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AvakaAUYTE TNV KUOCTIiVwGoN

TI eival N KUOTIVWON;

H kuoTivwon eival pia e€aipeTikd ondvia, eEglicoduevn, did Biou,
NOAUCUGCTNUIKA AUTOCWHMIKA unoAeinduevn diatapaxr ye eninoAacud 1-2 dtoua
avd ekatoupuplo.?

Yndpxouv TPEIG KAIVIKDG aVAYVWPICHEVES HOPPEG KUOTIVWONG, avaloya Ue Thv
nAikia epdviong kai Tn Baputnta Tng veppondBeiag. H nio cuxvry kai Bapid
pop®n gival n vepponabrig KuoTivwon, N onoia agpopd 1o 95% Twv acBevwv.

H vepponabnrg kuoTivwon eu@avideTal wg anotéAecua PeTaAAdEewy oTo
yovidio CTNS, To onoio KwdIKoMNolei TOV AUCOCGWUIKO CUUPETAPOPEA KUOTIVNG-
npwToviwy, KuoTivooivn."** EAAeiel AeIToupyIKoU HETAPOPEQ, N KUGCTIVN
OUCOWPEUETAI KAl KOUGTAAAOMOIEITAI OTO ECWTEPIKO TOU AUCOCWHATOG.

H cucowpeuon kuoTivng odnyei oe cuvexr NpdkAnon BAGRNG og noAAd
6pyava e TNV Ndpodo Tou Xpovou.!
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H onuaocia TNC
EYKAIPNG OIAYVWONG

ASyw TnG onavidTnTag TNG
vepponaboug KUoTivwong, N
S1dyvwon ouxvd KabuoTepei.
MdAioTa, og oplcuévoug acBeveig
yiveTtal didyvwaon pévo apou
napouocidcouv TeAIkoU oTadiou
veEpPIKN vooo (ESRD).5

H didyvwon Tng vepponaboug
KUOTIivwong npénel va yiveTtal 600 To
duvaTdov vwpiTepa, eneidn n €ykaipn
évapén Tng Bepaneiag yeiwong Tng
KUOTIVNG €XEl onuUavTIKn enidpaon
oTn pakponpdéBeoun npdyvwon.

O1 Nep1ocdTEPEG And TIG KAIVIKEG
ekdnAwoeig TNG voéoou pnopouv va
npoAngBouv i} va kabuoTepricouv
ME KuoTEQivN.®

AvVakaAUYTE TV KUCTiVwon




AvakaAUYTE TNV KUOCTIiVwGoN

> UVENEIEC vepponaboug
KUOTIVWONC

H vepponabrig kuoTivwon eival n KUpia avayvwpiciyn aitia Tou veppikou
ouvdpdpou Fanconi ota naidid kai, edv dev AVTIUETWNIOTEL, odnNyei O VEPPIKN
avendpkela TeAIkoU oTadiou KATd Tnv NPwTn dekaeTia TG {whG KAl OE
eEwvePpIkEG emnAokéG kaB' dAn Tn didpkeia TG (wAg.

MpoTou kaTaoTei diaBoiun n Bgpaneia, Ta naidid ye vepponabry KucTivwon
avénTuooav NPoxXwpPnueévn veppikr avendpkela oTnv nAikia Twv 10 eTdOV
nepinou kal néBaivav Aiyo puetd edv dev unofdAAovTav o aiyokdBapon 1§
HeTAudoxeuon VE@POU. AKOUA Kal HETA TN UETAPAOOXEUGN, Ol MOAUCUCTNUIKEG
emnAokég ocuveéxidav va e€elicoovTal Kal, ouvnbwg, odnyouocav ce BdvaTo
oTa NPWTa Xxpdvia TG evhAikng {wng.

Neppiké cuvdpouo Auokolia oTnv
Fanconi YnoBupeocidiopog Kardnoon

6-12 pynvov

6-12 pynvov

Meiwpévn PaxiTida dwTopofia Xpoévia TUpAwon
avantu&n VEPPIKRA auPIBAncTPoEIdoug

avendpkelia

>riuepPq, n Bgpansia peiwong TNG KUCTIVNG €XEl HETATPEWEI
auTnAVv TNy, dAAote Bavatnedpa, acBéveia og pia
Oepanevoiun diatapaxr, ENITPENOVTAG O ATOUA UE
vepponabn kuoTivwon va {rioouv péxpl Ta 40 kai 50 Toug."®

To xpovodidypappa deixvel TNV NAIKia EKSHAWONG TWV ENINAOK®OV
oe aocBeveig nou dev Aaufavouv Bepancia peiwong TG KUOTIVNG

Zakxapwdng AvOpIKOG Muikn
d1afnTng unoyovadiouég arpopia

Q @ ©

12-40 TV

11-40 TV

® @

Mveupovikn Emdpdocig oto
ducAeiToupyia KEVTPIKO VEUPIKO
ouoTnua

MNpoocappoyrj ané Nesterova G & Gahl
WA. 2013' ka1 Gahl WA, et al. 20027



AvakaAUYTE TNV KUOCTIiVwGoN

AlEPEUVNON TWV MOWIUWV
OUUNTWUATWY TNG [TowIya cUPNTWUATA:! .
vepponaboUc KUoTIVWoNG 6 €wC 12 unvav

Ta veoyvd gival KAIVIK®OG ACUPNTWUATIKA dTav yevviouvTal e
@uocioloyiké Bdpog yévvnong Kal pUGIOAOYIKO Prikog, napdAo
Mou n cucowpPeUon KUOTivnNg Eekivd oTn unTea.®* Ta cupnTwuaTa
e&elicoovTal otadiakd katd Toug NPWTOUG PVESG TNG Cwhg.2

NoAudipiad* | .

ApuddTtwon®* I

KaBuoTtépnon
. avdantugng'*
(A)
TUvdpopo A
Fanconi"3* .
(B)
MoAuoupia®*
AnwAeia
NAEKPOAUTGV PaxiTida4
oTa oupad* (C)

Mukoloupia
Kal pUGCIOAOYIKA
. . . enineda yAukddng

oTOV 0pO3*

: . 5 , . . Apivo&uoupiad#
6 €w¢ 12 unvav 1 €w¢ 2 eTOV 3 éwg 4 eTOV



AvakaAUYTE TNV KUOCTIiVwGoN AvVakaAUYTE TV KUCTiVwon

(A) KaBuoTtépnon avantugng (B) Zuvdpopo Fanconi (C) PaxiTida
O1 acBeveig eppavidouv PUCIOAOYIKEG NAPAPETPOUG Wrikoug Kal Bdpoug KaTd To ouvdpopo Fanconi gival pia Au&nuévn anwAeia pwoeopikou
Tn vévvnon. Méxpi Tnv nAIKia Twv 6 €wg 12 unvav, To VYOG PYEINVETAl OTO TPITO ducoAelToupyia Tou gyyUg cwAnvapiou dAaTtog kal acBeoTiou oTa oupa,
€KATOOTNUOPIO Kal N nepaIiTépw avanTu&n neplopiletal o Aiyétepo and 1o 60% nou odnyei oe noAudiYia, noAuoupia, KaBwG Kal dlaTapaxég oTov
TOU (puUCIOAOYIKOU gUpouG.t apuddTwon, eyyug VEPPIKNA peTaBoAioud Tng Birapivng D
owAnvapiakr o&€won, anwAeia NEOKAAoUV UNOPWOPATAIYIKA
NAEKTPOAUTWV oTa oUpa Kal paxiTida os acBeveig pye KuoTivwon.*

68 kaBuoTtépnon avantuéng.*
66 / -7 . , , , o .
64 o o Aedopévou 4TI n KUoTivwon gival n nio KAvikég evdei&eig eival ol €A
62 ® ouviBng aitia yia To cuvdpopo Fanconi | 4
6(8) e P og auTrjv Tnv nAikia, Ba npénel ndvra PGIBOHO§IG )
gb_‘l va cupnepiAauBaveTal oTn S1aPopIKA * Metwniaia npongteia*
54 didyvwon.* * PaxiTiké koufoAdyio*
52 P * AlanAdTuvon YETAPUOCEWY OE
50_/ b , , , v
48 m—— & d\oug Toug acBeveiG e PEIPEVN QKTIVOYPAPIEG OKEAETOU
46 ”( avanTugn kal eveiEeig veppikoU

7 — ouvdpduou Fanconi®, Ba npénel va

A o ) [ TiBeTal N uNoWia TNG KUGTIVWONG.?

5— AIlYOTEPO CUXVEG QITIEG YIA TO

4 deuTepoyeVvEG ouvdpouo Fanconi gival

3 —4 peTa&u dAAAwv ol eERG:

12 YL!JOC (cm) * Noéoog Tou Dent*

Bdpog (kg) * YUvdpopo Lowe*

* KAnpovouikr ducavegia otn
174
MNpocappoyn and (.PpOUKTOZr]
Elmonem MA, et al. 2016.8 . rG)\GKTOZGIHI'G4

e Tupooivaiyia*

To ypdpnua avanapioTd To olvnBeg potiBo avdnTugng Twv acBevidv ue
kuoTivwon gdv dev Eekivrioel n xopriynon €181kA¢ Bepansiag kKaTd To npwTo
€710¢ {wng.8

O1 k6kKivol eikTeG unodnAwvouyv 1o poTifo avantuéng katd Tn yévvnon,
akoAouBouUpevo and peiwpévn TaxuTnTa avdantuéng Hetd and €& uriveg.t

O1 npdoiveg Kal ol MNAe ypaupég avanapiotolv 1o 30 kal To 970
€KATOOTNUOPIO Yia To UYPog Kal To Bdpog, avTioToixa.®




AvakaAUYTE TNV KUOCTIiVwGoN

[TowIua cupNTWUATA:

T ewc 2 eTwv

|

Zuoowpeuon
KPUOTAAAWV KUGTIVNG
TOU KEPATOEISOUG®

ZUooWPEUCN KPUOTAAAWV
KUOTIVNG TOU KEPATOEISOUG

O1 KpUOTAAAOI KUOTIVNG TOU
KepaToeldoug anoucidlouv KaTd
Tn y€vvnon Kdl, YEVIKWG, Ynopouv
va napaTtnenBouv and évav
guneipo opBaAiuiaTpo pe e€€taon
ox1opoeIdoug Auxviag, EEKIVAVTag
oTnv nAikia Tou 1 €toug.®

O1 kpUoTaAAol kepaToeldoug eival
ndvTta napdévTeg HETA TNV NAIKIa
TV 16 pnvov.’?

[TowIua cuuNTWUATA:!

3 ewc 4 eTwV

dwTopofia*

dwtopofia

O1 kpUoTaAAOI KUCTIVNG TOU
KePATOEISOUG NPOKAAoUV
avTavakAdoEeIg PWTOG Kal odnyouv
oe pwTo@ofia ye onuavTikyg BAAGRN
oTnv nAikia Twv 3-4 €TV éTav dev
napéxetal Oepaneia.®

AvVakaAUYTE TV KUCTiVwon




AvakaAUYTE TNV KUOCTIiVwGoN

AIOYVWOTIKEC EEETACEIC

E&stdoeig yia Tnv unofordnon Tn¢ didyvwong KUoTivewong

loTopiké acOevn kal KAIVIKG ocupntdpara

* MoAuoupia, noAudiyia, EueTog, SUcKoIAIOTNTA®
* PaxiTida®

* [0 avoIXTOXPWHUO SEPUA KAl XPWPA HAAAI®Y
(kAaoo1KS aAAd Ox1 kaBoAikd elpnua)d

Mopiakég €Aeyxog Tou yovidiou CTNS 9
(yovidio Tng KuoTiveong)

* AnokaAuntel To 95% Twv yeTaAAd&ewv nou ‘6
npokalouv Tn voco?

E&€taon oxicpos1doug Auxviag

r 1
* O1 KpUOTAAAOI KUCTIVNG TOU KepaToeldoug eival
@ ouvriBwg opaTtoi oe pia e€€Tacn oxiopogIdoug
L N Auxviag Kal evOEXETAI va €ival TO APXIKO KPITHPIO

di1dyvwong yia acBeveic pye dYiun évapén?

Aidupn paocpaTtopeTpia padag

* MéBodog NoooTIkoU Npoodiopicuou TNG
KUOTIVNG TWV AEUKOKUTTAPwV"3

* H nio euaicObntn Kal eup€wg xpnoipgonoloUuevn?

* Meiwpévn avdantu&n kail kabucTtépnon Tng avanTtugng®

MoooTIk6G NPocdI0PIGHOG TG KUCTIVNG TwV

AEUKOKUTTAP WV

° «Xpuodg kavoévag» — euaicOnTog Kal akpiBng’

* Ta gnineda KuoTivng pnopoulv va petpnBoulv os éva
MIKTO napackeUacpa WBC (AeukokuTTdpwv) 1} o€
SlaxwpIopéva KOKKIOKUTTapa (noAupopgonupnva
KUTTapa™)?

* O1 yébodol NnpoacdiopiopoU TNG KUCTIVNG Kal Ol TIMEG
S1axwWPIoTIKOU opiou NoIKiAAOUV HETAEU KUTTAPIKOV
TUnWv"°

* Ol TexVIkEG unopei va nepiAaufdvouv
uypoxpwpaToypagpia uPnirig anédoong,
(paocpaToueTpia ualag Kal NocoTIKO NPOcdIoPIoUd
npwTeividv 0€oeuong TNG KUOTivng”3

EpyaoTnpilakég e&erdocig

* Bloxnuikég evdei&eig nou pnopei va unodnAwvouv
KuoTivwon nepiAapBdvouv anwAeia NAEKTPOAUTWY,
METAANK®V OTOIXEIWY, YAUKOZNG, apIvOEEwY, NPWTEIVOV
XxapnAou poplakou Bdpoug kal coBapr o&€waon,
au&nuévn aAkaAikp pwopatdon opou, unacPBeoTialyia, ¢
unopwo@artaiyia, unokaAiaipia®"

AAAeg S1adIKACIEG

* H aneikdvion pnopei va BonBricel oTnv eKTiunon
€NINAOK®V Nou oxeTifovTal Je TNV KUOTivwon?®
* H npoyevvnTikr di1dyvwon ynopei va npayuartonoinBei

a&iéniota o dsiypata DNA nou €xouv anopyovwOsei
and xoplakéG AAXVEG | KUTTApA apviakou uypou’

DNA = deco&upiBolovoukAeiviké o&U, WBC = AeukokuTTapa.



AvakaAUYTE TNV KUOCTIiVwGoN

> TOXO0!I Bepaneiag

H 81a Biou, and Tou ctéuaTog Bepaneia pYeiwong TG KUCTIVNG anoTeAsi

ThV aywyn emAoyng yia dAoug Toug acBeveiq ye vepponadr kuoTivwon.' H
Bepaneia npénel va Eekivd éco 1o duvaTtdv vwpitepa PeTd Tn SiIdyvwon Kal va
ouvexileTal kaB' oAn Tn didpkeia {wnG.58

O oT1dxog Tng Bepansiag yeiwong TNG KUCTIVNG ival n diatripnon evog
eninédou kuoTivng Twv WBC <1 nmol nuikuoTivng/mg npwreivng.?*

Edv n Tipnon ival ouvenng, n Bgpaneia pyeiwong TNG KUOTIVNG:

C,
L
N2

EmTuyxdvel yeiwon TNG KUOTIVNG TV AEUKOKUTTAPWY £wG
95% 95% Kkal peidvel Ta enNiNeda KUOTIVNG OTOUG PUG, OTO ANAp
Kal o€ AAAOUG NAPEYXUNATIKOUG 10TOUG €wG 95%1%13

KaBuoTtepei Tnv e€acBévion Tng vePpIikig AsiToupyiag
Kal Tnv ekdAAwon veppondbeiag TeAikol oTadiou™

Bon6d otnv npdAnyn Tou unoBupeosidicuoy, Tou
S1aBATN, TWV VEUPOUUIKWY dIAaTAPAX®V KAl TNG
NVeUUOVIKNAG SUCAEIToupyiag, Kal dlaTnpei TNV
naidiky avanTtugner

BeATiovel Tnv enifiwon'™

H €ykaipn évap&n kal cuppépPpwon eival {WTIKAG onuaociag yia Thv

kaBuoTépnon | TNV NPSANYN VEPPIK®OV Kal EEWVEPPIKMDV ENINAOK®DV.>'®

WBC = AeUKOKUTTAPO

H onuaoia TG
OIEMIOTNUOVIKNG .

NOOCEYYIONG .

H petdfaon tTwv acBevwv and Tnv naidiaTpikn nepibaiyn o napdxoug
(uyeiag) anaitei 1I81QiTEPN NPpocoxr], WoTe va avTiyeTwnilovtal OAeg ol
npokAroeig nou napoucidlouv ol eviAIKeG acBeveig ye KuoTivwon.S

JUVICTATAI N CUPPETOXN KAIVIK®OV 1aTP®V N€PAv Tou NaidiaTpikoU VEPPOAJYOouU.
H kaBuoTépnon Tng epnPeiag ival cuxvh, av kal dev ennpeddel dAoug

TOUG acBeveic Ue KUOTIVWON. ZUVEN®G, CUVIOTATAl CUVEXAG ppovTida and
evOOKPIVOAdyo.?

Ne@poAdyol

e

S
@’2‘\6{)

Ev3okpivoAdyol

OO
o

Ka®' 6An Tn
didpkeia TnG Jwng
Tou acBevoug,
Oa anaitouvTtal

SIAPOPETIKEG
ONAdEG EISIKWV Kal
ouviOwg Oa
c nepiAapfdvouv:” @/ZC\\Q

VN

®DuoikoOepaneuTég NeupoAéyoi
FacTpevrepoAdyol O@BaApiarpol



AvakaAUYITE TNV KUCTIiVwGoN

https://www.cystinosis-cdsp.com/en/
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