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MEPIAHWH

H ADPKD efvar pia noAucuoTnpatiki kAnpovopikr néBnon nou xapaktnpiletal
and Tnv napoucia kioTewv ot vedpolg, Anap, ndykpeag kal apayvoeidy ph-
viyya. Mn kuoTikég exdnAwoeig anoteholv n npdntwon pirpoeidouls PaBidag,
Ta evdokpaviakd aveuplUopata kai ol kAAeg. Ta unedBuva yovidia eivar Ta
PKD1 kai PKD2 Ta onofa odnyolv ce naBoloyikr kwdikonoinon Tewv npwrei-
vaov nolukuoTivn T kai noAukuotivn 2. O1 noAukuoTiveg evroniCovrar otoug
kpoooolG Twv cwAnvapiakdy kuTTdpwy, naiCouv onuavtikd pdho oTny opor-
boTacn Tou evdokuTTdpiou acBeoTiou kal AvAKOUV OTNY UNOOIKOYEVEIQ TwV
napodikav duvnTikdv unodoxéwv. H ducAerroupyia Twv d0o noAukuoTiviov
éxel wg anotéheopa Tov augnpévo noManhaciacpud kar TNV andénTwon Twy
ocwAnvapiakody eniBnhiakdv KuTTdpwy, Ty ékdpacn evdg ekkpiTikoU dpaivoTl-
nou cwhnvapiakdy kuTTépwy, Tn diatapayr otnv aMnAenidpaon petali kuT-
Tdpwv kabhdg kar kuttépwv kar Bepéhiag ouoiag kar T petaPolq Tng
noNIk4éTNTag Tev eniBnAiakdv KuTTdpwv Tev owAnvapiov. Meydho evdiadépov
daiverar va napoucidlouv ol pnxavicpol npdkAnong apTnEIakAG unépTacng
ka1 xpéviag vedpikig véoou kabdg paivetar va epnlékovTal 1600 N unepdpa-
oTnPIdTNTA Tou evdovedpIkoU CUCTAPATOG Pevivig-ayyeloTevaivng 400 Kal Tou
oupnaBnTikol cuoTApaTog odnydvTag ot apTnEISIooKARPUVOT Tou NPOCAYG-
you aptnpidiou kai Twv pecoloPidiov aptnpicdv. H avakdAugn g ehatte-
HaTIKAG ayyelod1aoToAfg oTa pikpd unoddpia ayyeia eEaptdpevn and To
povoteidio Tou aldrou (NO) kabdg kar o mbavédg péhog Tng aclppetpng dr-
peBulapyivivng (ADMA) Sivouv éva véo evdiadépov oTn Siepelivnon Twv pn-
XAVIOH®V UNEPTACNG Kal XPOvIag veppikAg vooou.

EIZAIQrH

Eivaw o moAvovothuatinn] véoog ov xaooxthoitetal oo ol-
MTTAEG ®UOTELS RUQIMG OTOVS VEPEOUS OUPOTEQOTAEVQ, ARG RO
o€ GAML GEYavaL SIS NI, TEYREENS KoL 0aVOELdY ujveyyal?.
Zuvodéc eEMVEPOLHES EXONMDOELS OUTOTEAOUV 1 TTEOTTTMON ULTQOEL-
dovc BarBidag, To evdorpaviamd aveveviopoTo. #an oL xijAec.’

H ADPKD eivow #Anoovountj tdonon, ®xAnoovoueital pue tov
auTooOUKG emrQaTovvta yaooxtioa, ue 100% dieiocdvtindmra
OMG TTOLRIAOUOQEIC OTNV EXPEAON KL TIC KAVIRES EXONMDOELS.
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Ewova 1. [ToAvxvotives xat ADPKD. Toomomomuévny eixdva axd MD Braun WE: Autosomal dominant polycystic kidney
disease: Emerging concepts of pathogenesis and new treatments. (Clev Clin J Med 2009)3

EEautiog g mbovotnTog moQouoiog XAVIRWY EX-
Mlwoemv amtd ™ Peepury nhxria, 0 600g AVTOCH-
WX ETURQOTOVOO. TTOAVRVOTIRY VOOOC TTQOTIUON®E
OTT6 TOV TAAALGTEQO. QN OLUOTOLOUUEVO GQO TOAV-
AVOTIR VEOOC TOV VEQPEMV TmV evnAixwv3. Xaa-
ATNOLOTHG EVQNUOL ATTO TOUS VEPQOUS OTOTEAEL 1
TOQOVOIOL TOAAATAWDY HVOTEWV OUPOTEQOTAEVQCL OL
0moleg EVTOMILoVTaL TO00 0T PAOLDIN OO0 1oL OTN
wvehddn poipa.!

Ta yovidia ta omola elvor vevBuva Yo v
ADPKD ¢ivar to. PKD1 non PKD2. TTpdogata fog-
Onxrav owoyéveleg ue ADPKD mov dev oyetiCoviav
UE QUTA TOL YOVIOLOL 00N YWDVTOS TOVS EQEVVNTES OTNV
oxéyn yro VrtapEn o dhhwv yovidiov (PKD3;) ta
omoia Spwg uéyoL ojuepa dev xouv avorolvgder
(Ewova 1).

H petdMha&n oto PKD1 yovidio eivon vrev-
Buvn ya o 85-90% tov meputtthoemv. Edpdleton
070 POy orENOS TOV YowUoohuoTog 16 (16p13.3)
O KWOLROTTOLEL 0L TTQWTETVY EVOWUATMOUEVY OTNV
HUTTAQ XY UEUPOAVY, TNV TTolvxrvotivy 1,  omolo
omotehetton 0o 4304 apuvoE€a »au 1) Aettovgywo-
mrd me dev eivar Thjowe dtevroiopuévn. 40 Awa-
BéteL éva eEnxruttdoLo Tuijpa to omtoio ahknhemdod
ue dileg momwreiveg now vOUTAVOQOKES, EVD TO EV-
doruttdolo tuiua aAlniemded o pubuiter ™
00001 TS TOAXRVOTIVIG 2 ROl WTTOQEL VO EVEQYO-

mounjoet Evav aud evdorvttapinv 0dwv (G Pro-
tein, Wnt, JAK/STAT signaling). Zvuuetéyet emtong
o€ Lettovyieg mov QUOUILovy 10V TOAATAAOLOOUO
TOV COAVOQLOAMV XUTTAQMV, RABWMS ®OL TV TOQM-
yoyyq Oepéhog ovoiag.?

H petdhha&n oto yovidio PKD2 eivan vmev-
Buvn ywa mepimov 10-15% tov meQuTTdOEMV
ADPKD (ot vtéhoumeg TeQUTTMOELS TOV OV OpEl-
hovtor oto PKD1 xow to PKD2 yovidio eivan mteQl-
mov 1% non degevvdtar n mbavyy vmaeEn xal
toltov yovidiov). Edpdletan 0to ponui onéhog tov
yomuooopatog 4 (4q21.2) now xwdwmomorel pa
TEWTEIVN 968 apvoE€my, Ty molvrvotivny 2, do-
wxd opota pe v molvrvotivy 1. Boloretal otovg
1QOO0OUC TMV ETONMARDV RUTTAQWV Uali ue mv
woAvrvoTivy 1 xow wévn g oto evOomAaouotins di-
utvo. Eumhéxetor ot oUbuion tov evdoxuttagiov
aoBeotiov puéow morMamhadv xavoidy.>*7 H mohv-
®VoTivn 1 now 2 aviRoUV OE L0 VTTOOLROYEVELDL TMV
medoxatpwv duvnurdyv vrodoyxéwv (TRPC-tran-
sient receptor potential channels).

To uéyeBog TV TOAKVOTIRDV VEPQWV RUUOL-
VETOL 0TS QUOLOAOYKG UEYOL TOAM) peydio (ueyo-
Mitepo amté 1000ml, evad to fdoog umoel va gprdoet
ta 4kg). H natavour tov »iotewv elvor 1600 010
PAOLS 600 ®oL 0T0 PVEAS. OL ®UOTELS TTEOEQYOVTOL
aTt6 TO OWANVAQLOL, Ol TEQLOOGTEQES Atd TO. AlBOL-
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OTURAL, AAAG RO 0TS TOL EYYUG RO GITW. Z€ PLRQOTTOL-
QOUEVINOELS PAVNUE OTL OL TTQOEQYOUEVES QTS TO
eYYUg E0TELQOUEVO OWANVAQLO OEV TAQOVOLELOVY
NAexTEOYNUWKY] ®AlON Og Ox€om ue to TAdoua, EVo
OL TQOEQYOUEVES OTTO TO AT RO TO ALBQOLOTLHG TTOL-
oovotdlouvv.? 4

Tg tehevtaieg dvo denaetieg mOMES ueléteg
amédelEav Gt M avAarttuEn g TOAMRVOTIRYG VOOOU
yoQorTNOICETAL 0TT6 TN peTafolr] Evag nald diapo-
QOTTOWMUEVOV, U1 VITEQITAALOTIZOU, VOIS ETAVOQ-
QOPNTLROU HUTTOQLXOV POLVOTUTTOV OE EVOL LEQLRMS
OTTOSLOLPOQOTTIONUEVO EXRQLTIXO POLVOTUITO TTOV 0L
axtNEICeTan 0mtd dLoTaEUYES OTNY TOMRSTNTA TV
HUTTAQMV VYPMA0US QuBNOTG ®UTTAOLHOU TTOAAATTAOL-
OLAOUOU RO OTTOTTTMONG KO AVENUEVNS TTOQAYWYNS
Oeuéhac ovoiac.’

NMAGOTENEIA AHMIOYPTIAX
TQN KYXTEQN KAI NMAGODYZIIOAOTIA

v moboygévela oyMUaTLIopoy TmV RUVOTEWV
OUUUETEXOVY OL RATWOL Unyaviopot:

i) O awEnuévog ToMMOTAAOLOUOS ROt Ao~
TTWON TOV COAVOQLOKMV ETLONMOKRDY RUTTAQWV,

i) N aEnuévn Exurolon cwAnvoQLoxoy vyou,

iii) m dratapayr] otV alniemidoaon HeTaEv
HUTTAQMV %L BeUEMOg ovolag,

iv) 1 neTaforny ™S TOAMKRATNTOS TV EmLONALOL-
HAV RUTTAQWYV TWV COANVAQLWV,

v) n drotapay TS douig TMV ®EOOCWY TwV
ETONMARDY COANVAQLOADY RUTTAQWV.”

O mpoavapepO€vtes unyaviowol moTeveToL
ot 0pouv mg eENc:

I. "Exel dvoumtotwOel alnienidoaon ueta&o
™G TOMRVOTIVIG 1 %o TOU OVUTTAEYUOTOG TOVUTTE-
oivng (tuberin) — apagtivng (lamartin) to omolo fot-
OXETOL 08 OTEVY ETTOPY ®ow QUOUICEL (aeveQyomoLel)
tov vrodoyéa g oamauvxivnie mTOR (mam-
malian target of Rapamycin). Avokettovpyio g
molvrvotivng 1 ovupdaiher OtV EVEQYOTOMOT TOV
mTOR, o omotog gpuotoroywrd dieyelpet Thv ®utTo-
oW1 aUENON ®OL TOV XUTTAQLXO TOAAATAQOLAL-
opd. 1011

II. H mohvrvotivy 2 6mmg mooovagpétnxre
ewTAéxeTol oty QUBULON Tov evdorutagiov aofe-
otiov (ratovind novdh - CAT). To evdoxvttdolo
Tunuo g olvrvotivig 1 guBuiCel ™ dpooTnOLO-
mra e roAvrvotivig 2.3 H Stomapo twv molv-
®uotvev odnyel oe pelwon g evdoruTTdoLog
ovyxévromong aoPeotiov. Ta younhd emimeda
aofeotiov gvBivovtal Yo Ty avEnon Twv emuté-

OV TNG RUKAMUNG UOVOPOOPOQLRNS AOEVOTIVNG
(cAMP). To evdorvttdolo aoféotio péow SLEyeQ-
OGS TS PWOPOOLEOTEQAONG AVOLOTEALEL TV ALOEVUA-
wvnhdon #ol peldver 1o cAMP.2 To cAMP
JLEVROMUVEL e TTOLXTAOUS UNYOVIOUOUS TN UETARE-
VNOT TS VAUTOTOQIVNG 2 OtV EAEVOEQN EMLPAVELDL
TOV EmONMOXOV ®UTTAQMV VEAVOVTOS TN dtoute-
patdtntd g (otyy ADPKD mapatnpettar ol
TEOLWO.  OLoTOQOY]  TNG  OUMTURVOONS TV
ovpwv).!31* Enionc oty ADPKD €youv Boebel av-
Enuéva entimeda avudovenTiniic 0pudvng oTo TAd-
ouc. (ADH), eved) 10 60% tov mouddv dev
CUUTTURVAOVOUV TOL 0V TOUS METd Yoo ynong de-
opompeooivng (ADAVP)."* Tlpdogpara pdhoto
omodeilyOnre N Prasttny] entdoaon g ADH omyv
ADPKD xau Wwaitepa oty xvotoyéveon.> Ta ow-
Enuéva emtimedo. ADH {omg amotehovv €vOelEn yua
TEOOTAOELX TOU 0QYOVIOUOU VO OLVTLQQOTTLOEL TN
UELWUEVY CUWTURVOTIRY IXOVETNTO TOV VEQEMV. 1o
‘Ouwe 1 ADH evioytet ) dpdon tg adevuArurAd-
ong aEAvVoVTOg TEQALTEQM TH oUVOEON evdoruTTO-
olov cAMP, ehattidvovtag Ty amerevBEQmon Tov
aofeotiov amd Tic evdorvtrdoleg amobixec.!’
Axdpo oty ADPKD BoéBnxre ot to embnhand
®UTTOQO. UETATQETOVTOL OO ETOVAQQOPNTIRA OF
exrortnd (L€om g €xxprong Cl- oty ehetBeon
gmpavela wov eaptdrol amd ™ cAMP).3 Ou %v-
OTELG TTEORVITTOVY TS €0TLAXY] SLOLOTOM), AOYw -
ENuEvNe €xnoLong, TV UTAQYOVIOV VEPQLXMV
ocwlvapinv. Kabwog ueyaidvouy, amoromtovio
7t6 TO UNTERG OWANVAQLO RO TEMRA eEEMOOOVTOL
0€ ATOUOVOUEVOUS GAROVE, YEUGTOVS VY4.*

III. H empPodduvon g vooou o€ melQauato-
Coa ue m xopnynon avaotoréwv tov VEGF (vas-
cular endothelial growth factor)'® xaw tov EGF
(epidermal growth factor)," 6mwg »aw n WoToAoy Y]
EROVAL TNE AYYELUKNG OXMIQUVONG TOU TTROCAYWYOU
2OL TOV UECOMOPIdLMV 0QTNOLOV RABMG oL 1) OLd-
ueomn gAeyuwovij xou (vwon amotehotv evoeiEels g
duatapaynic omv alnienidoaon uetaEl ruTtdomv
#ouw Ospuéhag ovotog.?

IV. “Exet dramotwBel avduain eviomon tov
evliuouv Na-K-ATPaon oty ehetiBeon empdveia
(apical) TV COAVOQLORDY RUTTAQMV OVTL Yot T
Baowomhaywa (basolateral) mov Poloxetor puoto-
Moyrd. 202t Auté €xel oav ovvEmela T uetofol
™S TOMRGTNTAS TOV KUTTAQMV ROL THV EXXQOLOT V.-
TOIOV TTPOG TO EC0MTEQIXG TOU OUAOU XOL TWV XU-
otewv.3

V. Zta colvaglord embnhiond ®ittaoa ot
%0000l (Towtoyevels freqaptdeg - cilial) tpoPdh-
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AOUV £VTOS TOU OCWANVAQLAROU CUAOU %o BEmQELToL
ot wailCovv QGAO oLoBN TR 0T O TOV dBjna-
10¢.22 H am6de1En 611 0L ToARVOTiVES, ROOMS %ol
oL GAAES TTOWTEIVES TTOV VPLOTAVTAL UETAAAAEN OTLIC
VITOAOUTES RANQOVOULRES HVOTIRES VOOOUS TV VE-
POV, POIOROVTOL OTOVS XQOOCOUS 1 TAL REVTIQOOM-
udtio, pog odnyouv OTo CUUTEQOOWO OTL M
dvodertoveyio Twv #QOooWV mailel Paocind o
omv naboyéveon me ADPKD.? Adpavomoinon tmv
yovidimv mov elvar vievBuva yio T ovvleon Twv
700000V Tpoxdheoe ADPKD og movuroug.??

ENIAHMIOAOTIA

H ouvyvomra nvpaivetow amd 1/400 uéyol
1/1000 eviihxes. H xoatavour neta&l appévav xou
OnAéwv eivon 1:1. (AMG otoug dpEeves epgavitetal
ue ye1dteEn ®hviny edva. )

KAINIKEX EKAHAQZXEIX

Xwoitovral e EMVEQPOLHES HOL VEQPOLRES KAL-
V€S eExOMAWOELS.

A. EEovegowéc Exdnimoeic?

1. IToAvxvoTxn v600g Tov HTATOG.

2. Evdoxpaviaxd avevpiouato.

3. Alheg oryyelomég avmUOALES: OlVEVQUOUOLTOEL-
delc dratdoelc g BmEUXIKIS OQTHG, TV CLOTNOLEV
OV TEAAOV (RAQWTIOWV-OTOVOVAOPaOLRMV) RO
OVEVQUOUOLTOL TMV OTEPAVLOLMY 0LQTNOLOIV.

4. BalPioomdabeles: mEOTTWON ULITQOELOOUS
Barpidac, avemdoreln wrpoeldovs Barpidag, ave-
TTEQHRELDL TOLYAMDY VOGS, TOOTTMON TOLYAWYLVOC, CVe-
TAQUELD QLOQTHS OV oelleTal Og drataQay T
oiCag ™ aoptng Parfidac.

5. AMheg nUOTRES SLOTOQOYEC: RUOTELS TTOLYXRQE-
0TOG, OTEQUATOOOY WV TOQMV, LAY VOELOOVS UVLY-
yag, woOnrov.

6. ExxoAtduoro unviyyov votaiov puehov.

7. Kniheg ®otManot ToLyduatog.

8. Zterpdmtor avdoury eEatiag LeLmUEVNS %L
VNTRGTNTOS TOV OTEQUATOLWOQIWV.

9. Exnohtdpota woy€mg eVIEQOU.

10. YymAdtepog aiuatoxpitg oe oUyxoLon pe
dAhovg aoBevelg TOQOUOLOS VEQOLXNG AELTOVQYINS.

B. Negowéc exdnhioeic?

1. EMATtmon g CUUTURVOTIXHG WROVOTITAG
TV 0VQMV.

2. AUEnon tov pey€Boug TV VEQEMV UE TV
naxio.

3. Ahyog otV 00@QU.

4. AypotovQia, rQOOKROTILAT 1] LOXQOOXOTILRY.

5. Asvrmpatovpia (<1g/24h).

6. Zvyvég ovpohotudEels (Wiaitepa Tov ovw-
TEQOV OUQOTOLNTLXOV).

7. ®heypovy ®vUoTEmV.

8. Negpooibiaon.

9. Agmoionn Yréptaon (AY)

10. Xpdvia vepowrn avemdonela (WETA TNV EU-
@dvion ™mg XNN, o puBudg amwiewog tov GFR
elvaun yoaupurdg el ta 5-6,4ml/min/€tog).

Ewdwdtepa ou unyoviopol meoxrinong g ao-
TNOLOXTG VITEQTOONG RO TNG Y QOVLOS VEPQOIXIG OVE-
maurelag mov eEeliooetal u€yoL 10 TeEMxO otddio,
dev €youv dtevroviotel TAjews oL eEaxorovBovv
VO OTTOTENOUV OVTIXETUEVO EQEVVOG.

APTHPIAKH YTMEPTAXH (AY), XPONIA NE-
PPIKH NOxOX (XNN) KAl ADPKD

Tooo n AY 600 xaw  XNN amotehovv tig 0o-
Bapdtepec emumhonéc g ADPKD e onuavtinn ov-
Enom e Bvntdmrog o e Bvnowdmrag.

H AY eivaw mopovoa og 10000Ttd (eyohiteQo
oV 75% TOLV €UQAVLOTEL 1) VEQOLRY OVETTAQXELN
(wavo moooot6 aocbevav eupaviter AY and v
NAwia tov 30 eTOV) ®aL TO TOCO0O0TO AVEAVETOL UE
™V tdeodo g nhriag.

H ADPKD eugaviter foadeio eEEMEN mog
XNN aArd uévo 1o 50% tov aoBevidv ®atoljyeL oe
TelMno Ztddo  Xooviog Negowriic  Ndooou
(TEXNN) el v nhxia twv 57-73 €10V ue xeLo-
TEON TEOYVWON Yo Toug Avtees (n PKD1 ouwiifog
odnyel 15 yoovia vopitepa o TeMRSG 0TddL0 Ao
v PKD2). To 77% tov acBevav gbdvouv oty
nixio tov 50 etV xwEic vo exdADooVY 0ENOY
TOV TLUADV TNG ROEATLVIVIG.

H evpUtepa amodexti OBewpior yoo ™ On-
wovpyiot AY ammotehel 1) EAATTON TG EVOOVEPQLRIS
UUATOONG G TOTEAEOUA TNG TTLEONS TV RVOTEMV
ue emaxSAovtn ™ SLEYEQON TOV CUOTNUATOS QEVIVIG-
ayyewotevoivne (EPA).? H avEnuévn dodon mg ay-
YELOTEVOIVNC %ot TS ahdooTEQSVNEC 0dNYOUV otV
TTEGXRANOY CUOTUCTLXIG VTTEQTAONG KO TTOLHOAOYLXI|G
vepowng dayeloong Tov Na (rataxpdong).?

O unyoavioudg pe tov omoio n ADPKD mpoxa-
Ael vepourn avemdoxelo Oev €xeL SLeEvrOIVIOTEL TTW-
owc. H yvwoty Bewola® elvar 6t ehattdvetal To
(PUOLOAOYLRG TTOREYYVUC ATt TV TTEON TV VEQQL-
1AV ®OoTEMV, RAODS QVTEC AVEAVOLY Og uéyeboc.
Q0t600, OV %L PAVIRE VO TOLLEL ®ATOLO QOO OF
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vedTeQOUS aobevelc, dev yivetal TAMEMS TodERTY
1B 08 TELQAUOTIRES UELETEC EXEL POVEL OTL 1
OQITOCUUITIEON UE TNV TTOQOYETEVON TOV RVOTEMV O
Beltimoe ™) vepouxn Aettovpyia, ovte raBuoTténoe
mv eEEMEN TG vepouriig PAANG.?

ALGpOQES TOQATNONOELS ROl UEAETEC 0ONYOUV
%OL O€ GAAOVS UNYOVLOUOUS TEORANONE TOOO TG
AY 600 row g VEQEIHNG averdoreLlas. AVtég elvor
ot €&ng:

i) Ze aoBeveic ue ADPKD xzau guotoloyw
o €OGV PUOLOAOYLRY VEPQLXT] AELTOVQYIOL 1] Ay YELO-
draotoM tov eEaptdtan amd ) dpdon tov NO oto
evO0ONALO elval EAATTOUOTIXNY OTO R VITOdSOLAL
ayyeia oe ovyroLon ue vyieic idrag nhwmiag.?4>

ii) Iotohoywed n ADPKD yopaxmeitetan amd
7R00JEVTIRA ETOELVOVUEVY OYYELARY ORAQUVON
TOV TTROOOYWYOU RO TWV UECOLOBIOLMV aQTNOLDV
(andua rar og amwovoio vréptaong 6mov Ba vtav
EUPOVIC 0 POAOC TS OryYELOTEVOTVNC). 2O

iil) Ymdoyetr avEnuévn dpaomotdmra tov ov-
U THOU CLOTHUOTOS OE VITEQTAOILOUS AoBEVE(C 1e
ADPKD xau pe guotohoyiny vepowr] Aettovgyia,
Ommg mapoTnEN e pe wrpovevpoypopic (MSNA)
1OV TEQOVIALOL VeUpov.?” Eniong vrdoyouvy cvEnuévol
ovBuol ExxELong TS VoRaEEVOAIVIG OE TTAQOUOLOUS
vrteproowots ADPKD aoBeveis ue guotohoyixn het-
Tovpyio.?® TTapomeeiton Mourdv ewmun vITeedpao™-
QLOTHTOL TOV CVUITaONTROU TTOV TUOOVAIS VoL TToTeL
06ho ot EEMEN ™S vepouris BAAPne.

H ehdttwon tov NO odnyel oe meQupeouxry
oM nou o€ revroury (MY TS Tapovaiog g neu-
ronal NO ocuvBetdong oto ®eviord vevEro oU-
otNua) VITEEdEAOTNELOTNTAL TOU  CUWITOONTLROV,
200w 10 NO omotehel €vo QUOLOAOYLRS OVTOYMVL-
ot Twv rorexorauvdv.?’ Emmpoofétme n neta-
BoMj ¢ woppomiog petagd NO xou evdoOniivng
vtéQ g evOoOnAivng Ba 0dnyovoe oe yeovia ay-
YELOOVOTIALON KOl ETORSAOVON 0QTNELOLOOHANQUVOY
(xodvio. avaotohy g ovvBeong tov NO og movrt-
%OV TTEOXROAET CUOTNUOLTIXY] VTTEQTOON KOl OTTELQOL-
waty BAGAPNY). O natexohauiveg dev emdyouvy
UGVO TN VEQOLKY CryYELOOVOTOLON, GAAGL ETTAYOUV HOL
TV VTEQMANCTO TWV AV UKDV VAV, TV EUPA-
VION €XTOTMV LVOPAOOTAV OTO ayyeLomd Tolymua
(axdpo now Twv ayyelov tov onelpduatoc). Ta mo-
donvttaa £xovy 0dQeveQYLrOUS VIT0d0YES ®ABMS
%o vodoyeic e ayyelotevoivng I1. H AP tov
TOOOXRVTTAQWV aOTEAEL Vol faowrd Pruc oty
avamTuEnN e omelpauaTooxhjouvong.?’

Eivaw yvootd 6t m xodvia avaotoi twv NO
ovvOetao®v (NOs) og puoloroyurd Ttelouatéloa

TEOROAEL VITEQTALON RO EOTLOKY TUNUATLXY| OTTELQOL-
uatooxhjovvon.®! “Eror gaivetar apretd mbaves
ot avendoxela tov NO ovvelopépel oty eEEMEN
™e vepowng PAAPNS xal teMxd odnyet oe ESRD.
Mpdopatn puelét avapépet 0Tt 1) EVOOVEQOLKY TToL-
paywyn NO dtotnoel To OmeELQOUATIRG POOYUO KL
QUTOTQETEL TN OTELQOLUOTLAY AEVROUATOVQI0 LECM
OVTOYWVIOUOU TOV Ue Tig eAevBepeg pitec oEuydvou
(ROS) xar tov covmepoEeldiov Tou 0Euydvou
(05).** Eniong 1o NO givor amaaimTo Yo myv ma-
QUYWYN ROL TV UETAVAOTEVON TWV JTQOYOVIRMDV EV-
dotnhomav »uttdmv (EPCs-endothelial progenitor
cells) oto xateotapuéva ayyeio, diodmaoio amo-
oaftnm yuo v emdLépfmwon TV ayyelmv (roL Tou
ve@Eov).3¥3* S in vitro pehérec pdvnure 6L T YO
unid eximedo NO odfynoav oe emitayuvouevn yi-
oavom evdoOnhaxdv ruttdowv.>

H vrepdpaotmoidmta Tov ovotjuatog evi-
vng-ayyetotevoivng (ZPA) gaiveton va eivon emiong
xnohd tenunolouévy. H ayyeotevoivn 11 gaivetan
ot alCer onpoavtivd oro oty TaboyEvela g did-
UEONS PAEYUOVIC %o TS OLAUEON S (VIWONE TTOV TT0L-
patnoeitat. Evioyver m wrrotxry dpdon tov EGF
(epidermal growth factor) xaw dieyeipel T ovvOeon
™G 00TEOTOVTIVNG (EVOS LOYVQEOU XNUELOTARTLROU
TOQAYOVTOL YLOL TOL LORQOPAYQL) AL TNG OVVOEONS
tov TGF, (transforming growth factor f) amd o
owlvoploxd emOniiond wittaga. O TGFB ue ™
oelpd Tov dieyelpel T ovvBeon tov ®olhaydvou
Tomov IV zow v avaotoAémv TV HeTAANOTQMTE-
00V, 0L 0TTolEg 00N YOUV OE OVOOTOMY TG QT0d0-
unong g eEwxuttapiov ovolag. Axdua Tt
avEnuéva entimeda e ayyelotevoivng 11 umogovv
vo. uERoOLVY T dROOTNOLGTNTO TOV CVUITTOONTLROY
ovotjpartog (LEom twv B-umodoyimv)? (Ewdva 2).

H dwataipayn g tooporiog peta&l magoyw-
g ayyerotevoivng 11 xnoaw NO og eninmedo evdobn-
Mov amotehotv udAhov to xheldi yio v eme&riynon
™g Muovgyiog AY %o VEQQLRNG OVETAOUELOLS OTNV
ADPKD. XpeudCeta meQautéom dleoeivnon yuo v
AITOCAPVION TV OANAETLOQACEWMY TOVS RO TWV
YEVEGLOVQYWDV UNYAVIOUWY CUTHDV TOV dLOTOQOYMV.
Meydho evOLUpEQOV OVOTTUOOETOL TOL TEAEVUTAINL
XOOVLOL YOp oo T ueBulapywvives nou diaiteQal
™mv aovupeton dwweBuvhagywivn (asymmetric di-
methylarginine - ADMA). H ADMA &{vai ouwvo&gy
(MB: 202 Daltons) ov ovvtiBetan QUOLOAOYIXA €V-
doxrvttdoLa, PoloreTon o€ dLAPOQOVS LOTOUS RO KUT-
TAQOL, KURAOPOQET OTO TAACUOL KO OTTERRQIVETOL OTOL
ovpa. 30 Amotedel evdoyevi avaotohéo Twv ouvOeTa-
oV Twv NO zouw fAdmrter Ty wovotta tov NO yuo
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¥ ayyelo8100TohrG €apTtipevng and NO

ayyelookAfjpuvon
mpoocaywyou &
HecoNoBiSiwv aptnplwy,

Xpovia Spdon

i) 4 ptwtiky Spdon EGF
i) & 00vBeon¢ ooteonovtivng
iii)4 oUvBeong TGFB

@Aeypovi & ivwon
Slapéoou veppikol

Euwova 2. [1aBoguaioroyia tng AY xar tng XNN oryv ADPKD.

draotom] Twv ayyeimv.’? Syetiletar pe xoraoTdoelg
7ov vrtdyetl evootnhaxn PAARY, aQTnoLaxt| vITtéQ-
TOLON RO VEQOLAY avemdoneLa. 383940

EMIAOIox

H stepetaipm dieetivnon twv unyovioudy dnut-
ovEYlog ®UOTEWV, 0QTNOLOUNG VITEQTOUONG KL XOOVIOG
VEQOWIE VOOOU TTEOXOAOUY LOLa{TeEQO eVALAEQOV
%aBw¢ aivetol vo arote oty To »AeWdT Yo Tn die-
QEVVNON RO CVTLUETATTLON TWV RMVIXOY EXINADOEWDVY
™mg ADPKD. O cAlniemidpdoets ueta&y tov avtn-
UEVOU KUTTALQLXOV TTOAOTAACLOOUOU RO TG CLUENUE-
VNG OTTOTTTMONG, THG UETAPOMI|S TNG TOMUOTNTOS TV
OWAVOQLOXMV HUTTAQWYV, TOU EXUQOLTLHOU (POLVOTU-
70V, ™S AENUEVNS dpaotnoldtntag Tov ZPA, g
VITEQAQUOTNELETITOS TOV CUUTTAONTLROU ROW THG ENCLT-
Touévng prodiabeotudtrog tov NO fomg pog daoovy
amoteleopotindteQa Bepamevtind Omha yioL ) eh-
timon ™mg eE€MENS g XNN »ou Wiaitepa og teMrd
OTALAL VEQPOIXY] OLVETTAQRELLS.

SUMMARY

Raptis V, Kapoulas S. Autosomal dominant polycys-
tic kidney disease (ADPKD) — New insights in the
mechanisms creating cysts, arterial hypertension,
and chronic kidney disease. Arterial Hypertension
2012; 21: 21-28.

Autosomal dominant polycystic kidney disease
(ADPKD) is a multisystem disorder characterized by
multiple renal and also cysts in liver, pancreas and
arachnoid membrane. Non-cystic extrarenal mani-
festations include mitral valve prolapse, intracranial
aneurysms, and hernias. PKD1 and PKD2 are the gene
responsible for this inherited disorder, leading to
pathological encoding of polycystin 1 and 2. Polycystins
are located in primary cilia in tubular epithelial cell are
playing an important role in intracellular Ca** home-
ostasis and belong to a subfamily of transient receptor
potential channel (TRPC). Dysfunction of the two
polycystins has a result an increase rate of cell prolif-
eration and apoptosis, expression of a secretory phe-
notype, changes in interactions between cells and also
between cells and matrix, modification of planar po-
larity. Major interest seems to present the mechanisms
that evoke arterial hypertension and renal failure be-
cause there is involvement of activation of intrarenal
rennin-angiotensin system (RAS), overactivation of
the sympathetic nervous system leading to vascular
sclerosis of afferent and intertobular arteries. Recent
discovery that nitric oxide (NO) endothelium-de-
pended vasorelaxation is impaired in small subcu-
taneous resistance vessel possibly due to the role of
asymmetric dimethylarginine (ADMA), gining a hole
new interest in studying mechanisms challenging
arterial hypertension and chronic kidney disease.
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