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"Evtumo mTAnpo@opnong Kol cvyKatdleons ac0ev@y Y10 GOPNETOYN] OTN NEAETN
uNTp@ov ™S Avtoocpatiking Yrorewmopevng Iloivkvotikig Nécov Negppav
(Autosomal Recessive Polycystic Kidney Disease, ARPKD)

Mehétn ARegPKD
Epnvevetig g perétng: Avaminpotg:
Max C. Liebau, MD Kathrin Burgmaier, MD
Tunua Hodratpikng Tuquo Hodrotpikng
[Movemomuokd Nocokopeio KoAwviog ITavemomuokd Nocokopeio Kolmviag
Kerpener Str. 62 Kerpener Str. 62
50937, KoAwvia 50937, Kolwvia
Feppavia Teppovia

Avyomnté acBevn,

O ytpdc oag, c0g XL EVIUEPDGEL OTL TAGYETE GO L0 GTAVIO VOGOG, TV «AVTOGOUATIKY
Ynokemopevn Iloivkvotiky Noco twv Neppovy (ARPKD) kou cog €yer {nmoet va
CUUUETEXETE OTO UNTPDO TV acbevdv pe ARPKD. Mg avtd 10 éyypago Ba Bélape va cog
dMGOVLE TANPOPOPIES Y10 TOVG AOYOLE OMLOVPYIOG TOL UNTPDOOV AVTOV KoL TL B GNIHOVE Yo
€006ig n GUULETOYN GG o€ oTo.
[MopakaAiovpe vo aplep®ceTe Alyo omd 10 ¥pOVO GOG, MOTE VO SLUPACETE TPOGEKTIKA TIG
TOPUKAT® TANPOPOPIES KAl CLUPOVAEVTEITE TO YLOTPO GOG AV EYETE TEPIOCOTEPES EPWTIOELS.

T givor yvoo16 Yo Tnv ARPKD;

H ARPKD eivar g ovyyeviic vocog, 1 omoia
emmpedlel Kupimg Tovg vePPoLg kot To Nrap. H vocog
€xel ©¢ amotélecpa ot veppol va yivovtar TOAD
HEYAAOL, KAVOVTAG TOVG GLYYPOVMG VO AELTOVPYOVV
YEWPOTEPO, CLYKPLTIKG ME GAA0 TToudd Tng idog
nikiag. H  ARPKD pmopei va spepoviotsi pe

\ Stapopetikd GUUTTOUOTOL.

Ot emoTiHOVEG G OAO TOV KOGHO £XOVV OTOKTNOEL
TOALEG YVAGELS Yl TOV TPOTO OV Ol VEPPOL yivovTot
kvotikol. [lap’ Ao ovtd dev VIAPYEL HEXPL Kol
, Yvir onuepa pio aitoroyikn Oepaneio yioo tnv ARPKD,
Neppog pe AU . . . . ;o

p OmWG dev €YOoLUE KOTOAGPEL OKOMO YTl KOTO
ARPKD VEPPOS oL VOGOV PBapdtepa amd KAmolo GALa.

Emopéveg elvar moAd onuoviikd ywo gudg vo
OTTOKTIGOVUE OGO TO dVVATOV TEPIGGOTEPES YVADCELG
TAVO G€ LT T1 vOGO.

Howot givan ov otoéxor avtov Tov punrpdov s ARPKD; TNoati delayetor n peréry
ARgPKD;

H pekétn ARegPKD ctoyevel 6tn cvAioyn tov 16topik®v Tov acbevav pe ARPKD amd
TOAAEG YDPEG TOV KOGLOV (Kupimg otnv Evpdnn). [1dg o1 acbeveic Bepamevovtat orjuepa otnv
KkG0e ydpo kot woleg Oepameieg £de1&av To koAVTEPO, omoteAéouata; Oo OEAaue emiong va
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ocvALEEov e dedopéva Yo TIG EVOOYEVEIC dlaTapayEs, mov Ba cLVNYOPOVV VIEP NAIOTEPNS N
coPopdtePNC TOPELNG TNG VOGOV.

Emeidn n ARPKD egivon po omdvia vocog, kabe yrotpog epovtilel povo Atyovg acBeveic. T
10 AOY0 awTo BEAOVLE VO GVALEEOVLLE HEdoUEV Kot ad AAAL KEVTIPO KO XDPES OE EVOL KEVTIPIKO
untpdo. I'to avtd 10 AOYO TO PNTpdo Voot piletar, m.y. amd ) I'eppavikn [Towdovepporoyikn
Etapia (PNG).

Iovoi pmopovv va Aapovv pépog oty untpdo; Iag Oa yiver n eyypoaen coc;

Mobvo ot yatpoi pmopovv va voPdilovv ta oTotyeia cog oto untpmo g ARegPKD. Eosgig
de yperaleror va sioayete ototyeia. Xn pehétn ARegPKD umopei va coppetéyetl onoloodnmote
acBevic pe ARPKD. Qot660, 0 yatpdg oag Bo pmopel va €1odyel To dES0UEVA OTN LEAETN
uévo 6tov TApEL TNV EYKPLOT| GOG.

IIovor g propov va copumeptin@Oovy 6To PNTPMOO;

Aocbevelg pe KUOTIKA VOGLOTA TOV VEQEPOV d1opopeTikng artodoyiag and v ARPKD de
UTOPOVY VO GUUUETEYOVV.

Me mow tpoémo oeayerar m perétn ARegPKD? Ilowd otoyeio ocviréyovran; Iloweg
eketaoelg 0o Tpaypotomon0ovv;

Av €00 Kol 01 YOVEIG GOV GUUPMVEITE, O YIUTPOG UTOPEL VO EICAYEL TIC TANPOPOPIES 0Td TO
10TOPIKO GOV € o Baom dedoUEVMV.

To dvopa kot n dievbuven cog dev Ba amobnkevtodv o€ kol mepintmon. To dvoua cag Oa
avtiataotadel pe éva ID-kwdwo (n.y. Harry Potter -KoAwvia otnv Kolwvia — 01-13). Movo
0 ywTpds cag Ba pmopet va cuvdécel avto to ID pe ecdc. Kébe ypdvo o yratpds Ba giodyet
TANPOPOPIES Y10 TO TMOG EIOTE.

Minpogopicg yia T yprion Tov Proroyik@v dcrypdrav. Ilog 0o Anedovv to Broloykd
ociypata; Tv 0o coppei pe avta To dciypoata;

Kotd ™ Aqyn aipatog og o exiokeyn povtivag, Bo Anebei éva emmAéov delypa aipatog . To
M0G0 aipatog mov ypetdleTar Yo avtés Tig ovaivoels Oa givar 5-30 ml. @a Aappdvovton 2-10
ml aipotog pio eopd 1o ypdvo. Avti 1 dladikacio Oa eravarapfdaveTot dtav yivetol opoAnyio
Yl LOTPIKOVG AOYoVG 0TGN GAA®G. EmmAéov, Ba cvuiiéyetan deiypa ovpwv (10-15ml) otig
EMOKEWYELG POVTIVOC.

Y10, deiypato aipotog 0o Tpaypatonombobv avardoelg, Ty, avaAvon YevETIKoD LAIKOD. AVTO
B yiver amd Tovg cuvepydteg pag. Avto givar puéypt onpepa o kabnyntng Dr. B. Beck and to
[ovemompiaxo Nocokopeio g Koiwviag, [votitovto AvBpomivng I'evetkng, ['eppavia, Dr.
C. Bergmann, am6 10 Ivotitovto Buoemiomudv kol lotpikie Awyvootikig GmbH,
Epyoompio Ingelheim, Kévipo AvBpdmivng 'evetikng tov Ingelheim ot [eppavia kot o
kafnyntg Dr.K. Zerres, andé to Ilavemomuokd Nocokopeio tov Adodyev, Ivotitovto
AvOpdmivng levetikng TOV Aayev, o Teppavia.
Av AnoeBei kamowo Proyia, Oa BEXape va mepioviieyBel Eva pikpd KOppATL 0md T LAKO Broyiog
K01 VO, TO AoONKEHGOLLLE Y1 TEPOUTEPM OVUADGELG KO LEAAOVTIKT £PEVVA GYETIKT LE T VOGO.

H perém ARegPKD 0o mpoc@épet Tnv evkaipio lKPOGKOTIKNAG 0VIADGNG TOL OEIYUATOG TNG
Broyiag amd kamowov emothpovo, o omoiog €xel €Wdkég yvooelg yio v ARPKD. H
HUIKPOGKOTIKT OVAAVGT] TOL TOPACKELAGHLATOG deEdyetal amd Tov kabnyntiy Dr R. Buttner,
a6 to Ivotitovto [aboroyiog tov [avemomuiakod Nocokopeiov g Kolmviog.
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®élovpe va cuAAEEOLLE delypaTa aipatog Kot GAAa deiypota omd Tovg achevelg Log KoL va. o
amoOnkevoovpe ce po Aeyouevn «Protpanelo». Amd avtd To delypota, umopel my. vo
amopovmbei YEVETIKO VAKO, T0 omoio avticTorya 0o amofnkevrtel.

Epbdcov ocvppmvioete, ta deiypata o ypnoipomotohvial HOVO GTo TAAICLO EXIGTNHOVIKNG
€PELVAG Y10 KUGTIKG VOGTLLOITO TV VEQPDV.

Oa vrapovv emmréov eeTdoseig 1 eMoKEYELS Y10 1) perétn ARegPKD;

Oyt. O ywtpds cag Ba esdyet ta dedopéva cag 610 punTpmo. Agv Bo vrdpEovv emmiéov
eketdoelg N EMAAEOV EMOKEYELS OTO VOCOKOUEID TTEPO, Amd avTEG TOV Bal Yivoviay ovTmg M
dAAwc. Ag Ba TapBovv mopandve detypota aipatog.

Moot kivouvvoer vapyovy Yo Tovg cvppeTéyovieg 6t perétn ARegPKD;

H ARegPKD egivon pia perétn untpdov. ITAnpoeopieg mov 1on vedpyovv Ba cuAieytodv otnv
ARegPKD. Ag 0a &xete drapopetikn petayeipion. Kotd tn didpreia Aqyng detyldT®v aipotog
OTIC EMOKEWYELG POVTIVOG, TO OTOl0. O YLTPOC cag Ba Emaipve oVT®G N GAAMC, £va emMmTALOV
pikpo detypa Bo AapPavetot yro t perétn ARegPKD.

Tvképoog Oa £xete £6€ig 1 0 YIOTPO GOG OO TN GLUNETOYT;
Yndapyel kdmorwo ké6otog; Qa £xeTE KATOLX AVTOTOOOOT;

Agv vrdpyovv dueco oPEAN yio €0dc. Avvrtikd 6Aot ot acBevelc pe ARPKD pmopovv va
®EeANBobv omd To amoteléspota Tov Ba TpokOdYouy amd TN UEAETN TOL UNTp®OL. Ag Ba
VIAPYEL KOVEVA KOGTOG Y10, TOVG GUUUETEYOVTEG. Agv Oa £xeTe KavéVa €100 avTOTOd00T|S.

Ti 0a yiver pe Ta dedopéva pov;

‘O)a ta 6edopéva kot Ta euprpata Oo dtoyelpilovtal EUMIGTEVTIKA Kol KOvEVAS 0md epdg o€ Oa
piAnosl o avtd og Kavéva. Otav tedeimdoel 1 pedétn Ba ypdyovpe €va apBpo pe ta
OmOTEAEGLLOTO, UE TETOLO TPOTO OUWMS, DOTE KOVEVOS 0cBevi 1 ToLTOTNTO VoL Un UTopel va
aAvayVOPLoTEl, GUUTEPIAAUPAVOLEVOD Kal GGG,

Eivol vroypemTiké va coppetéyom ot perétn;

Oy H ovppetoyn ot perétn eivon eviehmg eberovtiky. Mrmopeite omoladnmote oTiypn Kot
yopic va pog meite 1o Adyo, Vo AmoymPTCETE, VO ATOCVPETE TN GLUUETOXN cag. Ag Ba vdpéet
Kaplo opyntikn ovvémeln av Békete vo amoywprioete. Ae Oa vmApEEL SlOPOPETIKY
avVTILETOTION. Oa fuoacTtay, BEPata, evTuyeic av cuppeTeiyate. Av £xete €0€Ig 1 Ol YOVEIG 60G
EPMTNCEIS GYETIKA UE TO. OEOOUEVO KOl TIC LETPNOELG OYETIKA U €0GG, UMOpEite TAVIQ Vo
EMKOWMVNGETE LLE TOVG EMION LA VTEVOVVOLS ETKOVMVING.

Moo Oa givar To GTopo oV OO EMKOIVOVEITE;

To npmdTo dTopo emkovmviag, yio Oéuata mov apopodv otn pHeAétn, gival o YaTpog Gag.

TOIIIKOZ IATPOX

"Ovopa

Kavikn-Ivetitovto
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TnAépwvo

IeprocodTepes epotosis;

Hopakariovpe va pun drotalete va emikotvovioete pall Log 6g TEPITTOOT TOV £YETE
TEPLOGOTEPESG EPWTIOELG.

Max Christoph Liebau, MD
Kathrin Burgmaier, MD

Klinik und Poliklinik fiir Kinder- und Jugendmedizin
Geb. 26, Uniklinik K6ln

Kerpener Str. 62

50937 Koln

Germany

max.liebau@uk-koeln.de
kathrin.burgmaier@uk-koeln.de

N kinderklinik-studiensekretariat@uk-koeln.de
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Yvykotddeon yio ™ perétn ARegPKD peta ané minpogoépnon yio worond 8-11 etav
Xoppetoyn oto unTp®o ARegPKD

Yvykotddeon

(6vopa acBevn)

[Mopaxord dwafdote mpocekTikd Tic akdAovBec mpotdoelc. Ildpte 660 ypdvo ypedleote Yo
va onogacicete. Xnuewwote pe «NAI» 11 «OXI». H wrpwkn cog ovipetdmon dev Oa
ennpeaotel omno mv amdpaon GOC.

"Exete dwofdoel Ohec T1g eEnNynoels yo vt Vv £pguva (1 60 TG d16face Kamolog GALOG)

0 Now 0 Oyt
Yag e€Nynoe KATO10G TIG AVUADGELG; o Now o Oyt
KotalaBaivere yio moto Bépa sivon ) épevva; 0 Now 0 Oyt
"Eyete potioet 6Aa 660 BEAETE VO pOTNOETE; o Now o Oyt
"Exete kataAdfel TANPpOG TI AmavTiGES TOV 00ONKAY GTO EPMTHATO GOG;

o Nowo Oy

"Eyete xotavonocel mog pnopeite vo anmocvpbeite amd ) pehétn omotadnmote oty BEAETE Ko
avto eivon evraet;

o Nowo Oy

SUUPOVEITE VO CULLETEYETE OTY LEAETN; o Now 0 Oyt

Epocov anavticate o€ 0molodnmote amd TG TOPOTAve epmTNoEls/dnidoels «OXI» 1 av d¢
0éAeTE VO GUUUETEYETE, TAPOKAAOVLLE VA, LNV VITOYPAYETE QTN TN EOpua!

AcBevg:

(tomobBesia) (Muepopnvia)
‘Ovopa Tov Y1TpoD TOV EKAVE TNV EVIUEPOOT:

, latpog:
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(tomobecia) (muepounvia)



