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EYXAPIXTIEX



MEPIAHYH

H molvkvotiky vocog tov veppmv (polycystic kidney disease - PKD), sivat po ocvyvi
vevetikn acBévela, m omoio ekdnAdvetor oe moudd kor oe evihMkes. H PKD
yopoaknpileTar amd T GLOCOPEVOT) KOGTEMV YEUATMOV LE VYPO GTOVS VEPPOUG Kol GAAN
opyava, OmwS TO0 HYIop Kot 10 waykpeas. H mapovsia tov kvotewv odnyel oe younin
nototnta (ong kot mowkidia emmlokmv (Aopwméelc, movog, veppolbioon, apoppayia,
VEQPIKN OVETAPKELD K.0.), ETAYOVTIOS HOKPOTPODeoua Ty avamtuén vePpiknig vOGov
tehkov otadiov (ESDR) ko, akdpa kot to Odvarto.

H PKD odwxpiveton 6e oVv0 TOMOLE TN omoviotepn kot PoplTePT] OUTOCMUOTIKY
vrolewmopevn (ARPKD) kot v cuyvotepn avtocopatikn emikpoty (ADPKD) popon.
H ADPKD anodidetor og petorraéelg tov yovidiov PKD-1 kot PKD-2 (roAvkvortiveg),
evd n ARPKD og petorlhdéelg tov yovidiov PKHD-1 (guumpokvotivi)) Toéco ot
TOAVKVOTIVEG, 000 Kol 1 QUUTPOKLOTIV evtomilovion o€ pio. KLTTOPIKY OOUN, TOV
TPOTOYEVY] KPOGGO, OLGAELTOVPYIDL TOV OTOiOV  (aiveTol VO  EUTAEKETOL OTNV

KLGTOYEVEDT.

H dudyvoon yivetar e ypnom OMEKOVIGTIKOV TEXVIKOV, OTW®G TO VIEPNYOYPAPNL, M
aovikn (CT) f n payvnuikry (MRI) topoypaeio, oAAd kot Bloynukés avaAdoeLs, evo
UEXPL CNUEPA OEV VTLAPYEL EVOEDELYIEVT Bepameia YioL TNV OVTILETOTION 1] TNV OVOGTOAN
g TPoddov TG vOcov. 'Etot, 1 Bepanentikn aviipuetdmion eivol kupimwg COUTTOUATIKY,
pHe otoéYo TNV avaKoVEIoN TOL 0acbevovg amd tov wovo (He avoAynTIKa @Aapuoka,
napoyevtevon/apaipeon T@V KOCTEOV K.0.) OAAG Kol TNV OVOGTOAN TOV ETITAOK®OV
(Aowmdéetg, véptaon, veppoibioon k.a.). Téhoc, oe Paphtepa mEPIOTOTIKA HTOPEl va
EQOPULOCTEL OLLOKABOPOT, VTOKATAGTACT] TNG VEPPIKNG AstTovpyiog N Kol LETAPOGYELON

veppol 1 GAA®V 0pYavOV.

O pOLOC TOL VOGNAELTH GTNV OVIIUETOMION TOV GUUTTOUAT®V, TNV TPOETOLAGIO TOV
acBevoig yia T1g Oepamevtikég mopepPacels, TV aSloAdyNo” TG KaTdoTaog TOV, dALA
Kol TV eVnuépmon Kot ekmaidgvuon tov achevois, kabictatol cuvendg onuaviikos. H
epappolopevn voonievtikny mapépfacn ogeidel va akoiovBel v evdedetypévn mopeio

NG VOGN AELTIKNG OlEPYaCiag.

Téhog, MOALES BEpPATMEVTIKES TPOGEYYIOELS UEAETMOVTOL GE TEPAUATIKO OTAdL0, €ite oF
KMVIKES SOKIUES, €lTe TPOKMVIKA og (D0, UE GTOYO TNV EVPECT HOG OMOTEAECUOTIKNG
Oepanciog. Mepikol amd tovg ev dvvapel BepamevtikKovg 6TOYOVS TEPIAAUPAVOLY TNV
OVOGTOAN] TV LTOSOYEWV PAGOTPESIVNG, TN ¥PNOT OVOAOYOV COUOTOCTATIVNG, KOl TV
OVOGTOAN TNG dPAOoNG AVENTIKAOV TOPAyOVI®MV Kol KUTTAPOKIVAOV, dvovtag EATION Yol Lot
KaAVvTeEPT avtpetdmion e PKD pedhovtikd.



ABSTRACT

Polycystic kidney disease (PKD), is a common genetic disease, which occurs in children,
as well as in adults. PKD is characterized by the presence of fluid-filled cysts in the
kidneys and other organs e.g. the liver and pancreas. The presence of cysts lowers the
quality of life and inflicts a variety of dangerous complications (infection, pain,
nephrolithiasis, bleeding, renal failure, etc.), leading during time to end-stage renal
disease (ESDR), and even death.

There are two known forms of PKD, the rarer and more severe autosomal recessive PKD
(ARPKD) and the most common autosomal dominant (ADPKD) PKD. ADPKD is
caused by mutations in the PKD-1 and PKD-2 genes (encoding proteins polycystin 1 and
2), while ARPKD is due to mutations of the PKHD-1 gene (encoding fibrocystin). Both
polycystines, and fibrocystin are located in a cell structure, the primary cilium, and its
malfunction appears to be involved in cystogenesis.

The diagnosis of PKD is achieved using imaging techniques such as ultrasonography, CT
or magnetic resonance (MRI) scans, as well as biochemical analysis. Unfortunately, there
is no effective therapy for treating or inhibiting the progression of disease to date. Thus,
the treatment is mostly symptomatic, aiming in pain relief (analgesic drugs, cyst drainage
/removal etc.) and inhibition/treatment of complications (infections, hypertension,
nephrolithiasis, etc.). Finally, in more severe cases dialysis, substitution of renal function
or renal/other organ transplantation can be applied.

Nursing intervention in the treatment of symptoms, preparation of the patient for
therapeutic treatments, evaluation of the patients’ situation, but also information and
education of the patient, is therefore very important. The applied nursing intervention
should follow the appropriate guidelines of the nursing process.

Several experimental therapeutic approaches are studied in the present, either in clinical
trials or preclinically in animal studies, with a scope in finding an effective treatment of
PKD. Some of the potential therapeutic targets include the inhibition of vasopressin
receptors, the use of somatostatin analogues, and the inhibition of growth factors and
cytokines, giving hope for a better treatment of PKD in the future.



INEPIEXOMENA

TIEPIAHWH ...ttt sttt s e e et e e sb bt e e be e e s bbeesnbe e e sbbeesnbeeenees 3
AB ST RACT et 4
I T 1y 4 | PP PSP PR PR 8
1.2 To OPUKTNPIGTUKE TIG VOOOU ... .ot 8
1.1 AVTOGOUATIKY ETKPATHS TOAVKVGTIKY V060G TOV vepp®dy (ADPKD).................. 10
1.2  AvTo6OUOTIKI] VAOAEITOUEVN TOAVKVGTIKTY V060G TOV ve@pav (ARPKD) ............ 13
2. TAGODPYZIOAOTI'TA KAI ATAI'NQXZH THX NOZOY ....ocoviiiiiiieieiiieenesiese e 17
2.1 H m00090610A0Yia TNG TOAVKUGTIKIG VOGOV TV VEPPOV.......oveeveriieanrenreseennenneesnennes 17
2.2 O IPOTOYEVIIG KPOGGOG .....eeevvereiiieiiiitieiie ittt ettt ettt et be e bt bt e b sb e e bt ese e b sne e e nns 24
2.3 Aopn] Kou AELTOVPYIO TOU TPOTOYEVOUVG KPOGGOU....ccuvviirirrrearreeiresieeserseesssessseesseesseessnes 26
2.4 Kpo6oomdOeles KOl TOAVKVGTIKI] VOGOG TV VEQPOV ...t 29
2.5 O pnyoviopdg oyNUATIGHOU KOGTEDV — EKKPLOTIG VYPOU....eviviriieereireenrenreeiee e e 32
2.6 H Audyvoron g IToAvkvoTIKING NOGOU TV NEPPAV ......oovviiieciee e 35
2.6.1 H d1ayvawon e T ypron GmetKOVIOTIKOV TEYVIKMV w.uveieeieeseesessesssssssesssesssessesssessnes 35
2.6.2 H popraxcty 016yvaan s ADPKD ......cciiiiiiiie e 37

3. KAINIKEYX EKAHAQXEIY, TIPAKTIKEEX ANTIMETQIIIXHYE KAI NOXHAEYTIKH
IHAPEMBAXH XTHN IIOAYKYZXZTIKH NOXZO TQN NE@PON ........cocovieviieiiiiinieenieene 41
3.1 Khvikég ekONADGELS TNG ADPKD........ooiiiii s 41
3.1.1 EEVEPPIKES EKONAMOEIG ...t 41
3.1.2 Eéwwveppirés exoniidoels TG ADPKD ... 51
3.2 Khviki] avripetdmion TG ADPKD ... 57
3.3 Khvikég ekONAOGEIg TNG ARPKD. ... 68
3.4 Khviki] avtipet@dmion TS ARPKD ... 71
4. HNOXHAEYTIKH AIEPTAXIA XTHN IOAYKYXTIKH NOXO TQN NE®PQN .....73
4.1 H p£0000G TG VOONAEUTIKIG OLEPYUOLOG ... eeveveevienreereesteesieesiee st esre e e e sreesne s e e ane e 73
4.1.1 AZLOAGYTION TOU OOOEVOUG ... cuvivieurirtieiietesteesie sttt sttt e st sie bt sbe e e b b e sbe b e e e sbeeneene e 74
4.1.2 KAwvikr Kot NOGTIAEUTUCT] ALIYVOOT .vvirririerisresieesresieeresre s sne s sre e sne e 74
4.1.3 H @dom tov 63100100 KOl TOV VOSAEVTIKOV TOUPEUPACEDVY ..vveevivieieererieeie e 75
4.1.4 E@opproyn ToU TAAVOL VOGTIAEVTIKNG PPOVTIOUG .. verrerreerrerrerreeresreseesresseesresreesnesnesseenenes 76
4.1.5 A&OAOYNOT TOV OTOTEAEGUATOV KOl ETAVEKTIUNGT TNG KATAGTOONG TOL acbevoig...... 76
4.2 H voonLeVTIKI| OLEPYOGLO GTNV TOAVKUGTIKY] VOGO TOV VEQPPAV ... 77
4.2.1 A&oAdynon kot d1dyveon oV ac0evoig HE PKD ... 77
4.2.2 Tyedoo10G TOV TAAVOL TNG VOSTIAEVTIKNG TOPEUPOUGTIG vevvverrerreerrerrerreesresreenresresnnennens 78

4.2.3 To TAGVO TNG VOOTAEVTIKIG TIOPELBOOTIC - c-vververeenrirreeneestesieestesie e sbesseesresbeeseesreenne e 79



4.2.3 TIep1oto1ikd ADPKD — NOGTAEUTIKT] SLEPYOIOTIO c.vevveeneeirisiierie st sttt 81
5. NEEX OEPAIIEIEX XE ITEIPAMATIKO ZTAAIO.......c.ccoctiiiiiieiie s 83
5.1 Xbyypoveg, tpocpatms epappoopéves Ogpomeies — H whvikn peiéty HALT-PKD....83

5.2 Alhor werpapatikoi 61oyor 0epameiog TNG PKD ..o 85
5.2.1 H Baconpecivn, ot vmodoyeic e copatootativig kot 1 eaptdpeves amd to CAMP
000 OTLLOTOGOTIIONG ¢ veveeresnee e st es e sre et sr e e e r s e r e ar e e s e ar e sr e n s r e e e e nreane e s r e nr e e nresneene e 85
5.2.2 H 060g petoy®yng ONUOTOG MTOR ..ot 87
5.2.3 Avéntikoi TapdyovTeg Kot GNUATOS0TIKEG 0001 TV KUTTOUPOKIVAV..evveereeereeereeerererenes 89
ST ¥t o 1 el PP PR TP 91

6. ZYMIIEPAXMATA — EITTAOTOX.......coooiiiiiiiiececeese e 93

BIBALOTPADIA ...ttt sttt et nre e nne e s e 95



XKOIIOX THX EPTAXIAX

H moAvkvotikn vocog twv veppdv amotehel pio coPapodtotrn, €TEPOYEVI] VOGO TOL
OVPOTOMTIKOY GLGTAUATOC, M omoia ypNnlel Wwitepng mpocoyng kabmg pmopel vo
empépel coPoapéc emmlokéc otovg mdoyovies. H €yxvpn xor €ykopn ddyvoon g,
kaBmg Ko 1 akpPne artioAoyio TG, OAAG KOl 1 TOVTOTTOINGN TOV YOPUKTHPO TNG, ®G
TPOG TNV KANPOVOUIGIHATNTA TNG, OmOTEAOVV onueion KAEWH GTN CMOTH OVTUETOTION

Kot ) Pertioon g motottog {ong Tov acbevoic.

EmumAéov, dedopévav TV TOATOIKIA®WV COUTTOUATOV, 0ALE Kol KIVOUVAOV OV EVEXEL T
vdGo¢ Yoo TNV vyeio TOv acbevay, N Kaiplo Kot GTOXELUEVT] VOOAELTIKY TopEpfacn,
amd KOTAAANAO EKTOOEVUEVO TPOCWOTIKO, amoteLel onpeio mov amattel Tpocoyy|, MGTE
va dwopaAiotel M avakoOEoN Kol 1 KOADTEPT TPOYV®oN Yoo Tovg acbevelg pe

TOAVKVGTIKO VEPPO.

Me Bdon 1o mapomdve, 1 Tapodce TTVYLOKY EPYUGI0 GTOYELEL VO avOADGEL TOGO TV
naboyéveon, OGO Kol TOVG TPOTOLS OYVMOONG KOl OVIYETOMIONG TNnG VOGOV TV
TOAVKVOTIK®OV VEPPOV, aALE Kol To onpeia ota onoia B Tpémel va divetar Eppaom Kot
wwaitepn mpoooy Katd T voonAevtiky mapéupoon oe mdoyovtes. Téhog, n mapodoa
€pYOcio GTOYEVEL VO KATAGTNGEL YVMOOTH TN GUYYXPOVN EPELVNTIKY dpacTnpldtnTa, UE
OKOTO TNV KOADTEPY| QVTILETOTIOT TG VOGOV, TapEXovtas £totl pio patid oty mhovin

HEALOVTIKY] 1otpikn Topeia yia tnv Bepameio TOV TOAVKLGTIKOD VEQPOD.



1.H HOAYKYZTIKH NOXOX TQN NE®PQN

1.1 Ewayomm
H moAvkvotiky vocog tmv veppav (polycystic kidneydisease - PKD), amotelel po kown

YEVETIKY] veQpikn] acBéveln mov epeavileton e modd kot evilkes, 1 omoia
xopaxTNPileTon amd TN GLCCOPELGN KVGTEMV YEUATMOV UE VYPO GTOVLS VEPPOVS, KaODg
kot og aAa opyava (Ewdva 1.1), mov odnyovv o€ yaunin modtnto {mng Kot motkidio,
emmAokdV (AOUDEELS, TOVOC, VEQPIKT OVETAPKELD K.0.), 0ONYDOVTOG TEMKAE aKkOua Kot
610 Bdvato, evd PEYPL GNUEPQ, 1| OVTILETOTION NG £ival kaBopd CLUTTOUATIKY], XOPIg

va vrdpyel Bepomeio TOV Vo avacTELAEL TNV TPOOSH NG,

1.2 Ta yopaKTNPLOTIKA TG VOGOV

H PKD dwkpivetar o€ 600 tHmovg v avtoocwpatikny vroismouevn (ARPKD) kot v
avtooopoatiky emikpoty (ADPKD) popen. Kot ot 600 popeéc yopaxtnpilovraot
TPOTICTOG amd TV mapovcio KVoTeE®V. Ot VEQPIKEG KVOTEG TPOEPYOVIOL OO TO
emONAoKd KOTTOPA TOV VEQPAOV®VY KOl TOV GLGTNOTOG TNG VEPPIKNG GLALOYNG Kol Eival
enevovpéva amd €vo puovo otpopa Kuttdpwv. To povootifo ovtd embfAlo 6TOLG
vOGoUVTEG, EUEAVICEL LYNAOTEPO TOGOGTA KLTTOPIKOD TOAAUTANCLOGHOD Kot givol

AMYOTEPO SLAPOPOTOMUEVO OO TOL PUGIOAOYTKG GMATVOEWT KbTTapa b,

Ewova 1.1: ®veroroykog (ot péon), évavit  ma0oroyIK@V TOAVKVGTIKOV VEQPAV (apLeTeEPG Kat
dc6r14). Inyn: WWw.imgrum.net?,



http://www.imgrum.net

Kotd ™ diepedhivnon g maboyéveons Kot e artioloyiag tng vosov, £xouv mepLypapel didpopa
EVPNUATO, OTMOC OVOUOAIEG OTNV YOVIOLOKY] £KQPACY], ETAYMYN] KLTTOPIKNG TOMKOTNTOG,
EKKPLOT VYPOV, OTMOTTOTIKA QOVOUEVA, Kol avouaiie oty eEokvuttdpia VAN. Tlapodia avtd o
OKPBAC UNYOVIGHOC CYNUOTIOHOD TOV KOOTEMY TOPApEVEL EAMIOS Kotavontdg . Emmiéov, n
voGoc KAnpovopeitor pe 000 SWPOPETIKOVS TPOTOVS, MG OVTOCOUOTIKO VTOAEMOUEVO

(ARPKD), kou o¢ avtocopatiko enikpatés (ADPKD) voonua.

Kotd ™ dudpkeln tov televtaiov etdv, LVIMPEAY OPKETEC EMOTNUOVIKEG eEEMEElc otnv
Katovonon TG YeveTikng kor ¢ moaboyéveong tng PKD. ITw ovykekpiuéva, yuo v
OVTOCOUOTIKY  emKpatny popen, ¢ voécov PKD, 1660 otovg avBpodmovg 660 Kou o€
nepopotolma, Exovv Khovorombel Kot evoyomombet yioo v eUEAVIoN TG VOGOL HETOALAEELS
dvo yovidiov, Tov yovidiov PKD1 kot PKD2. To mpwteivikd mpoidv tov yovidiov PKD2, 1o
omoio Bpicketor oto 16° ypopdcouo Tov avdphmov, £xel Tavtomom0ei mg evooKVLTTAPLO KavEaAL
anelevbépoong  acPeotiov. To mpoidv tov yovidiov PKD1, to omoio evrtomileton oto 4°
YPOUOCOUA TOV avOPOTOV QOIVETOL OTL GULHETEXEL 6T PUBUIOT TOV KLTTOPIKOD KOKAOL .
EmumAéov, éva epeuvnTikd «mOopapeAnUEVO» KUTTOPIKO Opyovidlo, 0 TPMTOYEVNS KPOOGOG
(primarycilium), éxet avadeydei wg évag v duvauel onuavtikdg mapdyoviag oty maboyéveon

L 2
NG TOAVKVGTIKNG VOGO *.

H emommpovikn kowvotnta vrootnpilel 6Tl pécm g €1 PABog KaTavOnonG TG YEVETIKNG Kot

¢ maboyéveong g PKD, Ba emtevyBel mpoodog ko Bedtimon g didyvmong kou Oepaneiog.

H ovtocopotikn enikpatig poper g vocov (ADPKD), amoteiei pion cuvidn dwtoapayn M
omoia eueavileTol TOGO € TAdLE OGO Kol EVAMKEG, EVM 1] CVTOCMLLOTIKT VITOAEITOUEVT] LOPOT
(ARPKD), 8ev eivor ocuvnfiopévn kot epeoviceton kupiog oe veoyvd kot moudid *. H ADPKD
eoivetal va ogeidetan gite o petodhaéelg tov yovidiov PKD1, eite oo PKD2. Avrtictoyya, to
yovidlo mov &ivar vrevBuvo yio v epgavion g ARPKD (PKHD1), éyet evtomiotel o610

YpopocoLa 6 oL avipdrov .

A&iler va onuelmbei OtL o1 veppikég KOOTEG UTOPEL VO ELPOVIGTOVV Kol € piot TANOdpa GAA®V
yeveTikmv acbeveldv, 6mmg n olddng okAnpuven, n vocog vonHippel-Lindau, to obvépopo

Zellweger ka1 n veavikn popen tov cvvdpdpov RHYNS.



1.1 AVTOCONOTIKY EMKPUTIC TOAVKVGTIKY VOGoc TV veppdv (ADPKD)

H ADPKD amotelei pia and tig cuvnbéotepeg yeveTikég achéveleg Twv avOpdnwv, TANTTOVTOG
OAEG TIG PLAETIKEG OLAOEG TAYKOGLUMG, e cuyvotnta epeavions amo 1 ota 500, éo¢ 1 ota 1000
dropo %, Ot kOplec Khvikée exdnAGGELS TNC VooV TEPLapPEvOLY TV eppdvion poldv otny
kotuakn 1 M Oopokikn yopa (Ewova 1.2), ypévio mdvo ot péon M To TAEvpd, LHIKTH
atpatovpio, AOIH®EN TOL OLPOTONTIKOV GVGTHLATOG, Kol VEQpPoABiaon. Ta countdpata oVt
eppaviCovtalr coviog Katd v tpitn kou téraptn dekaetio ™G LoNg Tov acbevols, evad 1M
vOo0g odnyel otV dnuovpyio veepikng vooov telkov otadiov (End-StageRenalDisease —
ESRD), cuvnbwmg peta&d mévte kat 6éko eTdv amd v avantuén veppikng averdapketoc. [Tapdia

ouTh, £X0VV aVaPEPDEL TEPIGTATIKG ERPAVIONG TNS VOGOL Kat 6TV Tondtkh nAtkia °.

Ewova 1.2: Epgavien poldv e kothwokig ko Qopaxikis yopos Eotiog g ADPKD, petd oméd
omEoVIeN e payviTikh Topoypagia (MRI). Myyi: www.radiopaedia.org”.

Ext6g amd v mpdrAnon g TPOOodEVTIKNG VEPPIKNG OVETAPKELNG, Ol VEQPIKES KOGTEG UTOPEL VL
epupovicouy emmAokég, Ommc owpoppayio, pnén, M Aolpmén, veppoibioom, kob®OG kot un
avtpetonioo movo. EmimAéov, cuyxvd 1 vdcog odnyel oty ELEEVIOT CLGTNUIKNAG LITEPTAONG, M

omoiat epeaviletoar 6e TOGO0TO LYMAGTEPO TOL 75 TOg €KaTd TV aocBevov. MdMota, M

10
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avénuévn aptnplokn mieon €xel amodobel oV €vePYOTOINCN TOL GLOTNUOTOS PEVIVNG-

QYYELOTEVGIVIG, OV KOl UTOPEL Vo EVOTTAPYEL Kot TP®TOYEVHG PAAPN TwV ayyeiov Tov aipatog .

Av xar n ADPKD yopaxtmpiletor amd v Omopln VEPPIKOV KOLGTEMV KOL VEQPPIKNG
avemapkewog, Oa mpénel va aviipetoniletal omd Toug 1Tpods MG P cLoTNIKY acBévela. Avtd
ovpPaivel o101t Ta yovidia wov oyetiCovion pe tnv ADPKD exopalovtol o€ pio peydin mokidio
IGTAOV TOV OPYOVIGHOV, OMATE Ol UETOAAAEELS TOVS UTOPOLV VO EMNPEACOLV TOAAATAOVG
eEwveppkovg 161006, 'Etol, kboteg pumopovv va epgovifovtal oe didpopa emOniiakd opyova,
omwc 10 Nmop (oto 75 1015 €K0TO TV a6hevdV), T0 TAyKpeag (omavimg), ot ®mobNKeg Kot TO
xoploewéc mAEypua. MdAAlota, ot KOGTEG TOL NMUATOG QOAVETOL VO TPOEPYOVIOL ONO TOVG
YOANPOPOVS Oy®YOLG KOt EVOEXETAL VO LOALVOOHV 1] VO OLLOPPaY GOV, Y®PIG TapOAL OLTA VO
npokaiovv nrotikn averdpkela (Ewoval.3). Tlpofinpata oty nratikny Aettovpyio pmropei va
mapatnpnlovv efortiog ™ vrépuetpng peyéBuvong TOV KUGTE®V KOl TNG GULVETOYOUEVNG

. , . LT
doknong mieong 6To VLOAOUTO NTATIKO 16TO .

Ewova 1.3 Hrotikés kO6teg 68 a@orpediv frap aoBevoig pe ADPKD mov vrefiOn oe petapdcysvon
Aratoc. Minyn: www.hereditarypathology.org®

11
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AM\eg eEmveQpkéc ekONADOELS TEPIAAUPAVOLY  EYKEQOAMKA KOlU OOPTIKA OVELPVCUOTA,
EYKEPAAKT] doAyoekTooia (SL0GTOAN KOl EMUNKVVOT TOV EYKEPOAMK®OV OLLOPOPOV oyyEi®V)
Kol €KKOATOUAT®on Ttov mayéog eviépov (Ewova 1.4 o, B), kabdg kot avopories tov
Kkapdok®v BorPidmv, ot omoieg mepAapPavovy TPOTT®OT TG HITPOEWOOVG Parfidag, Tposdn
TOAVOPOUNCT|, GOPTIKN OVETAPKELD KOL TPIYA®YIVIKY ToAvdpdunon. Emmiéov, n vreptpopia

, ; 3 S ’ ’ r o 7
™G apLoTEPNG KOWATG glval Kovd gvpnpa Kot £xel Tapatnpnbei o voppotacikd dtopa. .

Mature Rewjows |

Ewévo 1.4B: Aolyoekrocic ko pnén oavevpiopatrog otov egyképaro maoyovra omé ADPKD.
IInyn:Perroneetal., 2015°,

12
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‘Eva evtumootaxkd yapokmmpiotikd g ADPKD eivar m etegpoyévela tov @ovoTOTOV TOL
napovctdlel. H ADPKD dwbéter minpn dieicdutikotnta, yeyovog mov onuaivel 6tt 6Yedov 10
100 g exatd TOV ATOU®Y TOL KANPOVORoLV évo petadlaypuévo yovidio PKD Oa avartoovv
VEQPPIKEG KVOTEG, Ol omoieg B pmopodv va aviyvevBobv HEGH LTEPNYOYPUPT|LOTOS UETA TNV
nAukio Tov Tpévia TV 8 Qotoo0, n coPapodtnta g vooov, N nakia évapéng tg ESRD,
KaODGg Kot T0 PACUA TOV EEMVEPPIKOV EKONADCEDV TNG VOGOV TOIKIAAOVY GNUOVTIKG HETAED
TOV TPOSPEPANUEVOV ATOL®Y, aKOUN KOl EVTOS TNG 1010G OIKOYEVELNG S eEartiog g 1d1og ™G

mafoyéveonc g vOoov, 1 0Toio AVOAVETOL GTO KEPAANLO 2.

1.2 AvTo6OUETIKY] VTOAETONEVY TOAVKVOTIKY Vococ TV veopav (ARPKD)

H ARPKD &ivaw Aryotepo kowvn and tv ADPKD, agob 1 cuyvotnta epedviong g eivat 1 otig
6000, ¢oc 1 otig 40.000 yevviioec'®. H ARPKD omotelei £vav cuvduaopd moAvKuoTIKAG VOGoL
TOV VEQPP®V, KOOMG KAl GVYYEVOLG NTATIKNG {vwong L'H KLGTIKY] VOGOS TV VEPP®Y cuvniBmg
Eexva amd ™V euPfpuikn MAKio KOl EKONAMVETOL ®G M0 OTPOKTOEWNG OlATOCN TOV
CVALEKTIKOV 0ly®Y®DV TOV EKTEIVOVTAL AKTIVOEIOMS OO TO VEPPIKO LVEAD TPOG TO VEPPIKO PAOLO
®, Me TV avamtuén Tov enPpiov, ot KOOTES ERPAVILOVTaL GTASIKG KOl 6T £YY0C EOTEPUMEVA
coAVEPLE ToV veppdv . H VEQPIKT KUGTIKT VOGOS GUVSEETOL TAVTOTE e YoMKT Suoyeveosia,
N omoia amoteAel pion SvomAacion TS YOANPOPOL TAAKAG TOL YOPAKTNPILETOL OO AVOUAAOVS
EVOONTATIKOVG YOANPOPOLG 0y®yoLS Kabdg Ko moiaia ivwon. H pewkt) kvotikny didtaon tov
YO POPOV OY®YDV €Vl GYETIKA 0cLVNOIOTN EKTOC 0 TNV TEepinT®on Tov 6 £mwg 12 1o1g ekaTd
TV aofevodv mov mhoyovv amd T voco Caroli 12 ‘Tvaon tov maykpéatog £xetl emiong meprypagel
ot optopévong acbeveic'®. Onog kat oty mepintwon e ADPKD 1 khwvikr ewdvo tng ARPKD
elvan e€apetikd etepoyevng. H ARPKD pmopel va epoviotel ¢ meptyevvnTikn,veoyviky,
Bpepikn, N veavikn vOcog ° H petafAntomra otnv nikio Evapéng g vocov opsiletal og
petafAnt Ekppacn Tov HeTaALAEE®V TOoV 1010V YoVidiov, otV eNidPAcT PLOUICTIK®V YOVIdi®V,
KaBmg kol oe TEPPAALOVTIKOVS TAPAYOVTES Kot Ol 6TV VTOPEN HETOALAEEDV SLOPOPETIKAOV
yovidiov . H ev800tkoyeveloks] eTepoyéveln TG vOsoL ivat Tapdio avtd Aydtepo &vrovn amd

0, TL M etepoyévela mov epaviletar petad TOV OKOYEVEIDV L H TEPLYEVVNTIKY LOPOY| TNG
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vOGOL EKONAMVETOL OTN YEVVIION HE TNV EUQPAVIOT apeimievpo peyebopévov, vrepnyoikmv

VEQPOV Kot VEPPIKNG averdpkelag Papidg popeng (Ewova 1.5).

Ewova 1.5 Yaepnyoypaonpua o€ veoyvé mov maoyer amé ARPKD. TInyh: www.pediatricimaging.wikispaces.com'.

EmnpocOeta n mapovsio peiopévov auviakod vypod (oiryoidpduvio) efottiog ™G avemapkons
EVOOUNTPIAG EKKPLOTG 0VpmV, 00NYEl GtV gUEAVIoT Tov Tpocwneiov cuvopduov Potter (Ewdva
1.6) pe mhatid pvikn YEQupa, EVIOVES OEPUATIKEG TTLYMOELS Kol YOUNAR OEoM TV OLTIOV TOL
veoyvoD, Kabdg Kat Tng vromlaciog Tov mvevpuovev. Tepimov péypt kot 1o 30 pe 50 o1 ekatd TV
VEOYVAV TOv Thoyovv, mehaivouv Alyo petd tn yévvnon, €€aitiog onyoluiog 1 oVOTVELGTIKNG
avendpketog . Hopdia autd, ta mondio mov dev ekdNAGVOLY T VOGO HEYPL LEPIKOVS WHVES HETG

™ yévwnon, eneaviiovy TohD Ayotepo Paph GUVOTLTTO Kot TOAD KoAVTEPN TPoOYVeoT 2.
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Ewéve 1.6 To mpocmnsio Potter. IInyi: www.medgen.genetics.utah.edu®.

2NV TEPIMTOOT VTN Ol VEPPIKEG KVOTEG €lvol PEYOADTEPEG KOL O GTPOYYVAEG Oomd OTL oTNV
TEPLYEVVITIKY Hopen Kot pmopel va. opotalovv pe v ADPKD, mepintwon n omoio umopel va
anokAeloTel gite pe avdAvomn Tov YEVEQAOYIKOD dEVEPOL TOV TTandloV, €ITE LE LITEPNYOYPAPN LD TOV
VEQPDOV TOV YOVE®V (EK T®OV OMOI®V TOLAGYIOTOV O £VOG, €AV TPOKELTOL GE TNV OVTOCOUOTIKY
EMKpATY] HOpeN TG vooov, Ba mpénet va gupavilel khoteg). Ta madid mov emifudvovy KaTd TV
veoyviKn mePiodo Exovv pia mlavoéTnTo TG TAENS TOL 56 e 67 To1g EKaTO VO ETPLOCOVY PEYPL TNV
nAkia Tov 15 etov, yopic va eppaviCovv ESRD, evod mopatetapévn emPioon péypt ta 55 £ g
Comc, éxet emiong avapepdei 8. Tapdra avtd, ot pHokpoypdviot emlHoavVTES 0oDEVEC, AVOTTUGGOVY
oLy VA 01dpopa ETAKOAOVLON CLUTTOUATO TNG TLACLNG VTEPTACTG, TO OTOI0 TEPIAAUPAVOLV KIPGOVG

r ’ I 1
TOV 0LGOPAYOV, NIUTOSTANVOUEYUAie, KUOMS KoL VIEPSTATVIGO™.

AMkeg kKhvikég ekdnimoelg g ARPKD ce modid kot evilkeg meptlapfavouy Tn GUOTNUIKN
vréptaon (oto 56 pe 70 to1g ekatd TV acbevav), v kabvotépnon g avamtuéng, Ty epnedvion
ovporoudEemv kabmg kat v vrovatplopio. Ot acbeveic pe ) vooo Caroli pmopei va epgavifovv

emmAOKEC OmaC 1) yohayyetTida kat To yohayyeokopkivopa .
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O akp1Peig maboyeveTikéc autieg TG ELPAVIONS KOl TOV dVO HOPP®V TS VOGov, Ba culntndodv,

670 Bodpod 6mov gival YvmoTég, 6To KEPAlato 2.
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2. MAOODPYXIOAOTI'TA KAI AIAI'NQXH THX NOXOY

2.1 H maBo@uoiloloyio TG TOAVKVGTIKIG VOGOV TOV VEQPOV

Ot gmOnMokég KOUOTES OmOTEAOVV KOUyd HoviéAa PloAoywkng amAdtnroc. Avtd yati o
QOVOTLTIOG TNG KVOTNG OMOTEAEL PLGIOAOYIKO KOUUATL TNG avArTLENG TV OnAactikdv. Kdbe
Oniaotikd, cvumepapfavopévov tov avBpdmov avtd Moy KATOTE TO 1010 Hot KOOTN — 1
BAacTOKOOT — 1 omoio avamtOiyONKe OTIS MEPIGOOTEPEC TEPMTMGELS LMWV, 0€ €val 1010iTEPA

TOADTAOKO Kol 0pBOLOYIKA OAOKANPOUEVO OPYOVIGUO 18

[Moapdria avtd ot KOoTElg pmopel emiong vo eivat 1o emikevtpo piog TotkidMog acOeveldv, TOALEG
amd TG omoieg emmpedlovv Ta veppd. O1 veppikéc KUOTELS Eivat GAKOL YELATOL LLE VYPO, O OToiol

gmevovovTol and évo LovooTifo oTpduo coANvoeldovs entdniov (Euwdva 2.1).

Ewévo 2.1 Movadiaio KO6T EVEOUATONREVI] 6TO QUGLOAOYIKO TAPEYYVIE TOV VEQPPLKOVD PAO0V 0md vePpo
£v6¢ a60evoig o Tpdipa otGdre ADPKD. Iinyn: Martinezetal., 1995 ",

AVTEG O UM PUGLOAOYIKEC OOUES ITOPEL VO, TPOKVYOLV OO OTTOI0ONTOTE TN LLOL TOV VEQPDOVOL KO
TOL GLAAEKTIKOV aywyoL. Evoéyetan emiong va elvatl LOVOEGTIOKES 1) TOAVECTIOKES, LOVOUEPEIS T

owepeic. To puéyebdc tovg pmopei va TOIKIALEL OO OVTO TOV PKPOCKOTIKAOV SIEVPVVOEDV TOV
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VEQPPIKOV COANVAPIOV HEYPL HEYOAMY KLGTIKOV JOUDV TOV EKTOTILOLV TO KOUMOK(O GTAG)VOL

r 18.
1pog ta v

Q¢ KLOTIKOC VEPPOG 0pileTan 0 VEPPHC TOV TTEPIEXEL TOVAGYIOTOV TPELS 1] TEPLOGOTEPES KVOTELG.
AvtiBeta 0 OpOG VEQPIKT KVOTIKT VOGOG GLUVAYEL TN VOOTPOTNTO TOV OVOAOYEL GTNV TTOPOLGIN
TOV KOUOTEWV oVTOV. Ot omAéc 1 HOVOOIKES VEPPIKES KUGTELS OMOTEAOVV  €EAPETIKA
ocLVNOOUEVEG AVOLOAMES, 01 OTTOTES €IV TEPIGGOTEPO GLYVEG LE TNV AHENGT TNG nMKiaglg.

1 ’ ,
° mepimov 10 22 TOIC €KOTO TGOV

Av Ko glval OYETIKO OMAVIEG OTNV TOUOIKY mMAkio
OCLUTTOUATIKOV eVAAMKOV Tov 70 €Tdv Kol Gve £xovv TOLAAYIGTOV M0l VEQPIKY KOGTI.

. . S . , .20 . ,
[Tapdia avtd ot amAéc KOOTELS OV PAATTOVY TN VEPPIKT AELTOVPYIR “, OV KO £(OVV GUGYETIOTEL

2 ovpNINPOKLOTIKIC ToAwdpounone =,

ne avénuévo Kkivéuvo epgavione vméproonc
gpvhpoxvTTdpmong 2 EVIEPIKNG 1N YOANPOPOV ATOPPOUENG 2 0VPOAOTHMENG 28 wat VIEPTPOPIOG
TV ovpndptkdv ParPidov § Tov mpootdn pe kahvkiky omdepatn 2 %, H vkl onpacio
AVTAV TOV KATADV» VEPPIKOV KOGTEDV 0pOpE 0TI O1AKPIoT) TOVG OO TIG KAKONOES 0ALOIDGELS

KOLL TNV KANPOVOIKT VEQPIKT] KUGTIKY| VOGO.

H moAvkvotikn vOcoc Tov veppav eaivetal 6Tl umopel va mpokAnbet gite and emiktnteg , gite

and ovyyeveig Prafeg (Ewcova 2).

Movoyovidiaxkn emkpary  Movoyovidiak vnoAsinopevn
ADPKD ARPKD

McToBoAIKESG / Toljiveg,
diaTopaxEes, HGDA
yviouwTapkr] oEcoupla _"""--..__h .d-—""l‘-’

KYZFTTKII NOZ0F TON NITbDPON

S

Zuyyeveic ] . YoowaApin
daTapOXEC, Movadiaieg KOOTEIG,
Foudpopo Fellveger ESRD

Ewéva 2.2 Artoloyia molvkvetikilg vocov veppav. Ipocappoyiaré: Martinezetal., 1995 h
Ov omoktnBeiceg KOOTELS €lval OOMIKEG OVOUOAMEC TOL  OVOTTOOGOVIOL OTOV  TEAMKA
SLLPOPOTOINIEVO VEPPO KOl TIOTEVETOL OTL UMOPEL VO ATOTEAOVV OELTEPEVOV ELPNUO, TOV

avamtHooeTal o€ veppikn PAAPN 1N avOpodlo HETAPOAMOUO TV VEPPIKOV KLTTapwV. 1o
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TOPASELYLLO, (PUGLOAOYIKG TOVTIKIOL 7OV KOTOVOADVOLV GULOTNUATIKA StpatvuAfelaloAn M
VOPIIPOYOLOITATETIKO 05D OVOTTUGGOVY KUGTIKOUS VEQPPOVG 2930 Bruméov, n xpévia EAAEIYN
kaAov 6ToV GvOpOTO, £XEL GLGYETIOTEL te TNV avEmTLEN vePpikdV Kbotewv * . Emmpocdétac,
Bpéon pe ovyyevelg avopaiieg 1 YAovtapikr oSvovpia pmopet vo td0ovv TOAVKLGTIKY| VOGO TV

32

.32, 33, . ; . , , ,
VEQPOV. Axopa, €xer oavagepfel kot m avamntuén kOoTE®V, GE VEQPOLG Ol omoiot

KATOOTPEPOVTOL GTAdIKA amd TV Vmapén piog mpoodevTikng, apyd e£eMoGOUEVNG, dVGKOAN

dwyvooiung achévelog 3.3,

3 Onog

Neppikég kvotelc ep@ovilovtal o€ TOAAL OLOPOPETIKA KANPOVOUIKA cOVOpOU
TPOAVUPEPONKE, 1| AVTOCHOUATIKY EMIKPOTNAG TOAVKLOTIKY vOcog tov veppmv (ADPKD), n
EMKPATESTEPN KANpOVOIKY Sratapayn, ennpealel mepimov 1 ota 400 émwg 1 ota 1000 dropa
ot Hvopéveg TToMteieg kot amotedel v t€TopTn KOPLOL OLTIOL YPOVIOG VEQPIKNG OVETAPKELOG
01OV KOGLO ¥ H OVTOGMUOTIKY] VTOAEWTOUEVT] TOAVKLOTIKY VOG0g TV veppav (ARPKD)
ocvpPaivet ToAD Atyotepo ovyva (1 oe 6.000 éwg 55.000 yevvrioelg) kor cuvnbmg €xel mg
amotéAecHa T0 BAavato tov gufpvov 1N to Bdvato kaTd TN VEOYVIKN TEPI0OO % To mondié ue
ARPKD mov emBiovovv amd v veoyvikn mepiodo cuvnbmg Ptdvouv veQpikn OVETAPKELN KOTA
™ Sibpketa e Tadikrg toue nikioe . e pepcodc aoheveic, 1 ARPKD Sev Sayvdoketat
péypt v evnikioon % 01 KANPOVOUIKEG TOAVKVGTIKES AGOEVELEC TV VEQPPDV £YOVV CIUAVTIKO
KOW®VIKOOIKOVOULKO ovtiktumo. To 1991, nave amd 9000 acbeveig pe PKD éhapav Oepaneio
VIOKATACTAGNG TG VEQPIKNG Aettovpyiag (opokdBapon kot petapooyevon) otig HITA.
Youpova pe to Topopa Epevvdv yua v Iolvkvotikry Neppiky Noco (Polycystic Kidney
Research Foundation), to £tog 1993, 10 GUVOMKO YPNUOTOOIKOVOUIKO KOGTOG TV
KANPOVOUIKOV TOAVKVOTIK®V 0cBeveldv Tov veppov ot Hvopéveg [MoMteieg npocéyyioe ta
750 ekatoppvpro doAdpla. Emmpdcbeta, n eniktnn kvotikn vécog mov ennpedlel mepinov to
Nuov tov acbevov oe apokabapon Kot Umopel va 0dMNyNoEL 6€ KapKivo Tov veppol av&dvel

EMTAEOV 6TO GVVOMKO kooToC >3 %9,

Koabdg dev vmdpyel e01kn 1 otoxeLUEVN KAWVIKA eykekpipévn Bepameia, n TpEyovca mTpaKTiKy,
omwg B avorvbel oe emdOPEVO KEPAANLO, EMKEVIPOVETOL GE OVGTNPO EAEYYO TNG TIESNS TOV
Q{OTOg HE OVOOTOA TOV petatpentikov evibpov ¢ ayysoteveivig (MEA) kot ) ypnom
OTOTVAV Yo TN peiwon g Ovnoomtog A0y® KapdloAoykoh TPOoPANUATOS, ETIMAOKN OV

’ r , r 40 . ’ e r r
oyetiletar pe ypovia veppikny voco . Opiopévol acBeveic mopovotdlovy KOMakd TOVo Kot
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OVO otV TAATN eoutiag TOV SOYKOUEVOV VEQPAOV TOL GE OVTEG TIG TEPIMTMOELS UITOPEL Vo
OVAOTOAEL LEG® HEPIKNG 1 OAIKNG VEPPEKTOUN, 1| OKANPLVONG TV KUGTEWV %o dladkocieg
OVTEG UTOPEL VO OTOLTOVVTOL KO Yo TV amodoyr] €vOg pooyevpatos. ' tovg acBeveic mov
OVATTOUGGOVY VEPPIKT] VOGO TEAKOD GTOdI0V, Ol EMA0YEG elval TEPLOPICUEVES GE OpoKaBapon 1
petapocyevon veppov. H arpokdBopon cuyvd mpotipndtal Ady® teXVIKNG evKoAMag ot pvOuion
TOV O0YKOUEVOV, KOl TO ATOTEAEGHATE TOV acHevdV Tov vtoPdAlovion o apokabapon sivor
ovykpioa 1 KoAvtepa amd exeiveg TV 0cOevdV mOL TAGYKOLV Amd GAAN VOGO TEPAV NG
ADPKD*,

H Ovnowomrta oe acbeveic pe ADPKD ogeideton ouvilBmg oe kapdiakny voco, pOALVOn,
EVEOKPOVIOKO AVEDPVOND, KOl VIEPTOOIKY EVE0eYKePUALKT apoppayio . Metakd tov aobeviv
e ADPKD, 10 85 émw¢ 90 to1g K0T TOV TEPMTOGEMY TPOKVTTOVV OO LETAAAAEELS GTO YOVIOL0
PKD1, ev® 10 vdéromo 10 €wg 15 1015 £K0Td TOV TEPIMTOGED®V OPOPOVV GE UETAALAEELG TOV
PKD2 yovidiov “) Ymbhpyet, eniong, Evag pkpog aplfog OIKOYEVEIDMV e KAUGIKA EVPNLOTO TNG
vooov PKD, ta péin tg omoiag @aivetar vo €youv PeTOALAAEES 0E BECELS SLOPOPETIKES QO
exeiveg tov PKD1 xor PKD2, vmodeikvhoviag 0Tt €vag Tpitog YEVETIKOG TOMOG Umopel vo
eumAéketot oty maboyEveon g vOGou O acBeveig pe petarratelg oto PKD1 avanticcovv
éva TOAD o coPapd GUIVOTLTO, e (o KAIVIKT HEAETN VO ava@EépPEL OTL 1 uéor nAkia Boavatov
TOV acBeVOV oVTOV, 1 TN XPOVIKY TEPIOd0 EUPAVIONG VEPPIKNG VOGOV TEAIKOV GTadiov amd N
OTLYUN EQEAVIONG TNG VOooU givar 54.,3 £, évavtt Tov 74,0 eTdv Tov apopodV avTicTOr(0 TOVG
acBeveic pe petaaratelg PKD2 [31]. H dwopopd avthy Bempeitar 6TL mpokdnTel amd v avénon
0V apOpod KOGTE®Y, Kot Ot TNV adEnon tov peyédoue toue *. Exi tov mapévioc, néve omd
300 peroArdEelg tov PKD1 mov odnyodhv oe mopaymyr] OKpOTNPLICUEVIG TPOTEIVNG
(Lmkpotepov peyébovg) ko 91 petarrdtelg tov PKD2 éxovv avayvopiobel oe acOeveic e

ADPKD. Emm\éov, vrépyovv mepimov axdpe 100 petodhdelc pe Adboc vomua ¥

Agdopévng aug g Heyaing Paong dedopévav, 1n Hoplakn ddyveoon amotedel mTAEoV emAloy,
Yl TIG KMVIKEG TEPUTTMOELG OOV TO AMOTEAEGLLOTO TOV AMEIKOVIGTIKOV TEYVIKMOV EIVAL OGO,
otav ot acbeveig embBopodv va yvopilovv T yevetikn mpodidbeocr| tovg, N Otav TibeTon TO
ienpo e dopede opyévav . Eivar eviapépov, 6Tt éva mocootd peyokdtepo tov 10 Toig

EKOTO TV 060EVOY TPOEPYOVTAL OO OIKOYEVELEG OTIG OTOIEG KAVEVAG OO TOVG YOVELG deV VOoEl
47
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H PKD1 (polycystickidneydisease 1, ypoupdécoue 16pl3.3, 46 e£ovia) kmdiwkomolel tnv
nolvkvotivn-1 (PC-1), pio mpoteivn peyébovg 462 kDa kot prxovg 4303 apwvoéémv, 1 omoia
Bpioketon evoopatopévny oy Kuttopikn pepppavn pe 11 dtopepPpoavikés emkpiteleg, evm
Swbétel emiong pion pokpld €EOKVLTTOPIKY OULVOTEMKY TEPOYN KE TOANUTAEG EMIKPATELES
déopevong Hoplov Kol G UIKPT KUTTOPOTAAGHATIKY KapPoEuTeEMKY TEPLOY TOV OAANAETIOPE
ue moAlomiéc mpwrteiveg (Ewova 2.3), cvumepthopfovopévne g mpoTeivng-tpoidvtog Tov
yovidiov tov PKD2 molvkvotivig-2 (polycystickidneydisease 2, ypoudowopa 4921, 15 eEdvia)
*. H noivkvotivy-2 (PC-2) eivon pia onodntd pikpotepov peyédong mpoteivny 110 kDa, 1 onoia

SwBétet &L drapepPpavikég emkpdreieg (Ewova 2.3).

Ewéva 2.3 Aopi] Kan addnhenidpacn g molvkvotivic-1 kon g moAvkvetivye-2. IInyq: www.scielo.br'.
Kot ot 0o molvkvotiveg gpoavifovv mepimhoko vrokvTTaptkd evtomiopd. H molvkvotivn-1
evtomiletar otV meployn G PACEOTAELPIKNG TAOCUATIKAG HEUPPAVIG TOV TOAOUEV®V

EMONMOKAOV KOTTOPO, OTOV GUUUETEYEL TOCO GE SAKVTTAPIKOVS TPOGSKOAANTIKOVG GLUVOEGUOVCE,
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660 Kol 6€ OOUMAOKO EOTIOKAC TPOSKOAANONC pe Tnv vmokeipevn Paociky pepPpévn O
Emumdéov, éva mpoidv didomaong g PC-1 mov mepthappdver tnv kapPo&utedikn g ovpd, Exet
deryBel OtL €xel Vv wavorTa vo petatomiletar 6tov mupnva Omov pvOuilel ™ peTOypaOn
yovidiov ' (Ewova 2.4). Avtifeta, 1o peyoddtepo pépoc g PC-2 cvykevipdvetar o€
evookvTTapIKG Olapepiopata, omov @aivetal vo moiler poAo ot pOOoT TG anedevBépwong
acPeotiov and evookvtTapikég amodnkes. O pOAOg TG ™G KAVAAL KATIOVTOV £ival GOUEMOVOS LE
To yeyovog Ott M mpwrteivy egivor €va péEAOC g owoyévewg OSwwiwv  1ovtov TRP
(TransientReceptorPotentialchannels) ®2. H PC-2 pmopei emionc va mailer éva poko otnv
KUTTOPIKN SPOPOTOINCT KOl TOV TOAAATANGLOUGHO HEG® TOL EAEYYOL NG PYVOUONG TOL
KuTTAPKOD KOKAov™. Téc0 11 PC-1 660 ko 1 PC-2 eviomilovial 6Tove TPOTOYEVEIS KPOGTOUC
nmov Ppiokovtol oTic Kopvaieg pepppdveg g mAEOYNEiog TOV TOAOUEVOV EMONAIOKOV

KuttapikoVv tonev (Ewova 2.4).

Prieraary cilium
C 9+-0

Gm Ceniral cap
B a8
D S

IFT
partiches

Trangigian
Lrao sy

Canbilals

"':%%i.

Ewoévo 2.4: Ov mpotoyeveic Kpoosoi TV emONIMOKAOV KUTTAPOV TOV VEQPAOV KOL 0 EVTOTIGUOS TOV
cvpmiékov PC1/2 tov molvkvetivdyv PC-1 ket PC-2 névo ot dopn. Mnyn: www.jasn.asnjournals.org’.

AVt N un-KvnTikn, ynueio- kot unyovo-oucOntnplokn doun @oivetor vo SOmAEKETOL KOTA

TpOmo Kpioyo otnv mafoeucloroyio TG VEPPIKNG KLGTIKNG VOooV. MetaAldEels o€ mOAAA
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Yovidlo OV K®OIKOTOOUV TPMOTEIVEG MOV EUTAEKOVTOL GTNV AETOVPYIO TOV KPOGGMOV EXEL

o ’ , e , , r 54
avadeydel 611 propel va 0dnynoovv o€ kdmoto THNO KLGTIKNG VOGOL .

EmumAéov, evd o akpiPng pustoloyikoc kot maforoyikdg poOAOS oTdV TV 000 TPOTEIVOV givorl
aKOUN VO AUEIGPNTNON, Elval GaEEG OTL 1 VEQPIKY KuGTOYEVEST cupPaivel dtav To va 1 Kal
T 500 avTiypaPo TOV €VOG 1 TOL AALOL YOVIO0 TOAVKLGTIVIG Eivol HETAAAAYUEVO £TGL MOTE VL

TOPGEYEL LN PUGLOAOYIKO, 1} VoL U1y Tapdyet kaBdAov Tpoidv (petdriasn knock-out) *>°.

Yta movtikwo, petarraéels tov PKD 1 xor PKD2 oe opoluywtia, odnyodv ce guPpuikn
BvnodtTo Katd Tic epPpuikéc nuépec E12.6-16.5 *°. Avtifeta, ta etepoluyo movikio v
eUQOovilovtal OVCIOTIKG QUIVOTVTIKG (QUGLOAOYIKA, TEPICTAGLOKG OVATTOGGOVV UEPIKES
NTATIKEG KOl VEQPIKES KOGTELS apydTepa 61N Cm1| TOVG ¥ Emm\éov, N pelmon ™g Ekepoong g
PKD1 eivar apketh Yoo vo mpokoAéoel kvotiki vooo oe moviikode o, IMapddAnio, m
VIEPEKPPOOT TNG TOAVKLOTIVIG-1 o€ dlayovidiokd movtikia 0dnyel emiong o€ oyYMUOTIOUO
VEQPIKDOV KOGTEWV > M peArétn omd tov Piontek kot tovg cuvepydteg Tov amokdAvye OTL M
adpovomoinon tov PKD1 npwv petayevvntikni nuépa 13, o “vmd 6povg” (conditional) knock-out
petaAhaypévo movtikia, odnyet oe o e€oupetikd tayeio avamTuEn KLOTIKNAG VOGOV, VA 1
adPOaVOToINoeN TOL 1010V YOVIdiov, HETA amd avTO TO AVOTTLEIKO YPOVIKO omnueio €xel ocav

, , , , r 1
omoTéAes o, TOAD o o eEEMEN Thg vosov 22,

Ta evpnuato VTG VTOSEKVHOLY OTL Ol TOAVKVLGTIVEG UITOPEL VO AEITOVPYOVV MG GTUOVTIKA
KPEPEVO» Y10 KVTTAPIKT aVATTUEN Kol Stoipecn KATA T OAPKELN TG VEQPPIKNG OVATTVENG Kol OTL
N Toyeio eEanAmon TV ETMOMAMOKOV VEQPIKOV KLTTAP®V, 1 0moio cupPaivel kotd tn didpkela
™G VEPPIKNG avamTLENG, Umopel va dnpovpyncel éva meplPdAlov Tov va S1EVKOADVEL TNV
EKONAMON TOV OPVNTIKOV GUVETEL®V, piog HeTdALaENC molvkvotivng. Emmpocbera, vdpyovv
evoeigelc yio v vmoapén ko evog trans- etepdluyov poviého ADPKD (stepdlvyo v
HETOANAEELS 0V0 SLOPOPETIKMOV U1 OAANAOLOPP®Y YEVETIKOV TOTMV), YEYOVOG TO OTOi0 €ival
OULVETEC e TV VIoBeon 0Tl ypetdlovior Vo «ytumquoto» (two-hit) petadldemv yoo v
évapén g vooov . Emiong, £xet mpotodel kar £vo HOVTELD TPUOV «XTOINUATOVY, KOTE Ta O
01010 KATOL0G VEPPIKOG TPUVUATIGUOC SIEYEIPEL TOV TOYD KLTTOPIKO TOALATAAGLOGIO TOV, OTMG
npoavapEpOnke, pmopel va elvar omapaitntn wpodmdOeon yio TV EUPAVICT KLOTIKOV
avoOpoMaVv, ot oroieg cupfaivouv peTd amd HETOAAAELYEVEST] TV COUOTIKOV KLTTAPOV 1| GE

CLVOLOGUO pe pElUEVT EKepacn TG ToAvkvotiviig. To povtého avtd pmopel va eénynoet
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TOLAAYLOTOV €V UEPEL, YiaTi 1 Evapén TS VOGOU AdUPAvel xdpo PETA amd TOGO HEYAAO XPOVIKO

SLUGTNO LETA TNV OPYLKY| YEVETIKN PAGPN 63

2.2 O TPpOTOYEVIS KPOGGOG

O1 evkopvotikoi kpooooi (Prepapidec) eivar dopég mov amaptiloviatl amd HIKPOGMANVIGKOVG, Ot
omoieg umopel va givon eite Kivmtnpieg, gite Oyl Kivntnipiot kpooooi avevpickovtol o€ Opades, ot
OTOlEG OPYOVAOVOVTOL OTIC UEYAAEG emONMokéC empdvelec OT®G ekelveg TG Tpayeiog 1M
EYKEQPUMKNG KOWAIEG, e OKOTO Vo eELTNPETIGOVY TNV TPOMONON KOl AmEKKPLon TS PAEVVOG 1
TNV KUKAOQOPI0 TO EYKEPAAOVMTLALOL VYPOV EVIOC T®V KOIAOTHT®V TOV VEVPIKOD GUGTILLOTOG 64

avtiototya (Ewova 2.5).

o= g LWE EER S

Ewévo 2.5: Kivnmiplor kpooooi tov emOniiov Tov Bpoy oAy Tov avemveELSTIKOD 6VGTROTOS. Ewova amd
NAEKTPOVIKI piKpocsKoTio sapmons —SEM. Tnyh: www.wikipedia.org®.

A

Ot un xwmmplot 1 mpwtoyevels Kpooooi, ev avtiBécel, eival HOvadKES, €EEIOIKEVUEVES
«Kepaiec», ol omoieg poldlovv e Tpoeloyéc mov ekTeivovIol ooONTd TAV® amd TNV KVTTOPIKN
emeavela oYeddv oe KGPE KOTTAPO TOL OPYOVIGHOD TV omovdvAetdv & (Ewdva 2.6). O
TPWOTOYEVIG KPOGGOG TEPLYPAPNKE Y10 TPAOTN Popd Thve omd 110 ypdvia mpiv, av ko 1 akpiPng

AELTOVPYiO CVTOV TOV 0PYOVISIOV Y10 TO KOTTOPO TOPAUEVEL ASIEVKPIVIOTY KON KOl GT|LLEPT. 66,
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Emedn) o1 mpwtoyeveis kpooosoi mpoPdriovy €€ kol TV amd TNV EMPAVELN TOV KVTTAPOL, €M
TOV TAPOVTOG TMOTEVETOL OTL AEITOVPYOLV EELANPETOVTIOG TN ANYN CCONTNPLOKAOV CNUATOV,
Kafde Kol TNV avTOmOKplon oT0 eE@KLTTOPWKO TEpPiAiov ®7. Aopd Swokprrol omd TIg
Kivnmpieg PAe@apideg, o1 TPMOTOYEVELG KPOGGOL EXOVV EMAVELPAVIOTEL GTO TPOGKNVIO, EMELON
TPOCEATO GTOLYEI VTOONAMVOLVY 01 dopEG aVTEG dadpopatilovy onuavtikdé poro otn Anym

, , , . , . 68
LUNYOVIKOV YNUKOV KOl QOTEWVOV £peBiopdtov and ta KOTtapa = .

Ewéva 2.6 O mpotoyeviig Kpoosods (mpasive ypdpa). Iinyh: images.sciencedaily.com'.

'Eto1, 0 Tpmtoyevig kpooGog umopet va eival SOUKE TPOCAUPHOGUEVOS DOTE VO LETOPPAGCEL Lol
TOWKIMO EEOKVTTOPIK®OV CNUATOV G€ EVEOKVLTTAPIKA onpota . EmmAiéov, ot PAaPeg tv ev Adym
KPOOOG®MV UTOPElL VO OmOTEAODV KOO UNYOVIGHO, VTEVOBUVO Yio U0, ETEPOYEVI] OUAdO
dwtapay®V  GUUTEPIAOUPAVOUEVNC NG VEPPIKNG KLOTIKNAG VOGOV, NG EKEUAMONG TOL
ap@ipAnotpoedovg, g avoouiog (6mwg ovpPoivet oto ovvdpopo Bardet - Biedl), g

8969 T rapovpeva koTTOpO

VOGTPOPT CTAAYV®V, KOl TOV OVOLOALDY TOL VEVPIKOD COANVA
ToTeVETOL OTL Eivor avikava va oynuatiCovv Kposcsovc, eneldn o factkd cmpdtio (omd ta Eva
KEVTPLOALL TOV KLTTAPOL OO TO, 0010 PLGIOAOYIKG TPOKVATEL O KPOGGOC) OMALTEITOL GTN (OO
, ’ , ’ 7 , 14

OVTR Y10 TN GUVOPHOAOYNOT TNG WITOTIKAG GLOKEVLHG 0. Q¢ €K TOVTOV, 1| KPOGGOYEVESN
avapévetal va AdPel ydpa otav to KutTapa £Yovv dtopoporondel apketd mote vo eméADeL

, ’ ’ , / 71 r ’ ,
otk npepio (@don GO tov prtoTikod KOKAOL) . AVIIGTPOE®S, 1| TAPOVGIN TOL KPOGGO
umopet amd uodvn g va gvepyel yio v TpOANY” TG KUTTOPIKNG dtaipeons , 0edopuévou OTL TO

KEVIPLOAIO TOL Pooikod copatiov 0ev eivor SBECIHO Yoo TOV GYNUOTICUO TNG HITOTIKNG
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OTPAKTOV. ZVVETMG, 1 EAEYYXOUEVI] ATOCLVOPUOAOYNOT] TOV KPOGGMV UTOpel va givor évag
ONUAVTIKOG TTOPAYOVTIOS OTOV EAEYYO TOV TOAAOTAOGIOCUOD KOl SlOTAPOYES OTO CYNUATIGUO
KPOGO®MY OVOUEVETOL VO 0ONYNoouV MOAVAOC GE KATOOTAGES VLREPPOAIKOV KLTTAPIKOD

TOALOTTAOGLOG OV,

2.3 Aopn) Ko Aertovpyio TOV TPOTOYEVODS KPOGGOD

"Hon and to 1962, o Sorokin kot o1 cuvepydteg tov emyeipnoav vo ddoovy e€Nynon oxeTikd pe
TIG OPOPES 0TV AVATTLEN HETAED TPOTOYEVOV KOl KVNTHPL®V KPOGOHV 2.0 KWV TNpog
Kpoocdg Exel pia d1ataén 9 cvv 2, pe pia Svada pHovadloimv HKPOSOANVICK®OV 6TO KEVIPO, TOV
oLVOEoVTaL e OKTIVEG aKTVIVIG oE evvéa (ehyn HIKpoowAnviok®mv otnyv mepipépela. Avtifera,
ol TPWTOYEVEIG Kpooool Exovv pia dtdtaén 9 ovv 0 pikpoocwAnviokov pe evvéa (edyn Katd

urkoc e meprpépetag povo (Ewcova 2.7) .

. Ciliary cross-sections [az seen from below)

Microtubule
pair

IFT
particle

Radial o dy
spoke T4

: Quter
dynein arm

Cilia

membrane
Central A
pair

Inner -

dynein arm 9+2 {motile cilium)

Transitlan l

Ewéva 2.7 O mpotoyevic (dopr 9+0) kar o kivpriprog (dopn 9+2) kpooaodc. inyh:www.ciliopathyalliance.org
m

Av xou ovveyopevn pe TV Kopvgoaio peuPpavn, m cvotaon MIdioV Kol TPOTEIVOV TG
LEUPPAVIG TOV KPooGob eivar Stakpurh amd Ty mpdtn . Emmhéov, oto onpeio petdBaong amd
NV TAAGUOTIKY] HEUPpavN Tpog T pepPpdvn tov Kpoocol, 1N TPLddd HIKPOGOANVIGK®V TOV

Bacwod copatiov petatpénetal 6to (VYOG IMKPOSMOANVICK®OV TOL SATPEXEL TO OEOVNLLA TOV
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KPOGGOU " To TPAOTO Ppa ot dMNovpyict Tov KPOocoD aPOopE TNV TPOTOTOINGMN Kl TNV
petaxivnon tov keviptoAiov oe pio B€on kate amd v Kopveaio pepfpdavn . Ymv G1 @don
NG KLTTOPIKNG dlaipeong, Kabe KOTTapo meplEyel €va. KEVIPLOAO (UNTPIKO KEVTIPLOALO), 7OV
evepyel ¢ ekpayeio yuo ™ cuvapporloynomn evog akopa Keviplolo (Buyatpukcd keviplodlo). Av
Kot Sopukd dvodtdkprra, €ivor AV TO PNTPIKO KEVIPLOMO TOV YPNOUYEVEL MG TO KEVIPO
0pYAVOONG TOV KPOSMOANVIGK®OV Kot TNG KOPLaG doung tov facikol copatiov 7 >t Bdaon Tov
TPMOTOYEVOVG Kpooool Ppioketoan 0 Pacikd copdrtio, 10 omoio amaptiletal amd pNTPKO
KEVTIPLOAL0, TO omoio €xel Tpomomombel wote petafotikéc tveg, Pacikd mdow, Ko pilidia. Ot

petafotikég tveg Tov Pacikod COUOTION EVOVOLV TOVG HKPOGMOANVIGKOVS GTNV TANGLOTIKY|

uepPpén .

Me dopn| «aveUOULAOL» GE JLOTOUN, Ol dOUEG AVTEG Elval UTOPEL VO GUUUETEXOVY GTn PVOLLIoN
™G UETOPOPES TPMTEIVOV dapécov Tov kposcov. O Deane kor ov cuvepydteg tov €youvv
npoteivel Ot o1 petafotikég tveg o pmopodcav va YpNGIUENGOVV MG TAUTPOPIES CUVOECTG YO
poplo. TOL  EUTAEKOVTOL GTNV KOTOOKELN] TOV KPOGoOoU KaOMg Kol Yy To QOpTict 7Tov
LETAPEPOVTAL OO KOl TPOC ToV kpoood . To ootk modia eivar mhevpikéc Tpoeloyéc KaTo
oo TG petafatikéc tveg kot mhovoTaTe GLVOEOLY TO UIKPOGOANVIGKOVS GTO KUTTOPOTANGLO
pog T Paon tov kposcsov. Térog, Ta pilidia TV KPOooOV EKTEIVOVTOL OO TO PACIKO COUATIO
Babid péco oto kOTTOPO, Kol pmopel akdOun kol va Pplokovial Kol G€ EMKOW®VIOL HE TO
sopumieypa Golgi ®. To mo mbavod eivar ovtd to pilidia vo Spovy oo TAOKALILE TOV SLOTEPVODY
7O KOTTOPO MGTE VA €E0CPAAIcOVV Uio fAoT Yo TOVS KpooGsovs. QoT0c0, glval emiong mbavo,
JedOUEVOV TV GLVOECEMY TOVG HE TN ovokevr] Golgi, 6tt owtd ta pilida emtpémovv v
EKAEKTIKN HETOPOPA TOV €101KOV Qoptiov Katevbeiav amd 1o covumieyua Golgi ot peufpdvn

TOL KPOGGOV.

Olec o1 TPOTEIVES TOL ATOITOVVTOL YL T CLUVOPUOAOYNON, TIC MGONTIKEG ActTovpYieg, Kot T
ONUOTOJOTIKA LOVOTATIO. TV KPOoo®mV, Bo TPEMEL Vo LETAPEPOVTIOL OO TO ECMTEPIKO TOV
KUTTAPOV TPOG TNV GKPN TOV KPooooV, Kabdg ol Kpoccoi otepovvtal pifocopdtwv. Mo
OTOTEAOVUEVT] ATTO LUKPOSMANVIoKOVS "{dVN HETAPOPAS” KEKTOEEVE TIC TPMTEIVEG AVTEC KOTA
UNKOG TOV aEOVILOTOG TOL KPOGGOL O€ o dtadikacion wov elvarl yvoot | ¢ petagopd IFT
(evSopaotiyak petagopd - IntraFlagellarTransport) 8. H petagopé IFT apyiké avakoddednke

omv mpaown aiyn tov yévoug Chlamydomonas kot éktote €xet aviyvevbei kot oe GAAa
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KPOGOMTH EVKAPVOTIKG KOTTOPO, 828 3¢ ot TN SdKacia, 0l TPMTEIVEG CLYKEVIPDOVOVTIOL GE
copoatiow IFT o Bdon Tov KPoGGOV Kot OVTAE TO COUATIONN LETAPEPOVTOL GTY) GLVEXELL GTOVG
KPOOGOUG HECH TNG KIWNTNPLOG TPOTEIVIG KIVEGIVING Kol TTPOS T Mio®, EAvE 61O LTOAOLTO
KOTTOPO, HEGM TNG KivnThplag Tpwteivig duveivng (Ewova 2.8).

) IFT particle

L] Kinesin Il
<»  Cytoplasmic dynein 2

- BBEZS complex

@ MPHP complex |
{NF‘H
5-EP> MPHP complex ||

Cibum

ST, o
s | TOTNMKS

Gilia;-.- pocket

PKED1, PKD2
and PEHD1

Ewéva 2.8. H dopi] ko 1) peragopd goptiov a6 to copmieypo Golgi mpog tov Kpo6ed kol aviieTpoeoc.
Inyfq: www.nature.com”.

H onpocio avtig g ddikaciog, oto mAOIGI0 NG TOPOVCOS EPYUCING GYETIKA UE TNV
TOAVKVOTIKT] VOGO TOV VEPPOV EMCTUOIVETAL OO TIG GUVETELEG TOV TPOKVTTOLY At TNV ELOKN
Y0 TOL VEQPIKA KOTTOPO adpavomoinon Tov yovidiov mov kwdikonotel v vropovado Kif3a tng
Kwveoivng-Il oe movikohg. Avt) N yevetikn mapEéuPaon Exel OC AMOTELEGO TV OTOVGIO TOV
KPOOG®MV 0T0, EMONAOKA KOTTAPO TOV UETOAAAYUEVOL VEQpOVA. EmmAéov, avtol ot movtikoi
avaTTOGGOVY GOP0PT| KUGTIKY VOGO T®V VEQEP®V oL Hotdlel pe v taboAroyia mov oyetiletal
ne v PKD* Xpnowonowbvroc v petapopd IFT, 10 KOTTopo Hmopel vor PeTapépel SLAVTIKG
OOUIKA KOl CTUATOJOTIKG HOplo LECH GTOV KPOGGO Kal, MG €K TOVTOV, O KPOGGOG UTOPEL va

petadidel TAnpopopieg oxeTikd pe 10 eEMKLTTAPLO TEPPAAAOV TIo® GTO KOHTTAPO 8
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2.4 Kpoooomafeieg Kot TOAVKVGTIKI] VOGOS TOV VEQPAOV

Kotd ta televtaio £tn, peydro evolapépov £xel avamtuybel yOp® and Tov TPOTOYEVH KPOGGO,
®¢ M Tomofecio pLOUIONC TOV TPOTEIVAOV TOV EUTAEKOVTAL GTNV VEPPIKT KLGTOYEVEST). Mid amd
TIG TPATEG OVOKOAVYELG TOV GUVESECHY TOV TPOTOYEVI] KPOGGO LLE TNV KLGTIKT VOGO apopovce
v omddeEn otL 1o yovido Tg737, Tov omoiov M Aettovpyio €lye AVOOTOAEL GTO LOVIEAO TNG
TOAVKVOTIKAG VePPIKTc vooov, movtikt Oak Ridge Tg7370rpk) ®, frav omv mpaypotikcomta
éva. opBoroyo yovidlo  mpoteivng IFT petapopdc 88 (IFT88) twv mpwtdlowwv yévoug
Chlamydomonas®. Av kot ta petadhaypéva e v IFT88 moviiki firav fdn yveootd ot
QEPOVV OVOTTVEIOKES OVOUOAIEG CUUTEPIAAUPAVOUEVNG TNG KUGTIKNG VOGOV T®MV VEQP®V, M
TPATACT OTL EVO YOVIOL0 OV EUTAEKETOL GTI) GLVOPUOAOYNON TV KPooo®mv Ba umopovoe va
TPOKUAESEL TETOL ENATTAONATO HTAV VEW KoL TOAD onpoviiky oo, EmmAéov onpocpévec pe v
npacivn ebopilovoa ypwotikny GFP popeéc opborloywv mpwteivdv pe v moAvkvotivn-1 kot
TNV TOAVKLOTIVI-2 TV ONACCTIKOV EVIOTIOTNKAV OTIS KPOGOMTEG GKPEG TOV OLoONTPLOV
vevpodvev tov apoevikod Caenorhabditis elegans, kot ot cuvéyela ot dVO TOAVKLGTIVEC
GUVEVTOTIGTNKOV OTOV TPMTOYEVN] KPOGGO GE VEPPIKEG KLTTOPIKEG GEPES avOpOTOL Ko

1 ’ ’ ’ I I ’ o ,
899091 Eivan evdiapépov 611, £KTOC OO TIC TOADKVOTIVES, 1) TPOTEIVY LIEVOVVY Yio!

TOVTIKOV
v ARPKD @uurnpoxvotivn, kafmg kot o1 TpmTEIVEG TOL ivat VITEVOVVES Y10l TIC VTOAEITOUEVES

KANpovouikég veppmvopbicelg, cvveviomilovion eniong pe Tov Kpoocd 1 10 Pacikd GOUATIO
9293

Ot molvkvotiveg TV veppmv pmopel va mailovv pOAO GTO GUVIOVIGHO UOG KLTTOPLKNG
amOKPLoNG EVavTL dAAXY®V OV cuuPaivovy otny eEmkutTdpto por} LYpov. ITo cGuyKekpéva ot
Praetorius kot Spring anédsi&av 6t 1 KGpyn TV KPOGCGHV OV EVEPYOTOLELTAL ATTd TN POT| VYPOL
odnyel og aENGT TOL EVOOKVTTOPIKOD GCGPECTION YEYOVOS TOL VLIOJINAMVEL OTL O TPMTOYEVNG
KPOGGOG UIOPEL VO AELTOVPYNOEL G EVOG ALTONTPOS UNXOVIKOV EpEBIGUATOV o, "Exel mpotabet
0Tt M moAvkvotiv-l Kol M WOAVKVLOTIVN-2 pmopel va pecoAafovv otn dadikacio oy,
TOVAYIOTOV €V UEPEL, UE TO CYNUATIGUO €VOC UNYOVOOIONTIKOD GLUTAOKOL TOL OTOKPIVETOL

95

oTNV  pNYoViKn mieon av&avoviag Tn KLTTOPOTAUGHOTIKO 0cPEcTIO EvoAdloxtikd, M
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emmpochétwg, ot moAvkvoTivee umopel va elvor vmedBuveg yu T pLOUICT KLTTAPIKOV
Sludkac1dY HEC® TOV 08MV petaymync onpatog JAK / STAT % p53 ¥ mTOR 8, NFAT / AP-
194 wWnt 1% (Ewoéva 2.9, 2.10).

Nature Reviews | Genetics

Ewéva 2.9: H dphon Tov ToAKLeTIVGY péce T 0800 JAK/STAT. TInyn: www.nature.com®.
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Figure 3
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Ewova 2.10 H dpaon Tev moAvkueTivdv péco tov 0dav Wnt ker mTOR. Mnyq: Kathemetal., 2013 P.

Edv o1 molvkvaortiveg petodhaybodv, T1ote MOAVDOG pio 1| TEPIGGOTEPEG OO OVTEG TIG KUTTUPLKES
Aettovpyieg onpatododtnong PpickeTat o€ Kivouvo, kot akorovBel ) kvotoyéveon. Ilpwteivec mov
eumAékoviol o€ Pacikég 000VG aVaTTLEIOKNG GNUATOOOTNONG, TEPAAUPOAVOUEVOVY Kol EKEVOV
g Wnt, m¢ Hedgehog, kot tov 0d®V 7OV €TAYOLV THV KULTTOPIKY TOAKOTNTO, Ol OTOIEG
Bpiokovtalr @uokd ctov Kpoccd, vrootnpilovv mepartépw TV vrdBeon 61t M doun ot
oLUPAALEL KaTd KATol0 TpdTO TN pOOULCT) TOV KUTTUPIKOD TOAAATANGLOGIOD GUYKPITIKG LE TO

. . 101102103
eEwkvutTaplo nepPdriov

. Exto¢ and mqv ADPKD, v ARPKD kot t1¢ veppmvobicels,
évog peydioc apBudc amd cdvdpoua, cvpmeprapfavopévov tov cuvopduov Bardet-Biedl (oto
onoio ot acheveic Exovv TOG0 VEPPIKN KLOTIKN acbévelo kot 660 Kol avoG i), TOL GLVIPOUOV
tov Kartagener, tov ovvdpouov Meckel-Gruber, tov ocvvépopov  Joubert ko
Yropatonpocomikov-Fnelokod cuvopopov tomov 1 , éxovv avayvopiotel va oyetileton pe

AVAOUOAN KPOGGOYEVESN 1] E EOIKEG Y10l TIG VOGOV TPMTEIVEG TOL GYETILOVTAL [LE TOVG KPOGGOVG
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104 Kobog avayvopiloviar 0A0 Kot TEPIGGOTEPES TPOTEIVES TOL GLVOEOVTOL LE TOV TPOTOYEVN
KPOGGO, 0 KATAAOYOG OVTMV TV Kpoocomadeldv avaupifoia o cvveyioel va av&dvetal 6to

BpoyvmpdOecpo pEAAOV.

2.5 O pnyoviopdg oYNUATIGHOD KVGTE®V — EKKPLGTNS VYPOD
Av €EeTAOOVE TO GYNUOTIGUO KVGTEMV GE £VOL TO LOKPOCKOTIKO EMMEDO, 01 KOOTELS POiVETIL

Vo ONUovpyobvtal ®¢ OOTACCELS TOV TOYYOUATOV TOV AOIKTOV VEPPIK®V GOANvVopiov, ot

omoieg apyucd yepiloov vypd dmbodpevo oto oneipapo % (Euova 2.11).

Interstitial <R
Norlmal Monocytes 5

Normal a _
Basement Membrane . Thickenad
Intersitiial Fibrosis Basement Membrane

Ewdéva 2.11 Ta apykd otddio synpaticpod kvotng. lnyn: Martinez et al., 1995 h

. , , . . . . . 105
Qo1660, KaOADS 01 KOoTELS [eyeBUuvoVTaL, YAVOLV TIG GUVIEGELS TOVG LUE TO UNTPIKO VEPPDOVO ~ .

Agv glvar cagég molo gival To gpédicua mov emdyst TV Evapén CYNUATIGHOD KVOTE®V GTNV
ADPDK 1 motot mapdyovteg kaBopilovv Tov EVIOMIGUO TOV KUGTE®V KOTE UNKOG TOV VEQP®VA,

oV KOl DITAPYEL COPDG L0 GUVOECT) LE TN YEVETIKN TPOOLAPeST OV £XEL G AMOTEAECUA TNV
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AVOUOAN KLTTOPLKY dlapopomoinon 1 wpipovon 106, AVTEG Ol Un QUOIOAOYIKEG KVTTOPIKEG
amokpicels vrotifeTat OTL TPOKHITOVY, TOLAAYIGTOV EV UEPEL, OO TOV OVAOUAAO CYNUATIGUO TV
KPOGGMY , TN HT| GUGLOAOYIKY GTOYEVOT TOV TPOTEIVGV ', TV evepyomoinon Tov KukAkos
AMP (cAMP) ' xai tov Gvapyo moAlomhaclocpd Kot avamtuén Tov KuTTapV 190
naforoyKéc ddkacieg mov SlevkoAvVoLY TN Olehpuven TG KLGTH, ®WGTOGO, GaiveTol Vo
gvBvvovtal g 600 GVYKEKPIUEVESG KLTTAPIKEG avapaAies: 1) Tnv avénuévn ékkpion vypol cTov
aVAO NG KVLOTN Kot 2) TV avappoota avénuévn KUTTOPIKY OloipEST] TOV EXEVOVUOTIKOV

EMONAMOKOV KOTTAPOV TNG KOGTNG.

H avénuévn ekkprtikn SpoaotnploTnto. ovopEVETOL Vo dVENCEL TNV VOPOCTOTIKN TECT OTO
ECMTEPIKO TNG KVOTNG KOL VO, ETAYEL TNV EMEKTOCT TNG, EVO 1 OENGN TOV TOAAATAAGIAUGLOD TOV
KuTthpwv Bo odnynoet mapdAinia otov de novo (amd v oapyn) oxnuotiopd kdotemv. O
Grantham ka1 ot cvvepydteg Tov, £de1&av 0Tl 0 PLOUOG £KKPLOTNG VYPOV UEGO GTOV OLAD TIG
KOOTNG €ivar guBEmG avaAoyog pe tov aplfud Tov kavaAldv wvieov yAdopiov CFTR mov sival
TapoOvVIo 6TV Kopveaio pepPpdvn. Avtd ta otoryeio eivol cuvenn pe TO POAO TNG EKKPLONG
VYpob oV TpodOnon e avimtvéne kootne 0. Ta emBniakd KOTTApO TOL EXEVEVOLY TO
VEQPPOVO, KOVOVIKA AEITOVPYOVV £TGL MGTE VO EXAYOLV TNV KaBop1| amoppdPNon TOL VYPOL Ko
TV NAekTtpoAvTdv. Ot IN VItro eKTUNoeg ¢ Tapay®yng vypod oTnV KOGTN, o To KOTTOPO
naoyoviov arnd PKD kvuaivovtar 26 émg 475 ml ava étog 1 Eren, n PKD pmopet va OempnOet,
TOLAQYLOTOV €V UEPEL, MG Ui acBEveln GtV Oomolo TO. KOVOVIKE amoppoenTiKd KOTTOPN TOL

VEQPIKOD GOANVAPiIoV VIOBETOVV Evay, ce PeYaAo Pabud eKkpITiKO, EOIVOTLTO.

270 MO EMKPATEG HOVTEAO Yl TNV EKKPLON VYPOV amd T VEQPIKE emMONAOKE KOTTAPO TNG
kvotg, N avtiMa Na, K-ATPdaong omv miayofacikn pepuPpavn pecorafel v eEnbnon
vatpiov pe mopdAAnAn mwpdoinymn KaAiov.TO vatpro Eovopmaivel 610 KOTTOPO HEG® piog
BoaoeomAevpikn 1oopoper tov cvv-petapopéa Xiwpiov-Notpiov/Kariov (NKCC1), o omoiog
odnyel og devtepevovca Paceomrevpikt] €ic000 yAwpiov. Avtd 10 YAopro e&€pyetal and v
Kopvaio pepppdvn péocom tov kavailov CFTR, kabodnyoduevo amd tnv nAeKTpoynuiKy kKAion
yAopiov ekatépmbev g peuPpdvne avtig. H mpoavaeepbeica pory yropiov emdyst
LETAKIVION TOPO-KLTTOPIKOD VOTPIOL KOl VEPOV, TPOMOMVTOG £TGL T CLGGMPEVSCT VYPOL EVTOG

70V A0V ¢ Kbotg 2 (Ewova 2.12).
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Ewoéva 2.12H pofj yhopiov 610 oynuotiops g kvotne. Inyi: Sallivan et al., 1998 9,

‘Evoc mhayofacikdg dioviog koAiov givol emiong omopaitntog TPOKELUEVOD VO EMLTPOTEL N
€€000¢ Tov KoAiov Tov eweépyetal péow ¢ avtiiog Na, K-ATPdong kot tov coppetagopéa
NKCC1 ™. Eivon aitepo evoiagépov va onpetmbel 0Tt og Petofd e puepng onddag acheviv
OV VTOPEPOLVV TOGO amd KVOTIKY tvwon 660 kot PKD, n e€éMEn g PKD sivon Bpaddtepn omd
70 péco Opo, TOAVAC emedn 10 petaAdayuévo (otnv KvoTikr| ivmon) kavdil CFTR dev givar og

. / . , ’ , 114
B€om va GUUUETEYEL BTNV EKKPLOT) VYPOD EVIOG TOV KOGTEMV ~ .

Ta amodewctikd ototyeia 6t 0 CFTR dpa o¢ évag onuavtikog mapdyovtog Tov cVUPBAALEL otV
avATTLEN TOV KVOTE®V €XEL EUTVEVCEL TPO-KAVIKEG SOKIUES Yp1ong avactoréwv Tov CFTR og
Cowd povtéda PKD, n omoieg Ba avolvBovv 610 TEAELTAIO0 KEPAANLO TNG TOPOVCAG EPYUCING
13 To kavéi yhopiov CFTR evepyomoteiton péom aHENCTG TOV KUTTAPOTAAGUOUTIKAV EMTES®OV
tov cCAMP M. TIoAhomhéc épevvec kaTadetkvoouy OTL T0. KLTTAPOTAUGHATIKG emtinedo CAMP
eppoaviCovral avEnpéva ota emBNAOKE KOTTOPO TOV VEPPIKOV KOGTEDV 0cevdyv, 160G g
OULVETELN TNG TOPOVCING AVTOKPIVAOV 1] TAPOKPIVAOV TOPAYOVIOV TOV EKKPIVOVTOL GTOVSG VA0S
1oV Kootemv 8. Emmhéov, To CAMP eaiveton va amoterel Eva 1oxvpd Toydvo epEdicua yio ta
emOMAoKd KOTTApO TV Kootemv . "Etot, kot ot 500 and Tig ueiloves pavoTumkés Stotapoyéc

mov mapovctdlovior amd to emOniakd kKOtTopa TV macydviov and ADPKD, oniadn o
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VIEPPOAKO TOAOTAACIOCUOG Kol 1 €KKPLOT VYPOL Umopel va Bpickovtol vwd Tov EAEYX0 TV

wwitepa avénuévov emmnédmv tov CAMP 118,

2.6 H Avayvoon g Ilohvkvotikig Nocov Tov Neppav

2.6.1 H diayvawaon pe t yprion ameikovioTiK®y TEYVIKOY

Agdopévov o0tt 1 ADPKD eivon o emikpotig kAnpovouikn acOévelia pe vymid Paduo
dteloduTIKOTNTOG, TO 50 TOg €KOTO TOV ASEAPLOV KOl TEKVAOV €VOG TPOSPEPANUEVOL ATOUOV,
Katd péco Opo, Ba avamtdéer emiong v acBévela. Agdouévov OTL dev vmhpyel dobEGUN
aroteAecpatiky Oepameion yio v ADPKD, to acvuntopatikd péEAN TG OKOYEVELNS TOV
ac0evoig, Tumikd dev vrroPfdAloviol oe eEETACELS TPV TNV NAIKio TV 18 €10V, £T161 ®OTE Vo unv
avorpebel 1 owtovopio Toue katd TV Toudtkn niwio M. EmumAéov, mapd to yeyovog Ot M
vopobeaia mepl g un didkpiong Paoet yevetikdv minpoeopidv (GINA) Osoniotnke otic HITA
70 2008 yio v amoTpéyeL T (PNOT TOV YEVETIKOV TANPOPOPLDV OTIS OTOPACELS GYETIKA LE TNV
OTOGYOANGT KOl TNV OGPAAGT) TOV ATOU®V, Kol YEVIKOTEPO TOV daKpice®V KoTd TNV (o1 Vg
atopov, éva Betikd teoT pmopel va dnmpovpynoel kot GAlo mpoPAnuota, OmmG xpoOvia
avaceaiewn 1 anpatic 610 dropo to omoio vrePANON ot dokipacia, YU AVTO Kot GLYVA OEV

. . . . 119
TPOTIUATOL OO TOVG TOAVADS HEAAOVTEG TAGYOVTEG ~ .

H veppwn amewovion pe vaepnyoypaenua, ofovikn (CT) 1 payvntikny (MRI) topoypagio
OTOTEAEL TO O KOO UEGO LE TO OTOI0 TPAYUATOTOIEITAL 1) SAYVOGN TG TOAVKVGTIKNG VOGOL

Tov veppov (Ewodva 2.13, 2.14, 2.15)

Ewéva 2.13 Yrepnyoypaonpe moivkvoticod veppod. Iinyi: www.emedicine.medscape.com'.
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Ewova 2.14 Aoviki) topoypagio (CT) molvkvotikov veppo. IInyn:www.img.medscapestatic.com’.

Ewéva 2.14 Mayvnriki Topoypagia (MRI) molvkvotikod veppod. Iinyi:www.diagnologic.com”.

[Tepimov to 10 towg exotd tv mpooPePfinuévov amd ADPKD okoyeveidv dgv €xovv
, , L , 120 . ,

TPOTYOVLEVO 1GTOPIKO TOAVKVOTIKNG VOGOL TV veppmv (PKD) “=. Xg autég TIg TEPTTOOELS,

OCLUTTOUOTIKG dTope ov Tacyovv amd ADPKD &yovv cuyvd dayvwotel pe v achéveln

Toyoio, Kotd T SIIPKELD KOIAMOKNG OTEIKOVIOG Y10, GAAOVG OKOTOVC.

Yy dtopo cuyvd avarnticcovy Eva Lkpd aptipd veepikdv KOGTEOV e TNV NAKiO, YVOOTEG OC
OmAEG KVOTELS. ¢ €K TOVTOL, £XOLV ovorTLYDel €101Kd KpLTNPloL OGOV APOPdE Tov aplBpd TV
Kbotewv o€ oyéon pe TV NlAkio evog oatdépov v ™ Odyvoon g ADPKD e

vrepnyoypdonuo. Ta kprmplo avtd £xovv Tpoéceata avabewpndel 121, [Mapa T0 yeyovdg 6T Ta
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KPLITNpLoL ot €govv vynAn Betikn Tpoyvootikny aéia, dev ivatl TOAD OMOTEAEGUATIKA GTO VO
anokAeioovv ) dbdyvoon s ADPKD og wwitepa veapd dropa, Kabng kol e dropa pe N
nopen g achévelac mov mpokaAeitar amd petaArdtelg oto yovidio PKD2. H aovikn (CT) kat
noyvnriky  (MRI)  topoypogios €ivor mo KOGTOPOPEG OMEIKOVIGTIKEG TEYVIKEG Oamd  TO
VIEPNXOYPAPN L, OAAL €xovV TOPOAX LEYOAAVTEPT] €vaIoONGiO £TGL MOTE PIKPOTEPES KVOTELS
(mepimov 2 MM cg cHyKpIoN HE TO SLKPLTIKO Op1o TV TEpimov 10Mm tov VIEPTXOYPAPTLOTOS)
Vo Umopovv va aviyvevfovv 122 K o6 ovvénea, évag Heyolitepog aplipoc KOGTE®MV avyveDETOL
LE YPNOT TOV TEYVIKOV OVTOV TO0O G€ aohevi] OGO Kol GE PUGLOAOYIKA dTopo. AV Kol KATolo
dedoUEVO OYETIKA LE TN CLYVOTNTA TOV OTA®V KOGTEMV TTOV OVIYVELOVTAL LECH OEOVIKNG Kol
HaywnTikic topoypagio civar Swabéowo 23, dev éyouv avomruybel cagn kol cuykekpuéva
Kputnpua yro I dtakpiomn atdpmv mov whoyovv ond ADPKD and ekeiva to dropa mov gépouvv

OmAEG KOOTELS.

2.6.2 H uopiaxn diayvwon the ADPKD

H avokdioyn tov petadldéemv tov yovidiov PKD2 édmoe tv gvkapio yio v avamtoén
Baclopevov oTic HETOALAEELS AVTEG, HOPLOK®V OlayveOoTIK®V teXVik®v ywo v ADPKD. Ta
dyvootikd epyadeia ivoar non dwbéopa yoo khvikny xpron otig HITA kot og dAha pépn tov
ko6opov. H avdntuén tov evaicOntov poplakov pebddmv yu m sidyvaon g ADPKD propet
va gtvor kpioiun yio Tov eviomicpd mhavav (OVIOV GUYYEVOV-00TMV GE OIKOYEVELEG TOV KATO10
péAOG emAnyn amd TN vOCOo, €0IKA OTAV Ol OTEIKOVIGTIKES TEYVIKEG OYXETIKA LE TNV VYELD TOV
VEQPOV TV TOUVAOV 0TMV-GLYYEVAOV divouv dipopovpeva aroteréspata. To 2009 tpotddnke
pnéAota €voc alyopifpog yio vo Kabopicel moTte o1 poplakéc SoKiuéG Umopel va ivor ypoipeg
Yo TV aEoA0YNoN TOV SUVNTIKOV S0TOV VEPPOD GE OIKOYEVEIEG OV EMANYNCAV OTO TNV
ADPKD'. Qo1600, 1a Kputnpo ovté 0gv  KAvouv Jdudkpion HETOED  avoAOGE®V OV
TPOYLOTOTOMON KOV e LIEPNXOYPAPNUO omd  eKElvEG MOV TPOYUATOTOMONKOY HE TIS TO
evaiocOnteg texvikéc ¢ afOVIKNG KOl HOyVNTIKNG Topoypagiag, ot omoieg Oa pumopovoav vo
TEPLOPICOVY TO TOGOGTO TOV MOAVDOV S0TMV TOV amantovV YeVETIKO EAeyyo oto 50 To1g €KOTO,
pe éva Aoywod kootoc. EmumAéov, o alyopiOuog dev Aapfdver vmoyty Ot dropo pe mAtkio

HIKPOTEPN TOV TPLIVTA ETOV YOPIS VEPPIKES KVOTEG, B pmopodoav va ypeldlovior YeEVETIKO
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ELeYY0, 101mG GV TPOEPYOVTAL OO OIKOYEVELD e GoPapn Lope1| TG VOGOV, Tov Ba pmopovoe va

vodekvLEL LETAALOEN Ko 6to PKD1 yovidio 19,

[Mopdria avtd o poploxdc éheyyoc pmopel va eivor ypnoog o€ kdmoleg meputmoelg, [a
TOPAdELYLLO, TO. OESOUEVAL OElYVOLV OTL SYEPEIS VEPPIKEG KOOTELG, TOPOUOIEG UE EKELVEG TTOL
aviyvevovtar oe atopa pe ADPKD, amotehovv éva ocuvyvo edpnuo coe acBeveig pe veavikod
dwpntn opywng évapéng (MaturityOnsetDiabetesoftheYoung - MODY) tomov 5, mov
mpokaieitanr and petdAiacn oto yovidlo HNF1B, akdun kot ev amovcio Tov YopoKTNPIoTIKOV
oV oYETIOVTOL TVTIKA e VT TN dLoTaPoy, OTMG 01 SVGTANGIEG TMV YEVVITIKOV OPYAV®V Kol
0 SLPATNC TPOUNG EvapEng *2. Te GTopa e coPapt) TOAVKVGTIKY VOGO TOV HILATOC KOl UEPUCEC
VEQPIKEG KOOTELS, VILAPYEL PALVOTLTIKY emkaivymn ¢ PKD pe v  owTtocoUOTIKY €MKPOTY
TOAVKVOTIKY] VOGO TOV NTATOG, 1| 0Toio. TpoKaAeitol amd peTaALAEES ota Yovidle PRKCSH 7
SEC63 52-54.

H avtocopatikny vrolemmdpevn TolkvoTiky vocog tov veppdv (ARPKD), 1 onoio oyetileton
pe petalddéelg oto yovidro PKHDI1, pmopei emiong pepikés @opég va ekONADOVETOL apyd oTN

Com, epopavitoviag éva mapopowo pe v ADPKD @oawvotvmo 126

. EmmAéov, AavBaopévn
ddyvoon pmopei vo oopPet katd v aloAdynon g aobevels pe GAAEG LOPPEG GUVOPOULKOD

PKD, cvunepirapfoavopévav acheveimv 0nme n o{dong ckApuven 1

[MopdAdnia, n owapoporoinon g Nmoag ADPKD amd 11g amiég kOOTEL, Kot TG TPAOUN
évapéng ADPKD a6 v ARPKD, cuv 10V TpoGdlopiopd TV TapayovIimv KIvouVoy Yo TV
avdantuén cofaprg vOGOL AmOTEAOVV AALEC TEPIMTMGELS GTIC OTOIEG O LOPLUKOG EAEYYOC Umopel
va glvar ypnopog. IHoapdia ovtd, o HOplakoOg EAEYXOC TOV TOOWOV o TPEMEL YEVIKA Vo
amoPevyeTal KAT® TV 18 etdv, axdun kot av {ntnoei amd tovg Yovelg, ekTdg €4V TO Toudi 1} Vg
VEOG 0OEAMPOG €XEL GUUTOUOTIKY VOGO, DTOOEIKVOOVTOS £VOV ALENUEVO KIVOUVO VOGOU TPAOUUNG

. : 119
évapéng otnv owoyévela .

O popwokdg €heyyoc pmopel va  mpaypotomomBel pe  ovaAivom  YEVETIKNG  oOVOEGNG
(geneticlinkageanalysis) e deikteg mov va onpaivovy ta Katd tepintmon enxnpealopevo yovidla
(e Phoet dNAadN TIG YVOOTEG pETOAAGEEC Yoo KGO Tpog O1aKpLon GVVIPOUO T HE GUEOT
avdivon Tov PETOAMAEEDY TOV 1010V TOV YOVISIOV HETOAAAEELS TV OTOl®MV EUTAEKOVTAL OTIG

SAPOPEG LOPPESG TNG VOGOV 128129
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O poprakodg €reyyog vy nv ADPKD dev cuvictdton 6e 0c0eveic 6TOvG 0mOlovg ol Gopng
fetucn N apvnTiky Sbyvoon umopel va mpaypuaTomoBel OMOKAEIGTIKA E OMEWKOVICTIKN
avdivon, KaBdc o poplakdg EAeyxog amoterel Lol GYETIKA akpPn mPoGEyyon 1 omoio dev

TAPEYEL EMTAEOV YPNCLUEG TANPOPOPIEG GE [ TETOLN TEPITTOOT).

Qo1000, O0TOV (o HETAAAAEN €xEL MON EVIOMIGTEL GE U0, OKOYEVELD, 1| TPOCLUTTOUOTIKN
dldyvoon Tov HeEA®V o€ Kivouvo pmopel va yivel oxetikd avéEoda, HEG® TOV EAEYXOV Yo TV
OIapEN TG OCLYKEKPUEVNG METAAAOENG Kol povo. Onwg meprypdonke vopitepo, M TUN NG
HOoploKNG SoKIUNG €ivart dtaitepa VYNAN Yo acbeveic pe apgifoia amoteAéopaTO ATEIKOVIONG,
EOIKA OE TEPIMTMOGELS TOL TPEMEL Vo aEtoloyn0el Evag mBavac cuyyevnG-00TNG VeEPPOL, Kabmg
évol veppd pmopet va ypnotpomombel yio petapdoyevon, wovo pe pia f Ayeg kooteg . Mia
YPNOUTN EQAPLOYT TOV YEVETIKOD EAEYYOV APOPA TOVLG YOVEIG EVOG aoBEVODE LE Lo QOIVOLLEVIKT
de novo petdAholn, 0mov umopel vo VITAPYEL YOUNAOD ETTESOV UOGOIKIGHOG GTOVE YOVELS 131
AAAEG KOTAOGTAOELS OTIC OMOieg M Hoplakn Odyvaon eival yprioun eivar otn dnpovpyio piog
akplPovg odyvoon ce acheveic TOL £XOVV OPVITIKO OIKOYEVELNKO 10TOPIKO KOl GE EKEIVOVS e
NTo. LopPN TG VOGOV, OTOL  UTOPEL VO PEPOLY GALEC QUIVOTLTIKA TOPOUOIEG OLAUTOPOUYES.
MocaikiGpog 1| pia o TOAOTAOKN KANPOVOKOTNTO UToPEl Vo amokKaALPOOHV Le TN Yp1OT TOV
HOPLOKOV €AEYYOL, YEYOVOTa TOL emmpedlovv To PobUd Kvdbvov TV GAA®V HEADV NG
OWKOYEVEWG. AV KOl TO OKOYEVEWKO 1GTOPIKO NG GoPapotntag TG vOGOoL UTOpEl G€ KATOL0
Babuod vo mpoteivel mota yovidio epmhéketon ¥, to poplakd dedopéva eivonr euokd TOAD o
a&omota. O Tpoodopiopds Tov €dv pia owkoyéveln £xel petaAraéelg oto PKD1 1 to PKD2
Yovidlo, Exel HEYAAN TTPOYVOOTIKN a&ia, EWOIKA av OEV VITAPYEL YVOGTO OIKOYEVELNKO 1GTOPIKO TNG
ADPKD™,

Y& owoyéveleg mov £yovv éva PEAOG HE VOGO TPOUNG €vopEng, M aviyveLsN VLTOUOPPIKDOV
OAANAOLOPO®Y UTOPOVV VO, ETTPEYOVV TNV TAVTOMOINGT TOV AdEAPL®OV 7oV Ppickovtal o€
Kivduvo avamtuEng vOGou TpdWNG £vopéng Kot vo ETTPEYOLY TNV TPOEUPVTEVTIKY YEVETIKN

JdyvmoN oV TPEMEL VOL EKTEAECTEL GE [LiaL TETOLO TEPIMTMOT).

Ta eumddia yio v TEPAUTEP® YPNON TOV LOPLOKADOV SOKIUMV GTH TN GTIYUN TEPIAAUPAVOLY TO
VYNAO KOGTOG TV SOKIUAOV KOl TNV OVIKOVOTNTO TOV EMGTNUOVOV VO EPUNVEDCOLV TO
OTOTEAEGLLOTO Y10 TIC TEPITTMOGELS OTIS Omoieg €xel eviomiotel povo pio apéPom petdAroasn.

Kobdg oroéva kot mepiocdtepes PETOAMAEELS ecpaipévoy vonpotog yapaktnpilovtal kot m
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Bomnpopopikr] avaivon TOV TOAVOV GUVETEIWV TOV GUYKEKPIUEVOV OVTIKATOOTAGEMV
Beltidvovtan pe To xpovo, M TEPALTEP® (PO OQVTAOV TOV OEOOUEVOV GTI SLAYVMOT| OLVOUEVETOL
va yivel Ouvat] 6T0 HEAAOV, E0IKA OTAV YPNGLULOTOIOVVTOL GE GLVOVOGUO TN YEVETIKN avdAvon
oAOKANp®V owoyevewdv. [Ipog to mapdv, dev vmhpyovv omotedecuatikés Bepameieg yuo v
ADPKD. Qo1600, apketég mbavég Bepaneieg Ppiokovror og khvikég peiéteg aong 11, 6mmg 6o
avalvBel oe emdpevo kepdrao, mote Bepaneieg va avapéveral va yivoov dlo0éoipeg o pepikd
ypovwa. Edv o amotedecpatikn| Oeponeia yiver dabéoiun, n Oepancio Bo mpénel Eexivnoet Katd
Ao TOUVOTNTA GE Lol VEOPT NAIKIO, OTOV 1) VEQPIKT AEITOVpYia Eival aKOUA PLGIOAOYIKY| Ko
N odyvowon pécw anekdviong ivor akopo Ayotepo agldmo. Xe avTtd T0 GEVAPLO, 0 POAOS TNG
poplokng dokiung pmopet va emektadel oe peydro PBabud yio tov gviomiond mpooPefinuévov

, . . . . ] ; 119
TPOGUUTTOUATIKOV ATOLMV TOL TPOEPYOVTOL Amd OKOYEVELEG OV PpicKovtal 6 Kivduvo .

H teyvoloyia yuo ™ poprokt] didyvowon pe Bdon 1o DNA éxer e€ehybel mbpoa moAd katd to
terevToia xpovie. H emovactaon e YoVIOLoUHaTIKNG avAALGeNG, LE TNV El60y®YN VE®V Hefddwv
aAANAoVYIoNG VYNANG amOO0GNG 133 avopéveTon vo aAAGEEL oontd To tomio NG HOPLKNG

Styvooticic oty PKD kou dhhec yevetucée acBévelec oto péhhov 2

. Ot 1gyvodroyieg
aAAnAovyiog ETOUEVNS YEVIAS IOV £ival SLOOECLES 13 N V7o avdntuén propel va emTpEYouy pia
TOLOTIKOTEPT) TPOGEYYIoN O OVUYKplon HeE TG TpEyovoes pebodovs. 'Etor, m onpovpyia
TEPACTIOV GUVOAW®V YEVETIKOV OOOUEVOV UE TOPEAANAT CAAANAOVYION GE OIKOYEVELEG OV
TACYOVV, OVOUEVETAL VO EMITPEYEL TNV AVAAVLON TNG TANPOVLS YOVIOLOUOTIKNG OOUNG T®V
yovidiov mov gumiékovtor oty PKD, kot vo copmAnpmoel Tovg yeveTikoOg amAdTUTONS TG

véoou M

H v epappoyn avtdv tov véov texvoroyimv avapéveral vo eEaptnel BéPora kot amd v
LEI®ON TOL KOOTOLG EQOPUOYNG TOV TEYVIKAV, TNV OVATTLEN MO OTOTEAECUATIKOV POMV
€PYOCIOG Y0 TNV TPOETOUACIO TOV SEYUAT®OV, TNV GAANAOVYIOT KOl TNV OTOTEAEGLOATIKOTEPT
avédivon tov ogdopévav, koB®MG kol TV omlomoinon TV epydrsiov EmKOPOONG NG

gykvpoTTAC TOV Pefddwv Mo,
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3. KAINIKEX EKAHAQXEIZX, TIPAKTIKEX ANTIMETQIIXHX KAI NOXHAEYTIKH
ITAPEMBAXH XTHN ITIOAYKYXTIKH NOXO TQN NE®PQN

Avotoydg, mapOAn v mpoomdBelo €Opeong amotelecpatikng Oepameiog  Evavit g
TOAVKVOTIKNG VOGOV T®V VEPPDOV, OV VITAPYEL AKOUO KATOL0, ETIGTNUOVIKA TEKUNPLOUEVT] KoL
eykekpyévn néBodog, n omoio va mporapPdvel Kot vo avtipetomilel v mepottépw eEEMEN TG
vooov petd 1t Oodyvoon. Ilpoomdbeieg eupeong piog térolag amotehespatikng Oepomeiog
yivovion cuveyms, v moALG mBavd eappaxa Bpickovtal nt Tov TOPOHVTOG GE PACELS KAVIKMDV
JoKIHAV. O KUPLOTEPEG € AVTOV TOV TEPALATIKOV HEBOd®V avTipetdniong Oa avarlvBodv oo

EMOUEVO KEPAAOLO.

Me Bdon 1o mopamdve, n ovipetonion g PKD kai, Katd ouvéEmewn, 1 omaitovpEVn
voonievtikn mopéppoocn, mepropifovion €Ml TOL TAPOVIOS GTNV OVOKOVQEIOT TOV KAVIK®OV
ekONAOoE®V (CLUTTOUATOV), KOOGS Kol 6TV TPOANYN KOl OVIILETOTIOT TOV EXITAOK®OV TOV
pumopet va gpeoaviotodv. e 1o Adyo ovtd avordovior TOPOKAT® Ol KOPLEG KAWVIKES
EKONADGEICTOV 000 HOPPOV TNG VOGOV, TNG OVTOCMUOTIKNG emkpatovg (ADPKD) kot g
aVTOGMUOTIKAG vroAewmouevng (ARPKD) popofg, kobdc Kot M 10TpikéG TPOKTIKEG 7OV

aKoAovBodvTal Yo TNV QVTILETMTIGT TOVG.

3.1 Khvikég ekdnrooeig tng ADPKD

Onwg mpoavaeeépOnke oto Kepdaioawo 1, n ADPKD, 6nwc koaw 1 ARPKD egivon gtepoyevn

VOONOTO, Ol EKONADGCELS TOV 0TOimV TOKiIAAOLVY Kot Tepintmon. Ot kupleg EKONADGELS TNG

. . . , . . 136
ADPKD dwkpivovtor o€ veppikes Kot eEOVEPPIKES EKONAMOELS, KO AVOADOVTOL EV GLVEXELD .

3.1.1 Neppikég exoniaoerg

ExdnAmoscic oystikéc ue tnv avamtuén tomv KOGTEMV

[ToAAég exONADGCEIS €Q0oLV AUEST OYECN HE TNV OvATTLEN Kot TN O10YK®ON TOV VEQPIKOV

KOotewv. Mo pedétn oe 241 pn olotopikovg acbeveic ov omoiot Bpébnkav vrd cuveyn
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moapakorovOnon oe Paboc ypovov pe emoteg efetdoeg MRI, and v Kowompaéia

AmnegikovioTiKOv Meletdv yia v a&loAdynon g e£EMENS g [ToAvKVoTIKNGVOGOL TV VEQPOV

(CRISP), mopeiye avektiunteg mAnpo@opieg yio. TV KOTOVONGT TOV TAOG OVOTTOGGOVTOL KoL

, , 137138 L , , .
LEYOADVOLV Ol KUOTELS . O oVVOMKOG OYKOG TMV VEPP®V Kl TOV KOCTE®MV, GAVINKE Vol

avEdvetan ekbetikd katd to Sdomua ¢ perémg (Ewodva 3.1).
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Ewova 3.1 H av&nen tov 0ykov ToV veppav (8e81d) Kol TOV VEQPIKAOV KOGTE®V (apLoTepd) EKPPAGUEVI] OF
amorvT Tyu] (TAve) Ko ®¢ AoyapOpog (kdtm) s Gvopes Ko Yuvaikeg Kou avaloya pe Ty Mkio Tovg.
Inyn:Granthametal., 2006 “.
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Kotd v évapén, o cuvorkodg 6ykog tmv veppmv ftav 1060 £ 642 ml, ko n péon avénon petd
and 3 xpovia frav 204ml 9 5,3% avd £tog. Ot pubpoi petafoing e TV GLVOMK®OV GYK®V TOV
VEQPPOV KOl TOV KOGTEMV TOV 0100 KOl TOV OPIGTEPOD VEPPOV GLOYETILOVTAYV HLAAOTO EVTOVAL.
O oVVOAMKOG OYKOG TV KUGTE®V, NTOV GE AUECT) CLULPOVIN LLE TO GUVOAKO OYKO TOVL VEQPOV Kol
n adénon 1ov pmopovoe va mpoPAéyel pe axpifeld TOOAOEVE HEWOVDUEVO TOCOGTO TNG
onelpapotikig dmdnone (GFR) ce acbeveicue apyikd GuVOMKO OYKO TOV VEQPOL LYNAATEPO

and 1500 ml.

AvoAgrtovpyieg TNC VEQPIKAC AETTOVPYIOG

H peiopévn kavotto Tou 0vpomomTikoy Vo GUUTVKVOVEL TO OVPO ATOTEAEL KOV EKONA®GN
aKOUNOE TPOLO GTAd0 TNG aoBEvelag 139 E&nvta 1015 €katd TV TSIV OV UmOpOvV va
TOPAYOVV TANPMG GLUTVKVOUEVE 0Vpa. Avtd cvufaivel mapdtt To enineda Paconpesivng (uiog
OpPUOVIG IOV ETAYEL TNV ETOVAPPOPNGN VEPOD aO TO. OVPO. KOl T GLUTVKVMGT TOLG) GTO
TAdopo elvar avEnpéva otoug v AOYm acBévela. Tlapdiinia, avt)y 1 ovOekTIKOTHTO OTNV
Bacompeoivn dev pnopel va e&nyndet obte and petwpéva enineda tov CAMP, ovte amd peiwpévn
EKQPOOT OCLVOESEUEVMV LE TN GUUTVKVOOT T®V 0VP®V Yovidimv, To emimedo NG omoiog
avénonkov otabepdoe (owd poviéda. Agv €xel Tpoodloplotel av 1 eKdNA®OTN vt amodidetal
o€ OlTOpOoyN TOL TNG OPYLTEKTOVIKAG TOL HVEAOD TOL VEQPOV e&autiog TG MOPOLGING T®V
KOOTEWMV 1] GE KOO0 KUTTOPLKN OVOUOALN TOV GLUVOEETAL AUESO LE TN SLOKOTNTNG AELITOLPYIOG
™G moAvkvotivig. [Ipocpateg peréteg deiyvouv OTL 1 VOUOAIN GTNV OVPIKT] GLUTVKVOGCT Kot
Ta avénuéva emineda Paconpesivig umopei vo cupaiiovy ta idto otV Kuotoyéveon. Mmopohv
eniong va. cuuPdAovyv otV dNUovpyiol GTEPALATIKNG VITEPIONONC, N OTola TapaTNPEiTOL OTA
Toud16, ko Toug véoug evihikee 0, kabde kot otV aVATTLEN VIEPTAGTC KO YPOVIUCVEPPIKTC
vocov (CKD). EmmAéov, | eAaTTOUATIKY ToyiOEVOT| TG OUUOVIOG GTO HVELO TOV VEPPOD Kot M
EMOKOAOVONOVOGTOAY] TNG UETAPOPACTNG OTOL 0VPO. OV TPOKOAEITAL OO TNV AVIKOVOTNTO
CLUTVKVOONG, UTOPEL VO GUVEIGPEPEL GTNV ERPAVIOT YapnAdv Twov PHota ovpa, kabmg Kot

oTNV ovATTTLEN VTOKITPIKNG 0&vovpiag Kot TPodiabdeong yia oynuotiopd MOwmv.

EmnpocOétmg, n petopévn veppikn pony tov oipotoc amotelel pio omd mpdTeES AEITOVPYIKEG
avepoiiec Tov ToAvkvoTikod veppod 1 To ev Adyo coumtopa pmopel va Tpokindei omd T

OALOYEC OTNV EVOOVEQPPIKN TIECT, OAAA KOl GTOLG VEVPOYNMUIKOVG 1 TOTIKOVG UEGOANPNTESG
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(MuiKd poplar SLUKVLTTOPIKNG EMKOWVOVING), KAODC Kol 6 eVOOYEVEIC AYYEWNKEG OVMUOAIES.
‘Hmo éo¢ pétplo emipovn mpoteivoupia(150-1500 mg / nuépa) umopel va aviyvevbei ce éva
onuavtikd apfpoachevov mov Ppickovrarl oe péong e£EMEng N o dya otddia TS vocov. H
TpoTEIVOLPia omoTeELEl HAMOTO EVOEIEN LG MO £VIOVO TPOOJEVTIKNG HOPPNS TG VOGOL 12,
AcBeveic pe mpoteivovpiopmopel eniong vo ekkpivoov dumAd Sbrhoctikd copdtio AMmdiov

(eMeryoedr Mmopd cdpata) 142,

Ynéptaon

H vréptraon (n omoia opiletor wg apmplaxh mwieon peyaddtepn tov 140/90 mm Hg), sivor
nmapovca og mepinov 1o 50 To1g ekatd TV achevov nikiag and 20 éwg 34 etov pe ADPKD ko
QUGIOAOYIKT VEQPIKN Agttovpyia, eved avédvel oto oxeddv 100 toig exkotd TV acbevov pe
eEéMEn ESRD (Negpikh] vooo tehikod otadiov) . H vaéptacn cuvodevetal otoue oobeveic
oVTOVC OO PEIMOTN TNG VEQPIKNG PONG TOL aipatog, avEnuévo KAdoua Omonomng, avmpoin
VEQPIKN Oloelplon Tov VvoTpiov, KOEKTETAUEVT] avAdIAUOPO®OT TOL VEPPIKOD OYYELKOV

GUOTNLATOC.

H ovoyétion peta&d tov peyéBouvg tov veppadv kot TS REAviong vVIEpTaonS vrootnpilel v
voBeom OTL 1 SdTACT KO 1) CLUTIESN TOL AYYEWKOL d&vTpov mov cvpPaivel eartiog g
dOYK®moNg TV KOHoTE®MV, TPOoKOAel woyopuio Kot €mdyel TNV €vePYomoinocT TOL GULOTHHOTOG
’ ) 144 r ’ w7 r ’ 14
pevivnc-ayyeoteveivnc®. H ékppoon e PC1 kon PC2 oto Agio poikd 1616 tov ayyeiov
e r , 146 ’ r r , ’
KaBmG Kt To ayyelko evoobnio ), poll He EVIOYLUEVT] GUOTOATIKOTITO TV AYYELOKOV AEIWV
, . , . , . 147 ,
HLUOV KOl TNV HEWOPEVN €EQPTOUEVN-OTO-TO-EVO0ONMO YdAaon TV ayyeiwv VTOOEIKVOOVY
OTL M TPOTOPYIKN OVGAEITOLPYIO TV TOAVKLGTIVOV GTO OYYEWKO CUGTNUO UTOPEL emiong va

nailel Eva pOLO GTNV TPMOIUN OAVATTVEN VIEPTACTG KOL TV VEQPPIKT OYYELOKT] OVOOLAUOPOMOT).

H opBotmra g vdbeong 6Tt ta emineda ayyeloteveivng otnv kKukAogopio mailovv Kvplo poro
OTNV EKONAMGT VTEPTOCNC TAPAUEVEL VIO AUPIGPNITNON V8199 Emm\éov ta enineda ™G pevivng
7OV TAGORATOC KOL TG 0AS00TEPOVIG ELPAVICOVTOL PUOIOAOYIKG. OTIC TEPIoTOTEPES HENETEC .
Emedn n aptnplokn wicon tov acbevov epeaviletor vynAdTepT 0md EKEIVNTNG OLAdOG EAEYYOV
(vyieic) oe KMvikég peréteg, €xel vmootnpybeidTt Tor emimeda pevivig Kal aAd0oTEPOVNG OEV
TOGOTIKOTOOLVTOL e akpifela. MaAiota, po pedétn tov 1990 &£deiée vymAdtepa emineda TV
V0 OpLOVOV UETA amd Ppayvmpdbecun NUAKPOYPOVIL. YOPNYNON TOL UETATPENTIKOD €VEDLOV
mg  ayyeoteveiviig(ACE) oe  @uotoloywkodc kar  vmeptooikovg acbeveic ADPKD  pe
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(QLOIOAOYIKT VEPPIKN AELTOVPYIQ, GE GUYKPLOT LE PUCIOAOYIKG ATOMO Kot 0oOeVElC e 1010madn

: 149
vIépTOOT) .

M o mpdo@atn HEAETN OEV KOTAPEPE VO aVLYVEDGEL OAPOPES GTO OPLOVIKO TPOPIA M TNV
amOKPLON TNG aPTNPLKNG Tieong petasy Tmv acbevov pe ADPKDxkot tov acBevav pe 1dtomadn
VIEPTOON OTO EMMEIA TNG VEPPIKNG AEITOLPYIOCKOL TNG TWIEONG TOV OUNATOG VIO GLVONKEG
VYNMC Kat YapnARS TPOSANYNC voTpiov, KafdC Kat HeTd T oprynon evog avactoréo ACEME,
H mtpocinyn vatpiov dev eiye eheyybel otnv TaANOTEPN HEAETT], KOL GE GLVOVACUO LE OLOPOPES
oTNV EMA0YT KoL TNV €0VIKT cOVOEST] TV OUAd®Y EAEYYOL £0LV TPoTabel MG TOAVEG eENYNOELS

Y1 TNV eE0Y®YH SLUPOPETIKAOV CUUTEPUSUATOV L.

A&ilel va avapepBel OtL Exovv damotwbel 1oYLPOTEPEG EVOEIEELS YIOL TNV TOTIKY| EVEPYOTOINGT
TOL EVOOVEQPIKOD GLUGTNUOTOC PEVIVIG-AYYEOTEVGIVIG. AVTEC meplapfavouv TOG0 TN
LEPIKNOVTIOTPOPN, TNG UEIOUEVNG VEQPIKNG PONG TOL oipaTtoc, OG0 Kol TNV ovENUEVM
VEQPPIKNAYYELOKT OVTIOTAOT Kot To ovéEnpévo KAdopa dmdnong petd amd v ofgion tn ypovia

yopiynon evog avootoréor ACE 149190

, KaBdg Kol TN HETATOMION 1TNG PEVIVNG amd TN

TOPUCTEPALOATIKT] GVOKEVT GTO TOYYDUOTO TOV OPTNPOIOV Kol TOV HWKPOV ApTNpLdv, OTMG
, , ’ , ’ 151 . , , ’

OVEXVEDETOL OO TEWPGUOTA LE YPTOT] OVOSOOViXVEVOTC T 1} TNVEKTOTIKY GOVOEST peEvivig oTo

152153

EMONAL0 TOV SLOYKOUEVOV COANVOPIOV KOl KOCTE®V KkaBmg kot tnvaveEdptntn and v

ACE napayoyh te ayyelotevoivie I omd mapopowa pe ) yopdon évivpo 22,

H e&aptopevn and to povoéeidto Tov almdtov yaiaon Tov ayyelakold evoobniiov €xel avaderydel
OTL givol petdPévn oTo [KPE VTOJOPLO OVTICTATIKA ayyeio acOevdv He QUOIOAOYIKY VEQPIKN
Aertovpylo TP omd TVAVETTLEN VIEpTaoT . AALOL TopdyovTes Tov &xel Tpotabel OTt propei
va ovufdrlovv oty avantoén vréptacng oty ADPKD mepilapfdvouv v avénuévn
dpacTNPIOTNTO TNS CLUTUONTIKNAG LOIPAG TOL VELPIKOV GUOGTHUOTOS KOl ToL oENUEVAL EMITEdN
evooOnAivne-1 oto mhdopa, kabmg kol TV mEpinTOon avtiotacng oty woeovkiv (AtapnTng

tomov 11) **°.

Avotoymg, n ddyvoon g vréptaong oe acbeveic pe ADPKD vyivetor ocvyvd apyd. H
EIKOCITETPAMPT] TOPAKOAOVONGON TNG OPTNPLOKNG TEONG TV 1] TOV VEAPDOV EVNMK®V
acBevov yopic vréptaon umopel vo OMOKOAVWEL aLENUEVY OpPTNPLOKN THEOM, UEIOUEVN
VOYTEPIVI] TTAOGCT TNG OPTNPLOKNG TieoNs, Kal vaepPoAkn avénon TG Tieong Tov aipaTog ¢

amOKPIoN KOTA TN SLdpKEWD TG AOKNONG, 1 OTolo LITOPEl Vo GUVOOEVETOL LE VIEPTPOPIL TNG
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aPLOTEPNG KOIMOG TNG KapdLdg Kot S1oTOAKT dVCAEITOVPYia, cuUBdALOVTOG G pio o £yKaipn

poPreyn ¢ TOAVOTNTAG AVATTLENG LTEPTACTG, TPV AVTY| YIVEL EKONAN KOl TPOYWPTOEL.

H éykoapn aviyvevon kot Bepameion g vméptoong eivor wdloitepa ONUOVTIKY, €TEWN Ol
KAPSLOYYELIKES VOGOl amotehody v kOpto. cutie Bavitov tov acbevdv pe ADPKD °H
aveEAeyKTn optnplokn mieonoavéavel v voonpotnta kot tn Ovnootnro eoutiog g
avamtuéng PoAPLotkng KopdomabElog Kol aVEVPLGUATOV TOL TPOKAAEL Kot ALEAVEL TOV KivOuvo
™mMe EUPAVIONG TPMOTEIVOLPIOG, MULATOVPING, KOU MG TOXLTEPNG UHelwoNng TG VEQPPIKNG

Aettovpyiag.

H mapovcio ¢ vréptaons avéavel eniong Tov Kivouvo UQAVIoNS ETTAOKOV TOL EUPPVOV Kot
™g untépas-actevoig pe ADPKD kotd ) dibpketa TG €YKLHOGUVNG, EVA Ol £€YKLOL aoOEVELG

1ie ADPK Dkat guolohoytky apTnpLoky mtieon £xovv cuvidag eykupooives xopic emmhokée .

[ovog

O mdvog givar 1o mo ovyvd courtope g ADPKD 1o omoio avapépetar oto 60 to1g K0T TV
evijlikov aobevov 8. H epgdvione 0&£oc TOVOL UIOPEl VoL GUVSEETOL PE VEQPIKT atpoppayia,
amoBoAn veppikodv ABmvV pHEG® TOL OVPOTOMTIKOD, KAOMDS Kol AOUMEES TOL OVLPOTOTIKOV
ovotnuotoc. MepikoiaoBeveic avanTiooovV ¥pOvio TOVO GTo TAELPA, YMPIG Vo Elval OmOAHTOS

caQNS M oToAoyiol TOL TOVOL AVTOV, EKTOC OO TNV TOPOVGIO KOGTEMV.

O ayyetoxog evdodnitakodc owéntikdg mapayovioag (VEGF) mov mapdyetor and 1o embnio g
0VPOdOYOL KVGTNG 199 UTOpEL VO TPOAYEL TNV AYYELOYEVEGT], TNV CLULOPPOYIN TOV KOGTEMV KOOMDG
Kot TN yevikotepn aupatovpio. Tao KaTOyEYPOUUEVO CUUTTOUATIKG ETELGOOOTIOAVOV VTOTILOVV
TN cLYVOTNTO TNG GLLOPPAYING TG OVPOSOYOV KVGTNG, AOY® TOV OTL TEPLGGHTEPO amd To 90 TOo1g
ekatd Tov acbevav pe ADPKDeugaviCovv vyming mokvomtog (CT) quyniod onuatoc (MRI)

, I , , ’ , ’ , o 1
KOOTELS, YEYOVOS TOVVTOSEIKVDEL TO TAOVGIO TEPLEXOHEVO TOVG GE aipal 1 TpOTEiveg “°.

O meplocdtepeg apoppayieg LIOYWPOVV €VIOC dVO €mG €MTA Muepdv. Eav to cvuntopata
dpkécovV meEPLGGOTEPO amd pia efdopdda 1 av TO apyKO EMECOO0 AAPEL YOPO PETA TNV

niia Tov 50 gtdv, N £pevuva Yo ToV OMOKAEIGUO VEOTAAGHOTOGO TTPEMEL VO, TPOy LaToToin Ot
136
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[Tepinov 10 20 101G ekatd TV acbevov pe ADPKD egueavifovv AiBovg ota veppd, ol omoiot
ocuvNnfwg amotehovviar amd ovpikd o0& Kot 0EaAKO 0oBEsTio 160161 1y, ™ onuovpyia Twv
MBov gvBvuvovtarl petafoikol Tapdyovteg ot omoiol TEPIAUUPAVOLY TN UELOUEVT amOBoAN TG
appoviag, o xaunio pH tev odpav (vynin o&dtnra), Kabmdg Kot 1 YUUNAN TEPLEKTIKOTNTO TV
obpwv o€ KITpKd 0&V. H emioyeon oOpwv mov pmopel vo ePQavIcTEL SEVTEPEVLOVIMG O TPOS TN
LN QUOCLOAOYIKY VEPPIKT OvOTOpic, EVOEXETAL EMIONG VO JAOPALATICEL Evav AOYO EUQAVIONG
MBov. H a&oviki| topoypagio TG KOIMOKNG Y®POS TPV Kol HETE TNV evioyvon tng avtifeong
elvar 1 KOADTEPN TEXVIKN OMEIKOVIGNS Y10 TNV aviyvevomn Uikpol peyedovg MOwv ovpucod o&og,
ol omoiol pmopei va gpeaviovior moAD ayvol o€ amhd QAL aEOVIKNG TOHOYPOPiag Kot va
ocvpPaArovv otn dikpon TV MOV omd TIC OTOTITOVAOGCELS TOV TOPEYYOUOTOS KOl TOV
TOLYMUATOG TNG 0VPOdOYOL KOGTNG. Ot AlBot umopet va unv eivat epeavig eav Tpoyuatonom et

UOVO aEOVIKT TOLOYPOQLa [LE YPNIOT CKLOLYPOPKOV EVIGYVUEVNG avTiBeong 136(Eu<(’)va 3.2).

Ewova 3.2 AZoviki] Topoypa@io ToOAVKVGTIKAOV VEQPAV 0.60€vovg PE PUGIOAOYIKE EMITESD KPEATIVIVIG. A.
Yopis oxlaypo@iké avtifsong, B e oxioypaguké avrifcone. Mnyn: Taaletal., 2012 ",
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EmumAéov, n agovikn topoypagio SmANG evépyelog Umopel va ypnoipomombet yio ) Stdkpion

, . . , . e 160162
petald yuo ) ddkpion ABwv acPeotiov kot ovpkod 0EE0G .

Onog ko 610 Yevikd TANBLoUO, 01 AOIUDEEIS TOL OVPOTOINTIKOV GUOGTHHOTOG EXNPEALOVV TIG
yovaikeg acBeveig cuyvotepa amd Tovg avopes. Ot TeplocOTEPES TETO1EG AOUMEEIS TPOKAAOVVTAL

amd Boxthipla g owoyévewng Enterobacteriaceae’®®

. H a&ovikn kot n payvntikn topoypoeio
elvar yproueg yoo TNV aviyvevorn KOHGTEOV UE EMTAOKES Kol TAPEYOVV TOV OVOTOUKO OPIGHO
TOVG, OAAG TOL EDPMLUATO TOV TOPEYOVTOL LE TIG TEYXVIKEG ALTEG OgV elvar ek yia T Aoiuwén

(Ewova 3.3).

Ewéva 3.3 Aoipoén kvotng. A ko B, aovik) Topoypagia evieyopivng avtifsong (CT) mov deiyver pia kdotn
ne hoipoén. I ko A, eravainyn g CT peté anéd tpeg efdonadeg Ocpansciog. Mnyn: Taaletal., 2012 Y.

Ot teyvikég MUPNVIKNG OmEKOVIoNG (e ONUOVOT TOV AEVKAOV OLLOCOOIPIOV UE Ga Ll 111In)
pmopet va givo yprioun,oaAdd etvon mBavd va eLEovicTobv YELIMS apVNTIKA Kol WYELOMS OETIKA

OTOTEAEGLLOLTAL.

H topoypaogio ekmopmrc nolrpoviov(PET), pe xprion ‘*F-pBopodeotvyivkding (FDG) éyet
avadelyfel og pio TOAAE LVTOGYOUEVT] TEYVIKY| Y10 TNV OVIYVELGN TOV HOAVGUEVOV KOGTEWV,

oALG, Oa Tpémel va AneOel vTdYV OTL M YPNON TG YL TN JIAYVOGCT] TOV AOIUDEEDV TOV VEPPDV
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umopet va etvar dvokoin enedn n FDG dmbeitar amd Tovg veppovg, EVE eV EMOVAPPOPATIL OO
TOL VEQPIKA GOANVAPLY, Kot ep@oviletal Kotd GLVETEWL GTO GLAAEKTIKO GUGTNUO TOV 0VPOV
18% Havappognon tov mepiexopévoy tov Kooteov Oa mpémel va AauBavetal voyw Otav 1
KAMVIKT Kotdotoon kot ot HEB0dol amelkdviong LIOJEKVOOUV AOIH®MEN T®V KUOTE®V, EVO Ol

. , , . , 136
KOAMEPYELES OiILOTOC KOtoVpmV elval apynTikés .

Ta kopkwvopate tov veppikdv kuttdpov (RCC) anotedovv pa omdvia artio Tov mOvov otny
ADPKD. Agv ovpfaivovv mo cuyvotepa 6tovg acbeveig amd 0, Tt 610 YeviKO mAnbucud, aAld
UTOPEL VO ELPOVIGTOVV GE HUKPOTEPT NAIKIA, [LE CVYVE CUUTTOUATO KOt £VO, VYNAITEPO TOGOGTO
EUPAVIONG COPKOUATOEODV, SILEPDV, TOAKEVTIPIKMV KOl LETACTOTIKMOV OYK®OV 165 H eLEavion
plog otepeng pblog oto  vmEPNXOYPAPNUE, Ol OlACTIKTEG ONOTITOVAOCEIGOTNV  OEOVIKY
Topoypagio. EVIoYLUEVNG avtiBeong Kor  pun,01 OyK®OElG Opoufor kol o1 TEPLPEPIKEG
AeppadevondBeleg mov gppaviCovior oty aovikn M T HayvnTikn topoypagio Bo mpémetr va

. , , 136
av&dvouy TV voyio KapPKIVAOULATOS .

Neppikn avendpkeilo

H avantuén g veppikng avendpkelog eivon éva cvuntopa g ADPKD 1o omolo mokilel mdpa
TOAD HETOED TV acBevov. Xtovg meplocdtepovs acbeveic, N veppikn Asrtovpyio dotnpeiton
EVTOG TV (PLGLOAOYIKAOV Opi®V AOY® TNG OVTIGTOOUOTIKNG TPOCAPHOYNS TOV OLPOTOLTIKOD
OTIG OMOKAMOELS a0 TO PLGLOAOYIKO TOL TAPOLGLALEL, Tapd dNANOY| TV apeiMKTN adENoN TV

KOOTEMV, UEYPL TNV TETAPTN MG Kot TNV éktn dekaetia e {ong (Ewodva 3.4)1.

A6 TN oTypn mov M VEPPIKN Asrtovpyia apyilel va peidveTal, To vEQPA cuvinbmg dtevphvovTon
ONUOVTIKG Kot eu@ovilovtal TUpOUOPPOUEVE, LE EAAYIOTO OVOYVOPIGILOTAPEYYVUN OTI
OEIKOVIOTIKEG PHEAETEG. X€ aVTO TO 6TAd10, N péon peiwon tov GFR givan mepinov 4.4 éwg 5.9
ml/ Aentdl étoc Y. H yovidiokh B&om n omoia éxet petarayBei (PKD1 évavtt PKD2), kafdg kat
N Tapovcio tpomomomTiKaV Yovidiov kabopilovv ce onuovtikd Badbud v kKMvikny mopeio ™G

ADPKD.
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Ewéva 3.4 H peioon tov puBpod ersipopatikic dtqdneng (GFR, ml/hentd), pe tnv mapodo tg nhkiag o€
ao0eveic pe ADPKD, pe ko yopic tTnv dpacn TV avTicTeOGTIKAOV pnyavicp®v tpocappoyis. lIpocappoyn
an6: Taaletal., 2012 ",

AALol TapAyovTEG KIVOHVOL Y10 TNV OVATTTUEN VEPPIKNG AVETAPKELNG TEPIAAUPAVOVY TO OVOPLKO
eVAo (Wwitepa og petaArdaéelg tov yovidiov PKD2), n didyvmon wpv and v nhkio tov 30
ETOV, €vO TPMTO €MEICOO0 oaupatovpiag mpv omd v nAkio tov 30 etdv, n Evapén g
VIEPTACNG TPV Ao TV NAKia Tov 35 eT®V, 1 VIEPAITISALia, TO YOUNAO ETITESO TNG VYNANG
nokvotrag Amonpoteiviig (HDL) kot mapovsion Tov pETOAAAYUEVOL OAANAOUOPPOV TNG

167168 ’ . . .
. Aev givor BéParo €dv dwatpéyovv

dpemovokvTTapikng ovalpiog (etepodluyn dropo)
avénuévo Kivouvo eEEMENG TS vOGOL dTopa e GLYKEKPILEVOLS YOVOTLTTOVS T®V Yovidiov ACE
N ENOS.To kdmviopa av&dvel Tov Kivouvo yio VEQPIKTY VOGO TEMKOD GTadioV, TOVAG(IOTOV GE

Koo VTOGHVOAN 0GHEVAV, OTMG Ol AVOPES KATVIGTEG YMPIG 16ToptKd Bepameiog pe avaoToAelg

ACE,

Awdpopotr mapdyovteg cuopPailovv ot pelwon G veepikng Aesttovpyiog. ‘Exer pdhota
dmiotmOel pia 1oyvpn ox€on HETAED TG VEPPIKNG 10YKMONG Kot TNG VEQPPIKNG avendpkelag. O
opyaviopog CRISP éxet emPefordoet avt ) oyéon kot £xet dei&el OTL 01 OYKOL TOV VEQPPAOV Ko
TOV KOOTE®V OTOTEAOVV TOVG LOYLPOTEPOVS TPOYVMOTIKOVS OEIKTEG TNG MEIMONG TNES VEPPIKNG
Aertovpyiag 100 CRISP Swmictwos emiong Ot N veppikn pon aipotog(f ayyelokn oviictoon)
omotehel évav aveEapnro mpoyvaotikd deiktn™t. O mapdyovrag avtdc emonpaiver T onpasio

G AYYEWKNG avadlopopeooncotnv e£EMEn g vocov kot umopel va gubfdvetar yu Tig
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TEPUTTMOOELG OTIG OTOIEG 1] LEIOT TNG VEPPIKNG AELTOVLPYING QaiveTal Vo givorl aveEapTnTn Kot pUn
avdioyn pe ™ coPapotnta ¢ KuoTikng vocov. H ayyeloteveivn-ll, o avéntucog mapdyovrog
netopdpPwons-p, kot ot dpactikég popeés o&uydvov (ROS) evdéyetar va copfdaiiovv ot
onuwovpyio ayyswokdv Profov kot dwapeong @Aeypovny kol ivoong, deyeipoviag
oOVOECNYNUEIOKIVDVY,GLOTATIKOV TOV JIKTOOV TG emkuttaplag VAng (ECM) kot avoaotoleic
peTaAAOTPOTEIVOC®V. HYoVIOoK £KQpacT] TNG YNUEIOTOKTIKNG TPOTEIVIG TOV LOVOKVTTAP®V-1
(MCP-1)xo1 n ooteomovtivn av&dvetar otig kKOOTEG TV emtbniokodv kottopov. H MCP-1
aviveEDETUL GTO VYPO TOV KVOTE®V GE VYNAEC GUYKEVIPAGELS, EVM 1 AMEKKPIOT TNG OLOUECOV

171 Aot Tapayovieg, Omwg M Popud ypnon

TOV OVLPOTMOMTIKOV glval emiong avénuévn
AVOAYNTIKOV Uopel vo GUUPAALoVY 6Ty e£EMEN NG YPOVINS VOGOL TMV VEQPPDOV GE OPLGUEVOLS

aoBevelc.

EmnAéov, ov mboyovieg and ADPKD pe mpoyopnuévn ypovio veppikn voco epgovifovv
YOUNAOTEPQ EMIMES AVaLiOG GE GUYKPION LE TOVG acBeveic pe dALES veppikég vOGovg, eSoutiog

NG EVIGYLUEVIG TAPOY®YNS EPLOPOTOMTIVIG OTO TOVG TOAVKLGTIKOVG VEQPOVS 136

3.1.2 Eéwveppixés exoniamaeis tng ADPKD

Hoivkvotikn vococ tov ratoc (PLD)

H molvkvotikry vosog tov Nratog (PLD) amotelel v mo kowr eEmveppikn ekdAmon g
PKD. Eivar oyetiletat 1000 pe to yovotomo petdrraing PKD1 6co kot pe dAlovg maboroyucote
yovotumovg. H PLD gpgaviCetar emiong kow @g yevetkd dtokpity] achéveln, amovsio dSnioadn
veppik®v kvotewv. [apopoing pe v ADPKD,n ADPLD egivat yevetikd etepoyevig, pe KOHpLo
evtomioud o€ O6vo vrevbuva yovidia(to yovidlo PRKCSH oto ypoudcopa 19 kot 1o
yYovid10Sec63 610 YpOUOCOINB) TOV OVTITPOCO®TEVOVV TEPITOV TO £VA TPITO TOV HELOVOUEVMV

. 172173174
neplotatikev ADPLD 3174,

Av kot omavio gpeaviovior oto modld, 1 CLYVOTNTA TOV NTATIKAOV KOGTEMV owEdvel pe v
nukio kor pmopel va €xet pdAota vmotiunbel Otav mocOoTKOTOlEITOL pE YpNoN oo
VIEPNYOYPAPNaTOG Kot aovikng Topoypaeiag. ko CT peréteg. Xe perdétn tov CRISP, oy

omoia ¥pNCILOTOMONKE HOYVITIKY TOROYPOPia, O EMTOANCLOS TOV NAATIK®OV KOGTE®V Bpédnke
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va mpooeyyilel to 58 1to1g exotd, 85 toig exatd ko 94 toig exord, oe mdoyovieg ADPKDtwv

NAKIOKGY opddov 15 émc 24 etdv, 25 éac 34 etdv kat 35 o¢ 46 e1dv avtiotoua -,

O nrotwkég Kdotelg gppaviCovior ocvyvotepa Kot e peyaAutepo pUéyedog oTic yuvaikes mopd
oToVG Avopec. Ot yuvaikes oV £(0VV TOAAATAEG EYKVLOGVVEG 1| TTOL £XOVV YPNGLULOTOLGEL OO
TOV OTOWNOTOG OVTICLVAMNTTIKA péca 1 €xovv AdPer Oepomeion LTOKOTAGTOONG OLGTPOYOVOV
ekOMAdVoLV pioe Papldtepn popen TG VOGOV, YEYOVOC TOL VTOONAMVEULD EMOPOCT TOV
01GTPOYOVMV GTNV HLEYEOVVON TOV NAATIKOV KOGTEMV LALT8 - Ayt umopet vo amodobei oTovg
VTOO0YEIG 010TPOYOV®Y TTOL EKPPALOVTOL GTO EMBNALO0 TOV EMEVOVEL TIC NTOTIKES KUOTELS, £TGL
MOTE TO. OLOTPOYOVA VO OLEYEIPOVY TOV TOAAATANGCIAGHO TOV EMONAOKOV KLTTAPOV NG

NTATIKNG KOGTNG.

Yvvnbowc, n PLD eglvatl acopmtopotikn, oAAG To COUTTOUOTO TG EXOVV YIVEL TO EKONAN e TNV
avénon g ddpketog (Mg tov acbevav pe ADPKD, 1 omoia €xet emtevyBel pe m ypnion g
apokdBapong kot e petopooyevone. Ta copuntdpota g PLD umopet vo mpokdyouy and wg
emidpaon Tov BV TV KOoTE®V N 0md emmAokés Aoiuwéng kot awpoppayiog tovg (Ewova
3.5)™%,

Ewova 3.5 A&oviki) Topoypo@io tolvkveTikod fatog (A) kot (B) KATo KoUMaKig YDPas 6€ Yovaike ac0evii
ADPKD. IIny\: Taaletal., 2012 ",

Ta ocvpntopota wov cuvibwg mTpokoAovvtol omd tn pallky OOyK®GN TOL NTOTOG 1 Amd TN
dOyKmon pioag N AMymv koplopyov KOGTE®V TEPIAAUPAVOLY TN SVOTVOLN, TOV TPOLLO KOPEGLO,
TN YOOTPOOIGOPAUYIKT TAAVOPOUNGT, KOl TOV TOVO YOUNAL oTnV TAATY. AAAES EMITAOKES OV

TPOKAAOVVTAL OO OVTH KOOV TN SOYKMOT TEPIAAUPAVOLY TNV NTATIKY EAEPIKN amdppaln,
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TN cvumieon g Kato Koidng eAERac, T ocvumieon g ToAaiog EAEPAG, KabdS Kot T cvuutieon

. . . - 177
TOL YOANJOYOV TOPOL OV TAPOVGLALETAUL MG ATOPPAKTIKOS tKTEPOS ~ .

Ot GLUTTEUOTIKEG EMITAOKES TV KOGTEMV TTEPIAAUPdvouy aypoppayic, Aolumén kot oravidtepa
otpéyn M pnéEN. H tomikn mapovsioon g Aolumwéng piog Nratikig KOGTNG apopa TV eKONAmon
EVIOTMIGLEVOL TTOVOV, TUPETOV, AELKOKVLTTAP®ONG,avénuévng tayvtnrog kabilnong, kot cuyvd
avénUéEveV emmEd®V aAKAAMKNG powopataonc. H Aolpmén eival cuvBmg povoutkpoflokn kot

mpokadeitoan and Bokthpo Tne owoyévewag Enterobacteriaceae’’

. H poyvntikn topoypaoio
(MRI) pmopel vo drokpivelpe peyddn evoicOnoio peta&d piag KOOTNG HE EMTAOKES KoL HLOG
OMANG MNTOTIKNG KOOTNG. XNV afoViKn Topoypagio, 1 KAMUAK®OYN LYpov-vYpod HECH OTIG
KUOTELG, M TAYVVOTN TOV TOUYDMOTOS TMV KVGTEMV, Ol EVOOKVLOTIKES PUGOAIdES agpiov, Kot M
etepoyevng N owénuévn  mokvotnTa  €yovv  ovoyetiotel pe  Aotuwén. H  amewodvion
padtovoukAMdiov kot mo mpoceata 1 obpwon FDG-PET éxovv ypnopwonmomBel yo pio mo

, . , A 178
gvaicOntn d1dyveoon TOV EMTAOKOV TOV NIOTIKOV KUGTEDV ~ .

H fma d1dtaom tov koo yoAndoyov mopov xet mapatnpndei oto 40 to1g ekatd TV 0cbevmdv
mov efetdodnkav pe afovikn Topoypopio Kot pmopel omavimg vo oyetiletaiue €mEGOdN
Xohayyeutdag . AcvvAbelc ovoyetiopol e PLD pe Gikec vooov mephapPévovy v
TEPINTOON GLUEOPNTIKNG Kapdiakng averdpkelog (CHF), adevoudtov tmehnkvbov tov Vater,

KaBdC Kot YOAAYYEOKAPKIVORATOC L.

Kvoteic og GAla Opyava

[Tépav TV vepp®V Kol TOL HTOTOC, KOGTELS AVEVPICKOVTOL KOl GTO TAYKPENG G TEPITOV 5 TO1g
EKOTO TV 0obevov, apayvoeldeic KVoTeElS o€ mepimov 8 71Ol €Katd, KOl KOOTES TMV
. , , . , 180181182183 ,
OTEPUATOOOYWV KVOTWIwV oe mepimov 40 To1¢ K0TO TV TAGYKOVTIOV . O1 xbotelg tov
OTEPUATOOOY®V KLGTIOI®MV UTOPEL GTAVIOL VoL 0N YI|OOVV GE VITOYOVILOTNTO 1] GTEPOTNTO 8 H
EMOTTOUOTIKY)  KWVNTIKOTNTO TOL  OWMEPUOTOS  omoTeAel emumAéov  pwor  GAAN  outia

avopikncotepdtrog otnv  ADPKD 185

Ov maykpeatikég kOotelg eivar oyeddv mavta
OCLUTTOUOTIKEG, LE TOAD OTAVIEG TEPUTTAOGELS LITOTPOTIALovcag Taykpeatitdoas.Eivar apféPato
eqv avapepbelc cLoYETIOUOG TOV KOPKIVOUATOG TOL Taykpeéotos pe tnv ADPKD vrdpyet

TPAYUOTL 1] OVTITPOCSMOTEVEL KATO10 TUYAi0 YEYOVOS B3 O KOGTELG TNG 0parVOEWDOVG HEUPpdvng
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elval AOVUTTOUATIKEG, 0ALL uTopel va avéNGoVY ToV KivOuvoyla TNV ELGAVICT VITOCKATP1d10V
OLLLLOTMLOTOG 186187, Emnpochera, prnopel onaviog va 00nyfcouy 6ty ELOAVICT) EKKOATOUATOV
NG WVLYYOS TOV VOTIOV HLEAOV, OV pmopel v gpeavifovtor pe avénuévn coyxvotro Kot
ondvie odNyobv otV avATTLEN €VOOKPOVIOKNG LRTOTACT] TOL TPOKAAEiTol amd TN dSoppon
EYKEQAAOVOTIOIOL VYPOV 188 A&ilel va avaeepBel 6T 01 KOOTELS TOV WOONKAOV dev GLUVIEOVTAL

pe v ADPKD.

Ayysiokéc ekKONADOELC

Ov oyetlopeves pe v ADPKD ayyswokég exOnAdcels meptlopPdvouy to £vOOKpOovioKd
avevpoopata (ICA) kot dolyoektooieg, TIC TUAOES TNG OOPOKIKNG 0OPTNC KoL NG

OLYEVOEYKEPOAMKNG apTNplog Kot Ta aveupOGHOT THG oTEPAVIaiag aptnpiog.

Ot exdnAodoelg avtég TpoKahovvion omd HETOPOAEG OTO AYYEWKO GUGTNUO TOL GLVOLOVTOL
amevbeiog pe T1g petadddéelg ota yovidiew PKD1 ©§ PKD2. Ou moivkvotiveg PCLl xou PC2
ekppalovtol exteTopévo oto Agian poikd kdtrapa tov ayysiov (VSMCs) [115-117]. Térow
KOTTOpa £TEPOLUYE Yo peToAMGEEC Tov yovidiov PKD2 (Pkd2*"VSMCs) rapovsidlovv
AVENUEVO TOGOGTA TOALUTAAGLOGHOD KOl TG OTOTTMONGS, VM Ta £TepOluya movtikio PKD2 -
eppoaviCouv avEnuévn evocnocio oe ayyeloko TPOVUATIGHO Kol Tpdmpo Bdvato, dtav emdystal

. . . 189190
0€ aVTA 1 AVATTLEN VIEPTAGNG .

Ta gvdokpaviakd avevpiouate cupfaivovy 6e T0606Td TEPImOV 6 TO1G €KATO TOV aGOEVOV e
APVNTIKO OIKOYEVELNKO 16TOPIKO Kot 16 To1g ekatd TV aTtOU®V e BETIKO OIKOYEVELNKO 1GTOPLKO
OVELPLGUATOV 191 TIond oLYVa T€Toleg avmpaAieg 0ev ekdnAdvovy coprntopato. [TopdAinia,
EOTIOKG €VPNUOTO OTMOG TOPAALGT TOL KPOVIOKOD vEDPOL 1 VELPIKES Kpioelg pmopel va
exkOnAwBovv amd ™ ovurmieontov tomkdv oopmv. O kivovvog pnéEng tov avevpHGHATOG
eCaptartal amnd morlhovcmapayoviec. Tlapoia avtd n pién evéyetl kivovvo katd 35 €mg 55 toig
EKOTO YO TNV EUEAVIOT] GLVOLOCHOD G