN £€0USETEPWOT) TOUG
Sev eival emBuuntr. MoAAEC BEPATTEVUTIKEG TIPOCEYYIOELS OTOXEVOUV OTOV TEPLOPLOUO TOU
0&elOWTIKOU OTPEC, £iTe PECW XOPNYNONG QVTLOEELOWTIKWY OUCLWVY £iTE HEOWw evioyuong
TwWV avtoeldwtikwy evlUpwyv. MoapdAnAa, ta olyxpova OSloAUpATa CUVTAPNONG
LLOOXEUHLATWY £XOUV EUTTAOUTIOTEL PE QVTLOEELOWTIKOUC TTAPAYOVTEC, EVW N edappoyn
EAEYXOMUEVNG UNXOVLKNG EMAVALMATWONG LE otadlak ofuyovwaon €xel amodelyBel otL
LELWVEL ONUOVTLKA TNV 0€eldwTLKA emBapuvon.
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Elkova 6.X MopLOKA YEVOTO KATA TNV LOXOLLia Ko Etovatpdtwon. Katd tn SLtapkela tne
Loxatpiag, ta enimeda tou ATP pewwvovtat. Me tn oglpd Toug, oL e€aPTWHEVEG oo To ATP
avtAieg Ca?*, H* kat Na* amotuyxdvouyv, TpokaAwvtag CUCCWPEEUCT LOVIWY TTOU CUHBAAAEL
0TNV WOHWTLKN SLdTacn Tou Kuttdpou. Ta enineda tou pH pelwvovtal Adyw avaepopLag
avarmvong, odnywvtoag ot oféwon. H cuoowpeuon nAektpikou of€og, NADPH kot
umo&avBivng Katd tn SLdpKeLa TN LoyaLuiog pokadei tnv untepBolikn anedeuBépwon ROS
LETA TNV emavalpdtwon. EmumAéov, ta Sla ota pitoxovépla cupPaivel n mapaywyn
ONUOVTLIKWV dpactikwv popdwv otuyovou (ROS). Ta ROS mpokalouv apeon BAGPN ota




Blopopla, aAld AsltoupyoUlV Kol WG ONUOTOS0TIKO UOpLo. EKTOC autou, To Avolyuo Tou
petapatikol mépou SiamepatdtnTag Twy prtoxovdpiwv (mPTP3) katd tn Sidpkela tng
ETAVALLATWONG TUPOSOTEL eMmiong Tov KUTTapLKo Bavaro.

To putoxovéplakd DNA (mtDNA) amoteAel éva EexwpLloTtod Kal LOLATEPA ONILAVTIKO YEVETIKO
otolyelo tou kuttdpou. To avBpwrivo mtDNA eival éva KUKALKG, S{KAwvVo POPLO PARKOUC
nepinmou 16.569 leuywv Pdacewv, mMou Teplexel ouvoAlkda 37 yovidia. Amo autd, ta 13
Kw&LkomoloUV Tpwteiveg amapaitnteg yla tn Asttoupyia tng ofeldwTkAG dpwodopuAiwaong.
EruumAéov, To mtDNA mepthappavel 22 yoviSia mou kwdlkomoloUv popla petadopikol RNA
(tRNA) ko 2 yovidia mou kwdikomolouv ptpoowptkd RNA (rRNA), ta omoia eival kpiowa yia
N ouvBeon mMpwrteivwy péoa ota (Sla ta ptoxovdpla. e avtiBeon pe to upnvikd DNA, to
pitoxovdplakd DNA Sev ouvSUATETAL UE TIATPLKO YEVETIKO UALKO. H KAnpovounor] tou gival
OIOKAELOTIKA UNTPLKA, KABWE KATA TN YOVLUOTIolNon Ta pitoxovdpla tou oneppotolwapiou
elte Sev eloépyovTal 0TO WAPLO £iTe KATAOTPEPOVTOL TTOAU CUVTOUA LETA. AUTO onpaivel OtL
To mtDNA rou pépoupe OAOL pag TIPOEPXETAL ATeLBEelG Ao TN UNTEPA LAG, KAL LECW QUTAG,
onod TN UNTEPA TNG, SNUIOUPYWVTAG HLla adLACTIOOTN UNTPLKN YPAupn. Auth n povadikn
WoLotnta £xeL Wblaitepn onuacia otn YeVETIKN, TNV EEEAKTIKN BloAoyla KOl TNV LATPOSIKAOTLKN
ETUOTAMN, KOOWG EMTPEMEL TNV LYVNAATNON KATAYWYNG KAL TN LEAETN TANOUCULOKWY OXETEWV
og BaBog xhletiwv. H avtiypadr tou ptoxovdprakol DNA mpaypatomnoleitol avefaptnta
oo TNV Kuttaplkn Stailpeon kat pubuiletal amo e18ika évivpa, omwc n DNA moAupepdaon .
Mapad tn oXeTIKA autovouio Tou, To mtDNA efaptdtal os peydAo Babuo and npwteiveg mou
Kw&Lkomolovvtol amd To mupnvikd DNA, oL omoleg €lodyovtal ota ULtoxovépla ya va
umootnpifouv Tn Aettoupyla KaL tn cuvtpnor Tou.

Eva amnd ta mo afloonpeiwta XopaKkTnELOTIKA Tou pttoxovdplakol DNA eival to unAo
TIOCOOTO METAANAENG TOU OE OXEDN HE TO UPNVIKO. H cuxvotnta g aviong HETAAAAEEWVY
elvat mepimou 10 popég peyaAltepn, yeyovog mou odeiletal otnv £kBeon Twv pitoxovéplwv
oe dpaoctkd €idn ofuyodvou, ta omola mapayovral katd tn Sladikacia TG KUTTOPLKAG
ovamvong, oAQ Kol OTnV TIEPLOPLOMEVN LKavoTtnTa emdlopbwong tou DNA. Autég ot
UETAAAGEELG pUmopoUlV va o8nynoouv ot LTOXoVEPLOKEG VOOOUG, oL omoleg emnpedlouv
KUPLWG LOTOUG pe UPNAEG EVEPYELAKES ATIOULTIOELS, OTIWG O EYKEPAAOC, OL LUEG KAl N KapSLa.
Mapadelypa tétowwv mobnoswv eival to oUvdpopo MELAS  (Mitochondrial
Encephalomyopathy, Lactic Acidosis, and Stroke-like episodes) kaL to ocuvépopo LHON
(Leber’s Hereditary Optic Neuropathy).

3 0 nopog ptoxovdplakic Slamepatdtntag (MPTP) eival éva MPWTEVIKO GUUTAOKO TOPOU TOU
oXNUATI{ETAL OTNV ECWTEPLKI ULTOXOVOPLAKH MEUBPAVN UTIO 0pLOHEVEG TABOAOYIKEG GUVONKEC, OTIWCE
TO TPOUHATLKO eYKEDAALKO EMELGOBLO, N LOXOLULA KoL TO eyKEDAALKO ETIELGOSL0.
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Ewdva 6.X To pitoxovépiaké DNA otnv Katavonon thg Kataywyng tou avpwrou. To
MtDNA XPNOLUOTIOLEITOL EUPEWCG OF EMIOTNHOVIKEG €PEUVEC yla TNV KATAVONGCN TNG
avBpwrivng e€€ALENC. MEoa MmO CUYKPLTIKEC aVAAUCELG LTOXOVOpLaKWY OAANAOUXLWY, OL
EPEUVNTEG €XOUV YapToypadroel Tn Slaomopd Twv avBpwnivwv MANBUCUWY Kal €XOouv
gvTomioel Tn Aeyopevn «Mitoxovéplakn Eba» — Tn yuvaika oo tnv omnola mpogpxovtal OAEG
Ol ONUEPLVEC AVOPWTILVEG UNTPLKEC YPAUUEC, KAl N omola ekTipdtol OtL £lnos otnv AdpLkn
npLv amnod nepinou 150.000 xpovia.

MoudLa amnod TpeLg yoveic — pitoxovépLakoi SOTeg

Ta moudld mou yevviouvtal amd UNTéPsg mou ¢épouv maboyoveg UETAANGEELC OTO
ptoxovoplako DNA (mtDNA) Statpéxouv kivbuvo va gpdavicouv pia oelpd amd KAWVIKA
ouvSpopa, Ta omola GUVOALKA €lval YWwoTd w¢ voool Tou pitoxovéplakol DNA. O 6pog
«mobl amo TPELG YOVEIGY avadEpeTal O pla KAaotopo pEBodo umoPonBoulpevng
QVaTTOPOYWYNG TIOU QTIOCKOTIEL OTNV ATIOTPOTH TNG LETAS00NG GOPRAPWY LLITOXOVOPLAKWV
acBevelwyv amd tn pntépa oto matdl. H puroxovdplakn Swped péow peTadopdg Tou
TUPNVLKOU YOVISLWUOTOG OO VOl YOVILOTIOLNMEVO WAPLO TNG PooBePANUEVNG yuvaikag
0€ €Va QIOTMUPNVWEVO YOVILIOTIOLNLEVO WAPLO TIoU €xel SwpnBel amod pia vyt yuvaika.
Me autdév tov TPoOmo, n petadopd Tpoodépsl oTlC TPOoPePANUEVEG yuvalkeg Tn
SuVaTOTNTA VA ATTOKTo0UV TaLSL e TIANPN YEVETLKN ouyyEvela upnvikol DNA, aAAd pe
ehayLotomnoinon tou KwwdUvou gudaviong vooou Tou pitoxovéplakou DNA.

H péboboc autr, o 8U0 €kBoxeg, NG «MHETAdOPAC HNTPLKAG OTPAKTIOU» KOL TNG
«TIPOTIUPNVLKNG LETAPOPAG», £XEL EYKPLOEL OE OPLOUEVEG XWPECS, UTIO AUCTNPA pUOULOTIKA
Kal nBwka mAaiota. Mapd ta onpavtikd odhEAn tng otnv mPoAnYn KANPOVOULKWY abrcewvy,
n epapuoyrn tng €XeL TPOKOAECEL gupeia oUTATNON OTNV EMLOTNUOVIKN Kal Blondikn
Kowodtnta. Ta kUpla {ntiuota mou eysipovtal adopouv Tnv mbavotnta aAholwaong Tng
avBpwmLvNG KANpovouLKOTNTAG, TNV NOLKN Sldotacn tng mapepfaocng otn dtadikaoia tng
QVOTTOPOYWYAC KOL TOV OPLOKRO TNG YOVEIKOTNTAC Ot €vol TAdiclo Omou Tpia dtopa
oupBaAouv otn dnuLoupyia evoc avBpwrou. Qotoco, Eva «maldi amod TpeLg yoveigy» Sev
amoteAel POIOV YEVETIKAG TPOTOTOLNGNG e TNV €vvola TG aAAaynig Tou upnvikol DNA,
OAAQ pLo eEELSIKEVEVN BLOTOITPLKA TIPAKTLKI TTOU 0TOXEVEL 0TNV EEAAELPN CUYKEKPLUEVWV




aoBevelwy HEOW TNG OVILKOTAOTOONG TWV EAATTWHATIKWY HiTtoxovopiwy. Mapd Tig
OVTLIOPAOELG KOL TIG NOWKEC EMIPUAALELG, N TEXVIKI QUTI) oNUATOSOTEL £va oNUAVTIKO BrAua
TMPOC TNV KateuBbuvon tng €€aTOUIKEUUEVNG YovISLaKNG Beparmeiag, mpoodépovtog oe
OLKOYEVELEG e UPNAO YEVETLKO KIvOUVO TN SuvATOTNTA ATIOKTNONG UYLWYV QTTOYOVWV.
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Eikova 6.X Kowég Spaoctikég popdég ofuyovou. Mia umordla puntépa mou ¢Epel
naboyovo petdloén oto pitoxovéplokd DNA (mtDNA) upmopesl va umoPAnBel oe
pLtoyovoplakn petadopd, wote va PeElwOel o Kivduvog va amoktiost madi He vooo tou
pitoxovéplakol DNA. ‘Exouv xpnotpomolnBel U0 KUPLEG TEXVIKEG: N TIPOTIUPNVIKK
petadopad (A) kot n petadopd orpdktou (B), oL omoieg emitpénouy N petodopd Tou
TUPNVIKOU YoVvISLWUOTOG ot {uywTo 1 WApLo SOTPLOG TTOU TIEPLEXEL UYL HLTOXOVEpLO XWPIg




™ petaraén tou mtDNA. (C) Mapdpola mpooéyylon £XeL eGAPUOOTEL KL O YUVALIKEG HE
UTIOYOVLUOTNTA, LE OKOTIO TN BeATiwon Twv miBavottwv cUAANYNG LECW ULTOXOVSPLAKAC
LETAPOPAC OFE [N YOVIUOTOLNHEVO waApLla. 3TIC TPWTIEC Tpoomndbeleg tou mediov,
TpaypoTonoL)0nke petadopd KUTTAPOTTAACHUATOC Ortd Lyl veapn 80TpLa o wdpLa Tou
elyav AndBeil anod yuvaikeg pe utoyovipuotnTa oxXeT{OpeVN e TNV NALkia. Mo pocdarta, n
LETAhOPA ATPAKTOU XPNOLUOTIOLELTOL YLa T HeTadopd Tou tupnvikol DNA armod to wapLo
HLOG UEYOAUTEPNG OE NAKIO UNTEPAG OE QTMOTIUPNVWHEVO WAPLo SOTPLAC, TPV Ao Tn
SLadkaoia TNG EEWOWUATLKAG YOVILOTIONoNG.

6.8 Ta Aucoowpata

Ta KUTTOPO, €KTOC oo T ouvBeon Twv Hakpouoplwv, SlaBETouv Kal HNXOVIOUOUC
ubpoAuong vyia tn Slaomacn Kol ovakUKAwon Twv BLOAOYIKWY poplwv Tou €Xouv
OAOKANPWOEL TOV AEITOUPYLKO TOUC KUKAO 1) Ttou cuvéAe€av amd to meptBaAlov toug. To 1955
o Broxnuikoc Christian de Duve, o omoiog Tiun6nke pe to BpaPeio NoumeA, mapatrpnos otL
OUYKEKPLUEVA UTTOKUTTAPLKA KAdopata apoucialav évtovn udpoAuTikn Spaotnpldotnta. e
auTa Ta KAdopota avakaAldOnkav ta opyavidia ta omoia ovopdotnkov Aucoowpata. Ta
AuooowpaTa AMOTEAOUV OUGLAOTLKA TO “TIETITIKO oUOTNUA” TOU KUTTAPOU, KABWC MEPLEXOUV
£viupa Lkava va dlaotiouv oxedov kaBe eidouc BLOAOYLKO TOAUUEPEC — TIPWTEIVEC, VOUKAEIKA
o&éa, AutiSia kat moAuoakyapites. Eivalt cuvnBwg odatpika opyavidia, Stapétpou 0,2 €wg 0,5
um, riou ieptBaAdovtal amo amAn Autsikn duthootiBada. To ecWTEPLKO TOUG eival éva 6€vo
StdAvpa (pH ~4,5-5), amapaitnto ywa T dpdcn Twv USPOAUTIKWY evIUUWYV, Ta omola
AettoupyouUv BéAtiota oe XapunAo pH. To 6o auto meplpaAlov Slatnpeital xapn oe
avtAia npwtoviwv (H*-ATP&on) evowpatwuévn otn HepBpavn, n omola petadEpel evepyd
MPWTOVLA ATO TO KUTTOPOSLAAUMO TIPOG TO E0WTEPKO Tou opyavidiou. H pepPfpdvn twv
Auooowpatwv Slabétel el6IKA MPOOTAGLN, WOTE VA ATMOTPETIEL TN Slappor Twv evIUHWVY Kal
™V autokatootpodn tou Kuttdpou. Ot yAukompwteiveg tng pepPpavng, onwe n LAMP-1
(Lysosomal-Associated Membrane Protein 1) kot n LAMP-2, oxnuatilouv éva ukvo oTpwua
COKXAPWV TIOU TPOCTATEVEL TO ECWTEPLKO TNG LEUBPAVNG amtd TNV MPWTEOAUTIKA Spdon.

Ta Aucoowpata Sev glval otatikd opyavidia aAAd amoteAolV SUVAULKEG SOUEG, OL OTtoleG
oXNMOT{OVTaL, CUYXWVEVUOVTAL KOl AVOKUKAWVOVTOL CUVEXWEG OVAAOYQ HE T AVAYKEG TOU
KUTTAPOU. TuXVA TaflVvoHoUVTaL O€ TIPWTOYEVH Kol Seutepoyevi) Aucocwpato. Ta TPWTIOoYEVh
Aucocwpata TEPLEXOUV avevepyd Eviupa Kol oxnpoatilovtal oto cUpmAsypa Golgi, evw ta
Scutepoyevl]y AUGOGWMOTA TIPOKUTTOUV OTtd TN OUYXWVEUCON TWV TIPWTIOYEVWY HE
gvéoowpata 1 autodpayoowWUOTH KoL AroTEAOUV TIC EVEPYEC HOPPEG Omtou AopPAveL Ywpa
n méPn. H Onuoupyla Twv AUCOOWUATWY amoteAel Tpoidv cuvepyaociag Tou
evbomhaopotikol Siktuou Kol Ttou cupmAéypatoc Golgi. Ta udpolutikd éviupo Twv
Aucoowpatwv ouvtiBevtal and plpoocwpato MPocdedepéva oto adpd evSOMAACUATLIKO
Siktuo kol petadépovtol oto Golgi yia emefepyacia kol tpomomoinon. Ekel, kotd tn
vAukoCuAlwon, mpootiBetal o kKAOe éviupo £va e8IKO oo avoyvwplong, n 6-dwaodoptkn
pnavvoln, n onoia kaBodnyei to £évlupo otnv trans mMAeupd Tou Golgi, 6Tou Kal cuckeualovtal
o€ KuoTidLa.

Ta Avcoowpatikd EvIUpo OMOTEAOUV TO AELTOUPYLKO UTIORABPO TNG AMOLKOSOUNTIKAG
LKAVOTNTAC TWV AUGOCWHATWY KaL OV KOUV GTNV KaTnyopla Twv 6§lvwv udpoAacwv, SnAadn
evlUpwv Tou Opouv PBéATota o XapnAd pH. Méxpl onuepa £xouv Tautomolndsi
TEPLOCOTEPEG IO eV VTA SLapOPETIKEG USPOAAOEG, Kabepia e€slSikeupuévn otn Sldomaon



OUYKEKPLUEVOU TUTIOU MoKpopoplou. OL MPwTeAosS, OMw¢ ol KaBeyiveg, Slaomouv Tig
npwrteiveg og mentidla Kot apvoééa- ol VOUKAEAOEG USPOAUOUY Ta VOUKAETKA of€a (DNA Kkalt
RNA) og voukAeotiSia: ot Autdoeg kal dwodoAndceg anolkodopolv Ta Auidla og Autoapd
of€a Kol YAUKEPOAN: ol YAUKOOLSAOECG SLaCTIOUV TTOAUCOKXAPITEG KOl OALYOCOKXOPITEG OF
amAd oakyapa: evw ol pwodatdoeg Kal ol BsLdoeg amouakpUVouv pwodOopLKEG Kal BEUKES
OUASEC Ao TOL UTIOCTPWHOTA TOUG. AUTH N eVIUULKN TIOKIA LA KABLOTA Tat AUGOCWUOTA LKAVA
VQ OLIMOWKOSOOUV OXESOV KAOE £i60C¢ LAKPOOPLOU TTOU TIPOEPXETAL EITE OO TO EEWTEPLKO
TOU KUTTAPOU PEoW evEOKUTTWONG, ElTe amo To (610 To kKUTTapOo PéEow autodayiag.
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Ewova 6.X. H Sopun Ko n Asttoupytk] TTOAUTTAOKOTNTA TWV AUGOCGWHATWVY. 3TO 0PLOTEPA
napouctaletal n Bloyéveon kKol wplpovon Twv AUCOCWHATWY HECw OAANAsTidpaong pe
ev600WMOTA KL AVOKUKAWGON LoKpOoUopiwy, evw ota §€Ld daivetal n Aemtopepng cuoTaon
™G AUCOOWHIKNAG MEUBPAvVNG Kal tou ouAol. To Aucoowpato TeEPLEXOUV USPOAAGOEC
(mpwtedoeg, yAukooldAoesg, AUTAOCEG, VOUKAEAOEC) Tou Sloomouv Tmpwrteiveg, Autidia,
udatdvOpakeg Kal VOUKAEIKA oféa. MepPpavikég mpwrteiveg onwg ot LAMP1, LAMP2 kot
LIMP1 cuppetéxouv otn ouvdean, Tn petadopd kal tn dtaloyn eviUpwy, evw petadopeig
omnw¢ ot NPC1, SLC38A9 kat LAMP2 puBuifouv tnv avtaAlayn Amisiwy, apvotéwv kot AAwY
popiwv pe Tto KuttapomAoopa. loviikol SiawAot (.. MCOLN1) gAéyxouv TO E€0WTEPLKO
niepBAANOV TwV AUCOCWHATWY Kot cUBAAAOUV 0T onuatodotnon, evw To cUmAoko LYNUS
Aettoupyel wg aloONTAPAG BPEMTIKWY OUCLWY UETADEPOVTAG CrATO TIPOG Tov Tupnva. Ot
AUCOCWUATIKEC KLVAOELC KOTA HAKOC ULKPOOWANVIOKWY SLEUKOAUVOVTAL OTtd KLVNTLKEG
TPWTEIVEG.

H OSuoclAsttoupyia twv AucoowWHATWY omoteAel pio amd TG ONUAVTLKOTEPEC alLTieg
KANPOVOULKWV METOBOAIKWY voonudtwv, Ta omola opoadomolouvial Umd Tov Opo
Auvcocwuka voorpata arnodnkeuong (LSDs). Mpokettal ylol omavieg oAAQ ocuxva coBapég
KOLL TTPOOSEVUTIKEG SLaTapaxEg, Tou TPOKUTITOUV ard HeTOAAAEELG o yovidla urteUBuva yla tn
ouvBeon AUCOCWHIKWY eVvIUPWY, TPWTEiVWV HeTadopds, UTOSOXEWV 1 PUBULOTIKWVY
mapayovtwy. OL HETAAMNAEEL QUTEG £XOUV WG CUVETELX TN UEPLKN 1 TTARPN AMWAELD TNG
evIUULKAG SpaOTLKOTNTAC, 0ONYWVTAC OE CUCCWPEUCH LN ATIOLKOSOUNUEVWY LAKPOUOPLWY
(Autdiwv, yAukoA S lwy, TOAUCOKXAPLTWY I MPWTEIVWYV) Héoa ota Aucoowpata. H otadlokn

oUoOWpPEeUCN TIpOKaAel Olatacn Twv AucoowWMPATWY, JSlotopax TNG KUTTOPLKAG



OPXLTEKTOVLKNG, AroppUBLILON TOU HETOBOALOUOU KOl TEALKA KUTTAPLKO Bavato. Av Kol KABe
vO0ooG pokoAeital amo SladopeTikd evluulkd ENelppa i SucAettoupyla, OAeg potpalovral
Kowvd TaBoduGCLOAOYIKA XAPAKTNPLOTIKA: T CUCGCGWPEUON UTOCTPWHATWY, TN Satapaxn
NG evSoKuTTaPLIKN G KUKAodopiag kal Tn PpAeypovwdn avtidpaon mou odnyet oe ekpuAlopd
LloTwv. H TOAUOPYAVLK CUMUETOXN €Lval GUXVH, LE VEUPOAOYLKA, NITOTLKA, KAPSLOKA, HUIKA
KOl OKEAETIKA CUUMTWHATA, EVW N TIOPEia TG vOoou efaptdtal amnod tn coPfapdtnta Tng
eVI{UULKNAG OVETIAPKELOG KOL TOV LOTO TTOU TIpooBAAAETAL.

AUGOCWHLKA Voo Lata arntoBrKevong

OL AUCOOWLKEG SLATAPAXEG ATIOTEAOUV L ETEPOYEV) OUASA KANPOVOULKWY VOCHUATWY
Tou odeilovral og yeVETIKA eEAaTTWATO EVIU LWV H TIPWTEIVWYV OL OTIOLEG EUTTAEKOVTOL OTNV
OOLKOSOUNOCN LOKPOUOPLWY EVTOC TwV AUCOCWHATWY. Ta Aucoowpata eival anapaitnta
opyavidla yia tn GpuoloAoyikr) aVAKUKAWGCN KUTTAPLKWY CUCTOTIKWY, KoL OmolodnmoTte
Suaoheltoupyia Toug odnyel og EVOOKUTTAPLA CUGCWPEUGH LN OTTOLKOSOUNUEVWY OUCLWY,
LE CUVETTELO EKTETAPEVEG LOPDOAOYLKEC Kal AELTOUPYIKEC AANOLWOELG. AV Kal KABe vOoOG
epdavilel 8lattepotnTe WG TPOC To UTEULBUVO €VIUPO KOl TOV LOTO OTOXO, OAEC
xapaktnpilovtal and mpoodeutikr €EEALEN, TMOAUGCUOTNUATIKY OCUMUETOXA Kal uynAn
voonpotnTa.

Nooog Gaucher

H vooog Gaucher amoteAel tnv mo cuxvr) AUCOOWLLKN dlatapaxr], LE cuxvoTnTa epimou
1:50.000 otov yevikO TANBUOUO Ko TIOAU HEYOAUTEPN O OPLOUEVEG €OVOTIKEG OUADES,
onmw¢ ot EBpaiot Ashkenazi. Mpokaleital omd oavemdpkela f; ducAeltoupyio tng B-
vAukoowbdong (yAukooepeBpootddaong), evlupou umelBuvou yla tv udpolucn Tou
YAukooepePBpoaoldiou oe YAUKOIN Kol Kepapidlo. H avikavotnta amolkodounong Tou
UTIOOTPWOTOG 08NYEL OTN CUGCWPEUGK TOU EVTOG TWV HaKPodAYwWY, T Omola armoktouv
XOPOKTNPLOTIKA HopdoAloyia e SLOYKWHUEVO KUTTAPOTTAQCHO YELATO AUTISLA, YWWOTA WG
«kUTtapa Gaucher». Ymdpxouv TpPelG Kuplol KAwikol tumot. O tomog 1, o un
veupomadnTikdg, €ival 0 ouxvoTEPOG Kal Xapaktnpiletal amd nmatoomAnvopeyalia,
avaupio, Bpoppornevia Kol 00TIKEG AANOLWOELS TIOU UTtOpEL va 0dnyrnoouv og maBoAoyLkd
Kataypota f ooteovékpwaon. O TUMoG 2, 0 0UC veupPomaBONTIKOG, EKONAWVETAL KOTA TN
Bpedikn nAkia pe ocoPoapry veupoloylky ekdpUALON, OMACHOUG KAl OMOOTIKOTNTA,
odnywvtog cuvibwg oe Bdvato péca ota dUo mpwta £tn {wrg. O Tomog 3, o XPOVLIoG
veupomadntikdg, xopoktnpiletol amd nmotepn oAAG  TIPOOSEUTIKI)  VEUPOAOYLKNA
OUMUETOXN, LE atatia, EMANTTIKEC KPloeLg Kol 0POAALOKLVNTIKEG SLATAPAXEG.

No6oog Tay—Sachs

H vooog Tay—Sachs odeiletal os avemapkela tng eolapvidaong A, eviupou umelBuvou
yla TV anotkodounon tou GM2 yayyAtooidiou otoug veupwves. H aduvapuia Staomacng
auTtol Tou YAUKOALTLSioU TIPOKOAEL TIPOOSEUTIK CUCOWPEUGH TOU OTO KEVTPLKO VEUPLKO
olOTNUA, 08NYWVTAC O EKTETAUUEVO VEUPOEKDUALOUO. Ta Bpedn pe Tay—Sachs yevviolvtot
XWpPLlg epdaveic avwpaAie, wotdoo amd TOV TETOPTO £WE ToV €Kkto pNnva Twng
mapouoLalouV omwAELa KVNTIKWY S€ELOTNTWY, UTIOTOVIA KAl UTIEpAVTAVAKAOOTIKOTNTA. H
voooc eéeliooeTal e OMOOHOUG, TPoodeuTikn TUGAWON Kal Bapld vontiki Kabuotépnon.
To Lo XapOKTNPLOTLKO 0POaAOAOYIKO eUpnua eival N epuBpr wXPA KNALSA, obeNOpEVN
otnv amoyVuvwon tou apdLpAnctpoetdolg amnod ta Autidia yUpw amo To KEVIPLIKO Bobpio.
H mopeia eival apeiliktn, pe Bavato cuvnBwg mpLv amod TNV NALKLO TWV TECCAPWY ETWV.

Ndécoc Pompe




H vooog Pompe, yvwotr Kat w¢ YAukoyoviacn tumou Il, odelletal o avemdpKela TNG
o&wng a-1,4-yAukooidaong () 6§vng pataong), evlUpou ou SLooma To YAUKOyovo ota
Auooowpata. H avendpkelo odnyel og cucowpeuon YAUKOYOVou, L8lwg 0TOUC OKEAETLKOUG
Kol KopSLaKoUG JUG, e amOoTEAEOUA HUiKA aduvauio, kapSlopeyaAia Kol OVATIVEUCTIKH
ovemapkela. H Bpedwkn popdnR tng vooou eival n mAfov emBetikn: ta Bpédn
napouclalouv umotovia, nmatopeyaAia, KapdlaKn aVEMAPKELA Kol kKoabBuotépnon
ovamntuéng, He BAvato cuxVva TPLY Ao To MPWTO £To¢ {wnG. AvtiBeta, n oYun popdn, mou
eudaviletal og edrBoug ) eVAALKEG, XapaKTnPLZeTaL amo MPoodeUTIKN LUK aduvauia Kot
SduokoAia oTnv avamvor), xwpig £évtovn KopSLoK GUUUETOXN.

Nooog Niemann—Pick

H vbooog Niemann—Pick amoteAel opdada Siatapaxwv TOUu UETABOALCUOU TWV
odlyyoAutdiwy Kkat Stakpivetol oe Siadopoug TUTOUC He SladopeTikO MOOOYEVETLIKO
urtoBaBbpo. Ot tomoL A kaw B odpeilovtal oe avemapkela tng oplyyopueAvaong, eviuuou
Tou KataAVeL Tn Sldomacn thg odplyyopuelivng os kepapiblo kat pwodopuloxoAivn. H
ENelny Tou obnyel oe cuocowpeuan odlyyopUEAIVNG OTA AUCOCWUATA LAKPOPAYWY TOU
AMATOC, TOU OMANVA, TOU HMUEAOU TWV OOTWV KOL TOU VEUPLKOU Lotou. O tumog A
Xapaktnpiletal ano Bapld veupoekdUALOTIKA Ttopeia Kot Bavato mpLy amod Ty NAKio Twy
TPLWV ETWV, EVW 0 TUTOG B €xeL NTLotepn Hopdr Xwplg vEUpOoAOyLK CUUUETOX, OANG UE
ONUOVTLKA oTAnvVopeyaAia Kol TIVEUOVIKEG EMUTAOKEC. AVTLOETWG, oL TUToL C1 ko C2 Sev
oxetilovral pe EéNewpn evlipou, alhd pe petaAldéelg otig mpwteiveg NPC1 kat NPC2, ot
omoieg puBuilouv tn petadopd xoAnotepOAng Kot AUTdiwv amo Ta AUGCOCWHATA TIPOC TO
Kuttapomloopa. H Suchettoupyia toug odnyel oe evdokuttdpla mayidsuon xoAnotepOAng
Kol YAUKOAUTSIWY, HE QmOTEAECUA nmAToomAnvopeyoAia, atafia, Suodayia Ko
T(POOBEUTIKI) VEUPOAOYLKI| EKTTTWON.

AAAEG AUGOOWLLKEG VOOOL

Mépa amd TG mpoavadepOeloeg, €XoUV aAvVAYVWPLOTEL TTEPLOOOTEPEG amo €Rdounvia
SL1apopeTIKEG AUCOOWLKEG TTaBnoeLg. Metatl autwy, n vooog Fabry, mou mpokaAsital and
QVETAPKELX TNG a-yaAaktoolddaong A, oSnysi oe ayyslonmaBela pKPWY ayyeiwv, xpovio
Tovo, vedplkn avemapkela kot kapdiakr) ducAeltoupyia. Ot vooot Hurler (MPS 1) kot
Hunter (MPS Il) avrkouv otig PAevvomoAucoKyaplOWOoELC Kal xapaktnpilovial amo
OKEAETIKEG SuoTIAQOLEC, SLavoNTIKY) KABUOTEPNON Kal TTPOOSEUTIKY) VEUPOAOYLKNA EKTTTWON.
H voocog Krabbe, mou odseiletol os avemdpkela NG yoAaKTtooepePpootdAaong, Kot n
pHeTaxpwpatiki Asukoduotpodia, mou oxetiletal pe EAewn tng apuvAocouddatdacng A,
ennpealouyv tn oclLVOeoN KoL tn otabepdTnTa TG LUEAIVNG, 08NYWVTAC O OTTOUUEALVWTLKEG
BAABeC Tou Kevtpkol VEUPLKOU GUGTHHATOC.




Gaucher disease Sialidosis
¢ Parkinson disease ¢ Alzheimer disease
* Dementia with Lewy bodies e Fibrosis
= e Cancer
Mitochondrion Danon disease
¢ Pauci-immune FNGN
MPS IlIB . * Frontotemporal dementia
* Tauopathies ~ b7 Pt
® Alzheimer disease °O?O > : & ; « Glycosidases
o-Synuclein ,/f :‘ ) * Amyloid-
) @ LAMP2 < =cu°| ® Exosomes
@ GlcCer 9'at / 0 .
P-tau ! / Lyosomal
\ GleCer STAPP exocytosis
MPS 111A, IlIB and 1IIC HS-GAG L4 e
* Batten disease \.
\ Q«%— Cholesterol GM1 gangliosidosis

e Parkinsonian features

¢ GM1 &
SCM/iS/ \gg NPC1 * Alzheimer disease
G N\

'/'//I Cholesterol-sphingolipid

homeostasis

§—ER j

NPC
Nucleus * Alzheimer disease

Mnxaviopol Kuttaptknc BAaBNg

H maboyéveon Twv AUCOCWHLKWY VOONUATWY UTEPPAlVEL TN HNXOVLK) CUCOWPEUGN
UTIOOTPWUATWY. Ta Sloykwpévo Auvcoocwpata TpokoAoUv avadlopydvwon Tou
€EvVSOKUTTOPLKOU XWPOoU, MapepPaivovtag otn PeTadopd KUOTLOiwY, 0Tn UIToxovEpLoKkn
Aewtoupylo. koL otn onuatodotnon tou acPeotiou. H Tapatetapévn oucOWPEUGH
EVEPYOTIOLEL OLMOMTIWTIKA HOVOTATLA, O8NYWVTOC OE TPOYPAUUUATIOUEVO KUTTAPLKO
Bavarto. EmumAéov, N mopoucia pn omoKoSOUNUEVWY LaKPOHOPLlwY Umopel va TPOoKaAECEL
dAeypovwdn anokpion mou emidevwvel T PAARN. ITO VEUPLKA KUTTOPA, OL LLETOBOALKEC
QUTEG aVWHOALEG 06NyoUV og anwAela cuvaPewy, dlatapaxr tng VEUpopEeTaBiBaong Katl
TPOOBEVUTIKO VEUPOEKDUALOHO. ZTOUC NIIATLKOUG KOl GTRAQXVLKOUG LOTOUG, N UTEPPOPTWON
TWV AUCOCWHATWY SLATOPACOEL TNV EVEPYELAKI LOOPPOTIiOL KO TPOKOAEL petaBoAikn
anodlopyavwaon. OL TOAUCUOTNHATLIKEG EKENAWOELG — ATIO LUOTIABELA KoL NTTATOUEY QAL
£wWG Kapdlomabela KOL QVOTIVEUOTLKN) QVETOPKEL — avilkatomtpilouv tn Bepeliwdn
onuooia Twv AUGOCWHATWY oTN SLatrhpnon TG KUTTAPLKNG OLOLOCTAONG.

OEPANMEVTIKEG TPOCEYYIOELG
H mp6060¢g otn HopLakn) LATPLKN TIG TeEAeuTaieg SeKaETIiEG EXEL ETLPEPEL EMAVAOTACH OTN

Slaxelplon Twv AUCOOWHLKWY VOONUATwY. OL PAOCIKEG BOEPATIEUTIKEG OTPATNYLKEC
neptAappavouv:

e Eviupwkn umokatdaotacn (ERT): n ouotnuatiky xopnynon avoouvSUuaopEVWV
eVIUHWV ETUTPETIEL TN HEPLKI OMOKATAOTAON TNG AUCOCWHLKAG Astoupylag. Ta
évlupa  mpooAhapPdvovtol pEow UTIOSOXEWV Hovvolng-6-dwodopikol Kot
OTOXEVUOUV OTa KUTTOPA TIOU Xpeldalovtal amokatdotaoh. H péBodog edapudletal
ETITUXWC Ot TtadroeLg 6mwe n Gaucher, n Fabry kot n Pompe.

e Osgpaneia peiwong umootpwpatog (SRT): xpnowomolsl MKpA HOpLO TIOU
LELWVOUV TN oUVOEON TWV CUGOWPEVOPEVWY Altdiwv. Napdtl Sev avrtikabliota




MANPWC TN Aswtoupyia tou eviUpou, umopel va emiPpaduvel tnv e€EALEN Kal va
ouvbuaotel pe tnv ERT.

e Tlovidlakn Oepameia: aflomolel UKOUG Gopeilg yla TNV eloaywyr] AELTOUpPYLKOU
QVTLYPAdOU TOU EAATTWHATIKOU YoVLSIoU oTa KUTTOPO 6TOXOUC. OL TPWTECG KALVIKEG
SOKLUEG o vOooug omwe n MPS 1ll, n Fabry kat n Pompe delxvouv eAmibodopa
QMOTEAEOATA, TIPOOHEPOVTOC TIPOOTTTLKI LAKPOXPOVLOG OTOKATACTOONG.

e METANOOXEUON OPXEYOVWV OLUOTIOLNTIKWY KUTTAPWV: TIOPEXEL AEITOUPYIKA
€vlupo PECW HOVOTIATIWY KUTTOPLKNG EmiKkowvwviag. Moapdotl cuvdéetal pe
oNUavTLkoUg Kvduvoug, £xel edpoplooTel e emituyia os oplopéveg popdég MPS
kal Krabbe.

6.9 Ta evéoowpaTa Kal T auTodayocwHaT

Ta poakpopopLa mou npoopilovral yla amodounon ota AUGOCWHATA EVTOTIL{OVTOL APXLKA OE
£vBOKUTTOPLKA KUOTIOLO, Ta omoia ta tepBAANOUV Kol Ta LETADEPOUV TIPOG TO AUCOCWLKO
Stapéplopa. Metafl autwy, To evéoowpata Kal Ta avtodayoowpata oamoteAolv U0
Bepehwdelg katnyopieg evdopuepppavikwy KuoTdiwy mou Stadpapatilouv Kpiououg poAoug
otn Slaxeiplon Twv Mpwteivwy, Twv Autdiwy kat Twv opyavidiwy, kabwg kat otn Statrpnon
NG OUOLOOTOONG TOU KUTTAPOU. NopOTL MPOKELTAL YLo SLAKPLTA CUCTAUATA, T EVOOOWHOT
KOl TO QUTOPAYOCWUOTA CUVSEOVTOL AELTOUPYLIKA HECW KOWWV 06wV petadopdg Kal
CUYXWVEUONG, 08nywvtag TeAkd otn dnuoupyia AUCOCWHUATWY KOl OTNV Oomolkoddunon
KUTTOPLKWY GUOTOTIKWV.

Ta evéoowpata, oxnuatilovtal LEow TNG EVOOKUTWONG, oG SLadlkaolag Katd Tnv omnola
TUAMATO TNG MAOCUATIKAC LEUPBPAVNG ECWTEPIKEVOVTOL VLA VO OXNUATIOOUV HLKPA KUOTLSLa
TIOU HETAPEPOUV OUTLEG AMO TO €WTEPLKO TEPLBANAOV TIPOC TO ECWTEPLKO TOU KUTTAPOU.
Yndpxouv TpeLg KUpleg popdéG evbokUTwong, kabeuio pe Stadopetikd popdoloyilkd Katl
Aeltoupyka xapaktnplotkd. H ¢ayokuttdpwon amnoteAsi e€slbikevpévn Stadikacio mou
ouvavtatal Kuplw¢ oe KUTTapa TOU OVOOOTOLNTLKOU, OMw¢ TA Hakpoddyo Kal Ta
oubetepodha, Kal eEUMnPeTel TNV MPooAnyPn peydAwv cwuatidiwv — onwg Baktnpiwy,
VEKPWY KUTTAPWVY N KUTTAPLKWY UTIOAELUUATWY — HEOCW TNG SnpLoupylag poskBoAwv TG
HEUBpAvNng mou TepBaAAouv Kat eykAeiouv To UALKO oxnuatilovtag ¢payocwpata. Autd ta
dayoowpaTa OTN CUVEXELD CUYXWVEUOVTOL ME AUCOCWHOTA YLO. TV QIOLKOSOUNGon Tou
TIEPLEXOUEVOU TOUC. H Tivokuttdpwon, avtifeta, ival pa cuvextl{opevn, Un edikn popdn
gevbokUTwong mou odnyel otnv mpPooAnPn £EWKUTTOPLKOU UYyPOoU KAl HOKPOUOpiwv
(HaKPOTILVOKUTTWON) HECW HLIKPOOKOTILKWY KUOTLSiwY. Ta KUOTISLO QUTA CUVTAKOVTAL HE
Aucoowpata yla TNV anolkoSOUnon Tou TEPLEXOUEVOU TOUG. AmoteAel Baoikd pnxaviopo
avakUKAWoNG TNG HEPBpAvNG Kat Statrpnong tou tooluyiou Autdiwy katl mpwteivwv. H tpitn
KOLL TTLO ETUAEKTIKN Lopdn elvat n ev8oKUTIWON HECW UTOSOXEWV. Z€ aUTHV, ELOLIKA LOPLA TOU
€EWKUTTAPLOU XWPOU TPOCSEVOVIAL O OVAYVWPLOTIKOUE UTIOSOXEIC TNG TAQCUATLKAG
HUEUBPAVNC, OL OTIOLOL EV CUVEXELQL CUYKEVTPWVOVTOL OF TIEPLOXEG KAAUMEVEG Pe KAaBpivn. H
OUYKEVIPWON OUTWV TWV TIEPLOXWV O8NYsl OTOV OXNUOTIONO KOAAUMUEVWVY KuoTLSiwv
KAaBpivng, Ta omola amokomTovTaL amo tn HeUPpavn Kal petadépouv To doptio Toug oto
E0WTEPLKO TOU KUTTAPOU. MEow auUTAG TNG 060U eloEp)ovTal KPIOLUEG OUOIEC OMWCE N
tpavodeppivn, n LDL xoAnotepoAn kot Stadopotl augnTikoi mopayovteg.
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Ewova 6.X Emiokomnon twv ¢ayoKUTIaplKwVY Kat pun ¢oyoKuTIopLlkwy 08wv dnpoupyiag
evéoowpdtwv. A) H dpayokuttdpwon Aapavel xwpa ota Lakpoddayo HEow VOGS LNXOVLIOUOU
mou Baoiletal otnv aktivn kat mepAopPavel alnAenidpaon pe Stddopoug e€eldikeupévoug
UTIOSOXELG TNG KUTTAPLKNG emipavelag. Ta &Eva ocwpatidla €o0wTeplKEVOVTOL Yylot va
oxnuotioovv dpayoocwpata. H cuvtnén twv ¢ayoowudtwy pe To Aucoowpata odnyel oto
OXNUOTWONO GayoAUCOOWHATWY, OOV Ta Eéva cwpatidla amowodopolvtat evUUOTIKA. B)
H evéokUTttwon mou pecoAdBeital and kAabpivn meplAapBAavel Tov oXNUATIOUO KUOTLSLwY
oo TEPLOYEC TN MANCUATLIKAC LEUBPAVNC TIOU gival eEMKOAUUUEVEG pe KAaBpivn. Metd tnv
gowteplkomoinon, ot kAaBpiveg avakukAwvovtal Tiow oTnv TAACUOTIK HeUBpavn,
aKOAOUBOUWEVN QMO TNV WPLLOOVON TOU MPWLHO EVO0OWHATOC 0To OYLHo evéoowa. To
oPLpo ev6OOoWHA CUVTAKETOL HUE TO AUCOCWHA YLa VO oXNUOTioouV To evSoAucoowua. Ta
UAIKA oTn ouvéxela amolkodopouvtal. ) H pakpomivokuttapwon TepAaupAavel tov
OXNUOTIOMO HEYAAWV KUOTISIWVY Tou ovopdlovial HaKPOoTVOoWHOTA, N omoila cupBaivel
HEow TPOoeKPBOAWY TNG MAOCHATIKAC MEUBpAvnC tou KaBodnyouvtal ormd vNUATLO OKTIVNG.
Méow auTAC TG 080U, TO TEPLEXOEVO AMOLKOSOUELTAL LETA TN oVUVTNEN LE TA AUCOCWHATA.

Ta evboowpaTa TOU TPOKUMTOUV amo TI mapandavw Sladikaciec ovopdlovial mpwipa
evéoowpata. Ta Mpwipo evdoowuata xapaktnpilovral anod shadbpwg 6fwvo pH (mepimou
6,0-6,5), T0 omolo enITUYYAVETAL HECW TNC SPACNC TWV AVTALWVY PWToViwv TUTou V-ATPase.



Me Tnv wpipavon Toug, Ta MPWLLO EVE0OCWHATO LETATPEMOVTAL O OYPLpa EvSoowpata, Ta
omola mapouaotalouv xaunAotepo pH (mepimou 5,0-5,5), Swadopomolnuévn ouotaon
TMPWTEIVWY Kal €UMAOUTIONO ot Autibla Onwe to AuoofLodatiSulocivooltodn. Katd tn
Sladlkaola outr, TO £VOOOWHOTA OTNOKTOUV XOPAKTNPELOTIKA E0WTEPLKA KUOTIOLO,
oxnuatilovrag TiG TOAVKUOTIKA cwpatia (MVBs).

EGFR® ,
‘i‘

s ol i
™

Ewkova 6.X Ta KuoTidia tnG eVSOKUTIWONG. TNV NAEKTPOVLIKI UKpoypadia epdavilovral Ta
Slopepiopata ™mg evboKUTTWONG: TPWLUOL svboowpata (E), oPpa
gvéoowpota/moAUKUOTIKE owpdtia (M) kat Aucoowparta (L). Ot urtoSoxeic Tou emibepuikou
ouéntikol mapayovta (EGFR) £€xouv onpavOel pe avticwpa culeuypévo pe xpuood 10 nm
(B€An), evw n tpavodeppivn (Tf) €xel onpavOel pe To oKoupo TIPOIOV TNG UTtEPOEELSAong Tou
ayplopamavou, MECW TNG TEXVIKAG TNG ovoooiotoxnuelag. [Mévie Aemtd HETA TNV
€0WTEPikEUON, oL TeplocoOtepeg ouotadec xpuool (EGFR) evromilovtal oe mpwiua
evboowpata, xwplic va £xouv dOAceL akoun o OPLpa evboowpata N Aucoocwpata. KAipaka:
500 nm.



Ma tn Slatpnon TG opoldoTacNG TOU KUTTAPOU £lval amopaitntn n avakUuKAwon Twv
ocuotatikwy Tou. H autodayia amotelel évav BepeAlwdn KATABOAKO UNXAVIOUO LECW TOU
omolou To KUTTOPO AmodopEL KoL OVAKUKAWVEL TA (LA TOU Ta cuoTatikd, dtacdaiilovtag tnv
owotn Asttoupyia Tou aAd kat Tthy enBiwon unod cuvlrkeg otpeg. Kevipilkd poAo o auth T
Stadkaoia Stadpapatifouv ta avtopayocwpata, LeUPPavika KUOTIOL SUTANG HEUBPAVNG
TIOU TEPIBAANOUV KUTTOPOMAACHATIKA UALKA, OTIWE KOTECTPAUUEVA Opyavidla N TPWTEIVIKA
OUCOWHOTWUATA, KoL T LETOPEPOUV OTA AUCOCWHATA YLa amolkodopunan. H cuvtnén tou
autopayoowpatog pe To Aucdowpa odnyel otn Snuoupyia Tou autodhayoAUGOCWHATOC,
OTIOU Ta EYKAELOMEVA UALKA amtolkoSopouvTtal amd AUCOCWHLKA €VIUHA KoL TO T(POTOVTA TNG
amodopunong, OMweG apLvoféa Kal AUmapd offa, EMAVOXPNOLLOMOLOUVTAL Yo TNV KAAudn
EVEPYELOKWY Kol PloouvBetikwv avaykwv. H mpogéhevon TN HepPpdvng ToU
0UTODOYOCWHATOC TIOPAHEVEL €va cUVOeTO {NTnUa. MOAAMAEG KUTTAPLKEG SoUEC dalveTal
va cUpBAaAAouv otn dnuioupyla tg payoddpou, mou amoTeAEl TNV MPWTN UEUBPAVIKN
EYKOATIWON €VTOC TOU KUTTAPOTMAAOUATOC. Alddopeg MepPloxeG Tou evbouepuPpoavwdoug
OUOTAHATOC OTWG To evdomAaouatiko diktuo kat to diktuo Golgi paivetal va Aeitoupyolv wg
mAatdOpUeG €vapéng tng autodayiag mapExovrac UeUBpAveG yla th Snuloupyio Tou
dayodopou. H emidekTikr autodayia Twv ULITpoxovdpiwy pHéow £l8IKWV aAnATElSpAcEwWY
Tou payodopou Ue TO pTOXOVOpLO ovopaletal pitodayia, EVw avTIOTOLXOG UNXAVIOUOG
avakUkAwong tou Golgi, ovopdletal Golgidayia.
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6.10 Ta unepoéelbloowpata

To unepogeldloowpata amoteAolV WIKPA opyavidlo, Ta omola CUMPETEXOUV OTNV
anotoivwaon, tnv oeldwon Autapwyv of€wv Kaltn puBULoN Tou ofeldoavaywytkou Looluylou.
MapoTL cuxvad mapapelolvTal o oxEon UE To UTtoAouta opyavidla ta unepoeldloowpoto
Sladpapatilouv Keviplkd pOAO OTNV KUTTAPLKA OpolooTacn Kol otn Siatipnon tng
MeTaBoALKN G LooppoTtiag, dpwvtag wG pubpotikol KOpPBoL PeTaty AuTtSikol PeTOoBOALOUOU,



EVEPYELOKNG TIAPAYWYNG Kol Apuvag £vavil Twv Spaoctikwv popdwv ofuyodvou. Eival
odalplkd n woeldr opyavidia, Stauétpou mepimouv 0,1-1,0 um, mepIBAAAOUEVA ATIO HOVN
AUTLOIKN HepBpavn. To ECWTEPLKO TOUG TTEPLEXEL £VA TTUKVO ouVoVBUAsUpa evIU WY, TTOAQ
amo Ta onolia eivol 0§EWBATEG TOU XPNOLUOTIOLOUV 0EUYOVO YLa VA ATOOKPUVOUV USpoyova
QIO UTIOCTPWHATA, TTAPAYOVTAS UTLEPOEELSLO Tou USpoyovou (H,0,). H mapaywyn auticg tng
Loxupa ofeldwtikng évwong Ba pmopouoes va elval Toflk ylo To KUTTapo: yU autd ta
urtepoéelSloowpara dtabétouv to €viupo KataAdon, To omnoio Staond to H,0, og vepd Kat
ofuyovo:

2H202 9 ZHZO + OZ

‘ETOL, T UTEPOEELSLOOWHATA AELTOUPYOUV TAUTOXPOVO WC TINYN Kol arnoBnkn ofeldwtikng
Spaotnplotntag, aAAd Kal w¢ HNXOVIOMOC Tpootaciag oamd 1o oedwtikd otpeg. H
molktAopopdia toug eivat afloonueiwtn: o aplBuoc, To péyebog Kal n ev{U LK TOUG cUoTaoN
Sladépouv avaloya He TOV TUTIO TOU KUTTAPOU Kal To £i6o¢ tou opyaviopol. Ta
NMATOKUTTOPO KOl Ta VEPPLKA KUTTOPO TEPLEXOUV LEYAAO OpLOUO UTIEPOEELSLOCWHATWY,
KoBwc¢ oL Lotol autol emItEAOUV EVTATIKEG LETOBOALKEG KOl OMOTOEVWTIKEG AELTOUPYLEC.

MNapadoolokd Bewpeito OTL T UTEPOLELSIOOWHUOTO OXNUOTI{OVTAL OTTOKAELOTIKA E
S1yotopnon mpoUlmapxovVIwy UTEPOEELSLOCWHATWY, WOTOCO0 TAEOV elval yVwoTO OTL Urtopolv
va avaduBoulv kal armd to evéonAacpatikd Siktuvo. H Bloyéveor toug eaptatal amo pia
opada eelbikevpévwy mpwrteivwy mou ovopdlovtal mepogiveg, oL omoieg puBuilouv T
CUVAPUOAOYNON TNG HEUBPAVNG, TNV eloaywyh eVIUUWY OTO ECWTEPLKO Kal Ttn Slaipeon tou
opyavibiou. H euelifla tnNg Ployéveong emtpémel ota  UMepofelSloowuata  va
npocapuolovtal ot HETOPOAKEG AVAYKEG TOU KUTTApOU. Mo mapddelypa, os meplddoug
€vtovng o&eldwong Amapwv ofEwv 1 auENUEVNC TOEKNG HOPTLONG, O aPLBOG TOUG UTTOPEL Va
TIOAAQITAQGLOOTEL Ypriyopa.

H mo yvwotn Asttoupyia twv umnepofeldloowpdtwy sival n B-ofeibwon twv HAKPAg
aAucidag Twv Amapwv o§Ewv, SnAadn n otadlakn anopdkpuvon 0o atopwv avbpaka amno
TO AKPO TOU LOPILoU, PE OKOTO TNV Toapaywy OoKeTtuAo-CoA. Av katl authi n Stadikacio
T(POLYLOTOTIOLELTOL KOLL OTOL ULTOXOVOPLA, Ta UTtEPOEELSLoOoWHATA avalapBdavouv Tn Stdonacn
TOAU pakpwv Aummapwv offwv (VLFA), to omola &sv pmopolv va enefepyaoctolv Ta
ptoxovépla. H dadopad eival 6tL ota umepoEeLlSLooWHATA TO TPWTO Brpa NG ofelbwang
napayel umepofeidlo Tou udpoyovou avtl yla ATP. To aketulo-CoA mou mapdyetat Pnopel
OTh CUVEXELD Vo LeTadepBEL OTA PLTOXOVEPLA VLA TIEPALTEPW EVEPYELAKT) EKUETOAAEUON HECW
ToU KUKAouU tou Krebs. Etol, Ta 600 opyaviSia ouvepydlovtal OTEVA OTOV HETOROALOUO TWV
AtSiwv. Ta umtepofeldloocwpato anoteAolv KUpLa TNy Kol amodéktn SpaoTikwy popdwv
ofuyovou. Méow evlUpwv OMwe n KataAdon Kot n umnepofelddcn tou ouplkol 0EEog,
puBuilouv TNV LooppoTtia HeTOEL TTapaywYNG Kal anodopnong twv ROS. Me autov tov Tpomno
TPOOTATEVOUV T KUTTAPO OO TO OEELOWTLKO OTPEG, TO OTOL0 UMOopEL va tpokaAéoel BAAPEC
oto DNA, TI¢ mpwrteiveg Kol TIG LEUPPAVEC. Ta UMEPOLELSLOCWHATA ETMLMTAEOV GULEUTEXOUV
otn ocAuvBeon Autdiwyv KoL TO LETABOALOMO TWV OULVOEEWV KaL TWV TTOUPLVWY, EVW OPLOUEVA
£vlUUA TOUC OCUUUETEXOUV OTNV AMOTOLIVWON EVWOEWV TOU TPAYOUV appwvia 1
unepotelblo Tou udpoyovou, e€acdalilovtag tnv acholny €€OUSETEPWON QAUTWY TWV
emBAafwv mopampoioviwy Tou PeETAaBOALOUOU.

6.11 H otoxevon mpwieivwy ota opyavidla

KaBwg ol meploodtepeg npwrteiveg ouvtiBevtal ota PLBOCWHATA TOU KUTTAPOTAACHATOC,
XpeLaletal £Vag LNXOVIOUOC avayvwpLong Kot LeTtadopdc wote Kabe mpwteivn va ¢pTdoeL oTo



owoTO opyavidlo. AKOPO Kal OTNV TEPIMTWON TOU HLITOXOoVSpiou, OMOU KATOLEG amo TG
npwtelveg ouvtiBevtal ota HITOXovOpLOKA PLBOCWHUATA, UTIAPXEL OUVEXNG OUVELohOoPA
Mpwteivwy Tou Kwdlkomolovvtal oto mupnvikd DNA. AUo Paocwkol tumol petadopdg
npwrteivwy Slakpivovtal: n ouv-peTadPACTIK KoL N HETA-UETOPPAOTIKA. ZTNV TIPWTN
neplmtwon, n mpwteivn apyilel va petadépetal kata tn SLApKeLla tng cUVOECSNHG TNG, OTIWCE
oupBaivel pe Tig mpwTteiveg mou mpoopilovtal yia to evdomhaopatikd diktuo (ER), To Golgi,
TO AucoowUOTA N TNV KUTTOPLKA HEPBpavn. Itnv mepimtwon outh, pla udpodofn
aAAnAouyia onuatog oto N-TeALKO AKPO TG avayvwpiletal amnod to cwpatidlo SRP to omnoio
KoBobnyel To pdécwua otnv emidavela tou ER, 0mou n Mpwrteivn SLEPXETOL HECW EVOG
StavAou petadopdg Kol ELOEPYXETAL OTOV OUAO N otn HEUPpavn tou. AvtiBeta, OTIG PETA-
peTadpaoTikéG Slepyaoieg, n MPWIEivn ouvtiBetal MARPWE OTO KUTTOPOTAQCHA Kl OTn
CUVEXELX LETADEPETAL OTO avTioTolyo opyavidio. Mapadeiypota TEToLWV opyavidiwv sivat ta
ULTOXOVOPLA, T UTIEPOLELSLOCWHOTA KAl O TTUPHVOC.

OL npwteiveg mou katsuBuvovtal ota ptoxovopla dépouv pia apvoteAk alAnAouxia
onuatog mlouaola os BeTIKA dopTIopEva apLvoléa OmwG N apywvivn kKat n ogpivn. Autn n
oAAnAouyio avayvwpiletal amnod ta petadopkd cupunAoka TOM (otnv e€wteptkn pepPpavn)
kot TIM (otnVv ecwteptkn LEUBPAVN), TTOU ETUTPEMOUV TN SLEAEUON KL CWOTH TOTOBETNON TNG
TMPWTEIVNG. IToV MUPAVA, N €l0080¢ TWV MPWTEIVWV YIVETAL HECW TWV TTUPNVLKWV TTOPWVY Kol
eAEYXETAL A0 CAMOTO ELOOYWYAG TTOU OVOUAOVTOL OAATA TTUPNVIKOU evtomiopoU (NLS).
Autd avayvwpilovtal amo TMPWTEIVEG-UTTOSOXEL TTOU OVOUAIOVTaL LUTTOPTIVEG, OL OTIOLEC
petadépouv to doptio péoa amd To TMUPNVIKO TiepBAnua. Ita umepofeldloowpata, n
otoxevon Baoiletal ouvnBwWE og Eva XapaAKTNPLOTIKO TPUTEMTISL0 oTo C-TeAIKO AKpo, TO omoio
avayvwpiletal and tov untodoxea Pex kot SleUKOAUVEL TNV €loodo TG mpwrteivng. Adou n
MPWTEivn GTACEL OTOV TMPOOPLOUO TNG, TO CAMA OTOXEUONG CUVABWG QNMOKOMTETAL Ao
€l0IKEC MeEMTISA0EG, Kol N TPwrteivn udiotatatl avadimiwon pe tn Pornbela cuvodwv
TPWTEIVWV.
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Ewova 6.X Awadikacia sooywyng MPWIEivv ota Htoxovdpla. Ol mpwrteiveg mou
Tipoopilovtal yld TO E0WTEPLKO TOU MLITOXOVSplou cuvtiBevial oto KUTTAPOMAOCUA Kol
TAPAPEVOUV O amoSLaTeTayéVn popdn e t BonBela Twv cuvodwv mpwteivwyv HSP70. H
oAAnlouyio-onpa t¢ mpwtelivng avayvwpiletar oamd umodoxéa otnv  eEWTEPLKNA
pLtoxovoplakn LeUPPAvn Kol To HOPLo SLEPXETOL LECW TWV CUUTAOKwWYV TOM (Translocase of
the Outer Membrane) kat TIM (Translocase of the Inner Membrane). AdoU n mpwteivn
TMIEPACEL OTO  MUTOXOVOPLAKO OTpWHA, N OAANAOUXLO-ONMO  QTTOKOTITETOL QTo TNV
pLtoxovéplakn memtidAon CAUATOC, VW OL HLToXovEpLlakég ocuvodol mpwteive¢ mtHSP70
BonBolv otnv opbn avadimiwaon tg MPWTIEIVNG WOTE VA OTTOKTHOEL TN AELTOUPYIKH TNG
Hopo.
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Ewkova 6.X Movtélo sloaywyng Kot §aywyr¢ MPpwIEiviwv otov nuphva. OL pwTeiveg mou
TpOKeLTaL va LoEABouv oTov Tuprva p€pouv onuata mupnvikou evtormiopou (NLS). Autd ta
onpata avayvwpilovral anod el8IKEG MPwIeiveg-untodoxelg ou ovopdlovtal LUMOPTIVEG, LE
TIG OTtoleg oXNUOTI{OUV CUUITAOKO OTO KUTTAPOTAaoUO. Ta cUUMAoKa autd Stépxovtal péoa
and 1o mMupnvikd mopo (NPC) kal elogépyovral otov mupnva. MOAlG Bpebouv ekel, n
oAANETiSpaON TWV LUTTOPTWVWV LE TV TIpwTeivn-poptio toug Stakomtetal pe tn Bonbeta tng
npwteivng RanGTP. H eaywyrn MPpwTeivwy amo Tov mupnva TPog To KUTtapomAaopa Eekva
ME TO OXNUATIOUO €VOC TPLUEPOUC CUMTAOKOU Tou amoteAsital amd pa e€moptivn, Mo
npwteivn-doptio mov dépel onpa mupnvikng e€aywync (NES) kot tnv RanGTP. To TpLUEPEC
QUTO CUMITAOKO HETOKLVE(TOL SLOLECOU TOU TIUPNVIKOU TTOPOU TPOG TO KUTTApOmMAaoua. EKel,
n udpoluon tou RanGTP oe RanGDP oényel otn &ldonmacn Tou GUUTAOKOU,
amneAevBepwvovtag To GopTio 0TO KUTTAPOTTANCHA KOL ETITPETIOVTAC OTLC €ETOPTIVEG KOl TN
Ran va emavaypnotuonotnfouv.

6.11 Ot Baoikol kuTTapLkol TUTOL

Ta EUKOPUWTLKA KUTTAPQ, AV KoL LoLpalovTal Kova SOULKA Kal AEITOUPYLKA XOPAKTNPLOTIKA,
napoucLalouv onuoavtikn Sltadopomoinon avaioya pe Tov LoTo, Tn Asltoupyia Kat To otadlo
QVATTUENG TOU opyaviopoU. Auth n popdoAoyiki Kat AELITOUPYLKN €EELEIKEVON ATIOTEAEL TN



Bdon tng Kuttapikng Siadopomoinong n onoila £MITPENEL OTA MOAUKUTTOPA OVTO va
OpYQVWVOVTAL O LOTOUG Kol Opyava HE OUYKEKPLUEVEG amooToAéC. Ou PBactkol TUTOL
KUTTAPWV 0ToUG {wIKOUG 0pyavIioHoU¢ Slakpivovtal avaioya Le T popdn, tn duactodoyia Kot
™ Aswtoupyia toug, Kol KaBe katnyopia CUPPBAMAEL pe HOVASLKO TPOTMO OTN CUVOALKNA
Aewtoupyila Tou opyaviopoU. Mapdtt 0 aplBuog Twv KUTTAPLKWY TUMWV otov avBpwro
umepPaivel Toug SLaKkOGLoUC, OAOLTIPOEPXOVTAL OO £Va KOLVO apXEYOVO KUTTOPO, TO {UYyWTO,
pHEow Sladlkaclwy TOAAAMAQCLAOUOU Kal €EELOIKEUONG TIOU €AEyXOVTOL QTO TN YOVLSLOKA
£kppoaon. OLTEGoEPLG OEUEALWBELG KATNYOPLEG LOTWV — £TONALAKOC, CUVOETIKOG, LUTKOC Kal
VEUPLKOC — QVTLOTOLXOUV KOl OTI TECOEPL, KUPLEG OMASEG KUTTAPLKWV TUMWV TIOU
efetalovral mopaKATw.

Ta emuBnAtaka kotTapa smevéUouv emidAVELEG 08 OAO TO CWHA OTIWG TO SEpa, TO
YQOTPEVTEPIKO CWANVO Kal Tov Tivelpova oAAG oxnUATi{ouVv Kol TTIOAUTTAOKEG EC0WTEPLKEG
TITUXWOELG O€ Opyava Kol aSEVEG OTIWG TO NTAP, 0 CTIARVAG, Ta Vedpd Kal ta emvedpidia. Eite
Bplokovtal otnv emipAvela KOAOTATWV elte eMevEUOUV EOCWTEPLKA Ta Opyava Ta eTONALOKA
KUTTOPA £X0UV GUVABWCE EKKPLTIKO POAO 1] amoTeAoUV Ta onpelo avtallaync popiwv petafy
TOU OpPYAVoOU KOl TOU E0WTEPKOU N gfwteptkol meptBaMovtdg tou?. Mopdoloyikd, ta
ETONALOKA KUTTAPO £XOUV TUTILKA TPELG TIEPLOXEC: TNV Kopudaia, TN BACLKA KOL TNV TTAEUPLKT).
H kopudaia meploxr Bpioketal oto MAALTOU auloU f oto ewTeptkd meptBdAiov. H kopudaia
TiEPLOXN €XEL OUVNOWC TIPOEEOXEC OTIWG MLKPOAAXVEG KOl KPOOOOUG avAAoya LE T Aettoupyia
Tou emiBnAlokol Lotol. Mo MopASELYUa TO EVIEPLKO €TIONALO £XEL ULIKPOAAXVEC OL OTOIEG
oUEAVOUV ONUAVTIKA TNV eMLAVELD E TNV OTtola £PXETOL OE emadr] TO EVIEPO LE TN TPODN
yla TN UEyLoTonoinon ¢ anoppodnong BpeNTIKWY CUCTATIKWY, EVW TO KPOOOWTO eMLBNAL0
Tou mvelpova BonBa otnv kivnon cwuatdiwv Kal uypwv oe SoPEG OTwE oL BpoyxoL, n
Tpaxeio koL n pwikn Kootnta. Itn Paclk Toug Teploxn To emiOnAlakd  kUTTOpA
TPOCGEVOVTAL 0TO EEWKUTTAPLO OTPWHA KOL AVTOAAACCOUV BPEMTIKA CUCTATLKA KAl A€PLA TNG
OVATVONG UE TO UTOKE(PEVO ayyelakd cuotnua. To emOnAlakd kUTTApa €ival otevad
ouvlebepéva PETALL TOUG OTNV TMAEUPLKA TIEPLOXA LE OTEVOOUVOEGUOUC, XOOUOOUVSEGUOUC
Kol SEOHOOWUATA, SNULOUPYWVTAC EVal HOVOOTIBO LOTO® HE EAEYXOUEVN TMEPATOTNTA OF
ouolec. To emBnAlo mou emevbUel €0WTEPIKA Ta ayyeio Tou Aegudlkol Kol Tou
Kapdlayyelakol cuotiuatog ovopaletal evdoBnAlo. Ta evdobnAlakd kuttapa OSev
Bplokovtal oe emadn pe ta eMONALOKA KOl T BPEMTIKA CUOTATLIKA N TO Q€PLa TIPETIEL VAL
mepvave pe Sayuon N petadopd. Ta emBnAia udlotavtal PNXAVIKEC KoL XNULKEG
KOTATIOVAOELG AOYyW TNG ouvexoUG emadng Toug pe to meplfarlov. Q¢ amotéAeoua, ot
neploodtepol embnAlakoi Lotol avtikadlotolv cuveXwe Ta KUTTapa ta omnoia nebaivouv. To
TILO YVWOTO MopAdelypa amoteAel To emMOAALO TOU EVIEPOU, TO OTIOLO AVAVEWVETAL KAOE 5 pe
7 NUEPEG. ZTov avtimoda ta eMOnALaKA KUTTOPO TOU NTOTOG avavewvovtal kabe 200 pe 300

NHEPEG.

4 Q¢ eocwtepikd mepBEANov evoc opyaviopoU o Claude Bernard (1878-1913) 6plo€ T0 e0WTEPLKS UYPO
otolxelo péoa oto omoio {ouv Ta KUTTOPA EVOC TMOAUKUTTOPOU OPYOVIOHOU, OMWE £lval To aipa, n
AEUDOG KAl TO LEGOKUTTAPLO UYPO

5 EmBrAto moAamAwv oTtiBddwv mou ovoudletat ToAUOTIBO amavtdtal 6To oToua, oTtov olcodpdyo
oTOV AApUYYQ, OTOV KOAED KOl GTOV TPWKTIKO CWARVA.



Goblet cells

@& Columnar Comamm

@ CPithelial cells - -

Ewkova 6.X Aoun tou evtepikol emiBnAiou. A) AlAd otnAoeldr emBnALlakd eviepokUTTapa
TIou amoppodolV oUGieg amo TNV MEMTIKA 080. XtV Kopudaia emidAaveld Toug ta KUTTapa
Slokpivovtal oL HIKpoAdxveg, evw otn Paocikr) toug MAeupd Slakpivovtal ol LVOBAECTEG TNG
Baowkng nepBpavng. Ta BAevomapaywyd KUTTApA sival eEELOIKEVIEVA ETUONALOKA KUTTOPO
TOU EVTEPOU TIOU €KKpivouv PAEVvVaA 0TOV AUAOG TOU TIEMTLIKOU cwANva. B) MIKpOGKOTUKY] ELKOVOL
EVIEPLKWY AQXVWV XpwHaTIoUEVWY Ue PAS (Periodic Acid—Schiff) mou avadelkviel toug Toug
USATAVOPAKIKO TIEPLEXOMEVO TWV PAEVOTIOPOYWYWV KUTTAPWY O €Viovo £puBpoiwdeg
xpwuo. OL TUPAVEG TWV KUTTAPWV Eexwpilouv amod TV Lwén Xpwaon LE oatofudivn, evw To
KUTTOPOMAOOU XpWHOTIETaL pol amd TNV nwoivn. EUyeVIK) Topoaxwpenon amo tnv
Kadnyntpia Mapia AaumporovAou, Epyaoctrpio lotodoyiag, Anuokpiteio [avemiotiuLo
Opaknce.

Ewova 6.X MIKpOOKOTIKA €lKOVA AMOTIKOU €miOnAiouv 3tnv TOWN ATATOC TOVILKOU
XPWUOTIOMEVOU ME alpatofUulivn-nwaoivn Slakpivovtal nmatokuttapa SlateTayuéva oe
Sokibeg yupw amd nmatikd KoAmoeldn, pe epdaveic otpoyyulolg mupnveg (LwdeLg) Kat



nwowooo (pol) KUTTAPOTAONCUA. ITO KEVTPO TNG ELKOVOC Ttapatnpeital Keviplky ALRa,
XQPOKTNPLOTIKO HOoPpdPOAOYIKO oToLXelo Tou nmatikoU AoBiou evdebupévn pe evdobnAlaka
KUTTOPA LIE TOUG XOPOKTNPLOTIKOUC LOKPOOTEVOUG TUPNVEG (KOKKIVO BEAOG)

OuL woPBAdoteg eival peoeyyupatikd® kUttapa mou eival amapaitnta yw T
Slatrpnon tng opoldoTacon Twy LOTWV Kal ailouv onuaviltkd poho otn Snuloupyia Tng
Baowkng Soung evoc opyavou. Ot lvoPAAoTeg avadEpovTal we Ta KUTTOPO Tou SLatnpolvV Ui
OVOTOWLKA TIOLKIAOPOPpdN OELPA CUVSETIKWVY LOTWV HECW TNG TAPAYWYNGS EVOC EEWKUTTAPLOU
OTPWHATOC A0 LVWHEELG TPWTEIVEC IOV KaBoSNYEl TNV UIKPOAPXLTEKTOVLKA TwV opydvwy. Ot
WvoPBAdoteg neplypadnkay yLo mpwtn ¢popa we EEXWPLOTOC KUTTAPLKOC TUTIOC To 1858 amnd tov
lepuavo maboAdyo Rudolf Virchow, o omoiog Toug ovopooce atpaktoeldr) KUTTApA TOU
oUVSETIKOU LoTtoU». O 0pog «LVOPBAGOTESY TTPOTABNKE yLo TpwTh dopd amnod tov Ernst Ziegler
To 1895 yla va eplypAPeL KUTTAPA TIOU TIAPAYOUV VEO GUVSETIKO LOTO KATA TNV EMOUAWON
TWV MANYWV, evw mapaAAnAa o Santiago Ramon y Cajal mapatripnoe 6Tt AUTdG 0 KUTTAPLKOG
TOTo¢ ATav UNELBUVOC yLaL TNV TTOPAYWY TOU KOKKLWEOUC LoTtol’ Katd Thv eMoUAWGCN TWV
mAnywv. Mia kUpLla kolv Aettoupyio Twv voPAactwy eivatl n cuvBeon EKM yia tn dnuloupyia
oUVOETIKOU LoToU pe TNV evamoBeon KoAAayovwy, TPWTEOYAUKAVWY, €AaoTivng,
dwumpovektivng  kat  Aoapwwvwyv. Ot woPAdoteg  avadtapopdwvouv  evepyd TN
ULKPOQPXLTEKTOVIKN TNG EKM péow TNG €KKPLONG TPOTIOMOLNTIKWY EVIUUWV ONMwE yla
napadelypa ol petalomnpwreivaosg pntpag (MMPs). Ou woPAdoteg emiong péow NG
LOOPPOTINHUEVNC EKKPLONG TWV TIPWTEIVWV TG EKM cupBallouv otnv PNXaviky umoothpLén
™G Soung Twv opyavwv.

A From: Virchow R, 1858 B From: Cajal SR, 1896 (o] From: Ziegler E, 1895
£

Ewova 6.X lotopikn avadpopr tng popdoloyiag twv wvoBAactwy (A) Zxediacn woBAaoctwv
omd tov Rudolf Virchow w¢ kUttapa og oxAua "atpdkTou" eVOWUATWHUEVA OTOV CUVOETIKO
L0TO TwV gUPplwWV Yoipou. (B) Xxeblaon WoBAXOTWY WG ATPUKTOELSWV KUTTAPWVY EVIOG
veooxnuatiopévou cuvbetikol Lotol (M) Zxédlo tou Ernst Ziegler, o omoiog mpodtewve yia
PWTN $hopa ToV 6po «LVOPAACTES» yLa val TTEPLYPAEL KUTTOPO TTOU TIAPAYOUV VEO CUVEETLKO
LOTO KaTd TNV enoUAwon. Napouatdlovtal Stadopeg LopdEG KUTTAPWY OTOV VEO KOKKLWEN
LoTO.

5 To peoéyyupa eivat évag TUmog xahapd opyavwuévou epPpuikol GUVSETIKOU LoTOU oo KUTTApO TIoU
Snuloupyolv Toug TtepLocOTEPOUC LoTOUC. Ot aAANAETILOPACELG HETAEY LECEYXUUOTOG KaL emiBnAiou
06nyouv 0TO OXNUATIONO oXeSOV KABE 0pydvou GTO AVANTTUCOOUEVO EUBpUo.

7 éva £160¢ MpoowpLvoU LoTOU TIOU EMOUAWVEL 0PXLKA THV TTANYH



Mapd To yeyovog OTL polpdlovtol TapopoLeg LSLotnteg Ta dtadopa dpyava Slabétouv
g€elblkeupévoug MANBuopoUlC woBAactwy Tou umootnpilouv Tn Astoupyio Tou KaAOe
opyavou. Ektevwg pehetnuéva napadeiypata voPAactwy gival ol voPAACTEG TOU SEPUATOG,
TOU TVEVOVQ, TWV OKEAETIKWY LUWV KoL TNG Kapdldg. O dtadopég Toug eotialovial KUplwg
oTo Pelypa twv mpwteivwy tng EKT aAAd KAl 0TNV avAayKn €MKOWVWVIAG HE SLopOopETLKOUG
KUTTAPLKOUC TUTOUG. Na mapddelypa ot wvoBAdoteg Tou Sépuatog ekdppdalouv yovidia mou
oxetilovral pe tn ouvBeon KOAAayOvou, evw oL LVOPBAACTEC Tou IveUpova ekppalouy yovidia
mou oxetilovtal pe tn ovvBeon eAaotivng. Autr n Swadopd otn yoviSlakn Ekdpaon
avtavakAdtal ot Stadopeg otn ouvBeon tng EKT autwv twv otwv. To §€pua Aoyw Twv
MNXOVIKWVY TOU LOLOTATWV €XEL pia taxutepn EKT mAovola og koA aydvo, eVvw 0 TVEULOVA EXEL
To eAaotikn EKT yla va eTUTpENEL TNV avtaAlayn aspiwv.

Ta MUIKA KUOTTOPQ, YVWOTA KOl WC MUOKUTTAPA, omoteAoUV £vav amd Toug Tilo
£€el8IKEUEVOUC TUTIOUG KUTTAPWY TOU {WIKOU OPYaVICHOU, HE OMOKAELOTIKN AslToupyia TN
cUOTIaoN KOLL TNV TTapaywyr] LNXOVIKoU £pyou. H KUpLo artooTOA TOUG £ival N LETOTPOTTH TNG
XNULKAG EVEPYELOC OE KLVNTLKN EVEPYELD, TIOU €KSNAWVETOL WE Kivnon eite tou (Slou tou
0OPYaVIOUOU €iTe E0WTEPLKWY SOUWY TOU CWHATOC, OMWE TWV OMAAXVWV N Tou ailpatog. O
UNXOQVLIOUOG AUTOG KaBLOTA Ta HUIKA KOTTOpa {WTLKAG ONUACLOG yLa TNV Kivnon, T otdon, tThv
KukAodopla Kal TOAEG UTOVOUEC AElTOUpPYLeC TOU opyaviopol. To KupLlOTEPO SOULKO Kot
AELTOUPYLKO YVWPLOUA TWV LUTKWV KUTTAPWV ELVOL N TAPOUCLA TIPWTEIVIKWY WVISLwY, yWwoTwv
w¢ puoividla, Ta omoia armoteAovvtal KUuplwg amd aktivn Kot puoaivn. Avaloya pe tn doun,
ToV TPOTO PUBULONG KoL TN AeLToupyia TOug, Ta LUTKA KUTTOpa SLoKpivovtal o€ TPELC KUPLOUG
TUTIOUG: OKEAETIKOUG, KOpOLOKOUCG Kal Asloug pueg. OL OKeAETKOL HUG OMOTEAOUV TO
MEYOAUTEPO UEPOG TNG MUIKAG HAla¢ TOUu CWUOTOG Kot elval umelBuvol yla tnv gkouola
kivnon. AmotehoUvtol amd HOKpLlEG, KUAWVEPLKEC, ToAumUpnveg (veg mou eudavidouv
XOPAKTNPLOTIKY paBOWTA Hopdr). Ol okeAETIKOL HUEG EAEYXOVTAL ATIO TO VEUPLKO CUCTNUA,
YEYOVOC TIOU ETUTPEMEL TNV OKPLPRNA Kal Toxeia puBULoN TwV Kvhoewv. MapdAAnia, Stabtouv
vPnAn petaBoAikny Spactnplotnta kKol TMAnNBwpo pitoxovédpiwv, amapaitnTwv ylo Tnv
napaywyn ATP péow tng ofeldwtikng dwaodopuliwong. Ta Kapdlakd MUIKA KUTTOpA, N
KapSlopuokuTTOpa, tapouactalouv eniong popdwth Soun, aAd Asttoupyoulv akoloLa, UTtO
TOV £€AEyX0 TOU OUTOVOMOU VEUPLKOU OCUCTAUOTOG KOl €VOOYEVWY  NXAVICHWV
auTtoppuBULoNG. Ze avtiBeon Pe Toug OKEAETIKOUG HUG, elval povomUpnva 1 dutipnva Kot
ocuvbéovtal petafl toug péow Slokwv ouleuéng, oL omoiol mepLEXouv SECUOCWUATO Kol
XOOLOOUVOECUOUG. AUTEG OL CUVOECELG ETILTPETIOUV TN CUYXPOVIOUEVH UETAS00N NAEKTPLKWY
onpatwv, efachaiilovtog tnv opowdpopdn Kal pubulk ocuctoAn Tng Kopdidc. H
e€elbikeupévn NAekTPoPUOLOAOYLKN) TOUC AELTOUpyial EMITPEMEL TRV aUTOUATH Snuoupyia
PUBLKWYV epeBlopdTwy, Tou pubpuilouv Tov kKapSLlakd MaAUO avetdptnta amno tn 6€Anon Tou
otopou. OL Agiol pUEG, amo tnv GAAn, amotehouvtol omd oTpaktosLdr), povonupnva KUTTapa
xwpl¢ epdavn papdwoelg, kabwe ta widla aktivng kal puooivng dev eival opyavwuéva oe
COPKOUEPLEC. ATTOVTOUV OTA TOLXWUOTA TWV ECWTEPLKWY OPYAVWY — OTWE TWV ayyeiwv, Tou
YOOTPEVTEPLKOU CWANVA, TNG LATPAG KAL TOU OUPOTIOLNTIKOU CUCTAHOTOG — KAl AElToupyolv
akouola, UTO TNV €emidpaon TOU OUTOVOHOU VEUPLKOU OUGCTHHOTOC KOL OPHOVIKWY
napayoviwy. Ol cuoToAég toug eival Bpadutepec al\d TAPATETOUEVEG, YEYOVOG TOU
ETUTPEMEL TN SLATAPNON TOVOU KOL TIEONC, OTWE 0TV Tipowdnon tn¢ tpodng A otn puBULoN
NG PONG Tou aipatog. H L8LOTNTA TOUG VoL CUCTIWVTOL QKON KAl LETA OO ONUOVTIKY Slataon
glval kplowun yla tn Asttoupyla opyavwv onwe n oupoSoxog KUOTN Kal N UATPA.

To veuplkd KUTTOpA 1| VEUPWVEG cival KUTTapa Hetadopds mMAnpodopLwy.
XpNoUOTOloUV NAEKTPLKA KoL XNULKA OARpata yla vo otelAouv pnvoupata  petald



SlopopeTkWV MEPLOXWY TOU gykedAAoL, KABWE Kal PeTaly Tou gykeddAou, TOU VwTLaiou
puelAoU al\d kot oAOKANpou Tou ocwpatoc. O,tL okedpToOpaoTE, aloBoVOUAOoTE Kal KAvoupe Ba
ntav adUvaTto XwpLg TN CUVTOVIOUEVN AElToupyla TWV VEUPWVWY OAAA KL TWV KUTTAPWV TTOU
umnootnpilouv tn Asttoupyla Toug OTWG elval Ta veupoyAolakd KUTTopa. Evag VEUpWVOC EXEL
TPila BaoLkd HEPN: TO KUTTAPLKO ocwia kat SUo Ttou ovopalovral veupagovag kol Ssvspitng.
Mé£oa 0TO KUTTAPLKO CWHA UTTAPXEL EVAC TTUPAVAC, O OTIOLOG EAEYXEL TIC SpOOTNPLOTNTES TOU
KUTTAPOU KOlL TIEPLEXEL TO YEVETLKO UALKO Tou KUTTApou. O dfovag LoLAleL e HOKPLA OUpa KoL
OTEAVEL pnvUpaTa amno to KeAl. Evag Sevdpitng potdlet pe to kKAadi evog Sévtpou kot AopBavel
pnvlpata ylo to KUTtapo. Ol VEUPWVEG ETMLKOWVWVOUV HETOED TOUC OTEAVOVTOG XNULKEG
ouoieg, mou ovopalovral veupodLaBLBOOTEG, OE £vav [LLKPOOKOTILKO XWPO TIOU OVOUALETOL
cuvan, avapeoa otoug AEoVEG Kol Toug SeVEPITES TWV KOVTLVWV VEUPWVWV.

Ewkova 6.X MIKPOOKOTILKI ELKOVA VEUPLKOU LOTOU XPWHATIOMEVOU HE aaTtofuAivn-nwaoivn,
Omou Slakpivovtal LeyaAa VeEupLKA KUTTapa pe epdaveic uprveg (Lwdeg) Katl veupomAdopa,
TO KUTTAPOMAOOUA TWV VEUPLKWY KUTTApWV (pol) Kabwg Kol veupoyAolakd KUTTOpO OTO
TepBAANOV UTIOOTPWHA (UIKPOTEPOL LWSELG TUPNVEC). Me To umAe BeAdkL urtodelkvUETAL O
VEUPAEOVOC EVW LLE TO KOKKLVO BEAAKL TO KUTTAPLKO CWHO TOU VEUPLKOU KUTTAPOU.

To KUTTOPA TOU aipatog amoteAoUv évav e€alpeTIKA £EELBIKEUMEVO KOl SUVOULKO
TANBUoPO KuTtapwy, TIou Sladpapatilouv BepeAlwdn polo otn petadopd oucLwv, TV
QUUvVa TOU opyaviopou kot tn Statnpnon tng opotootacns. Kukhodopolv elelBepa péoa
OTO MAGOMA, TO UYPO TUNUA TOU O{MATOC, Kal TopAayovTol OAd amo €vav KOO KUTTAPLKO
MPOYOVO — TA OULMOMOWNTIKA PBAaotik@ KUTTApa TOU MUEAOU Twv ootwv. Amd autd
SnuLoupyolVTAL TPELG KUPLOL TUTIOL QLOKUTTAPWYV: ToL EpUBpoKUTTAPA, T AEUKOKUTTOPO KOl
TO apomeTdALa. Kabe tumog €xel Slakplti popdn kalAsttoupyia, wotdoo 6oL cuvepyalovral
OpUOVIKA Yla TN Statipnon tng {wNG Kot TNG AELTOUPYLKAC LOOPPOTLaG Tou opyaviopoU. Ta
gpuBpokuttapa ) epubpd awpocdaipia sivol ta mAfov adOova KUTTApa TOU AlpATog Kot
e€eldikevovtal otn peTadOopd TwV aAEPlWV — TOU 0EUYOVOU Ao TOUG IVEVLOVEG TIPOC TOUG
LoTtoU¢ KoL Tou SLogeldiou tou avBpaka mpog tnv avtibetn katevBuvon. H popdoloyia toug
glval xopoKTnNpLOTIKA: €Xouv OLOKOELSEG, audikolo oxnua, Tou aufdavel tnv emipavela
avtaAayng aepiwv Kat mpoobidel €alpetikn sukapia, EMITPEMOVIAC TOUC va SLEpyovTal
OKOUN KOl oo Ta TIo OTEVA TPLXOELd ayyeia. Katd tn Sidpkela TG wplpavong toug, Ta
gpuBpokUTTapa anoBfAAAouv TOV MUPRAVA KoL Ta opyavidia Toug, wate va dnuoupyndet



XWPOG yLOL TN HEYLOTN ToooTNTA alpoodalpivng, The MpwTeivng mou emiteAel tn S£opeuon Kot
™ Hetadopd tou ofuydvou. H alpoodalpivn, TETPAUEPNS TPWTEIVN TIOU TIEPLEXEL LOVTO
olénpou, Tpoodidel 01O alpa To XOPOKINPLOTIKO €puBpd xpwpa Kal kablotd duvatr tnv
avaotpéPun ouvdeon tou ofuyovou. H Slapkela {wng Twv epubpokuTTApwyV ival epimou
120 nuépeg, HETA TO MEPAG Twv omolwv amopakplvovtal and tnv Kukhodopia péow
dayoKUTTAPWONE Ao Ta PoKpodAayo Tou OTARVA, TOU ATATOC KAL TOU HUEAOU TwV 0oTwv. Ta
AgukokuTtOapa 1] AsUKA apoodaipla amoteAoUV TO AVOGOAOYLKO OTAOCTAGLO TOU QiHaTOG,
TIPOOTATEUOVTAG TOV OPYAVIOUO Omo Taboyovoug HLKPOOPYAVIOUOUG, EEVEC OUOLEC Kal
ovwpaAo KUTTapa. Av KOl QVTUTPOCWIEUOUV HLKPO TTOCOOTO TOU OUVOALKOU OYKOU TWwV
OULHLOKUTTAPWY, N AELTOUPYLKH TOUG onpacia elval tepaotia. Avahoya pe Tn popdoAoyia toug
KalL TNV Tapouacia ) anoucio KOKKiwv 0To KUTTAPOTMAOCUA, Ta ASUKOKUTTOpA SLaKpivovtal o
KOKKLOKUTTOPOL KOl OKOKKLOKUTTOPO. TNV TPwTn Katnyopla mepliappavovtal ta
oubetepodra, Ta nwowvodha kot ta PBaocsodpra. Ta oudestepodplha amoteAolvv TO
moAumAnBaotepo €idoc¢ kol AelToupyolV WE MPWTN YPAUUAR AUUVOC £Vavtl BOKTNPLOKWY
howweswv. Exouv £vtovn dayokuttaplky Opacn Kol TEPLEXOUV  EVIUHO  OTIWG
nueholmepoleldaon kot Aucgolupn, Ta omoia kataotpédouv ta UIkpofla. Ta nwowodla
glval kuplwg umevBuva yla TRV AUUVA £VAVTL TTOPOOLTIKWY AOLUWEEWY KOl CUUUETEXOUV OF
OANEPYIKEG avTIOpAOELg, evw TO Baoceddlha sivol KUTTOPA TIOU EKKPIVOUV LOTapivy Kot
nnapivn, ouvciec mou mpodyouv t pAsypovwdn avtidpoon Kat avdvouyv tn Slanepatdtnta
TWV ayyeiwv. Ta akokklokUtTapa neplhappavouy ta Aspdokutrapa Kal Ta povokutrapa. To
Agpdokitrapa sival ta kUpla KUTTOpa TG €l8IKNG avooiag kot Slakpivovral oe B-
Aepdokuttapa, mou mopayouv avilowpota, T-Aepdokutropa, mou avayvwpilouv Kot
Kataotpédouv KUTTapa-oToxoug, kal kuttapa ¢ucikol ¢oveig (NK), mou Spouv xwpig
Tiponyouuevn guatobntomnoinon. Ta povokutTapa sival ta HeyaAUTEPA AEUKOKUTTOPA KOl
omoteAOUV POSPOOUG TWV HAKPOPAYWY KOl TWV SEVSPLTIKWY KUTTAPWY OTOUG LOTOUG.
Ektdg anmd tnv payokuTtdpwon, CUUUETEXOUV KOL OTnV Tapoudiacn aviydévwyv ota T-
Aepdokuttopa, yedupwvovtag tn GuUOLKN KAl TV emiktnTn avooia. H avaloyia kal n
AELTOUPYLKOTNTA TWV AEUKOKUTTAPWY AmoTeAOUV KPIloLuoug SelKTeg UYELOG: AUENUEVES TLUEG
umodelkvuouv Aolpwén N PAeypovr, evw HELWHUEVEG OUVOEOVTAL LE OVOOOKATOOTOAN N
HUEALKA QVETAPKELA. Ta OLMOTMETAALN, YVWOTA Kol w¢ OpopPokutrapa, eival KUTTOPLKA
Bpavopato ToU TPOEPXOVTAL AMd TA MEYAKAPUOKUTTAPA TOU HUEAOU TWV OCTWV Kol
Stadpapatifouv Kaiplo poAo oTnV apdotach Kal Tnv Ign Tou aipatog. Av Kal otepolvtal
nupniva, Sabétouv mMANBo¢ eviUUWV KoL KOKKIWV TIOU €VEPYOTIOLOUVTOL OF TEPLMTWON
ayyetakng BAABNG.

YTOUuG TIOAUKUTTAPOUC opyaviopoUlc, Ta BAactokuTTapa sival adtadopomnointa
HEPKWG Sladopomolnuéva KUTTapa Tou prmopolv va Stadopomnoinbouv oe Stddpopoug
TUToUC KUTTApwy. H £peuva ota PAacToKUTTOPA TPOEKUE Omtd Ta suprpata Twv Kavadwy
BloAoywv Ernest McCulloch, James Till kat Andrew J. Becker oto Maveniotiuio tou Topovto
Kal oto Ivotitouto Kapkivou tou Ovtdplo tn Sekaetia tou 1960. Amo to 2016, n uovn
kaBlepwpévn atptky Beparmeia mou xpnoldorolel BAaotokUTTapa eival n petopdoxeuon
OLLLOTIONTIKWV BAQCTOKUTTAPWY, TIOU TIPAYHLATOTIOLONKE yLa mpwtn ¢popd to 1958 amo tov
FdAAo oykoAoyo Georges Mathé. Qotdoo, amnd to 1998, katéotn Suvath n KOAALEPYELD KAl N
Sladopomnoinon avlpwnivwyv epfpuikwv BAactokuTTAPWY. To 2006, La LAMWVIKH OMASA e
enkedaAng tov Shinya Yamanaka avakdAude pio pébodo yla Tn HETATPOTH TWV WPLLWV
KUTTAPWYV TOU OWUOTOG o€ BAaoToKUTTIAPA. AUTG OVOUAOTNKAY EMOYOUEVA TAELOSUVaLA
BAaotokuttapa (induced pluripotent stem cells, iPSCs). Ta BAactokUttapa Slakpivovtal o
TPELG BaoLKEG opadeC Ta MAELOSUVAA, Ta TOAUSUVaLA KoL TO ovoSduvapa BAacTtokuTTopa.



Kata tic mpwteg 15 pépeg tng eUPPULKAG avamtuéng to EUPpuo amoteleital Kuplwg amod
EUBpULKA BAaoTOKUTTAPO TIOU £XOUV TNV KOvoTnTa va dtadopomolnbolv o GAoug Tou
KUTTAPLKOUC TUTIOUC TOU eVAALKOU avBpwrou. AGyw TG LKavOTNTA Toug va Stadopomotnbouv
o€ OAOUC TOU KUTTAPLKOUG TUTIOUG Ta EUBPULKA PAACTIKA KUTTApO ovopdlovtal MAsloSUvapa.
MapoTtL T ePPPUKa BAACTOKUTTOPA OTAUATOUV VO UTIAPXOUV YPNYOPO KATA TNV EUBPULKN
avamtuén, 6ladopol To e€eldikeupévol TUTIOL BAACTOKUTTAPWY TAPAUEVOUV OTOUG
gvniAlkoug otouG. Ta BAactokUttopa Bplokovtal oe UEPLKEG eTAEYUEVEG TOMOBEDIEG TwWV
0pYyaAvVWY, YVWOTEC W BAaoTikoUG BwKoug. Yridpyouv ekel Statnpwvtog évav apyd pubuo
TIOAAQUITAQIGLOOOU YL VO AVATTANPWOOUV TOUG TUTIOUG KUTTAPWY TIOU XAvVovTal ypriyopa
Aoyw duacLlodoylkwy Slepyactwy f Tpavpatoc. H dtatrpnon Kal avamnapaywyn Twv BAACTIKWY
KUTTAPWV YIVETAL HECW ONUATWY OO TO OTPWHATIKA KUTTOPO TIou enMevéUouv to Bwko, Tn
ouvSeon e VEUPLKEG aTOAREELS Kal SLAAUTEC OUGLEC KUTTOPLKAC ETILKOLVWVIAG amod KUTTapa
Tou Lotou. Ta BAaCcTOKUTTOPA TWV EVNAIKWY 0pyavioUwy givat moAuduvapa fj povoduvapua,
TIoU onpaivel 0tL Stadopormolovvtal Hovo o€ Alyoug KUTTAPLKOUC TUTTOUG N o€ £vav LOvo TUTIo
Kuttapou. Mapadeiypota amoteAolv PeTafl AAAWY, TA OLUOTOLNTIKA BAootokUTTapA, TO
omolat mapdyouv Kal OvVOTANPWVOUV TA KUTTOPA TOU OUMOTOC, MECEYXUMOTIKAE
BAaotokUTTapa, ta omoia Slatnpolv T 00TA, TOUC XOVOPOUC, TOUC HUG KOl To Awdn
kuTtapa. Kata tn Swadopomnoinon ta BAaoctokutrapa mapdyouv €va TMARD0G UEPLKWG
SLapopomolNUEVWY EVSLAUECWY KUTTAPLKWY TUTTWY TTOU ovopdlovtal mpddpopa KUTTapa Kot
To omola v TéAel Ba Swoouv Ta TeEAKWE Stadopomolnpéva KUTTOPA TWV LOTWV. MNeplocotepa
Ba Bpeite oto KEOAANAIO XXX 1ou eival adlepwpévo ota BAactokUTTOpa.

Extracellular matrix Progenitor

cells

Soluble
factors

O<-\Oo

Gap
junctions

Soluble
N O o 6—factors
guon @O@‘ Stem cells
(&)
Structural Trophic Topographical Physiological

support support information cues

Ewova X.1 Z0otaon kat evog BAaotikol Bwkou. O BAAOTIKOG BwKOG elval Lo TOAUTIAOKN Kot
Suvapkn Sopun mou petadidel kot Aappavel oipata. Auto to oxédlo cuvolilel yvwotd
otolxeia evoc yevikol BAaotikol BwKou: To 1810 To BAOCTOKUTTAPO, TO CTPWHATIKA KUTTAPA,
ToUG SLAAUTOUG TTAPAYOVTEC, TO EEWKUTTAPLO OTPWHA, TLG VEUPLKEG OUVEEDELG, TO Kal SiKTUO

8 To peoéyyupa sivat évag TUmog xaAapd opyavwuévou epPpuikol GUVSETIKOU LoTOU artd KUTTAPO. TIOU
SnuLoupyolV Toug TTEPLOCOTEPOUG LoTOUG. Ol aAANAemISpacelg PeTall peoeyxuuatog kat embniiou
08nyouv 0To OXNUATIONO oXeSOV KABE 0pydvou GTO AVaTUCOOUEVO EUBpuo.



TWV ayyelwv. Evag MpayUatikog PAAOTIKOG Bwkog Sev MEPLEXEL TTAVTA OAQ T TIAPATIAVW
otolxela aANG HEPLKA ELOIKA TIPOCAPIOCUEVA OTLG LOLaITEPEC AELTOUPYLEC TOU OpyAvoU.

H enoVAwon the TANYAC

Katd tn Stapkela tng {wng evog avBpwrmou cuxva Ba cupBel pnén tng cuvEXeLOg TOU
S6épuartoc i aAhou Lotol. H prén evog Lotou ovopdletal mAnyn. H emoVAwaon tng TANyng
elvat n ¢uololoyikr) Sladikaocio. €vOg OpPYyovVIOHOU Yylot TNV OVILKATACTAON TOoUu
KOTECTPAUUEVOU LOTOU LIE TN GUMUETOXN TTOAAWY KUTTOPLIKWY TUMWV. H dnuioupyia pLag
OVOLYXTAC TANYNG akoAouBeital amod TEooepLg EEXWPLOTEC PATELC.

A) Apootaon (mnén aipartoc): Méoa oto mPWT AEMTA TOU TPOULOTICUOU, TO OLLLOTIETAALL
TOU QMOTOC CUCCWPEVUOVTOL OTO CNUELD TNC TANYNG SNULOUPYWVTAG €va TIAEyUA TIOU
ovopaletal 0popuog. To MAEYHA QUTO GUYKPOTELTOL KATA TNV TTAEN TOU alpaTtog amo to
wwdeg to omoio amoteAel TPoiov wpipavong tou wwdoydvou pe tn PBonbela tng
Bpoppivng. H Bpopivn elval éva mPpwTteoAUTIKO EvIUpo (TPWTEACN) TTIOU €KKPIVETOL QIO
TOL OLUOTIETAALA TNV TIEPLOXN) TNG TTANYAG.

B) ®Aeypovn: Kata tn Slapkela autrg tng pAonG, To KATECTPAUUEVO KOL T VEKPA KUTTAPA
amopakpUvovtal. Ta ouSeTepOPIAd AeUKOKUTTAPA TOU Qipatog pall Ue TO OLUOTIETAALA
areAeVBEPWVOUV TTAPAYOVTEC TTOU EAKUOUV TEPLOCOTEPA OUSETEPODIN OTNV TTEPLOXN TNC
mANyNG. Ta oudetepodila Kal ta pakpoddya Tepvouv Slopécou Twv evéoBnAlakwv
KUTTAPWV TWV ayyeiwv pe plo Stadikacia mou ovoudletal Stanidnon Kal urtootnpiletal
amd €L0KEG YAUKOTIPWTEIVEG avoyvwplong Twv oudetepOddAwv otnv emMLPAvVELD TWV
evboBnAlakwyv kuttdpwyv (Kedbdhato XX). Ta oubetepodiha kabapilouv péow
dayokuttdpwong (Kepdalato XX) tnv mAnyn amod vekpd KUTTapa aAAd Kol amo Bakthiplo
Tou pnopel va elonABav otnv meploxr tng MANYAG.

I MoAAamAaolaopdg (avamntuén véou Lotol): e auth tn Ao, EMAYETAL N AYYELOYEVEDN,
evanoBeon koAAayovou, emiBnAlomoinon. Katd tnv ayyeloyéveon, ta evéoBnAlakd
KUTtapa twv ayyelwv moMamiaotdlovtal oxnuoatilovtag véa oatpodopa ayyeio. Ot
LVOPBAACTEG AVATTTUCOOVTOL OTO KEVO TIOU €XEL SNLOUPYATEL N TTANYT KATOOKEUATIOVTAG LA
POCWPLVI EEWKUTTAPLA OTPWHA Ao (veg KoOAayovou Kal dumpovektivng. Tautoxpova,
AapBavel xwpa n Tapaywyn VEWV eMONALOKWY KUTTAPpWV Ttou odnyouvtal amo To
e€wKUTTAPLO oTpWHA KOTA TN Stadikaoia Ttng emBnAtonoinong tng mAnyng. Ot voPAAoTeC
HEOW €VOC pnxaviopol clomaong mou Bupilel TN TO PNXOVIOUO TwV Aslwv HUIKWV
08NywvToC 0To KAEIOLUO TNG.

A) Qplpavon kat avadiopdpdwon: Kotd tnv wpipavon kat tnv avadiapopdwaon, n
dAeypovn AUetal otadlakd kat ot iveg tou kKoAAayovou aAAalouv Stapopdwan. OLVEEC (Ve
KoAayovou esuBuypappilovtal otnv teAkp toug Bfon odnywvtag ta KUTTOpA TOU
enOnAiou o pia Slatagn OpoLa Pe TNV aPXLKA- TTPLY TO TpaUpa. Ta KUTTopa TG GAEYUOVAG
OAMA kot ot woPAdoteg Tou Oev  xpelalovial TIOL  QTIOMOKPUVOVIAL HECW
TIPOYPOUUATIOHEVOU KUTTOPLKOU Bavdtou.
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