KDIGO 2021. Odnyieg diaxeipiong Tov ZneipapaTtik®v Nadnoswv ornv KAivikn Npa&n.

EoTiaky TunpaTtikn ZneipapatookAnpuvon (ETZZ, Focal Segmental Glomerulosclerosis, FSGS)

TOV eVNAIK®V.

NiaBépn Napaokeun 1, MouoTakag Meqpyiog 2
1: EmpeAnTpia B, NeppoAoyikd Turua MNA «I. TevvnuaTacs.

2: NieuBuvtng, NeppoAoyikd Tunua MNA «I. FevvnuaTacs.

Kepalaio 1

1. Aiayvoon
1.1 Aiaopikn didyvwon HeTa&l npmTonadouc kai dsuTteponadolc ETZE

MpaxTikn odnyia 1.1.1: € evijAikeg He ETZZ nou dev napoucialdouv Ve@ppwoiko ocuvdpopo (NZ) 6a
npénel va yiverail digpevivnon yia dsuteponabdn aitia (Eikova 1, Eikova 2).

AoBeveig pe aAAowoeig ETEX
oTn VeQpIkA Blowia

TTOUCIO VEQPWOIKOU OUVOPOHOU

1.Negppwoikou eupoug Asukwuaroupia >3,5g/nuépa ,
aAAd AeukwpaTivn TTAdopatog >30g/l

MNMapoucia veppwoikoU ouvdpoou
AeukwpaTtoupia >3,5gr/24wpo

KAI
Aeukwparivn TAdopatog < 309/l pe n
XWPic 0idnua 2.\eukwpartoupia <3,59/24wpo e A xwpig

UTTOAEUKWUATIVAIUIQ
UKW

EIdIka o€ Trapouaia d1axutng eEaAEIYnGg
TWV TTOJOEIDWV TTPOCEKBOALIV

oEAEyETE yia UTTOPEN UTTOKEIKEVOU QITiou,
atrokAeioTe deutepoTraBeic Hoppég ETIY

oEEETAOTE TO EVOEXOUEVO YEVETIKOU EAEYXOU
(0TTOU EiVaI ATTOPAITATO) VIO TOV ATTOKAEIOUO
VEVETIKWYV Hopowy (Eikova 3)*
oMnv EeKIVAOETE AVOOOKATAOTOAN
oY TTO0TNPIKTIKA BepaTeia

ellapakoAouBeioTe TN AeUKkWUOTOUPIO KAl TN
AgukwpaTivn TOU 0poU )

Moavn pwrotradng
ETZZ

eOeparreia pe

aVOOOKOTAOTOAR

e3¢ Un aviaTokpion,
€EETAOTE TO EVOEXOUEVO
VEVETIKOU EAEYXOU

THOEIVWOTN TNG
Agukwparoupiag Kai

eAaTTWON TNG
ALUKWLATIVNG TOU 0poU

Eikova 1. Afiohoynon aoBevolc e eikdva ETZE otn Biowia ve@pol kal kapia EvOeiEn AAANG OneIpapaTikng

nabohoyiac.



HIV (emiBeBaimpéva)
e CMV (mbBava)

o [lapPoiog B19, EBV, HCV, (evdexoueva )

e  AINOQAYOKUTTAPIKO GUVOPOWO (evOeXOUEVQ)
e SARS-COV-2 (e APOL1 yovoTuno KivoUvou)

e Aucoa OpwvTa avTika Gpappaka
e Avaaoroheic mTOR, CNIs

e AvBpakukAiveg

e Hpwivn (voBeupévn)

e AiBio

o Ivtppepdvn

e  AvaPoAIkd oTEPOEIDN

MZA®

KuoTeooupntnpikr naAivopounon
e Nepikr) ducnAacia

e OAlyopeyaveppovia

e ApENAVOKUTTAPIKN VOOOG

o >xemi{OMEVN KE TNV nAIkia ETZX

e ZneipauaTonabeia oxeTICOPEVN e Nnaxuoapkia

o [lpwTonaBeic oneIpaPATIKEG VOToI

e  JUCTNUATIKEG VOOOI NY gakxapwong diapnTng,
UMEPTACTIKN VEQPOTKANPUVON

Eikova 2. Aitia deuteponadoug ETZZ. APOL1: anohinonpwrteivn L1, CMV: kuttapopeyahoiog, CNI:
avaoToAéac kaAoiveupivng, EBV: 10¢ Epstein-Barr, HCV: 10¢ nnatimdag C, HIV: 10¢ avBpwmnivng
avoooavenapkeliac: mTOR: BnAacTikOG OTOXOC TNG panapukivng. MZA®: pn oTepoeidr] avTipAEyHovadn,

SARS-CoV-2: coBapo 0&U avanveuaTIKO oUVOPOUO-KOPWVOIOG 2.



1.2 l'eveTIKOG EAEYXOG
MpaxTikn odnyia 1.2.1:0 yeVveTIKOG EAEYXOG HNOPEI va gival eENWPEANG O ENIAEYHEVOUG ACOEVEIG

He ETZZ o1 onoiol NpEnel va NApanéUnovTdl o eEEISIKEUPNEVA KEVTPA HE TRV avaAloyn €pneipia
(Eixova 3).

FeVETIKEG HETAAAGEEIG TOV NPWOTEIVAOV TWV | OIKOYEVEITKT)

NoSOKUTTAPWV Kal TG ONEIPAPATIKAG >nopadikr

Bacikng pEPBpavng SUVOPOUIKN

e YNApyouv IoXUpEG eVOEIEEIG oIkoyevelakoU 10TopIkoU Kal/f KAIVIKEG eVOEIEEIG yia oUVOPOHO

e  SUpBAMouv aTn diayvwaon, €I0IKA OE NEPINTWOEIG MOU N KAIVIKN £1kova Ogv €ival XapakTnpIoTIK)
VOOOU € EIDIKO PpalvoTUMo

e [epiopilouv TNV €KBECN GE AVOCOKATAGTAATIKI Aywyr|, KUPIWE OE NEPINTWAOEIC MOU gival niBava
avOeKkTIKEC OTn Bepaneia

o [Ipoodiopilouv ToV KivOUVO UNOTPOMNC META and YETAUOOXEUON VEQPPOU

e  Enimpénouv Tnv ekTipnon Tou KiviUvou o€ {wVTeC dOTEC VEPPIKOU JOOXEUUATOC 1} OTAV UNAPXEI
Ioxupr unowia yiayovidiakec napalayec uwniou kivdUvou Tng APOL1

e SUpBAMouv aTn dIAyvwon KaTa TOV MNPOYEVVNTIKO EAEYXO

Eikova 3. XpnoIJoTnTa Tou YEVETIKOU EAEYXOU OE aoBeveic pe ETZS.

2. Oepaneia

2.1 Aiaxeipion ETZ2Z-Ad1gukpivioTng AiTioAoyiag (ETZ2Z-AA, FSGS-UC) kal dsuteponaBoug ETZZ

MpaxTikn odnyia 2.1.1: Asv NpENEl va XOPNYEITAI AVOCOKATACTAATIKI aywyr O€ EVIAIKEG ACOEVEIG
He ETZZ adieukpivioTng aimioloyiag (ETZZ-AA), i He deuTeponadn ETZZ.

2.2 Apxikn Ogpaneia TnG npwTonadoug ETZZ

Z0oTaon 2.2.1: ZUCTIVETAI N XOPRYNOoN ano Tou oTOHATOG UWNARNG 300NG YAUKOKOPTIKOEIS®MV WG
npwTNG YPAUHNAG AVOOOKATACOTAATIKR Oepaneia yia Tnv npwtonabn ETZZ (1D).

MpakTikn odnyia 2.2.1: To npoTeivVOHEVO J0COAOYIKO OXNAHA Yyia TRV apxikn Otpancia pe
YAUKOKOPTIKOEISN TNG NnpwTonadoug ETZZ avaypd@eTral oTnv £iIkova 4.




MpaxkTik odnyia 2.2.2: O1 apxIkéG UWNAEG BOOEIC TWV YAUKOKOPTIKOEIdWV Oa npénsl va
ouveyifovTal £wWG 0TOU EMITEUXOEI NANPNG UPECN ) VA YIVETAI AVEKTO ANO TOUG ACOEVEIG, £0G TIG

16 eBdopadec (PEyioTn diGpkela), onolo ano Ta dUo oupBEi vwpiTeEpa.

MpaxkTikn odnyia 2.2.3: EvAAIkeG pe npwtonabn ETZZ nou avranokpivovral oTrn Oepancia HE

YAUKOKOPTIKOEIOK 0a npénel va AdpuBavouv YAUKOKOPTIKOEIOH yia = 6 PRVEG.

MpaxTikn odnyia 2.2.4: Z€ evAAIKEG HE OXETIKEG avTevOEIEEIG ) duoavegia oTa YAUKOKOPTIKOEIDN,
Hnopei va xpnoigonoinBei evaAAakTika avoookaTtaoToAn pe CNI wg apyikr Ospansgia o€ aoOevEiq
He npwTonadn ETZZ (Eikova 5).



Osgpangia Aocoloyia kal diIapkeia
Aodon évaping:
e Oepancia uynAwv OOCEWV YAUKOKOPTIKOEIDWV, HE MPedvI(OVN O nUEPNOIa
epana& doon 1 mg/kg (péyioto 80 mg) r ava 48 wpeg os doon 2 mg/kg
(péyioTo 120 mg)

Aidpkeia Ospaneiag pe YAUKOKOPTIKOEIDN o€ au§nuévn d0on:

e  Juvéxion Tng Bepaneia e YAUKOKOPTIKOEIDN O uywnAr doan yia TouhaxioTov 4
£BOONAdEG Kal €wG OTOU emTeEUXBel MANPNG Ugeon n €w¢ 16 €BOONADEG TO
HEyIoTO, Gnoio ano Ta dUo oulBel vapiTepa

e O1 aoBeveic nou eival mBavov va avranokpiBolv, Ba €€UPavioouv KAMoliou
Babuou peiwon TNG AeukwpaToupiag mpiv anod T 16 £BdopAdEG TNG Bepaneiag
HE UWNAEG BOOEIG

e Aev €ival anapaitnTo va enIEIVETE OTIG UWNAEG DOTEIG YAUKOKOPTIKOEISWY HEXP!
TIG 16 €BOOUAdEC, €AV N AeUKWUATOUPIA EMIPEVEl KAl OV UMOXWPEI, €10IKA OF
aoBeveic nou napouaialouv aveniBUPNTEG EVEPYEIEG

Meiwon TV YAUKOKOPTIKOEISWV:

e Eav n nMpng Ugeon emiteuxBei oUvTopa, ouvexioTe Tn Oepancia  pe
YAUKOKOPTIKOEID, 0 uwnAn 000N yia 2 €BOOUAGdEC N WETA TNV €EAAEIYN TNC
AeukwpaToupiag, onolo anod Ta duo eival peyaAuTepng didpkelag Meiwon Tng
npedvilovng KaTa 5 mg kabe 1-2 €BOOUADEC Yia va GUUNANPWOE HIa OUVOAIKN
didpkela Bepaneiac 6 Pnvmv

e Eav emiTeuxBei pepikny  Ugeon evrtog 8-12  €BdopAdwV  aywyng  HE
YAUKOKOPTIKOEID] O UWnAr 000N, OuvexioTe £w¢ TIC 16 €BOOMAdEC yia va
€€akpIBwOei €av pnopei va ouuBel MEPAITEPW MEIWON TNG ASUKWEATOUPIAG Kal
nAnpng U@eon. STn CUVEXEID, MEIWOTE T 800N TNG NPedviCOvng KaTa 5 mg Kabs
1-2 €Bdopadeg yia va cupnAnpwBei pia guvoAikn Sidpkeia Bepaneiag 6 Pnvwv

e Eav o aoBevrg anodeixBei avBekTIKOG OTA KOPTIKOEION N avanTU&El GnuavTikn
TOEIKOTNTA, Ta YAUKOKOPTIKOEION 6a MnpEnel va HEIOVOVTal TaXEwG 000 Eival
avekTd Kkal va e€feTaotei TO evOexOWevo Oepangiac Pe  eVAAAAKTIKN
avoooKaTaoTAATIKN aywyr, 0nw¢ avacToAéa TnG kaAaiveupivng (CNI)

Aodon évaping:

e KukAoonopivn 3-5 mg/kg/nuépa oe 2 dinpnuéveg doaelg 'H Takpohipoug 0,05-
0,1 mg/kg/nuEpa o€ 2 dINPNHEVEG DOTEIG

e Ta BepaneuTika enineda-oToxog (trough) Ba pnopolaoav va xpnaoiponoindouv yia
TNV €AaIoTonoinan TNG VEQPOTOEIKOTNTAG

e  OepaneuTikdg oTOXOC (trough) yia Tnv kukAoomopivn: 100-175 ng/ml (83-146
nmol/I)

e  OgpAnEUTIKOG GTOXOG (trough) yia To TakpdMipoug: 5-10 ng/ml (6-12 nmol/l)

Aidpkeia Ogpaneiag yia Tov npoodIopICHO TNG ANOTEAECHATIKOTNTAG TOU CNI:
e H kukhoaropivn 1 To TakpOAIMoug Ba mpenel va ouvexilovral os OOOEIC Mou
EMITUYXAVOUV €Mineda-oToxo Yia TouhaxioTov 4-6 WNVeG, mpiv BwpnOei OTI 0
aoBevnc eival avBekTIKOG oTn Bepaneia pe CNI

ZuvoAikn diapkeia Ogpaneiag CNI:

e 3t aoBeveig pe pepikn ) nAnpn U@Eon n KukAoomopivn fj To TakpoAidoug Ba
npénel va ouvexilovral oc OOCEIC &VTOG TWV OEPANEUTIKWY OTOXWV Yid
TOUAAYIOTOV 12 PNVEG, yia TNV EAAXIOTONOINGN TWV UNOTPOMN®V

e H d6on TnG KUKAOOMOPIVNG I TOU TaKPOMIOUG UMOpEi va Welwdel apya oe éva
d1GoTNUa 6-12 pnvav, 600 YIVETAl AVEKTO

Eikova 4. Apxiknl 0gpansgia TnG npwronabolg ETZZ. O1 CNIs yopnyoUvTal ouviiBwg dU0 (QOPEC TNV
NUEPA, Ynopei OJwe va xopnynBoUv kal anag, avaloya Je Tn pappakokIvVNTIKN KOs okeudopaToc. Ta enineda
Twv CNIs gTo qipa dev napéxouv NANPOQOPIEC yia Tn aTadun Touc evdokuTTdapia. O1I BEpAneUTIKOI GTOXO!I TWV
CNIs npoépyovral and Tnv euneipia Tng MeTtapooyeuons. H opada epyaciac KDIGO avagépel OTI ol
BepaneuTikoi OTOXO! Yia TIC ONEIPAMATIKEC nabnoeic Oev eival yvwoToi. O nePICTOTEPOI KAIVIKOI 1aTPOI

eAéyxouv Ta enineda yia va enIBERaAI®OOUV TN CUUKOPPWON Kal va anopUyouv Tnv ToEIKOTNTa Twv CNIs. Eni
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ToU Mapovtog n mio AOYIKN TakTIKA €ival n Tirhonoinon Tng doong Twv CNIseEaTopikeEuPEva, WOTE va
ENITUYXAVETAl TO €MNIBUUNTO AMNOTEAECUA OTN AEUKWHATOUPIA OUVEKTIHWVTAG TNV XopnyoUpevn d00on HE TNV
KpeaTivivn Tou opou. H ddon peiwveTal av ouveyiel n KpeaTivivn Tou opoU va au&averal oTadiakd Xwpic va
oTaBeponoleiTal ) av auaveral neploooTepo ano 30% Tng Baciknc TG TIUNG. ‘OTav n kpeaTivivn Tou opoU dev
MEIQVETAI YETA TN Peiwan Tng doong npénel va diakonTovTal ol CNIs. Trough: Ta enineda CNInou petpiolvTal

npo TNG ANWNG Tou pAppAkou kal 12 wpeg JETA TNV nponyoUpevn Afyn.

3. EIBIKEG KATAOTACEIG

3.1 NpwTonabng ETZZ avOeKTIKI OTA OTEPOEIBN

Z0otaon 3.1.1: Na evilikeg pe npwtonabrn ETZZ avOeKTIKA OTA OTEPOEISH, OUCTHVETAI N
XOPNynon TnG KukAoonopivng | Tou TaKPOAIHOUG yia = 6 pRveG paAlov, avTi va ouveyileTal n
Oepansia Pe Ta YAUKOKOPTIKOEION WG HovoBepaneia | va pn xopnyeital kagia Ogpaneia (1C).

3.2 AoOOAOYIKO OXNHA YIa KUKAOONIOPIVN KAl TAKPOAIHOUG

MpaxkTikl odnyia 3.2.1: Oepancia TNG npwTonaboU¢ ETZZ avOekTIKG OTA OTEPOEIBN:

MpoTeIvOpEVO 30C00AOYIKO OXNHA Yia TNV KukKAoonopivn kai To TakpoAipgoug (Eikdva 5).



Ogpancia Aoogoloyia kai diapkeia

Apxikn doon

KukAoonopivn 3-5 mg/kg/nuépa oe 2 diaipoUpeveg 06aelg 'H TakpoAipoug 0,05-0,1
mg/kg/nuépa og 2 diaipoUpeveg SOOEIC

O OepaneuTikoG oTOXoG (trough) pnopei va eAéyxetar yia va HEIOVETAl N
VEQPOTOEIKOTNTA

©epaneuTIKOG 0TOXOC (trough) yia Tnv kukAoonopivn 100-175 ng/ml (83-146 nmol/I)
©€epaneuTIKOG 0TOXOC (trough) yia ToTakpoAipoug 5-10 ng/ml (6-12 nmol/l)

Aiapkela Ogpaneiag yia va ekTIHN0Ei n dpacTikOTNTA TNG Ogpansiag

H kukAoomopivn 1} TO TAKPOAIMOUG MPEMEl va Ouvexiletal o dOON &vroC TwWV
BEPANEUTIKOV OTOXWV TOUAAXIOTOV Yyia 6 URVeG, npoToU BewpnOBei 0TI 0 agbevr|g ival
avBekTIkOG oTn Bepaneia pe CNI

ZuvoAikn diapkeia Bepaneiag pe CNI

2e aobeveic pe pepikn ) nARpn UQECN, n Xopriynon Tng KUkAoomopivng f Tou
TakpOMOUG MpENel va ouvexileTal oc 0oooAoyia €vTOC OepaneUTIKWY OTOXWV
(trough) yia TouAdxioTov 12 WNVEC MPOKEIMEVOU VA MEIWBEl O KiVOUVOC TwV
UNoTPONMV

H 800N TnG KUKAOoMopivnG N Tou TakPOANILOUG UMNOopEi va PeIwveTal oTadiaka eviog 6-
12 ynvav 000 gival avekTo

E€eTaoTe TO £VOEXOMEVO DIAKOMNG TNG KUKAOGNOPIVNG ] TOU TaKPOAIHoUG €av o eGFR
ouveyilel va peiwveral oe<30ml/min/1,73m?2

'EAEIPN NOIOTIKWV EVOEIEEWV YIa AANEC EIDIKEG EVAANAKTIKEC BEpanEieg

E€eTdoTE TO £VOEXOMEVO XOpPNYNonGMMF, peyahwv dooswv de€apedalovng, Rituximab
kar ACTH

H Oepancia npénel va eEatopikeUeTal kal €&apraral and Tn JlABECINOTNTA TwWV
(apuakwv Kal and Ta o@EAn and TNV nepaitépw Oepancia ot OXEOn HE TOUC
KIvOUVOUC ano TIC aveniBUPNTEG EVEPYEIEC TNG AVOTOKATACTOANG

O1 aobeveig npEnel va napanépnovTal o€ eEEIBIKEUUEVA KEVTPA ME €I0IKN EMNEIpia
OMOU MPENEI VA EKTIHWVTAI YIa TNV eVOEDEIYUEVN XOPNYNON €VAAAAKTIKNG aywyng N
yia dlakonn TN NEPAITEPW AVOTOKATAGTOANG

Eikova 5. Ogpaneia TG avOeKTIKAG 0Ta YAUKOKOPTIKOEISN npwtonadoug ETZZ. O1 CNIs xopnyouvTal

ouvnBwe dUo POPEC TNV NUEPA, MNOpPel OJWG va XopnynBouv kal anag, avahoya Pe TN QApUakoKIVATIKN KAds

okeuaopaTog. Ta enineda Twv CNIs aTo aipa dev Napeéxouv NANPOPOPIES yia Tn oTaBun Toug evdokuTTapia. Ol

BepaneuTikoi aToxol Twv CNIS npoépxovTal anod Tnv euneipia Tng Metapdoxeuonc. H opada epyaciac KDIGO

avageépel 0TI ol BEpAnEUTIKOI GTOXOI YIa TIC OMNEIPAUATIKEC Nabrosic dev gival yvwaToi. O1 NEPIGEOTEPOI KAIVIKOI

IaTPoi €AéyXouv Ta enineda yia va €niBERAIOOUV T CUMHMOPPWON Kal va ano®uUyouv TNV TOEKOTNTA TwV

CNIs. Eni ToU napovToc n mio Aoyikn TakTIKA €ival n TirAonoinan tng d0ang Twv CNIs eEaTopikeuPEva, WOTE

va eNITUYXAveTal To ENIBUUNTO AMNOTEAECNA OTN AEUKWHATOUPIA GUVEKTIMWVTAG TNV XopnyoUpevn doan We TNV

KpeaTivivn Tou opou. H ddon peiwveTal av ouveyiel n KpeaTivivn Tou opoU va au&averal otadiakd Xwpic va




oTabeponolsital | av augaveral nepiocoTepo anod 30% Tng Bacikng TG TIMAC. ‘OTav n KpeaTivivn Tou opoU dev
MEIQVETAI JETA TN Heiwon Tng 0dong npénel va diakonTovTtal ol CNIs. Trough: Ta enineda CNI nou peTpiolvTal

npo TNG ANWNG Tou (pAappdakou kai 12 wpeg JETA TNV nponyoUpevn Afyn.

3.3 Aiapkeia Ogpaneiag pe CNI

MpaxkTik odnyia 3.3.1: O1 evAAIkeG HE npwrTonadn ETZIZ avOeKTIK) OTA OTEPOEIdN MNouU
avranokpivovral oTn 6epaneia pe CNI 6a npénel va Aappavouv CNI yia TouAdyioTov 12 HRveG

NPOKEIPNEVOU va eAayxioTonoinOsi o kivduvog Tov unotponav (Eikova 4).

3.4 AcOeveic pe avlekTikOTNTA N duocave§ia oToug CNIs

MpaxTikn odnyia 3.4.1: O1 evijAIKeEG HE avOekTIKA NpwTonadrn ETZZ oTa oTEPOELISH Kal avTioTaon i
duaoaveia oToug CNIs Oa npénel va napanéunovral o€ eEEISIKEVPEVA KEVTPA YIA va EEETACTEI TO
evOEXOHEVO ENavaAnyng TnG VEPPIKNAG Biowiag, evaAAakTIKNG Ospaneiag fj) CUPHETOXAG OE KAIVIKE
dokipn (Eikova 5).

Alaxeipion TOV unoTpon®v

MpaxTik odnyia 3.5.1: O1 eVAIKEG HE 1I0TOPIKO NpwTONadoug ETZZ guaiobnTng oTta oTEPOEISK)
nou gu@avi(ouv unoTponr HNOPEi va AVTIHETWNIOTOUV ME TOv idlo TPONO HE EKEivn TNG
unotponialoucag vooou eAaxioTwv aAloiwoswv (NEA, Minimal Change Disease, MCD) Twv

€VNAikoVv.

STO €NOWPEVO KEPAAAIO avaypa@ovTal Td Napanave HE NePIoCOTEPEC AENTOUEPEIEC



Kepalaio 2
EoTiakn TunuaTtikn ZneipapatookAnpuvon (ETZZ) evnAikov

S€ auTO TO KEPAAAIO NpoTeivovTal BEpaneUTIKA OXNKUATA YIa eVAAIKEC MOU Napoucialouv AeukwpaToupia Kai

IOTOAOYIKEG BAABEC XAPAKTNPICTIKEC TNG ECTIAKNG TUNUATIKAG onelpapatookAnpuveonc (ET=2).

Opiopoi

H ovopaToloyia nou avagéperal otnv Tagivounon tng ETES xapaktnpiletal and acdageleg Kai dnUIoUpyeEi
olyxuan, ev pépel e€aiTiag Tou yeyovoTog OTI €va IoTonafoAoyoavaTopiko npoTuno BAARNC £xel Bewpnbei wg
pia EexwpioTn voooc. Opoiwg, n napadoadiakn Tagivounon TG ETZS dev avTikaTonTpiel TIC NPAKTIKEC Nou
aQopouv aTnV KAIVIKN €IKOVa Kal TIG dIayVWOTIKEG Kal BEpAneUTIKEG NPOOEeyyioeC o aoBeveig Je BAGReg ETZZ
otn PBloywia veppoU. Enopévwg, n Opdada Epyaciac npoteive al\ayec oTtnv ovogatohoyia Tng ETEX
NPOKEIPEVOU va BEATIWCEI TNV XpNOILOTNTA TNG OTNV KAIVIKY NPAgn Kal va NApeXel oapnvela OXETIKA YE TNV
unokeipevn naBoguaioloyia. H €ikova 1 napéxel Wi €NOKONNGN TNG NPOTEIVOUEVNG Tagivounong Tng ETZX

Kal n €ikova 2 napabértel Ta deuteponadn) aitia Twv aAoIWoEWY aTn Blowia veppou.

AMoiwwoeig ETZZ aT1o oTITIKO

MIKPOOKOTTIO

Npwrotradng ETZY Feverih A’surzpomxeﬁg ETZ: ETEE adieukpivioTng
.gE"g\ZZ JE 6|¢¢Xugn . popen ETEZ eloyevig aitiohoyiag (ETZZ-AA)
ECAAEIYN TWV TTOOOEIOWV o DaPUAKEUTIKNA o TunuaTikn eEaAeIWn

. o OIKOYEVAS . .
&?ﬁiﬁ?@ ‘(;)l\’;v%(zopo T UVOPOIKT S AVTIDPOTHOTIKEG PETABONEG OE e
(ouxvé aipvidiac . oTIEIpaPaTIKA uTEPdINBNON oMn veppwoikoU eUPoUg
GDERe EitEC o ZopadIKn (puUoIoAoyIKR 1} EAQTTLILEVN TpwIEiVoupia
Beparreiac HGCO VEQPWYWY, TUNHATIKA oEAAeIpn evOEitewy
J €8aAeIYn TTOBOEIDGY . BeuTEPOTIOBOUC aiTIOAOYIOG
TIPOTEKBOAWY, LN VEQPWOIKOU
eUpoUG AsukwpaToupia) )

Eikova 1. Mpoteivoyevn Tagivounaon tng FSGS



HIV (emiBeBaiwpéva)
e CMV (mBava)

e [apBoiog B19, EBV, HCV, (evdexopeva )

e  AINOQAYOKUTTAPIKO CUVOPOHO (evOeXOUEVA)
e SARS-COV-2 (pe APOL1 yovoTuno kivoUvou)

e Apeoa dpwvTa avTika Gapuaka
e AvaoTtoheic mTOR, CNIs

e  AvBpakukAiveg

o Hpwivn (voBeupévn)

e AiBio

o Ivtppepdvn

o  AvaBoAIkd OTEPOEIDH

MZAD

KuoTeooupnTnpikn naiivopounon
e Neppikn duonAacia

o OAiyopeyaveppovia

e ApENAVOKUTTAPIKN VOOOG

o >YeTI{OPEvVN pE TNV nAikia ETZS

e Zneipapartonddeia oxeTICOPEVN WE Naxuoapkia

e [pwTonabeic oneIpapaTikeEG vOaol

e  JUCTNUATIKEG VOOOI NY oakxapwong diapnTng
UNEPTACIKI) VEQPOOKArPUVON

Eikova 2. Aitia deutepona®oug ETZZ. APOL1: anoAinonpwrteivn L1, CMV: kutTapopeyahoiog, CNI:
avacToAéag kahoiveupivng, EBV: 10g Epstein-Barr, HCV: 10¢ nnatimdag C, HIV: 160G avBpwnivng
avoogoavenapkeliac: mTOR: BnAacTIKOG OTOXOC TNG PANApuUKivng. MZA®D: pn oTepoeidr] avTiPAsydovadn,

SARS-CoV-2: ooPapd o0&l avanveuoTikd gUVOPOHO-KOPWVOIog 2.

MpwTonabng ETZZ

'Exouv xpnoiponoinBei o1 0pol «npwTtonabne» kal evalAakTika «idlonabng» ETZE, odnywvtag oe HeyaAn
olyxuan OXeTIKA pE Tnv ovouaToAoyia Tng ETZZ. H oudda epyaciac npoTeivel Tnv katapynon Tou Opou
«1010nabnc» yia TNV NePIypagn onoioudnnote Tunou ETZS kal OUuoTrvel TOUC aKOAOUBOUC OpPICHOUC OTO
MEAOV.

Opiloupe npwTtonadr ETZZ To kAivikonaBohoavaTopikd oUvOpopo oTo onoio n Biowia veppoU OTO ONTIKO
MIKpOOoKONIo avadeikvUel TIG XapakTNPIoTIKEG AANOINOEIG TNG ETZZ kal oTo NAeKTpovIKO Tn dIaxuTn €EAAeIyn
TwvV NodosIdWV NPOooekBOAWY, EV® TAUTOXpPOvVA Ol agBeveic Nnacyouv anod VePppwalkod alvdpopo (NX). Qc N
opileTal n Asukwpartoupia>3,5 g/nuépa pe ouvodd unoAsukwpativaipia (<30g/1), evw ouxvd, al\d oyl

anapaitnTa, cuvodeleTal ano duchimdaiyia kai oidnua. H didyvwon Tng npwtonaboug ETZS TiBeTal 0Tav dev
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QVeUpIoKETal kanolo and Ta yvwoTd deuteponadn aitia. Av kal To KAIVIKO naBoAoyoavaTouikd oUVOPOUO TNG
npwTonabouc ETZZ €xel anodobei oe £éva KukAOPOpoUVTa Napayovrd, 0 onoiog dev EXEI AKOMN NPOCdIOPIOTE.
Eni Tou napovrog, n povn Yoper ETZZ nou pnopei va anodoBsi aTov KukAopopoUvTa napayovTa gival ekeivn
nou enaved@avifeTal ypryopa YETA ano YETAPOOXEUON VEPPOU Kal UNOPEi va avTIMETWNIOOE ENITUXMG PE TNV
anopdkpuvon Tou PECW TNG NAAoPaPaipeonc.

H ETZZ pnopei €niong va ePgpavioTel anouaia YeveTIKAG N KAnoiag yvwaoTng deuteponadoulc aitiag, anouaia N
Kal xwpic d1axuTn €EAAeiyn Twv Nodoeldwy NPooeKBOA®Y KATA TNV €EETACN PE TO NAEKTPOVIKO HIKPOOKOMIO.
AuTn n pop®r TG ETZZ diagpépel anod Tnv npwTonadr), TO00 OTIG KMVIKEG OG0 Kal OTIC IOTOAOYIKEG EKONAWOTEIC
TNG. MpoTeivoupe auTtn n acBéveia va ovopaoTei ETZZ- AdieukpivioTng AimioAoyiag (ETZZ-AA,FSGS-UC). Eival
AOYIKO OTI Ol NEPINTWOEIC AUTEC UNOPEI va apopouv oe SeUTEPONABEIG | YEVETIKEC HOPQPEC ETZS nou dev £xouv

akoun NpoodIopIOTE.

Aguteponabng ETZZ

H ETZS xapaktnpiletal w¢ deuteponabnc OTav pia 1I0TOAOYIKN aAAoiwon XapakTnpIoTIKA TNG, ME 1 XWPIg
olaxutn €&alsiyn Twv nodocidwv  NpooekPoAwv, evromi(eTal oTa nAgiola  piag  €EakpiBwpévng
nabo@ualoloyIKnG dlepyaciac nou eival yvwoTo OTI npokaAei ETZZ. Ta yvwota aitia dsuteponadolg

napatifevral oTnv Eikova 2.

FeveTikéG HOPPEG ETZZ

BAGBec ETZS pnopei va dnuioupynBolv og aoBeveic nou £X0uvV PETAANGEEIC OE NPWTEIVEC TWV MNOJOKUTTAPWY
N TNG OneIPauaTikng Baciknc Pepppavne. H avalitnon yeveTikoU aiTiou dev anoTeAel €E€Taon pouTivag o€
evANIKEG e ETZS (EvotnTta 1.2, MeveTikdC €AeyX0G), al\a Ba npénel va npayuatonolsital katd nepintwaon. Ma
napadelyya, ol aoBeveiC PE YEVETIKEC HOPPEC ETZZ eival ouxva VEOI, €XOUV OIKOYEVEIQKO IGTOPIKO VEPPIKNG
VOOOU, MMOPEI va £XOUV XAPAKTNPIOTIKG KANolou ouvdpOuoU Kal napoucialouv Yevika avTioTaon ortnv

avoooKaTaoTaATIKA aywyn. EGv undpxel YEVETIKO aiTio, TOTE AuTr Ta&ivopeiTal we yeveTikr. Eikova 3.
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FeveTIKEG HOPPEG ETZZ

FeveTIKEG HETAAAGEEIC TOV NPWTEIVAOV | OIKOYEVEIQKN
TV NOJOKUTTAPWV Kal TNG >nopadikn
ongipapaTikng Bacikng HeEpuPpavng ZUVOPOUIKN

e YnAapxouv I0XUPEC VOEIEEIC OIKOYEVEIQKOU IGTOPIKOU Kal ) KAIVIKEC EVOEIEEIC yia aUVOPOUO

e ZUMBAMouv OTn diAyvwaon, €I0IKA O€ NEPINTWOEIG NOU N KAIVIKN €Ikova DV €ival XapakTnPIoTIKNA
VOOOU L€ £I0IKO PpalvoTUMo

o [epiopilouv TNV €KBECN GE AVOCOKATAGTAATIKI Aywyr|, KUPIWG OE NEPINTWAOEIC MOoU gival niBava
avOeKkTIKEC 0T Bepaneia

o [Ipoodiopilouv ToV KivOUVO UNOTPOMNC META and YETAUOOXEUDN VEQPPOU

e Enimpénouv Tnv exTipnon Tou kivdUvou o€ {wvTeG OOTEG VEPPIKOU OOXEUATOC I} OTAV UNApXEl
Ioxupr unowia yia yovidlakég napaliayec uwnAou kivoUvou Tng APOL1

e JUpBAMouv oTn dIdyvwon KaTta ToV MNPOYEVVNTIKO EAEYXO

Eikova 3. XpnoIJoTnTa ToU YEVETIKOU EAEYXOU OE aoBeveic pe ETZS.

'Yeon, unoTponi, avriotaon kai e5apTnon

Agev unNapyel CUVAIVEDN WG NPOC TOV OPIGHO TNG UPEDNG, TNG avTioTAonG 1 TNG UNOTPOMNNG OE EVAMNKEG HE
ETZZ. H anogaon Tng oudadacg epyaciag €ival 0TI n evapuovion auTwv TwV opIoHwVY yia Tnv ETZE kai Tn NEA
Twv evnAikwv Ba anAonoinaoel Tic eMdNUIOAOYIKEG GUYKPIOEIC Kal Ba vOnoInael TIC OEPANEUTIKEG NPOOEYYIOEIG
yla eviAIKeG e 1010nabég NZ. MpoTeIvOEVOl OpIGKOI yia TNV UMETN, TNV UNOTPONN, TNV avTioTacn Kai
€€aptnon ano Tn Bspaneia napatibevral oTnv Eikova 4.
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e Meiwon TnG AeukwpaToupiag os <0,3 g/nuépa i PCR<300 mg/g (i <30 mg/mmol)ue
oTabepr) KpeaTivivi Tou opoU Kal AsukwuaTiviy opou >3,5g/dl () 35 g/l)

e Meiwon TnGg Aeukwpatoupiac oe 0,3-3,5 g/nuépa f; PCR 300-3.500 mg/g(ry 30-350

mg/mmol) kai peiwon >50% TnN¢ apXIKnG ASUKwPaToupiag

e Asukwpatoupia >3,5 g/nuépa n PCR>3.500mg/g(n 350 mg/mmol) pera and nArpn
Upean 1) al&non TNS AsukwpaToupiac >50% kaTd Tn dIAPKEIa TNG PEPIKNAG UPEDNG

e [apapovy TnG Aeukwpatoupiac  >3,5 g/nuépa 1 PCR>3.500mg/g (R
350mg/mmol)ue<50% peiwon anod Tnv apxikr TIUA TNG, NApa TNV aywyr We npedvidovn
1mg/kg/nuépa f 2mg/kg/nap’ nUEPa yia TouAdayioTov 16 £BOOUADEC

e Ynotponr eu@avifopevn evioc 2 €BdouAdwvV and Tn GUMUNANRPWON TNG aywyng Me

YAUKOKOPTIKOEION

e [apapovn TnG Aeukwpatoupiag >3,5 g/nuépa n PCR>3.500mg/g (n 350mg/mmol) e
<50% peiwon and Tnv apxikn TIMA TG, napd TNV aywyn HE KUKAoomopivn o€

BepanesuTika enineda (trough) 100-175 ng/ml (83-146 nmol/l) 1} TakpoOAipoug o€

BepaneuTikd enineda (trough) 5-10 ng/ml (6-12nmol/l) yia 4-6 pnvec

e Ynotponr eu@avifopevn evioc 2 €BdopAdwv and Tn GUUNANRPWON TNG aywyng Me
kukAoanopivn i} TakpdAIJouG nou dIpKNoE >12 Urveg

Eikova 4. Opiopoi Upeong, unoTponnc, aveekTIKnG Kal EapTnong yia Tnv ETZS

1. Aiayvoon

1.1 Alapopiki diayvwon peTa&l npwTonadoug kal JsuTeponadouc ETZE

MpakTikég odnyieg 1.1.1: EvilAikeg pe ETZZ nou dev napouoiaouv veppwaoiko cuvdpopo (NZ) 6a

npénel va eEeralovral yia deuteponadn aitia (Eikova 2, Eikova 5).

Mia nahaidTepn NPOTEIVOEVN IoTonaBoloyikn Ta&ivounon Tng ETZS eixe npoteivel Tn didkpion PETAEU Twv

dIaPopeTIk®V napalayv Twv aloiooswy TG ETES otn Biowia veppol.! Av kai n euavion opiopévav
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napah\aywv pnopei va unodnAwvel pia deuteponadn popen ETZE, n npoyvwaoTikn agia Tng 10TonaboAoyIKng
TaEIvOUNONG NPoKeIpévou va yivel didkpion peTa&l npwTtonaboug kar deuteponabougriTavacanc. > *EnmnAéoy,
Oev unapxel kaveéva 10TonaboAoyikO XapakTnPIOTIKO Nou va sival naBoyvwpoviko Tng npwronadolc. Kata
OUVENEeId, av kai n diayxuTtn €&aAlsipn Twv NodosIdwv NpooskBoAwv sugavifeTal ouvnbwc oTnv NpwTonadn, n
pETABANTOTNTA TOU nocooToU TNG ONEIPAMATIKAG E€MIPAvEIdG nou ennpealetal and Tnv €EaAsiyn Tng
nodocIdwV NPOTeKBOAMV OTIG DEUTEPONABEIC HOPPEC UNODNAWVEI OTI TO EUPNUA QUTO Jev gival EVTEAWC EIDIKO
yia Tnv npwtonadn.>® Opoiwg, n diaxutn €EaAelyn Twv Nodoed®mv NPOCEKBOADV HMOPEI va UNV apkei
MPOKEIHEVOU va OIaKpivel TNV MpwTonadr anod TIG VEVETIKEC WOPQPEC. AvTiOsTa, n anoucia TnG dIaxuTng
£€aAelPnc Twv nodosIdwv NPocskBoAwv dev anoKAeiel EVTEA®C TNV NpwTonalr Kal o€ pia ocipd PYaliota, To
noago TNG €EAAEIWYNG TwV NodosIdwV NPooekBoOA®V BPEBNKE XaunAo, £we kal 30% Ot OPICHEVOUG AOBEVEIC UE
npwtonadn ETZZ.”

Neppwoikd oUVOPOpo eupavileTal o Nepinou 54%-100% Twv acBeviv pe npwTtonadr popen.* 810 H
METABANTH eninTwon Tou NI gixe anodoBei 0To OTI CUUNEPIEANPONOCAV OE OPICHEVEG HEAETEC UN OIAYVWOUEVEC
deuTteponadeic. H npwTonabric ouviBwg xapakTnpileTal anod Tnv aipvidia £vapgn onUavTtikng AEUKwHAToupiac
Kal og pia ogipd, OTav Ol KATAOoTAOEIC NMou OXETI(ovTal PE TIG DeuTEPONABEIC HOPPEC Eaipednkav, To NI
Bpédnke oTo 100% Tou mAnBuouol pe npwtonadr.’Enopévad n didyvwon The npwtonadolc Ba npénel va
enavegetaletal oe aoBeveic nou dev gugavidovral pe NX Tn oTiyun Tng Blowiac veppoU kai Ba npénel va

avalnTeital og auToUC KAMOIO UMOKEIJEVO diTIO.

Aogfeveic pe aAhowoeig ETZX

oTn veEPpIKN Bloyia

TTOUCIO VEQPWOIKOU CUVEPOHOU

1.Ne@pwaoikou eUpoug Asukwpatoupia >3,5g/NUEPa , aAAG
Aeukwpartivn TAdopatog >30g/1

Mapoucia veppwoikou ouvdpopou
Aeukwparoupia >3,5gr/24wpo

KAl
Aeukwpartivn mAaoparog < 309/l pe f . " . .
Xwpic oidnua 2.\eukwpaToupia <3,5g/24wg0 UE A Xwpig
UTTOAEUKWHOTIVAIYia

EId1ka o€ Trapouaia d1axuTnG ECAAEIPNg
TWV TTOOOEIBWV TTPOCEKBOAWV

oEAéyETe via UTTapEn UTTOKEIPEVOU QITioU,
amrokAeioTe OeuTepOTIABEIC HOPPEC ET2 2

oECeTAOTE TO EVOEXOUEVO YEVETIKOU EAEYXOU
(OT1TOU EiVal ATTAPAITNTO) VIO TOV ATTOKAEIOUO
YEVETIKWV Hopewv (Eikdva 3)*
oMnv EeKIVIOETE AVOOOKATAOTOAN
Y TT00TNPIKTIKA BepaTteia
®J€ pn aviaTmokpion, e[ lapakoAouBeioTe T AeukwpoToupia Kai Tn

ECETAOTE TO EVOEXOUEVO AEuKwHATiVR TOU 0pOU y
YEVETIKOU EAEYXOU T
S

Meavn TpwroTradng
ETZZ

eOepareia pe
QVOOOKATAOTOAN

TMOEIVWON TNG
AgukwpaToupiag Kai

eAGTTWON TNG
AEUKWUATIVNG TOU 0poU

Eikova 5. Aiepelvnon aoBevolc pe aloiwoelc ETXS oTtn Blowia veppou kai kapia &vOeiEn alng

ONEIPApaTIknG nadoAoyiac.
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1.2 l'eveTIKOG EAEYXOG

MpakTikéG odnyieg orn diayvwon 1.2.1: O yeveTIKOG EAEYXOG HNOPEi va gival enw@eANG O€
emAeypévoug aoBeveic e ETZZ o1 onoiol Npénegl va napanéunovral o eEEISIKEVHEVA KEVTPA HE

Tnv avaloyn gpneipia (Eikova 3).

MpOoMATeC HEAETEC €XOUV aVAPEPEl E€UPNAUATA MNABOYEVETIKWV 1 MIBavwv NABOYEVETIKOV YEVETIKQV
napah\aywv oe acBeveic pe oikoyevy ETZZ, ) o aoBeveic nou napoucialouv avlekTikOTNTA oTN Bepaneia pe
yAukokopTikoeidn.!t QoTdoo, o akpiBric pOAOG Tou yeveTikoU eAéyxou oTn diaxeipion TnG ETZZ Twv evnAikwv
gival aBéBaiog, kaBwg dev €ival AUeoa NpPooPAciPoG O NMOAEC MEPIOXEC, €V OUTE N TEXVOYVWOid oTnv
a€ioAdyNon TwV anoTeEAEOUATWY TWV YEVETIKQV EEETACEWV gival EUPEWG DIABEDIUN. AV Kal 0 YEVETIKOC EAEYXOC
Jnopei va dwaoel NePIcoOTEPA BETIKA ANOTEAEOUATA OE AOBEVEIG e VOOO GUYYEVOUG i) BPEPIKNG apxng, onou
avixvelBnKe YEVETIKO aiTio oTo 100% Kai oTo 57% Twv acBeviv avTioToixa o€ pia peAétn,*? n mbavotnTa
VEVETIKNC AITIOAOYIAC PEIWVETAI ONUAVTIKA O AoBEVEIC OMnou n £vapén TnG vooou eugavieTal JETA TNV NPIKN
naidikn nAikia.

Enopévag, dev undpyouv KaAng noldtntag dedoueva nou va unoaTnpilouv Tn XPrion ToU YEVETIKOU €AEYXOU
WC pouTiva 0 OAOUC Toug evnAIKEC Pe ETZS. EmiAeyuevol aaBeveic, Onwe ekeivol PE OIKOYEVH VEPPIKN VOO0 I
Kal PE XOPAKTNPIOTIKG OUVOpOUOU, WMopel va napanéunovral ot eEEIDIKEUPEVA KEVTPA YIa MEPAITEPW
Olepelivnon, €neidr O YEVETIKOC £AeyXo¢ Bewpeital mbavo OTI UYnopei va napexel XPrOIUEG NANPOPOPIEC
(Eikova 3).1°

Av kal n nAsiowneia Twv evnAikwv pe npwTonadr) ETZS avTanokpiveTal oTnv avoooKATACTAATIKN aywyn, n
avTioTaon oTn Bepancia €ivalr ouxvr OTIG YEVETIKEG MOPPEG WE TNV AVTIOTACN OTA YAUKOKOPTIKOEISH va sival
éva oTaBepd lpnua o OAEC TIC HOPPEC and YeveTika aimia.l'Enopévmc, pia epnepioTatwpévn diayvwaoTikn
YEVETIKN dlEpelivnon Ba pnopouoe va yivel o aToya Pe NTwXN avranokpion oTnv avoookaTaoToAn. Eniong, n
avakaAuyn YEVETIK@WV napaAAaywv o€ auThv Tnv opada Ba npénel va anoTeAsi évauopa To av npénel va
OUVEXIOBEI N avoooKaTaoToAn.

EminAgéov, n npwTtonabnc sival yvwoTto 0TI enaveu@avifeTal ouvnlwe YETA ano PYETAPOOXEUDN VEPPOU HE KAK
£kBaon, pe 1o 32% va £xel unoTporialouca vooo os JIQUESO XpOvo 1,5 urva PeTa Tn PeTapdoxeuaon,
oUppwva pe pia perétn.Avrifera, eival supéwe anodekTd OTI To NocooTd unoTponnc TnG ETZX petd Tn
METaUOOXEUON €ival onUavTika XaunAO O YEVETIKEC HOPPEC TNG VOOOU, UE OPIOUEVEC PEAETEG PAAIOTA va
avapépouv OTI Dev napaTtnpeital unoTponr WETA and WETAPOOXEUon VePPoU.'>®Enopévwg, 0 YEVETIKOG
£AeyXoG o€ evNAIKEG pe ETZZ yia TOUC omoioug npoypauuaTifeTal HETAPOOXEUON VEPPOU HMOpPEl va Napéxel
NPOYVWOTIKEG NANPOPOPIEC YIa TNV €KBAon TNC HETAPOTXEUONC.

EninAéov, 0 YEVETIKOG €AeyX0C O€ {WVTEC OUYYEVEIC OOTEC €ival onNUAVTIKOG YIa NANPOPOPIEC OXETIKA HE TOV
KivOUVO €kONAWONG VEPPIKNAC VOOOU WETA TN WETAMOOXEUON, €I0IKA O dToua nou dianioTwlnke n Unapén
napalaywv yeveTikoU KivdUvou, aAAG gival aguPNTWUATIKOl T OTIYUN TN a&loAdynone. € aTopa npdopaTng
a@pPIKavikng KaTaywyne, n napouacia naparhaywmv yeveTikoU Kivduvou Tng APOL1 €xel BpeBei 0TI ouaxeTileTal

ME au&nuéveg mBavoTnTeg ekdNAwaong ETZZ. EminAéov, €xel eniong anodeixBei OTI ol veppoi Nou NpoEpxovTal
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ano d0TeG pe uwnhoU KivOUvou yovidiakeg napahlhayeg Tng APOL1 napouadialouv peyaAUTepo KivOuvo o€
oUYKpION ME €Keivouc nou npoépxovTtal and dOTeC pn uwnAol kivdUvou, evw o yovoTunog Tng APOL1 Tou
MnTn dev éxel anodeixBei OTI OUOYETICETal Pe TV emPiwon Tou pooxeUpaToc.'” Enopévec, ot SOTEC pE
napalayec ugnAoU kivdUvou Tng APOL1, o YEVETIKOG EAEYXOG yia METAAMGEEIC TN APOL1 pnopei va napexel

NANPOPOPIEG yIa ToV Kivduvo vooou TOGOo aTo dOTN 00 Kal OTO HOGXEUMA TOU ANMTN.

2. Oepaneia

2.1 Aiaxeipion ETZZ- AdigukpivioTng AiTioAoyiag (ETZZ-AA) kai dsuTteponadouc ETZZ

MNMpakTikéG odnyieg 2.1.1: Aev Oa nNpENEl va XOPNYEITAI AVOOOKATACTAATIKI) QYWY O £VIAAIKEG
aoOeveic pe adieukpivioTng aimioloyiag ETZZ (ETZ2-AA) 1 o€ ekeivoug HE deuTeponadn ETZZ.

O1 eviiNikeg he ETZZ Ba npénel va Aappdavouv Tnv anapditnTn UNOCTNPIKTIKR aywyn Onw¢ ouvioTdaTal yid
OAOUC TOuC aoBeveic Pe enipovn NPwTEIVoupia, CUPNEPIAAUBAVOUEVNG TNG XPrONG TWV AMNOKAEIOTQV Tou RAS,
TOU BEATIOTOU €AEYXOU TNC APTNPIAKNG MIEONC KAl TOU MEPIOPICHOU TNG NPOCANWNG AAATOC,.

O1 aoBeveic pe deuteponabdr) ETES AOoyw unokeipevng vooou Ba npénel va avTipeTwnilovral onwe evosikvuTal
yla Tnv npwtonabry vooo. Asv undapxouv oToixeia f a priori armioloyia nou va dikailohoyoUv Tnv Xpron
YAUKOKOPTIKOEID®V 1 GAAWV aVOOOKATAOTAATIK®Y OE QUTOV Tov NANBUOWO Kal n meavotTnTa €niNAOKWY TNG
aywyng ival oapnc.'®

'Eva diaxeIpioTIkO diviyda NPoKUNTEl yia agBeveic Pe AsukwpaToupia VEPPWAOIKOU €UPOUC XWPIC OpwWC NI Kal
ETZZ-AA.M' H BiBAioypagia eival nepiopiopgévn otnv diaxeipion autic TnG oudadac Twv acBevav. H Opada
Epyaciac npoteivel OTI 0l OUYKeKpIMEVOI aoBeveic npénel va AAPBAVOUV UMOCTNPIKTIKA aywyrn, Onwg
nepIypaQeTal napanavw, va napakoAoubouvral yia Tnv ekdniwon NI kal va €Eetaletal To evOEXOUEVO
enavainwne Tne Blowiac veppoU gav undapxel aAAayr oTnv KAIVIKR) TOUG KaTaoTaan.

H npoyvwaon Tng ve@piknc Asitoupyiag otnv ETZS oxeTileTal e To €UPOC Kal TNV EMIPOVI TNG ASUKWHAToupiac.
MeAéTec €xouv Oei€el OTI o1 aoBeveic Ye AsukwpaToupia Un VEQPwaikoU gUpouc gixav 10Tr Ve@pIkr eniBiwaon
o€ NooooTa >90% Xwpi¢ avoookatacTaATikh aywyn.>2*ZEmnAéov, n peiwon TnG npwTeivoupiag veppwaoikol
gUpouc oc enineda pn veppwaolkol oc aoBeveic ue npwTonadn ETZZ £xel GUOXETIOOE Ye onuavTikh BeATiwaon
NG VEPPIKAG emiBiwong (80% évavti 40%), o€ GUYKPION WE EKeivoug PE eppévov N2 Auta Ta dedopéva
unodnAwvouv OTI N €kBacn oe OTI apopa oTn VEPPIKA AsIToupyia oe aoBbeveic Xwpic N napayével euvoikn Kai

Oev dikaiohoyei va unofariovrail ol agBeveic oToug KivOUVoug TNG Bepaneiag pe YAUKOKOPTIKOEIOH.
2.2 Apxikn Bgpaneia TnG npwTonadoug ETZX
Z0otaon 2.2.1: ZuvIOTOUHE O1I UWNAEG SOCEIC and TOU OTOHATOG YAUKOKOPTIKOEIO®V vda

XPNOoIHoNoIoUVTAl (G AVOCOKATACTAATIKI aywyr npaTnG ypauung (1D).
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Autri n ovoraon anodioel OXeTIKA LEYAAUTEPN aéia oTa noAu xaunAr¢ noiotnrac oToixeia o1 n Xpron Twv
YAUKOKOPTIKOEIOWV LINOPEl vVa EMITUXEI UPEDT) TING AEUKWUATOUPIAs O€ EVIIAIKES LIE NpwTonadn ET32, eva n un
unoxawpnor TG OXETICETAl LE QUENUEVO KIVOUVo EEEAIENG Tne XINN, Onw¢ kai oTnv uwnAn voonpotnTa Kar
Ovnoornra e XNN, Kkar  unoBaBuiel TIC avemiBbuunTec EVEPYEIEC TwV UWnAWV 000wV TwV

YAUKOKOPTIKOEIOWV.
ZNHAavTIKEG NANPOPOPIEg

ZuvekTignon op&Aoug kai {nuiac.

H npayuatikr) niBavoTnTa autopaTng Ugeong atnv npwtonadr ETZS kal NI dev gival yvwoTr, KaBwe noAloi
aoBeveic A\auBavouv avoookaTaoToAr. Q0TO00, gival YeVIKA anodekTd OTI Td NOCOCOTA AUTONATNG UPean( ival
>20%.%% MpaypaTi, acOeveic pe vePpwaolkd oUVdpopo (NZ)EXouV XeIpdTEPN VEPPIKA NPOYVwon and acBeveic
HE KN vEPPwOIkoU eUpouc npwTeivoupia, Je nocooTda 10eTolcg vePpiknc eniBinonc 57% ae alykpion pe 92%
EKEIVWV PE PIKPOTEPOU BaBpol AeukwpaTtoupia.?? MoANEC HEAETEC napaTrpnonG oTn CUVEXela KaTEdeIEav OTI N
Upeon TnG Asukwpartoupiac eEaitiac TnG Oepanciag  OeTileTal PE  €UVOIKG MOCOOTA  VEQPIKAC

eniBiwonc, 224252

EV® Ol aoBeveiC Pe €PPEVOUCA VEPPWOIKOU €UPOUC AsUKwpAToupia eival meavoTepo va
gUPavioouv anMAEIa TNG VEPPIKAG Toug AerToupyiac.??
MoANEG PEAETEC OE evINIKEC PE NpwTonalr) ETZZ unodnAwvouv OTI n Bepansia Pe Ta YAUKOKOPTIKOEIDN auEavel

TNV niBavétnTa eniteu§ncUpeonc?*?43°

Me Ta Oedopéva anod Ta naidid va sivar napdyola. Enopévwg, napa
TOUC gyyeveic KIvOUVOUC TNC XPnonc Twv YAUKokopTikoeidwy, n Oudda Epyaciac €kpive OTI n €u@Avg
anoTeAEOPATIKOTNTA TNG XOPHYNONG TOUG Kal 0 KivOUVOC VEQPIKNG AVENAPKEIQG Nou OXETIETal Ye T KN UPeDn
NG npwTeivoupiac dikaioAoyoUv Tn ouaTacn yia xopnynon npedvifovne we Bspansia npwTng €mAOYNG Ot

eVIAAIKEG aoBeveic Pe npwTonalr) ETZX.

Mo10TNTA ANOJEIKTIKGOV OTOIXEIWV.

Mia €peuva oto unTpwo Cochrane Kidney and Transplant Registry dev evronioe RCTs nou va afliohoyolv Tn
XOpNynon uwnA®v JOCEWV YAUKOKOPTIKOEIDWY O eVAMKEC YE npwTonadr ETZX kar NX. H noidotnTa Twv
anodeIKTIKWV OTOIXEIWV gival MoAU XaunAn, Me Tnv anodei€n nou anoTteAei Tn BAcn auTng TnG ouoTaong va
NPoEpXETal and HEAETEC napatnpnong ortov evidiko nANBuopd. Ta Oo@EAN Tng Xopnynong Twv
YAUKOKOPTIKOEIDWY MNpoEpXovTal €niong and naidiaTpikEG WEAETEG OTIC onoie¢ oi RCTs €xouv deiel Tnv
anoTeAEoUaTIKOTNTA TNG Bepansiag Pe YAUKOKOPTIKOEIDN o naidid pe NI, PepIKG and Ta onoia gixav
npwronabr) ETZZ.

EnmiAoyn

Ta nmBava o@EAn TnG Bepansiac pe YAUKOKOPTIKOEIDN (CupnepIAAUBAVOUEVNG TNC MEIWONG TG YOONPOTNTAC
Tou NZ kabwg kal Tou XapnAoTepou KIvOUVOU NPOOdEUTIKNG anWAEIAC TNG VEPPIKNG AsIToupyiag) kpiBnkav
€€QIpETIKA ONUAVTIKA yia Touc acBeveic. H Ouada Epyaciag £kpive eniong OTI o kivduvog {nuiag and Tnv

napaTteTapévn Bepancgia pe UWNAEG OOOEIC YAUKOKOPTIKOEIOWY, CUMNEPIANAUPAVOUEVWY TWV HETABONK®Y
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EMINAOKQWV, TOU au&nuévou KIvOUVOU AOINWEEWV Kal TWV ENINTWOLWV OTNV UYEID TWV OOT®V £ival ONUAvTIKNA
yIa TOUG aoBEVEIG.

H Oudda Epyaciag €kpive OTI oI KAIVIKG KATaAMnAOTEpOI Kal KaAd evnuepwpeEvol aoBeveic Ba enéeyav va
AGBouv Ta YAUKOKOPTIKOEIDN w¢ apXIkn Bgpaneia yia Tnv npwtonadn ETZY pye N, o oUyKpIon PE Hia aAAn
Bepaneia | pe kapia Bepaneia. Mepikoi aoBeveic Mou dIATPEXOUV UWNAS KivOUVO avemBUUNTWV EVEPYEIWV ano
Ta YAUKOKOPTIKOEION 1 nou divouv PeyaAn onupacia oTnv ano@uyn TETOIWV avenBUuNTwWV EVEPYEIWV YNOpPE va
€NIAEEOUV va anopUyouv Ta YAUKOKOPTIKOEION we apXIKn Bspansia, unép pIag evaAAaKTIKNAC avoookaTaoToANG.
SUM@wWva Pe TNV Kpion Tng Oudadac Epyaciag, oi AiyoTepo €wc KaBOAOU Kald evnuepwuévol aoBeveic Ba

€nEAeyav va pnv Aapouv aywyr Je avoookaTaoTaATIKayia TNV npwTtonadr ETZS.

OIKOVOMIKA KPITHPIa
Ta yAukokopTIKOEIOH €ival and Ta AlyoTepo akpiBa ¢pdapupaka nou diatiBevral kal dev anairolv napakohoudnon
BepaneuTIKOV EMNEdWV. Z€ NEPINTWOEIC NEPIOPICHEVWV NOPWYV, AUTN N KaTnyopia @apudkou €ival NpooiTn Kal

unopei va ival To povo diabéaipo papuako.

Em@UAGEEIC OXETIKA HE TRV XOpRYNOoN

O1 OUOWEVEIC ENINTWOEIC TWV YAUKOKOPTIKOEIDWY WMOPEl va €ival €vTOVOTEPEC OE OPIOUEVEG UMOOMADEC
aoBevayv, OTIC onoieg nepiAauBavovTal ol nayxUoapkol Kal ekeivol e oakxapwdn OlaBnATn, ooTEonopwan
QUXIaTPIKEC DIATAPAXEC. S€ AUTOUC TOUC aoBeveic, ol aveniBUNNTEG EVEPYEIEG TNC NAPATETANEVNG Bepaneiag e
UWNAEG 000EIC YAUKOKOPTIKOEID®WY Ba npenel va avaAUsTal oTouc aoBeveic kal va €EeTaleTal n eVvAANAKTIKN
avoookaTaoTaATIkn Bspaneia pe CNIs(MpakTikr odnyia 2.2.4).

ZKENTIKO. AUTH n ouoTaon anodidsl peyain a&ia ota noAU XaunAngG noldTNTAG OTOIXEIQ OXETIKA PE TN XPNoN
TWV YAUKOKOPTIKOEIDWV MPOKEIUEVOU VA €MITEUXOE UMEON TNC ASUKWPATOUPIAC O£ €VAAIKEG PE MpwTOonaen
pop®r| kal NZ, AauBavovTtac unoyiv Tn Weinon Tng voonpoTnTac nou npogpyetal and 1o NI kal Tov Kivduvo
NG VEPPIKNAC avendpkelac. H oUoTtaon divel pikpdTepn a&ia oTIC aveniBUUNTECG EVEPYEIEC MOU OXETICOVTal JE TN
XPNON TWV YAUKOKOPTIKOEIDMV.

H olUoTaon sival ioxupn yiati AauBavovtac undyn Tn onuavTikn voonpoTnTa Tou NX Kal TouG au&nuévouc
KIVOUVOUG TNG NPOODEUTIKNG AnWAEIAC TNS VEPPIKNG AsIToupyiag and Tnv gupévouca npwTeivoupia, n Ouada
Epyaaiac ékpive 0TI n nAclowngia Twv acBevav Ba enéleye YAUKOKOPTIKOEION WG apxIkr Bspaneia yia Tnv
npwtonadr) ETZZ. EmnAéov, Adyw Tou xapnAoU KOOTOUC, TNG upeiag 01aBecipdTNTAC Kal TNG £E0IKEIWANG TOU
IaTpIKoU npoownikoU PE Ta YAUKOKOPTIKOEIDN), Ol NEPIOCOTEPOI 1aTpoi Ba fTav npoBupol va Bewprjoouv auTn

TNV aywyn we TNV apxIKn Yia ToUuc NEPICOOTEPOUC AoBeVEIC Nou dev EXouv avTeEVOEIEN oTa YAUKOKOPTIKOEION.

MpaxTik odnyia 2.2.1: To NPOTEIVOHEVO 30COAOYIKO OXNHATWV YAUKOKOPTIKOEIBMV WG apXIKn

Oepaneia TG npwTOoNadoUG ETZZ nepiypa@eTal 0TV EIKOVA 6.
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Osgpancsia Aocoloyia kai diapkeia

Adon évaping:

Oepaneia uwnAwv 000EWV YAUKOKOPTIKOEIOWY, We Npedvilovn o€ nuepnala epana& doon 1 mg/kg
(MéyioTo 80 mg) f ava 48 wpeg oe ddon 2 mg/kg (peyioTo 120 mg)

Aiapkeia Ospaneiag pe YAUKOKOPTIKOEION o€ au§npévn doon:

SUvEXIon TnNG Bepaneiag e YAUKOKOPTIKOEISH 0 UWNAr 800N yia TouhdyioTov 4 €BOopAdes kal £mG
OTOU eMITEUXBEI MANPNG UPeDN N £nG 16 EBOOUADEC TO PEYIOTO, OMolo and Ta dUo CUBEl vapiTEpa

O1 aoBeveic nou eivar mBavov va avranokpiBolv, Ba epgavioouv kdnolou Babpol peiwon TNG
AeukwpaToupiag npiv anod Ti¢ 16 BOoNAdEG TNG Bepaneiag Pe UPNAEG DOOEIG

Aev €ival anapaitnTo va niPEiVeTe aTIC UPNAEG DOTEIC YAUKOKOPTIKOEISWV HEXP! TIG 16 BOOMADEC, £GV
N AeukwpPaToupia €nIPEVEl Kal Oev UNOXWPEI, €101KA 0€ aoBeVeiG Mou nNapoucialouv avemBUPNTEG

EVEPYEIEG

Mziwon Tov YAUKOKOPTIKOEIdMV:

Eav n nAnpng Ugeon emiteuxBei oUvTOUa, oUVEXIOTE TN Bepancia Pe YAUKOKOPTIKOEIDN G€ uwnAr 800N
yia 2 €BOOMAdEC 1) WeTA Tnv €EAAsipn TG AeukwpaToupiag, onoio and Ta dUo eival YeyaAUTEPNG
dldpkeiac. Meimaon Tng mpedvidovng Kata 5 mg kabe 1-2 €BOOMAdEC yid VA CUMPNANPWOOETE Hid
OUVOAIKN dlapkeia Bepaneiag 6 Pnvav

Eav enimeuxBsei pepIkn UQPeon evTog 8-12 €BSOUAdWY aymwyng HE YAUKOKOPTIKOEIDN O UWNAr 000N,
ouvexioTe €wg TIG 16 BdouadES yia va eEakpiBwOei eav pnopei va cupBei NepaITéPw Heiwan TNG
AeukwpaToupiag kal NARPNG UMEDN. ZTn CUVEXEID, HEIOaTE Tn dOoN TnG NPedVIZOVNG KaTd 5 mg kabe
1-2 €BBopAdES yIa va CUUNANPWOETE [ia GUVOAIKN Sidpkeia Bepaneiag 6 pnvav

Eav o aoBevig anodeixBei avOeKTIKOG OTa KOPTIKOEIDN 1 avanTUEEl onuavTikr TOEIKOTNTA, Ta
YAUKOKOPTIKOEIDN Ba Npénel va JEInVoVTal TaXEwG 00O €ival avekTd Kal va €EETAOTEl TO EVOEXOPEVO

Bepaneiag pe evaAAaKTIKI) AVOOOKATAOTAATIKI aywyr, ONw¢ avaoToAéa TnG KaAaiveupivng (CNI)

Aodon évaping:

KukAhoanopivn 3-5 mg/kg/nuépa og 2 dinpnuéveg doaelg A TakpoAipoug 0,05-0,1 mg/kg/nuépa os 2
dINPNHEVEG DOTEIG

Ta BepaneuTikd enineda-oTOX0G MOU PETPWVTAI MPO TG ANWNG TwV Qapuakwy (trough) 6a
pnopoUaav va xpnaoigonoindouv yia TNV EAAXIOTONOoINaN TNG VEQPOTOEIKOTNTAG

©epaneuTikog aToxog (trough) yia Tnv KukAoonopivn: 100-175 ng/ml (83-146 nmol/I)
©epaneuTikog aToxog (trough) yia To TakpoAipoug : 5-10 ng/ml (6-12 nmol/I)

Aiapkela Ogpansiag yia Tov npocdiopICHO TG anoTeEAECHATIKOTNTAG TOU CNI:

H kukhoonopivn f To TakpoAiJoug Ba npénel va ouveyidovTtal g€ SOEIG MOU ENITUYXAVOUV enineda-
oTOXO YIa TOUAAyIoTov 4-6 PNVEG, Npiv BewpnBei 0TI 0 aoBevnc gival avBekTIkOG oTn Bepaneia pe CNI

ZuvoAikn diapkeia Oepaneiag CNI:

>& aoBeveig pe pepikn 1 nAnpn UQeon n KukAoomnopivn r To TakpOAIRoug Ba npénel va ouveyilovral og
O00EIG EVTOC TWV BEPANEUTIKMY OTOXWV YIa TOUAAXIOTOV 12 UNVEG, yia TNV EAAXICTONoinan Twv
unoTpONWV

H ddan Tng KUukAoGTopIvNG ) TOU TaKPOAILOUG HNopei va PelwBei apya ae éva didoTnua 6-12 pnvav

000 YIVETAl AVEKTO

Eikova 6. Apxiknl Ogpansgia TnG npwrtonadoug ETZZ. O1 CNIs yopnyoUvTal ouviiBwg dUo (POpEC TNV

nUEPa, Pnopei OJwe va xopnynBoUv kal anag, avaioya pe Tn pappakokIvnTIKn kaBs okeudopaToc. Ta enineda
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Twv CNIs gTo qipa dev NapeEXouv NANPOPOPIEC yia TN oTadun Toug evdokuTTapia. O BEpaneuTIKOi GTOXO!I TWV
CNIs npogpyxovral and Tnv euneipia TG Metapooxeuonc. H opada epyaciac KDIGO avagépel OTI ol
BepaneuTIKOI OTOXO! YIa TIC ONEIPANATIKEC nabnoeic dev eival yvwaoToi. O NePICTOTEPOI KAIVIKOI 1aTPOI
€AE&yXoUV Ta €nineda yia va niBeRAIOOUV TN CUPHOPPWON Kal va ano@uyouv Thv ToEikoTnTa Twv CNIs. Eni
ToU napdvTog N Mo AOYIKN TakTIKA €ival n TitAonoinon Tng d6ong Twv CNIs €EaTopikeupéva, WOTE va
EMITUYXAVETAl TO €MBUUNTO ANOTEAEONA OTN ASUKWUATOUPIA CUVEKTIHWOVTAG TNV XopnyoUpevn doon e Thv
KpeaTivivn Tou opou. H 860N peiwveTal av ouvexilel n kpeaTivivn Tou opoU va au€averal oTadiakd Xwpic va
oTabeponolsital | av auEaveral nepilocoTepo anod 30% Tng Bacikng TG TIMAC. ‘OTav n KpeaTivivn Tou opoU dev
MEIQVETAI JETA TN Meiwon Tng doong npénel va diakdnTovTal ol CNIs. Trough: Ta enineda CNInou peTpiolvTal
npo TNG ANWNG Tou (papudakou Kal 12 Wpeg YeTa Tnv nponyoUuevn Anwn, otav AauBaveral dUo QOopEG TNV
nuépa.

3Tnv €ikova 6 npoTeiveral n apyikn 600N Xoprynong Twv YAUKOKOPTIKOEIDWY aTn Bgpansia Twv evnAikwv He
npwtonadr ETZZ. H au&nuévn apxikn doon Tou 1 mg/kg npedvi{loAdvng NPoEpXeTal kupiwe anod RCTsoes naidia
Kal €xel Xpnolponoindei o€ NOoAAEC PEAETEC mapaTtrpnong o€ evAAIKEG. AOYw TnG mBavrg ToEIkOTNTAG TNG
UWNANRG d00NG TwV YAUKOKOPTIKOEISWV G NUEPNOIa BAcn O Wia YEAETN napaThpnong agloAoynenke n xpnon
TWV YAUKOKOPTIKOEIOWV O nap’ nUEPA Xoprynon o€ nAIKIOPEVOUC naoyovteg and ETZZ (noAhanhoi TUnor) kai
dIanIoT®ONKAv NooooTa NARPOUC UPETNC Nepinou aTo 44% petd anod 3-5urvec Bepaneiac,®! ouykpioiya pe Ta

avaQepOUEVaA NocoaTd HEAETMV ONou xopnynonkav ddoeig npedvifohovng 1 mg/kg/nuépa.?*2°

MpaxTikn odnyia 2.2.2: H apxikf uwnAn 300N TWV YAUKOKOPTIKOEId®WV 0a npénel va oguvexileTal
HEXP! va emiTeuxOei NARPNG UPEeoN, N 000 YIVETAI AVEKTO ANO TOUG ACOEVEIG £0G TO NOAU 16

€B3opadeg, onoio ano Ta dUo eNITEUXOE vopiTepa.

>Tn Oepansia TG npwtonabouc ETZX, Ta yAukokopTikoeidry Ba npénel va XpnoigonoloUvTal WEXPI va
€MITEUXOEI UPEDN Kal va PEIOVOVTAl 0T OUVEXeId. Mpog ano®uyn TNG au&nong Tou KIvEUVoU UnoTponng HETA
ano Tayeia Ugeon, anaiteital pia eAAxioTn ouvioT®pevn Oldpkela Bepanciac. AvTiBeta, dedopévou OTI N
peyaAUTepn oe diapkela Bepaneia dev pnopeiva au€nosl neparépw TNV MBavoTnTa Ueeong (1 va PEINOEl TOV
KivOUVO UMOTPOMNG), CUCTAVETAl Wia PEyioTn didpkeia anairoUpevng Bepaneiac, woTe va PeiwBei o Kivouvog
€kBeONG 0Ta YAUKOKOPTIKOEIOH, XWpIC NPOTOETO OPEAQC.

MponyoUueveg peAETeC €0ei€av OTI n npwTtonabng ETZS eival pia vOOOG avOeKTIKR) OTA OTEPOEIDN ME
anoyonTeuTikr]  ékPBaon.!??2132390aTd00, peTayeveéoTEPEG PENETEC napathpnong  katédeifav OTI N
avtanokpion otn Oepaneia pe YAUKOKOPTIKOEIDN Ba pnopoloe va BeATIWOEI Pe uwnAGTEPN apxikn doon Kai
peyaAUTepne  didpkelac  Oepaneia.l®?%¥35H  BéATioTn  didpkeila  BepansiaC  pe  UWPNAEG  BOOEIC
YAUKOKOPTIKOEID®WY oTnv npwTtonadr ETZZ Twv evnAikwv Oev £xel kaBopioTei, ONwC kal n dIApKEId TNG
Bepaneiac npiv BswpnBei OTI nNpokerTal yia ETZS avBekTikr oTa oTepoeidrn. Q0Tdo0, ol acBeveic dev eival
nmbavd va avexBoUv en' adpioTov Tn Bepancia Pe UWnAEG dOOeIC Npedviovne. MeAETEC mapaTripnong oe

eviihikeg pe NEA €xouv anodei&el 0TI n napaTtaon Tng Bepaneiac Je UWPnAEC DOTEIC YAUKOKOPTIKOEIDWV £WC TIG
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16 €pdopadeC eixe w¢ anoTéAeopa TRV al&non Tou noooaTol TG UPeons oTo 10%-25%.%4*°H npwTtonabrc
ETZZ napouadialel pikpdTepN avTanokpion o€ ouykpion Pe Tnv NEA, enopévwg éva npooBeTo BepansuTiko
OPENOC HE UWNAEG DOOEIC KOPTIKOEIDWY népav Twv 16 €Bdouadwv Bswpeital aniBavo. Kabopilovtag wg
HEyIoTN OlapKela Bepaneiac pe uWnAEC doaeic npedvilovng TIC 16 £BOopadec anopeUyeTal va XapakTnPIOTEI
npowpa n Bepaneia w¢ avemiTuxng Kabwg Kal va Xpnaolponoindouv avoookaTaoTaATIKoi NapayovTeg deUTepnC
YPAUUNG, Ol OMoiol €ival YEVIKA NEPICCOTEPO danavnpoi.

Me Bdon Ta OiaBéciya oToixeia, eivar ap@iBodo av ol avemBUunTeC evépyeleG TG Oepaneiag He
YAUKOKOPTIKOEIDN Oldpkelag 16 €BOopadwv €ival onuavTika XeIpOTEPEC OE OUYKPION HE EKEIVEC MIKPOTEPNG
OIapKeIac, 6nwe Kal av ol aveniBUPNTEC EVEPYEIEC UNEPTEPOUV TOU OPEAOUC OTNV NpwTonadn ETXZ, kabwg Ta
anoTEAEOATA TWV PEAETWV OO0V aPopd OTIC avenBUUNTEG EVEPYEIEC DIAPEPOUV.

Juvenwc, oUPewva Ke Tnv Kpion Tng Opdadag Epyaciac, n péyiotn didpkeia Bepaneiag e YAUKOKOPTIKOEIDN OF
UWNAEC OOoeIG opileTal oTIC 16 £Bdopadeg, AOyw TnG Mn av&nong Tou OQEAOUC kal TNG au&avopevng
TOEIKOTNTAC Nou OXeTi(eTal Pe Tnv Bepaneia peyaAuTepnc diapkeiac. ALilel va onueiwBei OTI o1 agBeveic nou
gival miBavo va avranokpiBouv ot Bepansia yevika p@avifouv PEiwan TNS ASUKkwPaToupiag o kanolo Baduo
npiv and TIC 16 €BGOMAdEC, ouxva evToc 4-8 e€Bdopddwv and Tnv évapEn Tng Bepaneiac.?*3 Eav n
AeukwpaToupia enipével kal dev  eugavifel oToixeia Peiwong, 10laiTepa €av 0 aoBeviic NaApoucidoel
aveniBuuNTeG evepyeleC and Ta YAUKOKOPTIKOEION, n Oepansia pe uwnAéc dooelc npedvidovng npensl va

dlakonTeTal npiv anod TIG 16 €BOOPAdEC Kal va eEETAZETAl TO EVOEXOUEVO TNC XOPYNONG EVAAAAKTIKAG aywync.

MpaxTikn odnyia 2.2.3: EvAAIkeG He npwtonabn ETZIZ nou avranokpivovral orn Oepaneia He

YAUKOKOPTIKOEISN Oa npénel va Ta AapBavouv yia = 6 MAVEG,.

H BEATIOTN dldpkela TnG Bepaneiac pe yAUKokopTIKoedn dev €ival yvwoTr. H didpkeia Twv BepaneuTikwV
OXNHATWV KUPaIVETal ano 4 £w¢ 24UNVeC ot dIAPOPEC HEAETEC, YE avaPePOUEVA NOCOOTA NANPOUG KAl HEPIKNAG
Upeonc 28%-74% kai 0%-50%,avTioToixa.’®??>¥ 3e pia peAétn diamoTwlnke OTI o acBeveic nou
AauBavouv Bepansia pe YAUKOKOPTIKOEIDN Yid NeEPIOCOTEPO anole £Bdoupadec napoudiacav PeyaAUTepPo
nooooTo Ugeonc 61% evavTi 15%, oe oUykpion He ekeivouc nou éAaBav Bepaneia yia Aiyotepo ano 16
eBOOpAdEC. * Opoiwg, GAN PEAETN KaTEDEIEE OTI 01 AOBEVEIC MouU avTanokpibnkav oTnv aywyn ixav Aapel Ta
YAUKOKOPTIKOEIDN yia onuavTika peyaAuTepn didueon Siapkeia Oepansia 5,7 pAvec.?” AvTIOETwG, Ot pia
AMN PEAETN dlIanIOTWONKE OTI €Av £vac agBevnc dev €ixe avTanokplOei oTa YAUKOKOPTIKOEIDN O 6 WNVEG, N
Bepansia népav auTng TG SIAPKeIag dev ATAV eENWPEAAG.2> AauBAvovTac unodyn Tn ONUAvTIKRA TOEIKAOTNTA Nou
oXeTiCeTal e TNV NapateTapévn Bepaneia Je YAUKOKOPTIKOEION, NPOTEIVETAI N ouvoAikr) didpkela Bepaneiag va
Olapkei6 pnvec. H sikova 6 neplypa®el £niong TNV NPOTEIVOUEVN TAKTIKA TNG MEIWONG TWV YAUKOKOPTIKOEIDWV

o€ eVNAIKEG Pe npwTonadbn ETZZ.
MpaxTikn odnyia 2.2.4: Z€ evAIKEG HE OXETIKEG avTevOEIEEIG ) duoavegia oTa YAUKOKOPTIKOEIDN,
0a npénel va BswpeiTal wg apxikn Oepancia o acdeveic e npwTonadn ETZZ n evaAAakTIKA

avoookaTtaoToAr pe CNI (Eikova 6).
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O1 eviiNikeg aaBeveic unopei va pnv avexBoUv KaAd TIC UPNAEC DOOEIC YAUKOKOPTIKOEIDWV YIa HEYAAO XPOVIKO
dldoTnua Kal pe To OedopEVO TNG MNAPATETAMEVNG QUOIKNAC nopeiag TG ETZS, ol Napevépyeleg Twv
YAUKOKOPTIKOEID®V WMOpPEi va pn yivovral anodekTé o opiopévous aobeveic.*® EmnAéov, oe aoBeveic nou
gival naxloapkol, napouadialouv appUBuIoTO ocakxapwdn OIaprTn, WUXIATPIKEC nadRosic f coBapn
00TEONOPWON N ANWN YAUKOKOPTIKOEIOWY anoTeAEl OXETIKA avTeVOeIEn. Idavika, o€ auToug Toug aaBeveic Ba
NpENEl va KAaTeEuBUVONAOoTE NPo¢ Hia evaANaKTIKN Bgpancia. MoAatauTta dev undapyouv peAeTeg RCTs nou va
€€eTalouv TOUG evaAAakTIKoUG NApAyovTeC avoooKATAOTOANG w¢ Bepancia nNpwTNG Ypauung ortn Bepancsia
evnAikwv Je npwTonabry ETZZ.

QoTO00, and PEAETEC NApATAPNONG NPokUNTEl 0TI ol CNIS punopoUv va XopnyouvTdal NPOKEIPEVOU VA HEIWOE N
OUVOAIKN £KBEDN OTA YAUKOKOPTIKOEION ) aKOMA Kal va ano@euxBei n xpnoiJonoinar) TouG. € [Jia avadpoIKn
avaokonnon nou nepieAape 51 eviAikoug Ye npwtonadr ETES kal naxuoapkia, opiako diaBATn i 0aTIKn vOoo
xopnynenkav XaunAoTepeg 000sic npedvilOAOVNG Ot OUVOUAOWO €iTE HPE  KUKAOOMOpivn €iTe  HE
alaBeionpivn.*0 ouvduaopoc xaunAic ddong npedvifohdvne kai alaBeionpivnG i KUKAOGMopivng Eixe oav
anoTéAeopa uWnAOGTEPA NOCOOTA NANPOUC Kal YEPIKNC Upeang 80% kai 85,7%,avTioTolxa, o oUyKpIon WE ThV
povoBepaneia pe npedvi(oAovn og UPNAEC dOOEIC (62,5%). EniNAgov, pia PIKPr) HEAETN nNapaThipnong €JsiEe
OTI n povoBepaneia PE TAKPOMMOUC €ixe aav anoTEAEopa Tn HePIKr UPEDN Kal 0TouG 6 aoBeveic PeTd and
6,559 pnvec, ano®elyovrac NARPWG Tn XpAon YAukokopTikoeldwv.* EminpdoBeta, Ta euvoikda
anoteAéopata and Tn xopriynon CNIsoTn dlaxeipion Tng avOekTIKAG oTa OTePoeldr] npwtonadoug ETES
napeXouv NPOCBETN UNOOTNPIEN OTNV XOPAyNor Touc w¢ eMAoyr apxIkng Bepansiac.

H sikova 6 neplypa@el éva nNpoTeIVOPEVO Npoypaupa Bepaneiac pe CNIs w¢ evaAAakTIKn Bgpansia npwTng
YPAUUNG Yia evAAIKEG Y NpwTonadr) ETZS. ANeG peAéTec napatipnong nou e€Etacav Toug CNIs w¢ Bepaneia
NPWTNG YPAMKNAG Yia Tnv npwTonadry ETZZ peAéTnoav Tnv kKukAoonopivn e apxikr doon Ta 3 mg/kg/nuépa,
XWPIC NapakoAoUBnon Twv BepansuTIK®Y EMINEdwY Tou Gapudkou yia pia péon diapkeia 25 pnvav,”® n To
TakpOMiJoug og ddon 4 mg/nuépa pe BepanesuTikd aToxo 47 ng/ml (5-9 nmol/l)yia pia péon didpkeia 13.6 +
11.8 prvec.®

3. EISIKEG NEPINTWOOEIG

3.1 NpwTonadng ETZZ avOeKTIKN OTa OTEPOEIN.

Z0oTaon 3.1.1: Z& eviAIkeG e npwTonadn ETZZ avOekTikn oTa oTepoeidr) (Steroid Resistant, SR)
OUOTIVOUHE TN XOPRyNnon KUKAoOOMOPivnG f TakKPOAIHOUG yia =6 HVEG avTi TN OUVEXEIA TNG

HovoOepansiag He YAUKOKOPTIKOEISN 1 Th BN Aqyn Ogpaneiag (1C).

AuTn n oUoTtaon anodidel YeyaAn aia oTnv €niTeuEn UPEONG TNG AsUKWwaAToupiag, oTn peinon Tou KivoUvou

VEQPIKAC avendpkelac kal oTov au&nuévo kivouvo nou OxeTieTal HPE T Ouvexi{OPevn  Xopryynon
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YAUKOKOPTIKOEID®WY OTOUG acBeveic nou Odev avranokpivovral otn Oepancia pe npdvidovn. Anodidel
XaunAoTepn afia oTo KOOTOG kal OTov KivOUVO VE(PPOTOEIKOTNTAC and Tn Oepancia pe Kukhoonopivn 1
TakpOMJOUG, KaBwe kal TNV avaykn napakoAoudnong Twv eMNESWV TwV QAPUAKWV Mou AduBavovtal wg

Bepaneia.

ZNHAvTIKEG NANPOPOPIEG

ZuvekTignon o@éAoug kal {npiacg. TMOANEC peAETEC napaThipnong &xouv Oeiel OTI n peiwon TNG

1982430 611 n avTioTaon

AEUKWPATOUPIAC Kal n eniTeUEN TNE Upeong oxeTidovTal Ye TN BeATiwon TG £kBaonc
0Ta YAUKOKOPTIKOEION OUVOEETAI IOXUPA WE TOV KiVOUVO VEPPIKNG avENAPKEIAG OTOUC EVAAIKEC JE NpwTonadn
ETZZ. 313723 aoBeveic nou Sev emruyxaveral n UQeon, avapepeTal OTI N NEVTAETAC Kal SEKAETAC VEPPIKA
enBiwon eival 60%-90% kai 25%-56%, avtioToixa.'*??* Mapd Tic avemBUPNTEG evépyeleg nou oxeTilovTal
HE TN OUVEXION TN Bepansiac pe uWnAEC OOOEIC YAUKOKOPTIKOEIOWY O£ aoBeveic nou dev eival niBavo va
avranokpiBoluv kal Aappavovrac unown Tn ATWXN VEQPIKN NpOyvVwon O YN HEiwon TnS AsUKwPaToupiac,
OIkaloAoyeiTal n UIoBETNON EVAAAKTIKNAC BEpaneUTIKAG NPOOEYYIONG MPOKEINEVOU va emiteuxBei Ugean. Ol
CNIs, kukAoonopivn kal TakpOMIJoUG, €ival dU0 TETOIEC EVAANAKTIKEC EMIAOYEC,

H kukhoonopivn €xel a&lohoynBei og 2 pikpég RCTS yia TNV anoTeAEOUATIKOTNTA TNG O EVANKEG AOBEVEIC JE
nmoeavn npwtonadr ETZZ avOekTIKr OTa OTEPOEIdN. ZTn Mia HEAETN, N KUKAOOMOPIv HEAETNONKE WG
povoBepaneia yia 6 prvec os oUYKPION WE TNV UNOCTNPIKTIKI Bepancia o€ evnAIKEC Kal Naidid Je avOeKTIKO
oTa kopTikoedr N, opeIAdpevo Toao oe NEA 600 kal o npwtonadr ETZZ.?#*H deutepn RCT nepiéhaBe povo
EVANIKEG PE avOekTIK| OTa OTePOeldr] npwtonadr ETZS kal ouvékpive Tn Bepancia 26 £Bdopadwv e
KUKAOOMOpIVN OE OXEON WE TO €IKOVIKO (papuako.* 'ONor o aoBeveic ixav AdBer xapnAf d6on npedvidovng.
'Ypeon eniteuxbnke oto 60% kai oto 70% Tou NANBUOHOU TNG MEAETNG Mou €AaBe KukAoonopivn OTIG
avTioToIXeG OUO WENETEC,

Aev unapyouv RCTs nou va a&lohoyoUv TO TAKPOMUOUG GE NAPOMOIEG NEPINTWOEIC. Q0TOTO0, HN EAEYXOMEVEG
MEAETEC uMOONAWVOUV OTI TO TAKPOANIPOUC Wnopei va anoTeAei evaAAakTikf Oepansia avTi TG
kukhoonopivnc. % e pia efeTdobnke n Xprion Tou TakpOMPOUC Of OUVOUAOHO HE XapnAn 86on
YAUKOKOPTIKOEID®WV YIa 6 WAVEC Ot eVNAIKEC ME npwTonadry ETZS kal avTiotacn ota oTePOoeIdn N Kal
avTioTaon f EapTnon ano Tnv kukhoonopivn.*” MAARPNG kal pepikr Upeon diamoTaOnke oTo 40% kai 8% Twv
aoBevav, avtioToixa, Je HECO XPOVO EMITEUENC TNC UPEoNC nepinou Toug 3 prvec. Ofeia avaoTpeWiun Peiwon
Tou GFR dianmioTwBnke oTo 40% nepinou Twv aoBevov. € GAAN KIa NPOONTIKN JEAETN EKTIMNBNKE N Xoprynon
TAKPOAIMOUG yia 48 €BOopadec kar O1anioTwenke PBeATiwon oTa ouvolikd nocooTtd Ugeong (NAfpNg
Upeon38,6%, Pepikn 13,6%) WYe YECO XPOVO WG TNV €NITEVEN TNG UPeoNG TIG 15,2 €Bdouadsc al\a kai o&gia
avacTpEWIun VEPPOTOEIKOTNTA 0TO 15,9%.* ZUupwva pe TNV kpion Tng Opddag Epyaciac, and auTta Ta €0Tw
Kal nepIopIoPEVa dedopEva nNapatrnpnoneg, AdUBavovTac unoyn Kai Tov Napopoio PNXaviopog dpacng Tou
TakpOMIJOUG Kal TNG KUKAOOMOpIvNG, KaTadelkvUETal OTI €ITE TO TAKPOAIOUG €iTE N KukAoonopivn pnopouv va

XpnoiydonoinBouv atn Bepaneia TnG avBeKTIKNAG oTa aTepPoeIdn npwTonaboug ETSS.

23



Ensidn unopei va eu@avioTolv UPECEIC YETA TN XPron TG KukAoomopivng KE apyd puBuo nmou pnopsi va
OoupBoUV akoun Kal JeTd anod 4-6 prvec Bepansiac cUPPWVA JE OPICPEVEG PEAETEC NAPATHPNONG, NPOTEIVOUHE
w¢ e\axiotn didapkela Bepaneiac Toug 6 PAVEC Npiv va anopavlBoUue OTI NPOKEITAl Yid VOOO avOeKkTIKN oTnv
KukAoanopivn. ZUP@wva Pe Tnv kpion Tng Opadag Epyaciag n eAaxioTn didpkeia Bepaneiag yia 6 Prveg IoxUel
Kal yia To TakpOAMpouc. To TakpOMUOUG VYeviKG Bewpeital Mo I0XUPO AVOOOKATAGTAATIKO — HE
anoTeAEOUATIKOTNTA OTOUC AOBEVEIC e aVOEKTIKA VOG0 aTnV KUKAoomopivn f HE €apTnon and auTny, aAAa n
XPOVIKN unépPacn Twv 6 unvav Oev €ival niBavo va BEATIOOE! TO NOCOCTO avTanokpionc o€ auThV.

Mo10TNTAa anoJEIKTIKAOV OTOIXEIWV. MpayuaTononénkav ouoTNUATIKEG avackonnaosic ano Tnv ERT nou
OUYKpivouv TNV KukAhoanopivn (Me 1 Xwpi¢ YAUKOKOPTIKOEION) KE TNV UNOOTNPIKTIKY Bgpaneia rj T Bepaneia
HE nNpedvilovn o€ eVANKES e npwTonadr ETES avBekTikr oTa oTepoeidr) (SupnAnpwpatikog Mivakag $28%4°
TupnAnpwpaTikog Mivakag $29*%, TuunAnpwuatikdg Mivakag $30%°0).

e wa pikpn RCT (n=22), €yive ouUykpion WeTA&l povoBepansiag We KukAoomopivn kal UMOCTNPIKTIKAG
Bepaneiag kai SIaMmoTWONKE N UNEPOXH TNG KUKAOGMOPIvNG anod Tnv danoyn TV ENINTOCEWY Yia TNV EENIEN o€
TENIKO 0TAdIo VEPPIKNG vooou (TZXNN), >50% anwAeia Tou GFR, dinAAcIaopo TnG TIMAG TNG KPEATIVIiVNG Tou
opoU Kal AoIWEEWV. QoTO0O0, NPOKEITal yia NoAU XapnAng noidtnTac anodeiEn AOyw TwV NEPIOPICHWY TNG
MEAETNG kal Twv NoAU eupéwv CIs nou va unodeikvuouv a&ioAoyo ogeAoc kal BAGBn. Or aoBeveic nou
KaTagepav va emtixouv nAnRpn UQeon ATav AMiyooToi, ENOYEVWC, CUUNEPAOUATA OXETIKA HE TO €4V N aywyn
HE KUKAoanopivn €kave Tn dlagopd yia TNV niTeu&n nAnRpouc Upeonc dev Ynopouv va Eaxbouv anod auTr) TV
RCT. EminAgov, o NANBUOUOC TNG MEAETNC NTAV ETEPOYEVAC Kal NEPIEAdUBAVE TOOO EVIAIKEG 000 Kal Naidid pe
NEA kal ETZZ (ZupnAnpwpaTikog Mivakag $28 48:40),

'OTav n KUukAoomnopiv O ouvduaopd He XapnArn doon npedvi{ovng ouykpiBnke e Tn povoBepancia e
npedvilovn, dIamIoTWONKE OTI To BeEPANEUTIKO OXNUA HWE TNV KUKAOOTOPIVN GUOXETIOTNKE WE WEYAAUTEPO
OMENOC YIa TNV ENITEUEN WEPIKNC UPEDNG Kal JE XAMNAOTEPO KivOUVO VEPPIKNG avendapkelac. H noiotnTa Twv
anodeIKTIKWV OToIXEiwv ano TI¢ diaBaiueg RCTs gival xapnAn AOyw Twv NEPIOPICU®Y TWV MEAETOV Kal ENEION
unfpxe HOVo pia pikpry RCT(n= 49) yia oUykpion.* To péyeBoc Tng enidpaonc PeTaly Twv dUo opddwv yia
HEPIKN UQean ATav peydlo (342 aval000 aoBeveic pe kukhoonopivn, €vavti 43 ava 1000 aoBeveic pe
povoBepaneia e npedvidovn). OPoiwg Pe TNV nponyoUEVn CUCTNUATIKR avackonnaon, unfipxav noAU Aiyol
aoBeveic nou katagepav va enTuxouv NANPN UPEDN, ENOUEVWCE, CUPNEPACUATA OXETIKA WE TO €av n Bepaneia
ME TNV KukAoonopivn €kave Tn dlagopa yia TNV €niTeuén nAnpouc Upeonc dev pnopoucav va €€axBouv
(SupnAnpwpaTikde Mivakag $29*%). Mapopoing, o pia pikpn RCT (n=25), unfpxav AiyooToi aoBeveic nou
neTuxav nAnpn UQeon Pe anoTEAEOHA va Wn Wnopei va kaBopioTei €Gv 0 ouvdUAoNOG KUKAoomopivng-
npedvioAdVNG UNEpPEixe &vavTl TNG Bepaneiag povo pe peBuAnpedvIZoAdvn (SupnAnpwuartikd Mivakag S30%°°0).
Ermidoyn. Ta o@éAn and Tnv €niTeu&n UQeonc Kal TNG HEIWONG TNG ASUKWUATOUPIAC MPOKEIMEVOU va
WETPIACOEl n voonpoTnNTa nou oxeTileTal Je To N2 Kal Tov KivOUVo TNC NPOOdEUTIKNG anWAEIAC TNG VEPPIKNG
AeIToupyiac kpiBnkav w¢ PIAITEPWE onUavTika yia Toug aobeveic. H Ouada Epyaadiag ékpive eniong OTI Ol
eniBAaBeic aveniBUPNTEC EVEPYEIEC TNG NAPATETAPEVNG XOPNYNONG TwV YAUKOKOPTIKOEIOWY Ba fTav eEAIPETIKAC
onuaciac yia Toug aoBeveic, akOUn kal o€ autoUG OMoU N aywyn auTn odrnynoe Ot KAIVIKG OQEAN

OUYKPIVOUEVN KE TN KN Bepaneia, npaypa aBéBaio. H Oudada Epyaciag kpive niong OTI ol aoBeveic Ba énpene
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va Aapouv unown Toug OTI 0 KivOUVOG VE(PPOTOEIKOTNTAG and TNV KUKAOOMOpIvN ] TO TAKPOAIMOUG &ival
AYyOTEPO ONUAVTIKOG and TIC NAPEVEPYEIEC MOU OXETICOVTal PE TNV NApateTayevn Oepancia pe Ta
YAUKOKOPTIKOEIDN 1 and Tov au&nuévo KivOuvo yia VEPPIKN avendapkela Xwpic Bepaneia pe CNIs, €idIka av
AneBei undywn 6T o Kivduvog ToEIKOTNTAG anod Touc CNIseival PelwPEvos, AOyw TNG OTEVAC napakoAoudnong
TV ENINEDWV TOUC KAl TNG 000 TO duvaTOV HIKPOTEPNG dIApKelac Tng Bspaneiag pe CNIs.

OikovoMika KpITApPIa. H BOepancia pe kukhoomopivn kal TAkPOAIMOUC GUVENAyeTal MOAU MPeyaAUTepn
OIKOVOIKN €niBapuvan ano oTi n Bepancia e YAUKOKOPTIKOEION 1 Kayia Bepaneia, kabBwg kal Ta duo pappaka
gival akpIBOTEPA anod Ta YAUKOKOPTIKOEIDN, V@ OTO KOGTOG NPOCTIOETAl Kal €KEIVO TNG napakoAoUBnong Twv
enNEdwV Touc. EminAfov, n KukAoomopivn Kal TO TAKPOAILIOUC, OUMNEPIAUBAVOUEVWV TWV YEVOGHHWV
OKEUAOMATWY, eVOEXETAI va MV €ival dIaB€oiya kal va Ynv KaAUNTovTal ano TNV UYEIOVOMIKN nepiBaiywn oe
XWPEC Je XapnAouc ndpouc. AUCTUXWC, O TETOIEG NEPINTWOEIC, O BEPANEUTIKEC ENIAOYEC €ival NEPIOPIOUEVEC
Kal ol 1aTpoi Ba npénel va oTabuiocouv Toug KivOUVOUC anod Tn GUVEXION TN Bepanciac pe YAUKOKOPTIKOEIDN
EVaVTl TOV ENINTWOEWV TNG EEENIENC TNG VEQPIKNG VOOOU NPOC VEQPIKN avendpkela AOyw Tng OIaKoMnG TNG
Bepaneiag

MapapeTpol uAonoinong. Asv UNAPYXEI CUYKPITIKA PEAETN METAEU TNG KUKAOOMOPIVNG Kal TOU TAKPOAIHOUC
oTn Bepaneia evnAikwv Pe npwTtonadr) ETZY avOekTIKr oTa OTEPOEIDr). QOTOCO, HIA PN €AEYXOUEVN HEAETN
£0ei€e OTI undpyel opehog and Tn Oepancia PeTakpOMPoug os acBeveic nou dev napoucialouv ApioTn
avtandkpion oTnv kukAoonopivn.* MpoTiunon yia xoprynon evoc and Toug duo CNIs culnTeiTal oTnV endpevn
£voTnTa.

ZKENTIKO. AuTH) n ouoTaon anodidel PeyaAn a&ia oTnv €niTeu€n UPEoONG TNG ASUKWPATOUPIAC MOU HEIWVEI TOV
KivOUVO VEQPIKNAC aveNAPKEIQC Kal TWV ONMAvVTIKOTATWV KIvOUVWV Mou OXeTi(ovral WJE Tn OUVEXION TNG
XOPryNong Twv YAUKOKOPTIKOEIdWV O aoBeveic nou dev avranokpivovTal otnyv Bspancia e npedvilovn Kai
oTN XauNAOTEPN TIUNR O£ OTI APopd To KOGTOC aAAG Kal OTOUC KIVOUVOUC TG VEPPOTOEIKOTNTAC TNG Bepansiag
ME KUuKAoomopivn ) TakpOAIPouG.

H olotaon civalr ioxupr) yiati napd Tnv anoucia anodedelydevou OMEAOUC Kal TNV oa®n niBavoTnta
emnAokav, n Ouada Epyaciac €kpive OTI ONoI 1] OXeDOV Ol KAAG EVNUEPWHEVOI aoBeveic Ye npwTonadn ETZS
Ba enéheyav va oTapaTnoouv Tn Bepancia Ye Ta YAUKOKOPTIKOEIDN, €av eupavilav avtoyrn o autda kal 8a

alalav Tnv aywyn Toug €iTe € KUKAOOTOPIVN €ITE O£ TaKPOAILOUG.

3.2 AogoAoyiko oxnHa yia Tnv KukAhoonopivn kai To TakpOAIpoug

MpaxTikn odnyia 3.2.1: O@epaneia npwTonadoug ETZZ avOekTIKNG OTAd OTEPOEION: MPOTEIVOHEVO

3000A0YIKO OXNHA yia THV KukAoonopivn kai To TakpoAipoug (Eikova 7).

3TNV €ikOva 7 neplypaQeTal £va nNpoTEIVOUEVO BEpansuTIKO OXNUa yia evAMKEG Je npwTonadr) ETES nou sival
avBekTIky oTa otepoeldr). H apxikry 800n &vap&nc yia Tnv KukAoonopivn Kupavenke and 3,5 €wg 6
ma/kg/npépa
Bpebei oTI BOOEIC Kukhoomopivng >5,5 mg/kg/nuépa oxeTidovTal YE AUENUEVO KivOUVO VEQPOTOEIKOTNTAG.>

45,51 52,48,53,54,55 IEXSl

ot JIAPOPEC MEAETEC, WE TIC NEPIOCOTEPEC va Eekivouv pe 5 mg/kg/nuepa.
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YnApEe akoun WeyaAUTepn WETABANTOTNTA OTA €MiNeda OTOXOU TOU (pPAPMAKOU MOU eKTeivovTav anod 50 €wg
600 ng/ml (42-500nmol/1).**8515%55 AquBavovTag unodyn To KOGTOG TG KUKAOGTOPIVNG, T S0C0EEapTOHEVN
VEQPOTOEIKOTNTA Kal OTI €ival aniBavo va anaiteital ensiyouca avaykn yia 8pancuTika enineda, sival Aoyiko n
Bepaneia va Eekiva pe xaunAoTepn doon kal va au&avetal otadiakd, oToxeUovTag Npoc Ta BepansuTika
enineda (trough). EkTOC and pia PEAETN mou oTOxeus o€ €nineda kukhoanopivng 250-600 ng/ml (208-500
nmol/1),* oI nepioodTepeC £deifav 6TI Upeon endyeTal pe kaTwTepa enineda, 100-225 ng/ml (83-187 nmol/l),
EVD) HE TIC UPNAOTEPEC TIMEC BEPANEUTIKWV EMNESWV OTOXWV NApaTnpiOnkav peyaAuTepog KivOuvog Peimang
Tou GFR kal veppoTtogikotnTa. Eivar Aoinov n yvoun tng Opadag Epyaciag 0TI 0 0TOXOC TwV BEpAngUTIKWY
eMmnédwV npénel va kupaiverar anod 100-175 ng/ml (83-146nmol/l),(woTe va enmiTuyxaveral e€lcopponnaon
METAEU Tou oPENOUC and TNV MEiwon TNG AEUKWUATOUPIAG Kal Tou KIvOUvVouU Tng Meiwong Tou GFR) kal va pnv
unepBaivel To eninedo TN TaEewg Twv 225 ng/ml (187 nmol/l) yia napaTteTapévn nepiodo.

Mia un eAeyXOpevn HEAETN €EETATE TO TakpOAIoUG e apxIkn doan 0,15 mg/kg/nuEpa, Ye BEPANEUTIKO OTOXO
Ta 5-10 ng/ml(6-12 nmol/1).¥ QoT600, 0c auth Tn 860N, N PEON TIUA TWV EMNEdWV  ATAV AVMTEPN TOU
BepaneuTikoU oTOXOU TIC NPWTEG 4 €Bdopades (10,3-11,8 ng/ml, 12,7-14,6 nmol/l), pe enineda oto 250
EKATOOTNHOPIO OTO UWNAOTEPO AKPO TwV BOepansutikwv otoxwv (9,2-9,8 ng/ml, 11,4-12,2nmol/l),
unodnAwvovTac OTI Jia XaunAdTepn dOon Wnopei va ival nio cuvet]. And TNV AAAN NAsUpda, o€ pia AAAn
NPOONTIKA MEAETN N ddon €vapéng Tou TakpoAipouc fTav 0,1 mg/kg/nUEPa kal KATAPEPE va eNMITUXEl T HEON
TIuR o€ enineda nepinou 7 ng/ml (8,7 nmol/l).*

H anogaon Tnc emAoync TNG KukAoonopivng fj Tou TakpOAiJoug eEaptdartal and diGpopous NapayovTeg nou
oxeTiCovral e B£uaTta nou agopouv Tn 8IaBeoIPOTNTA TWV PAPHAKWY, TO OIKOVOUIKO KOOTOG, TN duvaToTnTd
napakoAolBnonG Twv enINEdWV TOUC, TOUG KAIVIKOUG MapdyovTec, Tn MPOTIUNON Kal TNV €EOIKEIwON Tou
IaTpoU. TO OIKOVOMIKO KOOTOC Wnopei va anoTeAei £va AiydTepo gofapd npoBAnUa Twpa nou gival diaBEaIeg
Ol YEVOONUEG MOPPEC kal Twv OUO (apudkwv. 'Exovrac w¢ PBacn Tn PiBANoypagia nou agopd TN
METANOOXEUON, EXEI NPOTABEl OTI TO TAKPOAIPOUG €XEI IOXUPOTEPO AVOCOKATACTAATIKO AnOTEAEGUA anod Tnv
KukAoomopivn, av kal autd dev €xel eNKUPwOel anod Ta anoTeAéopaTa PEAETOV Ot eviAIKEC. OI aioBNTIKEC
aveniBUPNTEG EVEPYEIEC TEIVOUV Va gival AIYOTEPEC 0T Bepansia Pe To TAKPOAIPOUC E AnOTEAECHA va ival o
anodeKTO O€ VEAPEC YUvVaike, KaBweG 6gol AapBavouv KUKAOOTOpIv £X0UV UPNAOTEPO KivOUVO UMNEPTPIXWONG
Kal UNEPTPOQIac TwV OUAWV, HE ava@epOpevn ouxvoTnTa eugaviong 70% kai 30%, avTioTolxd, Onwg

npokUNTel and peAéTn o naidid nou é\aPav Bepaneia yia NepioodTEPO anod éva €1oc.>°

3.3 Aiapkeia TnG Ogpaneiag pe CNI

Mpaxktik odnyia 3.3.1: EviAikeg MHe npwTonadry ETZZ avOekTIK| OTA OTEPOEIdN nou
avranokpivovral otn 0gpancia pe CNIs 8a npénel va Toug AapBavouv yia TOuAdxioTov 12 pnveg

NPOKEIPNEVOU va eAayxioTonoinOsi o kivduvog Twv unotponav (Eikova 7).

Av kai ol CNIs €ival anote\eopaTikoi yia Tnv NpOKANGn UQEONG s aoBeveiG Ue avTioTaon oTa OTeEPOEIDN, Ol

UMOTPONEC €ival MOAU OUXVEC WETA Tn dlakonr Touc. € pia and Tic RCTs nou a&loAoynoe Tnv €nidpacn Tng
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KUKAOGTIOPIVNG O£ VOOO avOeKTIKR) OTa OTEPOEIDN, EPPavioTnkav unoTponeg oTo 40% Twv aogBevwv evroc
€VOC €TOUC Kal 0TO 60% evToc 78 eBdouddwv Petd Tn diakonn TnG kukhoomnopivnc.* Autd To anotéAeoua
napatnenénke kar oe aAn RCT, pe To 69% Twv aoBevav va gugavidel unoTponn evrog 12 uynvev and Tn
diakonn TnG kukhoonopivnc.”® MeAéTec napathpnong yia Tn Bepansia pe kukhoonopivn avépepav €niong
NooooTd UNOTPOMAC NOU KUPavenkav PeTa&l 60% £w¢ kal 80%. Opoiwg, auEnuévn ouxvoTnTa UMNOTPOMNG
napatnenénke kal otn Bepaneia PYETAKPOMIJOUC, PE NePiNnou 76% Twv acgBevwv va napoucialouv unoTpon
HETa and Tn diakonr Tou gappakou.”’

Me kaBe unoTponr), o Kivduvoc EENIENC TNc XNN au&aveTal kal Ye TNV enavaxopnynon TnG avoooKaTaoToANG
ol acBeveic Ba €xouv PeyaAUTepn £kBeon OTIC avenBUUNTEC EVEPYEIEC KAl OTNV TOEIKOTNTA TOU (ApUAKOU.
Eival emirakTikr) avaykn va kataBal\etal kGBe duvatr npoondabela NPoKeEIYEVOU va eAaxioTonoinBei o Kivduvog
TWV UMNOTPON@V.

H BeATIoTn diapkela Bspaneiag ye CNIs, €10Ika yia Tnv NpoANWn Twv unoTponwv, dev £Xel KABOPIOTEl GTOUG
eVAANIKEG pE npwTonadn ETZE avBekTikry ota oTepoeidr. Mia RCT OUVEKPIVE TNV KUKAOOMOpIvn Kal Tnv
KUKAOQWOpayion oc 1010nabég KOPTIKOEEAPTWIEVO Kal auxva unotponidlov N Tooo o naidid 000 kal O€
EVANIKEG, YE NMPWTAPXIKO anoTeéAeopa Tnv eniBiwon Xwpic unotponr. H KukAoonopivn €ixe xopnynOei yia 9
MNVEC Kal JETA PEIwVOTaV KaTa25% kdaBe prva péxpl Tnv nAnpn diakonn Tng evrog 12 unvav. XTov eviAIKo
nANBUGUO, TO NOCOOTO UMOTPOMNG OTOUG 24 PNVEC ATAV NAPOMoIo PETAEU eKEivv Nou EAaBav KUKAOoMopivn
(50%) kai ekeivv nou hapav kKukAopwaopapion (60%).>” EmnAéov, n napateTapévn Bepancia pe CNIs oe
naidia pe NX avBeKTIKO OTa OTEPOEIDN €ival Yia KOIVR) NPAKTIKA, av Kal n eNiNTwaon Jiag TEToIAc aTpaTnyIkng
yla Tnv npoAnyn TwWV UMNOTPON®Y, TOU KIVOUVOU TNnG VEPPOTOEIKOTNTAG N Tn OIaTnpnon Tng VEQPIKAG
AeIToupyiac pakponpdBeopa Oev €xel TEKUNPIWOesi kahd. AuTa Ta neplopiopéva dedopéva unoaTnpidouv pia
nepIcoOTEPO NapaTeTapevn nepiodo Bspaneiag Pe CNIs yia Tnv ehaxioTonoinon Tou KivOUVoU TwV UNOTPON®Y,
I010iTEPA OTNV MEPINTWON MOU 01 AnodeiEeIC yia evaANAKTIKEG AVOOOKATACTAATIKEC Bepaneieg sival NevIXPEC Kal
0 KivOUVvOoG UnoTpoNNC sival onUavTikoc.

3TNV €ikova 7 nepIypAPeTal To Npoypaupa Bepansiac yia Tnv avlekTikny oTa oTeposidr) npwtonadry FSGS,
unodeikvuovTac OTI Ta BpansuTika enineda Twv CNIs 8a npénel va diatnpolvTal yia TOUAAXIoTOV 12 JAVeEG
oTou¢g aoBeveic mou avrtanokpivovral oTn Bgpaneia. O1 CNIs pnopolv va MeiwBoUv OTn GUVEXEID, HE TNV
KAIVIKI| KaTAGOoTaon, TNV avoxr oTo (pApUAKo Kal TOUG OIKOVOMIKOUC NapdyovTeg va ennpealouv To pubuod kai
TO PéyeBocg TNC Meiwong TnS doonc. & acBeveic o NANPnN UPEON Kal Ye eVOEIEEIC TOEIKOTNTAC TOU (PAPHAKOU

unopei va xpelaoTei TaxUtepn peinon Tng ddong Twv CNIs.
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Osepangia Aocoloyia kal diapkeia
ApXikn 600N

o Kukhoanopivn 3-5 mg/kg/nuépa oe 2 diaipoupeveg doael 'H TakpoAipoug 0,05-0,1mg/kg/nuépa o 2
dlaipolpeveg SOOEIG

o O BepaneuTikOG OTOXOG MPO TNG ANWNG Tou pappdkou (trough) Ynopei va eAEyxeTal yia va PEIOVETAI N
VE(POTOEIKOTNTA

e OgpaneuTIkOG aTOXOG (trough) yia Tnv KukAoanopivn 100-175 ng/ml (83-146 nmol/l)

e OepaneuTIkog oToxoC (trough) yia ToTakpoAipoug 5-10 ng/ml (6-12 nmol/l)

Aiapkeia Ogpaneiag yia va ekTignOei n SpacTikOTNTA TNG Bepanciag

o H kukAoaomopivn 1 To TAKPONIOUG NPENEl va GUVeXIZETal o€ OOAN EVTOC TV BEPAMEUTIKMY OTOXWV

TOUAAYIOTOV yia 6 Wrveg, NpoTol BewpnBei 0TI 0 acBevng sival avBekTIKOG oTn Bepaneia pe CNI

ZuvoAikn di1apkeia Bepansgiag pe CNI

e & aobeveig e PEPIKN 1 MANPN UGEDN, N Xoprynon TnG KUKAOONOpIVNG f Tou TaKPOAIHOUG NpENEl va
ouveyileTal o€ dogohoyia evrog BepaneuTik®V aToXwV (trough)yia TouAdxioTov 12 PrVEG yia va PeiwBei o
KivOUVOG T®V UMOTPON®V

e H 800N TnNG KUKAOGMOPIVNG I} TOU TAKPOAIOUG WMOPEI va PEIOVETAl OTAdIaKA EVTOG 6-12 pnv®v 000 YiveTal
QVEKTO

e EEeTAOTE TO EVOEXOMEVO DIAKOMI) TNG KUKAOGTIOPIVNG I TOU TaKPOAILOUG €av 0 eGFR ouveyilel va peiwveTal
0e<30ml/min/1,73m?2

o ‘EMeIyn noloTikav eVOEIEEwV yIa AANEG €IDIKEG EVAANAKTIKEG Bepaneieg

o EEeTaoTE TO £VOEXOMEVO XOPNYNONGMMF, peyawv dooswv de€apebalovng, Rituximab kai ACTH

o H Bepancia npénel va eEaTopIkeUETal Kal EapTaTal anod Tn dIaBeIOTNTA TWV PAPHAK®V KAl and TA OPEAN
ano TNV NepaITEpw Bepaneia o€ OxEDN HE TOUG KIVOUVOUG ano TIG aveniBUUNTEC EVEPYEIEG TNG
avoooKaTaoTOANG

o O1 00Beveic NpENEl va NAPANEUNOVTAl O EEEIDIKEUPEVA KEVTPA HE EIDIKN EUMNEIPIA OMOU NPENEI VA EKTILWVTAI

yIa TNV eVOEDEIYHEVN XOPHYNON EVAAAAKTIKNG aywyng ) yia dlakonn TNG MEPAITEPW AVOOOKATAGTOANG

Eikova 7. Ogpaneia TnG avOeKTIKAG 0Ta YAUKOKOPTIKOEISN npwtonadoug ETZZ. O1 CNIs xopnyouvTal
ouvnBwe dUo POPEC TNV NUEPA, MNOopPel OJWG va XopnynBouv kai anag, avaloya Pe TN ApUAKOKIVATIKN KAOs
okeuaopaTog. Ta enineda Twv CNIs aTo aipa dev NapéXouv NANPOPOPIES yia Tn oTABuN Toug evdokuTTapia. Ol
BepaneuTikoi oToXol Twv CNIs npoépyxovral and Tnv eunelpia Tng Metapdoxeuone. H opdda epyaciag KDIGO
avagepel 0TI 0l BEpAnEUTIKOI GTOXOI YIa TIC OMNEIPAUATIKEC NaBrosic dev gival yvwaToi. O1 NEPIGEOTEPOI KAIVIKOI
IaTPoi €AéyXouv Ta enineda yia va €niBERAIOOUV T CUMHMOPPWON Kal va ano®uUyouv TNV TOEKOTNTA TwV
CNIs. Eni ToU napovToc n mio Aoyikr TakTIKn gival n Tithonoinon Tng d6ong Twv CNIseEaTopikeuyéva, WOTE va
EMITUYXAVETAI TO EMBUUNTO ANOTEAEOUA OTN ASUKWHATOUPIA CUVEKTIMWVTAG TNV XopnyoUpevn d00n Me Tnv

KpeaTivivn Tou opou. H ddon peiwveTal av ouveyiel n KpeaTivivn Tou opoU va au&averal otadiakd Xwpic va
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oTabeponolsital | av augaveral nepiocoTepo anod 30% Tng Bacikng TG TIMAC. ‘OTav n KpeaTivivn Tou opouU dev
MEIQVETAI PETA TN Weiwan Tng ddong npenel va diakonTovtal ol CNIs. Trough: Ta enineda CNInou PeTpwvTal
npo TNG ANWNG Tou (papudakou Kal 12 Wpeg YeTa Tnv nponyoUuevn ANwn, otav AauBaveral dUo QOopEG TNV
nUEpPa.

3.4 AoOeveic nou napouagialouv avroxn | ducavegia oToug CNIs

MpaxTikn odnyia 3.4.1: EViAIkeG pe npwTonabn FSGS nou napouoialouv avToxrn oTa oTEPOEISN N
duoavegia oTtoug CNIs 6a npénel va NAPANEUNOVTAl OE £EEISIKEUHEVA KEVTPA MPOKEIPMEVOU vd
EKTIMNOEI TO EVOEXONEVO ENAVAANYNG TNG Biowiag veppoU, Xopnynong evaAAakTIKNG Bepansiag i
OUMHETOXNG O€ Kanoia KAIVIKR HEAETN

(Eixova 7).

Ynapyel EAAEIYPN anodeIKTIKWVY OTOIXEIwV Mou va kaBopilel Tn Bepancia Twv evnAikwv Pe npwTtonadr ETZZ nou
gival avBekTIKN avBekTIKNG oTa oTeposldn kal napouaialouv avToxn n duoavegia otouc CNIs. Katd Tn yvoun
™G Opadac Epyaociac auToi ol aoBeveic xpeialovral €EQIpeTIKG €EEIDIKEUPEVN (PpovTida kal Ba npeEnsl va
napanéunovTal o€ KEvVTpa He TNV KataAAnAn eunelpia. ApKETA avoookaTaoTaATIKA (pAPPAKa £XOUV OOKIUAOTEI
o€ evnAIkec pe 101onabn ETZ, noAAG ano Ta onoia napatifevTal kai avagépovTal otny Eikova 7. QaTd00, ol
NEPICOOTEPEC anO TIC MEAETEC QUTEC dev €ival KaAG OXeDIAONEVEC, €ival HEAETEC NApATAPNONG, dev NApEXOUV
afibAoya oupnepdopaTa Kal €ival ETEPOYEVEIC WC NPOC TA ANOTEAEOPATA Touc. Eni mAéov, n emnpdaBeTn
Bepaneia o auTn TNV oyada acBevwv PNopei va €ival yaTain, kar avri va gival Enw@eAnG, YNopei va auinoel
TO KivOUVO yIa aveniBUUNTEG EVEPYEIEC ANO TNV AVOOOKATACTAATIKN aywyr. Enopévag, ol acBeveic Ba npénel
va a&lohoyouvTal o auTd Ta €EEIDIKEUPEVA KEVTPA UMNO TO MPICHA TNG avaykng yia ENINAEOV AVOOOKATAGTOAN.

To MMF kai n 0s€apebalovn oe au€nueévn doon €\aBav oloTtaon 2Cotnv kateuBuvtniplia odnyia GN Tou
KDIGO 2012 w¢ evaAakTikr] AUon yia aoBeveic nou dev avexovTal Tnv Kukhoonopivn. AuTh n oloTtaon
BaoioTnke ot pia RCT Mnou GUVEKPIVE TNV KukAoomopivny PE To ouvduaouo MMF kai uwnAng ddong
OcEapebalovn o naidid kal véoug eviAikeg Pe ETZS avBekTikr) oTa oTepoeidr] Kal n onoia Oev E0eIEe
OTATIOTIKA ONUAVTIKA 31apopd 0Ta NocooTa UPeoNC HETAEU Twv dUo okeAmv.® QoTdoo, o€ auTr) TN HeNETN
Ogv eMITEUXBNKE 0 ApXIKOC OTOXOC CUUMETOXNG 5000008svv Kal we ek TOUTOU ATAV GNUAVTIKG avenapknc, HE
povo 138aacbeveic va TuxalonoinBolv TeEAIKG os onoladnnoTe Bepancia. Kata ouveéneia, n katwTepOTNTA TOU
oxnuatog MMF évavTl TnG KukAoonopivng Oev WMopei va anokAeioTei. EmnAéov, unnp&av OnNPAvTIKEG
EMIPUAGEEIC yia To axedlaopod Kal Ta KpImipla €vragng nou Ba pnopoloav va eNNPEACOUV TNV EYKUPOTNTA TWV
anoTeAeopaTwV TNG MEAETNG>® AauBavovrac undwn autd Ta Oépata, n Opdda Epyaciac KDIGO
2021cuppavnos OTi Ba nTav kataAAnAOTEpo va agaipebei n xprion Tou MMF kal TnC uywnAng doong
OeEapebalovng we KAIVIKN ouoTaon kal va BswpnBsi w¢ evaA\akTIKn Bgpaneia, 0Tav o AANEG BEPANEUTIKEG

£MIAOYEC £XOUV anoTUXel.
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3.5 AVTIJET®ONION THG UNOTPONNAG

MpaxTikn odnyia 3.5.1: EVAAIKEG pe npwTonadrn ETZZ nou NponyouHEV®OG ATAV KOPTIKO EuaiodnTn

Kal egpavidel unoTponr), HNOPEi va AVTIJETWNIOTEI HE TNV idla NPOCEyyion ONWG AUTH yia TOUG

eviAIkeGg pe unotponialouca NEA.

Yndpxouv noAU xaunAnc noldtnTag otoixeia nou kabodnyoUv Tn Bepansia Twv UNOTPONWV GTHV NPWTONABN

ETZS. EGv ol unoTponég epgavioTolv og agBeveiG Twv onoiwv n vOooC ATAv NPONYOUMEVWC €uaiodnTn oTn

Bepaneia pe YAUKOKOPTIKOEION, NPOTEIVETAl va avTipeTwnifovTal Pe Tov idlo Tpdno onwc n unotpornialouca

NEA Twv evnAikwv.
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