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T1 €ival aljyatoupia ;

[Mapouacia epuBpwyv aipoo@alpiwy oTa
oupa =5 K.O.TT, UTTO JEYAAN peyEBuvon,

o€ OEiYUOA PUYOKEVTPNBEVTWYV OUPWYV




AlpaToupia

MakpooKOTTIKN (OpaT ME YUNVO OPOAAuO)

N MIKPOOKOTTIKN (>5 £puBpa K.0.1T).

Mapodikn (Tpauua, Eviovn aoknon, AOIMWEEIC

papuaka) N etripovn (OIQPKEI >6 UNVEQ)



2.UXVvOTNTA alaToupiac

2UXVOTNTA HMOKPOOKOTTIKAG AINATOUPING

* 1.3/1000 ecwTepIKOUG a0OevEiC Kal O€
TTEPICCOTEPEG ATTO TIG MITEC TTEPITITWOEIG
(56%) n aitia TNG aipaToupiag KATadEIKVUETAI

gUKOAQ.

e 30-50/1000 uyin TTaudId o€ yia ETPNON

* 10-20/1000 vy TTaidid o€ 3 dIAdOXIKEC WETPNOEIC
o€ 0IAOTNUA EVOC £Caunvou

Brown D et al. Pediatr Clin North Am 2019, 66, 15-30



2.UXVOTNTA UIKPOOKOTTIKNC aliaToupiac
O€ ETTIONMIOAOYIKEC MEAETEC

100
100 %
80
60

40

35 %
20

8 %

Awayvwon Meta 1 xpovo Meta 5 xpovia

Diven SC, Travis LB Pediatr Nephrol 2000



2TOXOI TOU TTaIOIATPOU OO0V apopd
OTNV QVTIJETWTTION TTaIOIOU UE algaToupia

H diatriotwon kai empBeRaiwon TnNG
algaTtoupiacg

H aveupeon TNG aITioAoyiag TnG
alIaTOoUpPIaC

H avayvwpion Twv aoBevwyv Pe goapn
VEQPPIKN VOOO Kal N TTaPATTIOUTT TOUC O€
TTa1d0OVEPPOAOYO



AlatTioTwon Kal empefaiwon alyaroupiag

OYTOKENTPHZH OYPQN

T~

KOKKINO YTNEPKEIMENO KOKKINO
|IZHMA l

‘l/ TAINIEZ EMBYOIZHX
AIMATOYPIA (dipstick)

|

« AAkarrovoupia « Muoagaipivoupia
» Mopoupia * Aiyoogaipivoupia
* Tpogeg

* Qapuaka

Up to date 2018



OQuolec mou petaarlouvy
TO XPWUO TWV OUPWV

ddpuaka
(p1QaUTTIKiVN, XAWPOKIVN, TpIQUTEPEVN, Tévva,
viToopoupavroivn, uerpovidaloAn)

[Mavtddpia, KOKKIVEC XPWOTIKEC OTIC TPOPEC
[Topupiveg
AAKaTITOVOUPIQ




Algpguvnon

AeguTEPO Bripa
¢ Na kaBopioBei av n alyaToupia ivai
OTTEIPAUATIKAC N YN OTTEIPAUATIKAG

TTPOEAEUONC
¢ [1p0oOEeKTIKO IOTOPIKO KAl PUOIKI €CETAON




EvTOoTtTion €mMITTEOOU QIJATOUPIAC

AVWTEPO OUPOTTOINTIKO N KaTtwTEPO OUPOTTOINTIKO
oTEipapa oupnTHpag, KUOTH, oupndpa

H UIKpOOKOTTNON avTIOETOU PAONG CEXWPICEL
AKEpala epUBPA-KATWTEPO OUPOTTOINTIKO

AUcuopPa pUBPA-CTTEIPAMATIKA



Mop@oAoyia epuBpwyv aTa oupa

AKEpala epuBpd: un OTTEIPAMATIKA AlJATOUpIA
¢ Opoiépoppa oT1o pEyeBOC
¢ Moidlouv pe QualoAoyIKA EpUBPA KUKAOPOPIAC TOU QiaTOC

¢ 2uvnBwc dnAwvouv @Aeyuovn META TO OTTEIpAMA 1 EPEBICUO
TOoU BAevvoyovou Tou oupo@popou cwAnva




Mn oTTeIpapaATIK aigaToupid

b’ Sl 1 DYoo =
v ')gz\— ’D 6 - .‘ )
Yo
-

MIKpOOKOTTNON AVTIOETOU PACEWC



Mop@poAoyia epuBpwyv oTa oupd

Auopuopa epubpa

¢ Avopoliopyopga oTo pEyebog N oTo oxNUa

¢ Agev pyoialouv pe pualoAoyika puBpa

¢ AAoiwvovTal evw dlao)idouv TNV
OTTEIPAMATIKA MEMBPAVN

¢ EKTIHWVTAI KOAUTEPQ PE MIKPOOKOTTNON

avTIOETOU PAoNGg




2TTEIPAUATIKN dIgaToUupIa

N N

Normal cell Spherocyte Micro-spherocyte Irregularly
contracted cell

g0 00

Elliptocyte Ovalocyte Dacrocyte (tear-drop Target cell
poikilocyte)
Stomatocyte Keratocyte Schistocyte Echinocyte
{fragment) {crenated cell)
Acanthocyte Sickle cell Boat-shaped S-Cpoikilocyte

cell

MikpookOTTNOoN avTiBETOU pAong

AUopoppa epubpa > 20-30% evOEIKTIKA CTTEIPAMATIKNG
TTPOEAEUONG



EpuBpoKUTTapIKOC KUAIVOPOC




EvTotTion €mITTEOOU aluATOUPIAC

¢ Algartoupia TTou a@opd PEPOC TG oUpnNong
O@EIAETAI ATTOKAEIOTIKA OE METAVEPPIKO AITIO
* Apxn TNG oupnong — NpooBia oupnBpa

« TEAOC TNC oupnong — OtrioBia oupr|Bpa | KUOTIKO
TPiywvo

e 2NMEIVETAI OJWC OTI KAl N QIMATOUPIA KUOTIKNC
TTPOEAEUCNG EVOEXETAI VA aPOopa OAN TNV oupnaon

¢ H tTapouacia TTNyUATWY AiaTtogc oTa oUpa ONAWVEI
WC¢ £CTIA TNG AlIJATOUPIAC METAVEPPIKO AITIO



MOKPOOKOTTIKN aluaToupid
QTTO TO KATWTEPO OUPOTTOINTIKO

+ Kokkiva rp pol oupa
¢ [1ovog

+ KWAIKOG

¢ ETeign yia oupnon

¢ Auooupika

¢ Aypara
¢ ApXIKN, TEAIKA N 0 OAN TNV oupnon



MOKpPOOKOTTIKI digaToupid
QTTO TO OTTEIPAMA

Oupa kage n gav Toal

N oav coca-cola

2NMEIa OgEiag VEQPPITIONG
v Métpnon A.T.

v EAEYXOCG yIa KUAIiVOPOUG

v EAEYXOC VIO TTPpWTEIVOUpIQ



AITIEC aIpaToUpIng

ZTTEIPANATIKEC Mn omsipaparikéc
Metahoiywdng otreipapatoveppitida (ZN) Oupoloipwén

lgA veppotraBela, IgA ayyelitida EpeBioudg oupnBpag, epivaiou
MeuBpavoutreptrhaoTikr) ZN Tpaupa, doknan
Tayéwc ecehloadyevn 2N YmepaofeaTioupia
N6cog Aetrtiig Bacikig HepBpavNg NegppoAiBiaon
AloppayIkr KuaTiTida
KuaTIKr) vOTOC VEQPWY
2TTavia 2Tavia
Ne@piTida Tou AUKoU AyYEIOKES aVWHOAIES
AMeC ayyeiTideg, T.X. MIKDOOKOTTIKN

, Alatapayéc mmEng, Bpoupotrevia
TToAuayyeiTida

MepBpavidng veppomdbeia 2 0vdpopo Nutcracker

> Gv8popio Alport KakorBeia (veppou ) KuaTn)




Apykodg Eheyyog (emPePaimon apatovpiag, SIEVKPIVIOT) OV GTELPUUATIKY)):
Dipstick ovpwv

I'qu Mikpookdnnon ovpwv, ELEYYXOS Y10 KLATVOPOLE Kol KPLGTAAAOLG
}\ . [Tpwteivoupia
ENEYXOULE Mikpookdnnon avtiBétov pdaong
r Ovpia, NAekTpoADTES, KpeaTIViv, aAfovuiv
aoOeVA e pia, NhekTpolvTES, Kpgatvivn, aABovpivn

alpatoupia

Mn-orelpopaTikng

Egi&?gp?;g%%(gzw Aretkovion (Yo kdoterg, Aibovg):
PCR y1a adevoi6 ota ovpa l X-Ray NOK
AoBéotio/kpeatviv) 00p@Vv U/S veppav koomg (ke

Ovpa 24mpov Yo Ca, o&ohkd, Kuotivn, + Doppler) )

oVPIKO l CT topoypaopio?

BO¢paneio Yo emPefaropévn KvotiTioa/ovpoioipmin

l Entipovn

Yrioyia yla maBoloyia N

KuoTNGH ouprBpag otav Kvoteookonnon
uTtdpxouv cuvoda

CUUTITWHOTA 0UPNONG




Apyikéc eetdoelc

(emPePaimon apatovpiog, S1EVKPIVIOT OV GTEIPOLOTIKY):
Dipstick otpwv

Mixpookonnon ovpwv, EAEYY0G Yo KDAIVOPOVS

Mpoctyyion
aoBevoug

]

ME Métpnon npwteivns odpwv

mpaToupiq Mixpookornon avtifétov paons
Ovpia, niextpoliteg, kpeotivivy, aifovuivy

—

2ITEIPAMATIKA

Inepapatovedpitida EAgyxog yia Alport/NABM
SvunAnpopo C3, C4, anti-dsDNA, ANA Axovoypappo, 0@OuALOAOYIKN
Tithog avtiotpentodvsiviig O (ASTO) Owoyeveloko 16Toptkd

IgA opov Iovidraxog Ereyyoc yioo COL4A
ANCA LETAAAOEN

anti-GBM, e181kd av mvevpovikn aipoppayio Buovyia dépuatoc (IF for COL4AS)
Hroatitwoo B

Y mepnyoypaenuo VEpPOV Kot KOGTNG

\ Blowiq vs(ppoﬁ

/




2.UXVOTEPA AITIO ACUPTITWHATIKAG
UOKPOOKOTTIKNC AIJATOUPIOC

228 aocOeveig
22% utrepaoBeoTioupia
16% IgA ve@poTTaBelia
% OMXZZN
2% AAAec otreipaparotradeiec (kat NABM)
2% ouyyeveic avwpaAiec
1% OTiyua OPETTAVOKUTTAPIKAC AVAIUIOG
36% Ogv dIaTTIOTWONKE N AITia

Bergstein J. et al. Arch Pediatr Adolesc Med 2005, 159 (4) : 353-5



2. UXVOTEPQA AITIO ACUUTITWHATIKNG
UIKPOOKOTTIKAC AIUATOUPIaC

1092 acOeveig
15% vOooc¢ AeTTTAC BACIKAC HEPPBPAVNC
10.4% IgA veppotTabeia
8% uTtrepaocBeoTioupia
2.3% ayyeIOKEC aVWHPaAIEC
2% QAANEC OTTEIPAPATOVEPPITIOEC
1.5% veppoAiBiaon
57.6% 0O¢ev dlaTTIoOTWONKE N AITia

Clark M. et al. Diagnosis (Berl) 2015;2 (4): 211-6



AITIEC OTTEIPAUATIKNG AIJATOUPIOC
1) MeTaAOIHWONG OTTEIPAMATOVEPPITIOA

2)IgA veppoTtraBela/lgA ayyelimida * *

3) AANAEC OTTEIPANATOTTABDEIEC
(UECQYYEIOUTTEQTTAQOTIKN, EOTIQKN TUNUATIKN OTTEIPAUATOOKANpUVON,
UEUBPavOUTTEQTTAQOTIKN, K.4.)

4) 2.Uvopopo Alport, cuvdpopo AETTTNC HEpPpavNG * ¥
5) 2UCTNUATIKOGC £pUONUATWONG AUKOC
6) AAAEC QYVEITIOEC (MIKPOOKOTTIKN TTOAUQYYEITION)

* AiTia UTTOTPOTNIAZOUCAC QIJATOUPINC
+ AIJATOUpPIa JE OIKOYEVI) XOPAKTAPA



MeTaAoIuwoONnC OTTEIPAUATOVEPPITIOO




MeTaAOIHWONC OTTEIPAMATOVEPPITIOA
ApPVNTIKOI TTPOYVWOTIKOI TTAPAYOVTEC

GFR < 50% Tou ualioAoyikou yia TNV NAIKia
[Mapapovn |oupTTAnpwPaTOG > 3 PAVEG
NEPPWOIKOU TUTTOU AEUKWHATOUPId

METPIO AsUKwpaToupia > 6 UNVEC
MaKPOOKOTTIKN aljaToupia > 2UNAVEC

MIKPOOKOTTIKN alyaToupia > 12 unveg



1)
2)

3)

4)
o)
6)

AITIEC OTTEIPAMATIKN G AIJATOUPIOC

MeTaAoIuwWONC OTTEIPAPATOVEPPITIOA
IgA veppoTtraBela/IgA ayyelitida * +

AAANEC OTTEIPAUATOTTABEIEC
(UECAYYEIOUTTEQTTAQOTIKY, EOTIQKN TUNUATIKY OTTEIPAUATOOKARpUVON,
UeUBpavoUTTEQTTAQCTIKN, K.4.)

2.Uvopouo Alport, auvdpouo AerTng euBpavng ™ +
2.UOTNMATIKOC £puBNUaTWONG AUKOC
AAAEC ayyeNTIOEC (LUIKPOOKOTTIKN TTOAUQYVYEITION)

* AiTia utToTPOTTIAlOUCAG AIATOUPIOC

+ AlJATOUpPIa JE OIKOYEVH] XOPAKTAPA



IgA veppotrabela (IgAN)

H 1110 ouxXvn OTTEIPAUATOVEPPITION TTAYKOOMIWC

EkOnAwveTtal Kupiwg avaueoa aTtn OeUTEPN
KAl TPITN OEKAETIA

MeTa atTO AOIMWEN AVATTIVEUCTIKOU I YOOTPEVTEPIKOU,
eMPBOAIQOPO (oupTtrepIAauBavousvou HIN1), Eviovn
aoknon



KAIvVIKN eiIkova IgAN oTa TTaidid

MoKpPOOKOTTIKI aIJaTOUpPId

H aipaTtoupia dlapkei yia 1-2 nHEPES

Ta TTaidia dgv TTapouaciadovtal Ue JOKPOOKOTTIKN diJaToupia
TTPIV TNV NAIKIA TWV 3 ETWV

MIKpOOKOTTIKN QIpJATOUPI

AVEUPIOKETAI TUXAIO OE ECETAON POUTIVOC
MaKPOOKOTTIKI alyaToupia apyoTtepa o€ 25% Twv
TTEPITITWOEWV

[Nowreivoupia kara tnv eEEAIEN TS vooou o€ 30-50%
TWV TTEQITITWOEWYV KATA UECO 0pO O€ § xpovia

Coppo R. et al. 3 Nephrol 2005;18:503-512



IgA ve@poTTabeIa

H didyvwon viveral ye Bloyia
vE@POU

15-30% auTtwyv Twv acBevwy Ba avatrTugouv TEAIKA
T2ZXNN

ApVNTIKOI TTOOYVWATIKOI TTAPAYOVTEC
* N MEYAAUTEPN NAIKIO TNV dlayvwaon
" N UTTEPTOCON KAl
" N ONUAVTIKI TTPWTEIVOUpIa




IgA ayyeliTida (QAAEPYIKA TTOPPUPQ)

¢ 20-55% 1wV TTONdIWYV pE IgAV Ba TTapPOUCIACOUV VEPPITIOA

MEOoO o€ 6 NAVES ATTO TNV £vapen

¢ EmravoAauBavoueveg yev. oupwy

TOUG TTPWTOUG 12 unVveg

¢ H veppikn ocuuueToxn ivail

TTI0 OUXVN O€ JEYOAUTEPQ

TTaAIOIA KAl EVAAIKEG
Narchi H. et al. Arch Dis Child 2005 , 90, 916-920



KAIVIKN €IKOVa VEQPITIOAC IgA ayyelTIOOC

¢ MIKpOOKOTTIKN aipgoaToupia | Kol MIKpoU Baduou
TTPWTEIVOUpId

¢+ [llpwreivoupia >1g 3%
TTaIdIWV

¢ Ne@pwolikd ouvOPOuO 2%

¢ Ymepraon otnv diayvwaon aAAa kar apyorepa 3%

¢ Ne@pIKN aveTTapKEIQ 1%

Eukaipiaka umropei va mapouoiaocsi we raxéwc
gleAiocoousvn orEIpauaTroveQpiTida

Aalberse J., et al. Ann Rheum Dis 2007, 66, 1648-1650



2.UvOpouo Alport (AZ)

MaKpO/UIKPOOKOTTIKI)
aigaToupia

21ravio: 1/5000-1/10.000

MeTaAAGEEIC
= COL4A5-@puAoouvdeto 80%

* COL4A3, A4-autoOWUIKO
UTTOAEITTOMEVO 15%

" eTEPOCUYEC METOANGEEIC 5%

ETTnppeacpuévn Acitoupyia
KOAAayovou IV
" VEQPOI, KOXAIOG, Kal o@BaAuoi

Kashtan C.: Ped Nephrol 2009, 24.:1951-1958



Alayvwaon o. Alport

* Makpo/HIKPOOKOTILKA alpatoupia
" OLKOYEVELOKO LOTOPLKO
v'xpovia vedpLkr vOoog
v’ Bapnkoio
*Bloyia vedppov
v TeVIKEULEVN TLAXUVOT) /OXAOELC OTIELPALOTIKNAC LEUBPAVNC
=Jypntwpota arnd opOaApouc
v IPOoOL0C PAKOKWVOC
v WYXPLKEC KNALOEC
" AKon

v'veupoatodntripla Bapnkoia oe uPNAEC CUXVOTNTEC



2.Uvopopuo Alport (AZ)

10-15% TWV TTAIdIWV PE QUAOCUVOETO A2 £XOUV VEEC
METAAAACEIC

ovidIako¢ EAgyxOC evOoegikvuTal Kal XWPIC
OIKOYEVEIAKO 1I0TOPIKO N AAAEC ECWVEPPIKEC EKONAWOEIC

H TTpwipn Bepatreia e AVOOTOAEIC UETATPETTTIKOU
evlUuouU, Kal TTpIV TNV EKONAWGON TTPWTEIVOUPIAC,
TTAPATEIVEI TNV ETTIRIWON TWV QUOIKWY VEQPWYV HEXPI Kal
13 xpovia

Savige J et al. J Am Soc Nephrol 2013, 24:364-375
Gross O et al. Nephrol Dial Transplant 2016, 0: 1-9



NoOooc AeTTTNC BaoIKNC UEPPPAVNC

1% TOU TTANBUCOU
MIKPOOKOTTIKI aiaToupid
21ravia (<10%) HaKPOOKOTTIKA alaToupid

OIkoyeveIakO 1I0TOPIKO OETIKO



NOooc AeTTTNC BaCIKNC HEpBPAVNG

ETepoluywTEC TOU QUTOCWMATIKOU UTTOAEITTOUEVOU
ouvOopouou Alport

(etepoluyec uetaAdaéeic COL4A3, COL4A4)
KANpoOVvoEiTal JE TOV QUTOOWHMIKO ETTIKPATOUVTO
XAPOKTNPa

Mepovwpuevn OIAXUTN AETTTUVON OTTEIPAMATIKAG
Bacikn¢ HEUPPAVNG OTO NAEKTPOVIKO HUIKPOOKOTTIO



NOCOC AeTTTNC BaCIKNG pepBpavng

KaAonsdnc otkoyevnc awuatouvpia?




ACUUTITWMPATIKA algaToupia Kivouvog
ecenignc oe TZXNN

MeyAAn pHeAETN o€ €PBOUC Kal VEAPOUG EVAAIKEG
21.88+6.74 xpovia TTapakoAoubnong

TZXNN avemTucay
0.70% aTOPWV PE NENOVWHPEVN UIKPOOKOTTIKN
aijaToupia
VS
0.045% yevikoU TTAnOGuouOU

Vivante et al. JAMA, 2011, 306:729-736



2.UXVvOTNTA CUPTITWHATWY o€ 127 aoBeveic ue vooo AETTTAC
BaoikAC pepPPAvNS avaloya Pe TNV NAIKia

100
100
% fd
80 g
, 10+ 5 ) Mikpookoriki aiparoupia
\3 —
; m I ’ ’ " ’
® 5 & @ Mikpookomiki aiparoupia + npwreivoupia
: (ahAa o1 XNN)
b Vg ST , , o
5 34 ) Mixpookomiki aipaToupia + mpwreivoupia
: “ + XNN (6y1 TEXNN)
20 + |
0+ Z B £ @ Mixpookomiki aiparoupia + mpwreivoupia
000 7k + TEXNN
0 . -
330 3150 $1.70 71-90
Hhikia o€ €

Pieridis et al. Nephrol Dial Transplant 2009 , 24 : 2721-2729



http://www.kidney-international.org clinical investigation

© 2014 Intemational Society of Nephrology

see commentary on page 1081

Rare hereditary COL4A3/COL4A4 variants may
be mistaken for familial focal segmental
glomerulosclerosis

Andrew F. Malone', Paul J. Phelan'?, Gentzon Hall", Umran Cetincelik’, Alison Homstad "
Andrea S. Alonso", Ruiji Jiang", Thomas B. Lindsey', Guanghong Wu', Matthew A. Sparks”,
Stephen R. Smith?, Nicholas JA. Webb?, Philip A. Kalra®, Adebowale A. Adeyemo’, Andrey S. Shaw”
Peter J. Conlon’, J. Charles Jennette™®, David N. Howell"", Michelle P. Winn'* and

Rasheed A. Gbadegesin"*



NOCOC AeTTTNC BaCIKNG pepBpavng
KaAonidnc ol C aluatoupia?

o,

IS



Nooog AeTTTATRBeeIKNG HEUBPAVNG
(Ka)\orMoup(a;;)

MeyaAUTEPOC KiVOUVOG UTTEPTAONCG, TTIPWTEIVOUPIAG,
VEPPIKNC AVETTAPKEIAC

0€ OXEON ME YEVIKO TTANOBUC O

O1 ao0¢gveic auToi TTPETTEI VO €XOUV TOKTIKN
TTapakoAouBOnon

O opoc NABM civail repiypa@n BAGBNG kai oxl
dlayvwon

Vivante A., et al. JAMA 2011, 306: 729-736
Papazachariou L. et al. Clin Genet 2017, 517-527



www kidney-international.org

Alport syndrome: a unified classification of genetic
disorders of collagen IV «345: a position paper of
the Alport Syndrome Classification Working Group

QOuAocuvdeto COL4A5 Huwluywteg (avopec)

Etepoluywtec (yuvaikeg,

«dopeign)
AUTOOWLKO COL4A3 YroAewnopevo (opoluywteg
COL4A4 N ouvduaopEvol
€TEPOIVYWTEG)
Emkpatouv
AlyoviSLako COL4A3, COL4A3 kaL COL4A4
COL4A4 kau
COL4AS

COL4A5 kot COL4A3 1)
COL4A4

Juoyétion ¢awvotumou/
YOVOTUTIOU

AcBeveic mou mponyoL eva
avadEpovrav ws NABM.
Mapayovteg kKivdUvou
pwTevoupla, e€wvePPLKES
eKONAWOELG, OLKOY. LOTOPLKO

100%

Ewg 25%
100%

>20% 0€ aUTOUG UE
TIaPAYOVTEG KvdUVoU

<1% amnouocia
TIAPOYOVIWV KlvdUvou

100%

100%

Kidney Int 2018 , 93, 1045-1051



www . kidney-international.org

Alport syndrome: a unified classification of genetic
disorders of collagen IV 345: a position paper of
the Alport Syndrome Classification Working Group

Clnica practic recommendation for monioring and treatment of Alpor syndrome

Hematuria with normal UACR and UPCR

Hematuria + microalbuminuria

Hematuria 4 overt proteinuria

Annual blood pressure, serum creatinine, UACR, UPCR

Report outcome to national or international registry

Increase monitoring to every 6 mo
Consider ACEi, especially for
- patients with severe mutations (deletion, nonsense, frameshift, splicing)
- SNHL
- family history of ESRD before age 30 yr
Report outcome to national or international registry
Monitor every 6 mo
Start ACEi, dose according to published recommendations;
Effective contraception recommended for female subjects of child-bearing age
Report outcome to national or international registry

Kidney Int 2018 , 93, 1045-1051



AANNEC HOPPEC OIKOYEVOUC aluaToupiac —
YOVIOIOKOGC EAEYXOC

¢+ Epstein/Fechtner/Sebastian
* MakpoBpouokuToTrevia
= MYH9

¢ C3 oTtreipapaTove@piTIida
= CFHR5

¢ ZITEIPOMATOVEPPITION PIE EVATTOOEDEIG
IVWOOVEKTIVNG

= FN1

¢ KOl GAAEG...



/ REVIEW

How benign is hematuria? Using genetics to predict prognosis

Daniel P. Gale. Pediatr Nenhrol 2013

Microscopic haematuria of
likely glomerular origin

v

YEs | Proteinuria, renal impairment
or hypertension

lNo

Consider kidney Descent from well-studied YES Test for endemic
biopsy community (eg Cyprus) mutations
INo
Relative(s) with Additional
: No
Lt I i Monitor for
or (eg mode of ;
Consider genetic inheritan e evudence. of
== YES i progressive renal

testing, informed deafness, eye signs, dise
by clinical, family blood film, skin s
or biopsy findings biopsy findings)

YES




[ OVIOIOKOC €AEYXOC

2 & KaOg traidi e aveENynTN ETTiJOVN AlgaToupia

aAAnAouxion €TTONEVNG YEVIAC VIO OUAdA YOVIOIWV
(renal panel)

COL4A3,4, 5, MYH9, CFHRS5, FN1, NPHS2 k.a.

MAgoveKTAHATO

*

*

*

*

mowiun diayvwaon Kai Bsparreia
ITOOLBAEWN paivoTuTTOU

TOOTTOC KAnpovouikotntag
TTOOYEVVNTIKN Olayvwaon
Arrouyn Bioyia¢ veppou

Arch Dis Child 2014,99:857-861
Ped Nephrol 2013,28: 1183-1193



AITIEC UN OTTEIPAMATIKAC AlIUATOUPIAC

YmrepaoBeoTioupia / oupoAiBiaon



YTrepaoeaTioupia

2UXVA HIKPOOKOTTIKN diaToupia aAAG UTTOPEI Kal
UAKPOOKOTTIKI QIJATOUPiIa aKOuUN Kal atroudia AiBou

Ca oupwyv 24wpou >4mg/kg/24wpo N

Ca/cr >0.2 yia raidia>2 etwv kai >0.5 yia Taidid <2 £Twv

2.UvNBw¢ 1010TTa0nN¢

EAcyxoc yia deuTtepOTTadn aiTioAoyia
" YTrEPTTapabupeocIdIouog

= AKIVNTOTTOIiNON

= AloupnTika

= xopnynon Bitapivng



Ne@poAIBiaon

H cuyxvornTa tng ve@poAilfiaong ota Taidid auiaveTtai
1/685 elcaywyéEg oTic HIMA

NMNapdayovTteg KivOUuvou MeVETIKEG QITiEG

v N\IBoyova oupa (uttepacBeaTioupia, v VEQPIKN
UTTOKITPOUPIA, UTTEPKOPETHOS PO POPIKOU OWANVAPIaKN)
aoPeoTiou ) oCaAikou aoBeaTiou) o¢Eéwaon

v v TTPWTOTTA0NC

uTTEPOEaAOUpIa
v OUPOAOIMWEEIC v’ KuaTivoupia
v dIaTapax£C OUPOTTOIOYEVVNTIKOU TTOU

odnyouv o€ oTAON

Brown D. et al. Pediatr Clin North Am 2019, 66, 15-30



AITIEC UN OTTEIPAUATIKAC AlJOTOUPIAC

. N\OiJwWCN oupPOTIOINTIKOU / AVATOMIKEC AVWHOAIEC
(UBPOVEPPWON, TIOAUKUGTIKI VEQPOTIGOEIQ, QYYEIaKES QVWUAAIES)
YTrepaoeoTioupia / oupoAiBiaon
APETTAVOKUTTAPIKN avaipia

AlaTapaxEC TTNKTIKOTNTAC

Oykol™+, Tpaupa, eapuaKka

2UvOpoOuO KapuoBpauoTn

Munchaussen syndrome/Munchaussen by proxy



2.UvOPOUO KapuoBpauoTn
(nutcracker syndrome)

2 UUTTIEON TNG ap. VEPPIKNG PAEBAC avaueoa
OTNV AoPTN Kal TV Avw JECEVTEPIA apTNPIa

MIKPOOKOTTIKI ] MOKPOOKOTTIKA alaToupia ouvnOwg
QOUMTITWHATIKN

MTTOpEI VO UTTapXEl AAYOC ap. OTPUIKI Xwpa
MTTOpEI VO CUVUTTAPXEI KIDOOKNAN OTa ayopla

} TN Aldyvwon
w\-- Liv % 8 Doppler veppiKwy ayyeiwv
5:;:; ] t L AEOVIKN ayyEloypagia
5% MayvnTik ayyeioypagia



[MapaTrouTrh
o€ TTAIOOVEQPPOAOYO
loTOPIKO VEPPOTTABEIOC OTNV OIKOYEVEIQ

MaKPOOKOTTIKN alaTOUpIa EKTOC AV N AITia TNS algaToupiac

gival cekaBapn (oupoAoipwen, OMZZN)
Alpartoupia o€ ouvOuaouo PE TTPWTEIVOUPIa

2 UUTTTWUATIKI MIKPOOKOTTIKI algaToupia OI0TI ATTaITEITAl

OTOXEUMEVN EKTIUNON KAl QVTIUETWTTION

MepovwueEVN MIKPOOKOTTIKN AIJOTOUPIA JETA TOV TTPWTO XPOVO



Evodeiceic yia Bloyia ve@pou oTnv
aigaroupia

2.€ OUVOUOQOUO HE TTPWTEIVOUpPIA

ETriuovn aipatoupia pe xapnAo C3

OIKOYEVEIOKO IOTOPIKO oOBapnG VEPPIKAG VOOOU Kal O
YOVIOIOKOG EAEYXOC APVNTIKOG

ETTnpeacpevn vEQPIKN AsIToupyia

2UO0TNMATIKN VOOOC JE TTpwTelvoupia, T1.X. ZEA, IQAVN,
nmatimidoa B kal C

YTToTpoTrialouca JUAKPOOKOTTIKN OTTEIPAMATIKNA
aijaToupia adIEUKPIVIOTNG AITIOAOYIOG



2UpTTEPACUATA g 5. e

oK 0_"L o QO

H aipyartoupia gival ouxvo eupnua oTa Oﬁ ‘ee Y40 o°
TTadId ——

H 1TTpo€éAeucn TnG aiyartoupiag kabopileTal o€ YeyaAo
TTOO0O0TO UE TTPOCEKTIKN £CETAON TWV OUPWYV

O ouvduaouoOc alpaToupiac Kal TTPWTEIVOUPIaC
UTTOONAWVEI ooBapr VEPPIKA VOOO

H etmipovn oTTEIpAUATIKA algaToupia Ogv gival TTAVTOTE
KaAoneng

= Xpelddetal TrapakoAoubnon ME YEVIKN oUpwWV KPEATIVivN Kal
A.l.

" 2 NUAVTIKOC O YOVIDIOKOG EAEYXOGC









MepovwueEVN NIKPOOKOTTIKN aluaToupia

TOUAGXIOTOV ETNO10G EAEYXOC
VIO VO €CA0PAAIOOUNE OTI OEV UTTAPXEI AAAayn

OTO i(nua oUpwWV

Oev EXEI TTPOOTEDEI TTPWTEIVOUpPIQ
uTTEQTAON

VEPPIKN AVETTAPKEIQ



ETipEvouoa QCUUTITWUATIKI digaToupia
0€ OUVOUOQOUO PE TTPWTEIVOUpPIa

4

TTPOOCEKTIKN TTAPAKOAOUONON

ouxva oupTtrepiAaupBavouévng Biowiag



Dipstick

Aiun: dpaoTtnpIoTNTA OTTWG N
UTTEPOEEIDAON

TO XPWHOYOVO TTOU OCEIDWVETAI EXEI
XPWHMa JTTAE-TTPACIVO. H €vTaon TNG
aAAQYNC TOU XpWHATOC OXETICETAI
AMECA PE TV TTOOOTNTA TNC AiPNG

YEYAQZ OETIKA: aiyoo@aipivoupia,
HUOO@aIpIVOUPIa, CUCTATIKA TTOU
TTPOKAAOUV 0Ceidwan (UTTOXAWPIKO,
TTORIOOVN, MIKPORBIAKES UTTEPOEEIDATEC)

WEYAQZ APNHTIKA: uypnAéc
TTO0OTNTEC AOKOPPIKOU 0&Eoc, dipsticks
TTOU €KTiBevTal oTOV AEPa




NDT Advance Access published May 13, 2016

Nephrol Dial Transplant (2016) 0: 1-9
doi: 10.1093/ndt/gfw095 n

Nephrology Dialysis Transplantation

Full Review

Advances and unmet needs in genetic, basic and clinical science in
Alport syndrome: report from the 2015 International Workshop
on Alport Syndrome

¢ KaBe mraidi ye avecrnyntn £Tmigovn aigatoupia va TTOPATTEUTTETAl O€
TTaIOOVEPPOAOYO

¢ O yovIOIaKOG EAEYXOC avTIKABIOTA TTIO ETTEUPRATIKES £CETAOEIC (Blowia
vEQPOU) Kal B€Tel T didyvwon o€ 95% Twv aocBevwy Pe o. Alport

¢ 2.€ OIKOYEVEIEG TTOU N METAAAQEN €ival yVwOTH, va YiveTal €AeyXOG yia
TNV METAANOEN oTa TTaIdIA PEXPI TV NAIKIO TV S ETWV

" TAKTIKOG EAEYXOC KAl TTPWIKN BepaTreia otroloudiTToTE BABPOU TTPWTEIVOUPIAC
UTTEPTOONG



' PERSPECTIVES | www.jasn.org

Does the Receipt of Antibiotics for Common Infectious
Diseases Predispose to Kidney Stones? A Cautionary
Note for All Health Care Practitioners

Lama Nazzal' and Martin J. Blaser'?

Dietary Constituents Host Metabolism
" and Bone Turnover

Antibioti " PO#
ntibiotics -
b b
—

o PO2
Citrate

<4=) Blood ==

Nephrolithiasis:
Calcium phosphate
Calcium oxalate

Uric acid

J Am Soc Nephrol 29, 2018



NOooc¢ AeTTTHC Ba0IKNG pepBpavng
(NABM)

O 6poc NABM eival maBoAoyoavotopuko eupnua, dev
amoteAel EexwploTn KAVIKA ovtoTnTa Kol OEV ETILTPETEL
akpLpn mpoyvwaon

NABM pmopel va mapouolalouvv

e NéoL avdpec pe puloouvdeto o. Alport

e [uvaikec ontolacdnmote nAtkiac pe duAocuvdeto
o. Alport

e Neapol avdpeC Kal YUVOLKEC LE AUTOOWULKO
uTtoAewumopevo o. Alport

e AvOpec Kol yuvalkec pe etepoluyeC LETAAAAEELC
ota yovidla COL4A3, COLAA4



|OTOPIKO

AIGpKeIa KAl XpOVOGg
algaroupiacg
(TTPONYOUMEVN YEVIKI) OUPWV)

XpWHa oupwv
Auooupika
KolAlakd GAyoC
AAyoC aTnV ooQU
ATTOBOAN AiBwv
[Tpbo@atn Aoinwén

AIGppoIEC

E¢avlnua
Qidnua

2UUTTITWPATA OTTO
apBpwaocelC

QxpoTnTa

Tpaupa Kal aoknon
Xpnon eoapuaKkwy
[TpowpoTNTA...



AVTIKEIMEVIKN £CETAON

YTrépTaon Kal oidnua

OCU veppITIOIKO OUVOPOUO

E¢avOnua n apBpitida

2UOTNMATIKOC epubnuaTwdng Aukocg N IgA ayyelitida
E¢ETaon oTNV KOIAIOKE XWpo

Neppikn yada

EKTiMNON ad¢nong Kal KAARG KATACTAONG,

EEETOON OUPOTTOIOYEVVNTIKOU |

[\




Napdyovreg Trou kabopilouv Tnv €EEAIEN

KAivikoi &eikTeg

1. nAKia

2. Baputnra £10BOANG

3. emonuIk TPooBoA)/oTropadikd KpOoUCHATA
4. ETTIPOVI) UTTEPTACTG

EpyaocTnpilakoi &eikTeg

1. eipovn Asukwparoupia

2. | GFR

3. emipova XapunAé cuuTTAnpwHa

loToAoyikoi B&ikTES



OIKOYEVEIOKO I0TOPIKO

¢ AlyaToupia o€ OUYYEVEIC

¢ Ne@pikr) vOOOC OTNV OIKOYEVEIQ

+ NeppoAiBiaon oTnv oIKoyEvela

¢ KuoTikn vooog veppwyv

+ Ecwveppikn kGBapaon, HETANOOXEUON
¢ NeupoaioOntrpia Bapnkoia

¢ YTEptaon

[° cen  FAMILY TREE °

~ o




NEPHROLOGY Bz

COrigimal Articler

Remal histological features of schiool-age childrem with

asymMmiptormatic haamaturia and/7or proteimnuria: A
rmulticenter study

Yihwul Z2hail, FHomsg >Xu ==, Qianmn Shram, C2o1 Cac, Cawaamnmngzhwuaa Zhoa, NMimjiamns, Weor, L=l S, Hairmen
Lifws, Jiaa Rao, Xiaoyanm Famsgs, Jimng Chenrmn, Weai Guo

1 T0O April 20174 | http=://cdoil.org/771T0.7TT1T 1/ mep.12260 |

n (%) 1> P
MGA TBMN IgAN Others
Urinalysis 50.209 <0.0001
IH 45(56)  15(19)  8(10) 12 (15)
IP 15 (56) 0 (0) 3 (33) 1(11)
HP 3(13) 1(4) 18 (79) 1(4)

IH: isolated microhematuria IH per se might not be suggested as an indication

IP: isolated asymptomatic proteinuria for early renal biopsy. HP may have a high risk of
HP: microhematuria + asymptomatic proteinuria development into chronic progressive GN




[TpwTa TTPWIVA oUPA

¢ 2UvNBwCg £xouv UWNAr OCHWTIKOTNTA KAl XApNAG pH

¢ MT1TOpPOUV VO OWOOUV TTANPOPOPIEC YIa TNV

CUMTTUKVWTIKN IKQVOTNTA TOU VEQPOU

¢ H ouykpion Tou TTPWTOU TTPWIVOU HE
Ociyua atro TNV JEoN TNG NUEPAC
UTTOPEI va Bonbnoel otn didyvwon
Tou 0. NUTCRACKER




/ REVIEW

How benign is hematuria? Using genetics to predict prognosis

Daniel P. Gale. Pediatr Nenhrol 2013

Microscopic haematuria of
likely glomerular origin

v

YEs | Proteinuria, renal impairment
or hypertension

lNo

Consider kidney Descent from well-studied YES Test for endemic
biopsy community (eg Cyprus) mutations
INo
Relative(s) with Additional
: No
Lt I i Monitor for
or (eg mode of ;
Consider genetic inheritan e evudence. of
== YES i progressive renal

testing, informed deafness, eye signs, dise
by clinical, family blood film, skin s
or biopsy findings biopsy findings)

YES




2. UXVOTEPA AITIO ACUPTITWHATIKAC
UIKPOOKOTTIKNC AlJATOUPIAC

50% pe IgA vedpomnaBela

Ot urtoAounot
= Sev Oa mapouaoialouv maboloykad eupnuaTa
" Ba £xouv vooo Aemtn¢ Baotknc HEpBpavng

= Awyotepo cuyxva cuvdpopo Alport

Hicks et al. Ultrastuctur Pathol 2012, 36,1,1-18



XOPAKTNPIOTIKA TTOU Olaywpi(ouv GTIEIPANATIKI ATTO

1 diyaToupia

XOpaKTnPIOTIKA

Auvooupia

LTTEIPOMATIKES QUTIEG

O1dnua, eapuyyitida, £cavenua,

Mn OTrEIPAMPATIKEG QITIEG
AnAwvel oupnBpnTida
KUOTITION

ZUO‘TI‘]N’GTIKG apBpaAyia (uetaroipwdng 2N, AUkog, rupetog (Oupo)\glp({)én)
CUNTITWHATO IgAV) AAyoc atnv 0o@U (AiBog)

, Bapnkoia, veQPIKA AVETTAPKEIQ , ,
Oikoy. 10TOpIKO (0. Alport) N\iBoc¢ (utrepaaBeaTioupia)
YmépTaon 2UYVN 2TTavIa
Kolhiakn pada Atouoa Oykog Wllms , ATTOPPAKTIKN

oupoTTdbeia

Xpwpa oupwv Kag€, 1o, coca cola Zwnpo KOKKIVO, TTAYHA
MpwTtelvoupia 2+ 1) TTEPIOTOTEPO Ixvn , 1+
Avopopga epuBpd  >20%-30% <10%-15%
EpuBpokuTtTapikoi , ,
kOAvSpo! 2UXVOI ATTOVTEC
KpUoTaAAol ATTOvTEC Mrropei va dnAwvouv AiBo




EvOeiéelc KuoTtEOOKOTINONC

YTroTpotriadovTta TTEICO0IA UAKPOOKOTTIKNG

alJaToupiag un OTTEIPAUATIKAC AITIOAOYIAC UE
apVNTIKO N AUPIBOAO ATTEIKOVIOTIKO EAEYXO

Etreppartikn kal datravnpen nEBodog

2TTAVIA OTTOKAAUTITEI UTTOKEIPJEVN VOOO

Exel EvOeIEn KUPIWC 0€ aoBeVEIC UE AVWUAAIES
oTnVv oupnBpa, pala atnv oupodOXo KUAOTN

Saul P. Greenfield UROLOGY 69: 166-169, 2007



(" e

How benign is hematuria? Using genetics to predict prognosis

Daniel P. Gale. Pediatr Nephrol 2013

Disease/syndrome Zygosity Gene End-stage renal discase

Estimated lifetime risk Median age at onset

X-linked Alport (male) Hemizygous COL4A4S >00 % 25
X-linked Alport (female) Heterozygous COL4AS 15 % 49
AR Alport Homozygous COL4A3/COL4 A4 >90 % 15
AR Alport Heterozygous COL4A43/COL4 44 10 % 49
AD TBMN Heterozygous COL4A3/COL4 A4 14 % 60

Microscopic haematuria of
likely glomerular ongin

!

yes| Proteinuria, renal impairment
or hypertension

1“0

Consider kidney _| Descent from well-studied 5 Test for endemic
/ \ biopsy community (eg Cyprus) mutations
Iuo

lFeveTikog £éAsy)xo¢ { l

Relative(s) with Additional
HETA 1) axdpa Kot paematurn, 1] fetures o
TpLv T Stevépysra

ve@pukig Broiag

Consider genetic Wharkanes. No_, ev'dencg of
testing, informed deafness, eye signs, progressive renal
by clinical, family blood fitm, skin disease
or biopsy findings blopsy findings)

ves |

e




ZUHMEPAOHOTA

Z€ KGOe aoBevn HE AipaToupia, TO AENTOHEPEG IOTOPIKO, N PUOCIKN
eEETaon kai o BacikoG EpyacTNPIAKOC EAEYXOG HNOpoUV va
unodnAmwoouv av unapxel copapn VEQPIKN VOOOC

H enipovn HIKpOOKONIKN ONEIPAMNATIKN dijaToupia Oev ivai
kaAonong

-anaiTeital napakoAouOnon d1a Biou pE YevIKN oUpwv kai All

- ONHAVTIKOG O YOVISIaKOG EAEYXOG






AITIO AIJATOUPIOG

€ H aipatoupia utropei va
TTPOEPYXETAI ATTO
-Ne@ppo

-Oupntipa
-KuoTtn

-OupnBpa




100% Twv ayopiwv kal 95-100% Twv
KOPITOIWV HUE PUAOCGUVOETO N ME
AQUTOOWWIKO UMOAEINOPEVO XapakTnpa

ApxIKa alpaToupia Xwpic npwTeivoupia

'Evap&n Tn¢ aipaToupiac ota
npooBeBAnuUEVa ayopia otn BPepIkn nAikia

Kashtan C..: Ped Nephrol 2009, 24:1951-1958



Zuvodpopo Alport (AZ)

Bapnkoia otn dsuTepn dekaeTia (wNC
OPBaAuIKeC ekdONAWOEIC oTnNV £pnPIKN NAIKIa N
oTNV apxn Tne evnAikng (wng

IoToAoyikn diayvwaon PE Blowia veppou aAAa
Kal Biowia dEpUATOC



2uvodpopo Alport (AZ)

80% (PUAOCUVOETO UnoAeindpevo xapaktipa (METAAAAEN
COL4A5)

15% auToowpikd UMOAEINOUEVO (UETAANGEN Kal oTa
duo aAAnAopop@a COL4A3 ) COL4A4)

1-5% autoowpiko enikpatouvTa (ETEPOLUYWTEC
ueTaAa&nc oto COL4A3 ) COL4A4) 1 NABM???

Ped Nephrol 2009, 24:1951-1958



Hematuria

v

Dipstick (+) Heme with
RBCs on microscopy

(-) Trauma

v

—~

Microscopic

v ¥

v

Eumorphic RBCs

Dysmorphic RBCs

(+) Pain

(-) Pain

\

Gross | <&
4
(+) Trauma \
elmaging of

abdomen/pelvis (helical
CT, RUS, KUB)
e Cystoscopy

\4

eUrine Ca/Cr
eUrine culture

elImaging for stone (RUS, CT)

Algorithm for

evaluation of hematuria. ANA=antinuclear

eUrine Ca/Cr

¢R/O meatal stenosis
eFamily screening

V

eUrine Ca/Cr
eEvaluate for familial

nephritis
eEvaluate for HSP
eHb electrophoresis
if indicated

eEvaluate for proteinuria

eElectrolytes, BUN, Cr,
albumin

eC3, C4, ANA

eStreptococcal Abs

¢ ANCA

eCBC
eEvaluate for HSP and
other vasculitides

antibody,

ANCA= antineutrophil

cytoplasmic antibody, Abs=antibodies, BUN=Dblood urea nitrogen, C=complement, Ca=calcium,
CBC=complete blood count, Cr=creatinine, CT=computed tomography scan, HSP=Henoch-

Schonlein purpura, Hb=hemoglobin,

cell, R/O=rule out, RUS=renal ultrasonogra-phy

KUB=kidney- ureter-bladder radiograph, RBC=red blood




ALQTAPOXEC TINKTLKOTNTOC

e Alpoppodhla



2TIAVLEC OLTLEC OLKOYEVOUC alpatouplag

2uvopopo HANAC: KUOTEIC VEQPOU, aigaToupia, Kivouvoc
T2XNN, aveupuopa, JUIKEC kpapnec, au&énuevn CPK

Fechtner, Epstein ouvdpoua
CFHR5 vepponaBeia (anokAEIOTIKA 0TOUC KUMPIOUG)



Noooc¢ AerttnC BaotknC LERPPAVNG

Mepikoi aoBeveic HE vOOO )\snan Baoiknc
uszpavnq avcmTuooouv VEPQPIKN
avenAapkelia evaw aAlol oxl

Aev exel EekaBapioBei av 0ol ol
eTePOlUYWTEC (POPEIC TOU ouvOpopou Alport
£XOUV VOOO AenTnC Bacikng MepBpavng Kai
TO AVTIOTPOPO



Evbeielc amo to .otopko
yla tn SLayvwon LaKPOOKOTILKAG OLLULOTOUPLOG

SUMNTOHATA KATWTEPOU OUPOMOINTIKOU
(duooupia, €niEn yia oUupnon, ailyoc unepnPika)

Mpoo@aTtn Aoipwén (papuyyiTida, 10yevinS AoiHwEN)

KolAlakd aAyoc

ApBpalyiec
Aiappoia (+ aipa)

Brixac, aiponTuon
dappaka (dloupnTIKA, KUKAOPWOPAuion)
MepiyevvnTikn ac@uéia

ApenavokuTTapikn avaiyia

OupoAoiHWEN

MeTaloIgwdng oneipapaToveppiTida

OupooipwéEn, arAepyikn nop@upa, Aiboc

Alepyikr) nopeupa, ZEA

AIJOAUTIKO oUpapIKO oUVOPOLO

Ayyeiimida

AiBol, aipoppayikn KUoTITIOA

OpouBwon vEPPIKNG PAERAC

>nelipapaTovePpiTida, VEKpwan BnAwv



EvOeitelc anod tn duoLkn e€Etaon
yla tn SLayvwon LaKPOOKOTILKNG alpatouplag

Eupnuara Meavn diayvwon

AAyoc unepnBika

EEavOnua (nop@upa, NETEXEIEC)

Oidnua

AAyoc aTnv ooQU

KolAiakn pada

EmnepukiTida, papuyyiTida

>TEVWON OTOMIOU ouprBpac

AlaTapaxeg ovuxwv

OupoAoiHWEN

A\epyikn nopeupa, ZEA, AOZ, diatapaxeg nnEnG,
Kakonoinon

>neipapaTovePpiTida, VEPPwalkd cUVOPOLO

IgAN, AiBol, BpopBwan vEPPIKNG PAERAC,
nuehovePpiTida

NeppopAdoTwpa, udpoveppwan, MOAUKUGTIKOI
VEQPOI

Adevoioc (aipoppayikn KUoTiTIOA)

Noipwén, Tpavpa

0. Nail Patella



EvOeléelc amo TO OLKOYEVELOKO LOTOPLKO
yla tn SLayvwon LaKPOOKOTIKNA G olLpatoupilog

AipaToupia NOoo¢ AenTic BaciknG YePBPAvNg

Bapnkoia 1) 10TOpIKO VEPPIKAG aVENAPKEIQC >Uvopopo Alport

KuoTikn vepponabeia MOAUKUGTIKOI VEQPOI auTOOWHIKOU enikpaTouvTa
TUnou

ApENavokuTTApIKN avaiyia n oTiyua ApENAVOKUTTAPIKN avaiyia



Ta dipsticks BeTikonoiouvTal €ni aiparoupiac,
aAAa kai eni aipoopaipivoupiac,
Luoogpaipivoupiac

MeTa ano eva OeTiko dipstick 6a npenel va
YIVETAl JIKPOOKOMNOT TWV OUpWV YId vd
eniBefaiwBei N napoucia epubpwv Kai
N/KUAIVOpWV 0€ PPECKO DEIYHA OUPWV



18)

Metavedpikn

olpatovpia
(epuBpa puoLOAOYLKNAC
HopdoAoyiag)
“'-‘]i’——'”_ e R g T
A IR 0. Sy
| O RS Lk ITELPOLMOLTIKA
L | - apatoupia
°o .. | (60ouopda epubpa)
o O -~ ; i
o © i
- . &




dwTopikpoypagia INHATOC oUPWV

HE EpUBPOKUTTAPIKO KUAIVOPO
up to date 2015




KAWL ewova IgAN ota radLla
onaviotepa <10%

e KAaoOIkO VEPPWOIKO auvdpouo (6%)
e OEcia veppikn BAABN HE/N XwpPIC oAlyoupida os cuvSuacud

LLE olLpLaTou plat /\

ouvnBwWC¢ auTopaTa AvaoTPEPLUN,
oTNV Bl ouXVOTNTA UE TOUG EVNALKEG Taxewg eeAloooOpevn

onelpapoatovedpitda

® JoBapo vedpltldKO cUVOPOLO, UTIEPTOON KoL EEENEN OE XpovLa
VEDPLKI QVETIAPKELDL

NOAU acuvrOLoto eupnua ota adLa



ALTlEC OTTELPAPATLKNC OlLATOUPLOC
1) MeTaloipwdnc oneIpapaTovePpiTida

2) IgA veppondaBsia/ANEPYIKN noppupa * +

2) Zuvopopo Alport, cuvdpopo AenTnG HEUPpPAvng, * *
(HANAC, o. Fechtner, o. Epstein, CFHR5 vepporaBeia)

4) ZUOTNMATIKOC £puBnuaTwWdNC AUKOC
5) AA\EC oneipapaTonanelec

(L/EOQYYEIOUNEPNAGQOTIKI, EOTIAKI TUMUATIKI
OTIEIPALATOOKANPUVOT, LELBPAVoUneprnAaoTikr, K.d.)

* AiTia unoTtponialouoac aiyaToupiac

+ AlpaToupia JE OIKOYEVN XapakTnpa



2uvbpopo Alport (A2)

Enipovn aipatoupia

100% Twv ayopiwv kal 95-100% Twv KOpITOIWV
LUE PUAOOUVOETO N UE AUTOOWMIKO UNOAEINONEVO XapaKTNPa

ApXIKG aigaToupia Xwpic NpwTeEivoupia
'Evapén Tn¢ aipaToupiac ota npooBeBAnuUeEva ayopia ot
BpepIkn nAIkia

Kashtan C..: Ped Nephrol 2009, 24:1951-1958



Zuvodpopo Alport (AZ)

Bapnkoia otn dsuTepn dekaeTia (wNC
OPBaAuIKeC ekdONAWOEIC oTnNV £pnPIKN NAIKIa N
oTNV apxn Tne evnAikng (wng

IoToAoyikn diayvwaon PE Blowia veppou aAAa
Kal Biowia dEpUATOC



2uvodpopo Alport (AZ)

80% (PUAOCUVOETO UnoAeindpevo xapaktipa (METAAAAEN
COL4A5)

15% auToowpikd UMOAEINOUEVO (UETAANGEN Kal oTa
duo aAAnAopop@a COL4A3 ) COL4A4)

1-5% autoowpiko enikpatouvTa (ETEPOLUYWTEC
ueTaAa&nc oto COL4A3 ) COL4A4) 1 NABM???

Ped Nephrol 2009, 24:1951-1958



ALTLEC N OTTELPOLLOTLKIC OLLLATOU PLOG

. Noipwé&n ouponoiNTIkoU / avaToMIKEC AVWHAAIEC
(udpoVvEPPWON, NOAUKUGCTIKN VEPPONABEIQ,
AYYEIAKEC aVWUAAIEC)

YnepaoBeoTioupia / oupoAiBiaon
APENAVOKUTTAPIKN avaipia
AlaTapaxec NNKTIKOTNTAC
'Oykor*+, Tpauua, Gpapuaka.

. Zuvdpopo kapuoBpauoTn

. Munchaussen syndrome/Munchaussen by proxy



ALLLOTOAOYLKEC OLOTAPOXEC

*ApENAVOKUTTAPIKN avaiyia
=2 Tiyda OpENAVOKUTTAPIKNCG avaidiac

* Ynogia

« Otcwon

 YWnAr oOPWTIKOTNTA
* 2TAON



KAWL ewova IgAN ota radLla
onaviotepa <10%

e KAaoOIkO VEPPWOIKO auvdpouo (6%)
e OEcia veppikn BAABN HE/N XwpPIC oAlyoupida os cuvSuacud

LLE olLpLaTou plat /\

ouvnBwWC¢ auTopaTa AvaoTPEPLUN,
oTNV Bl ouXVOTNTA UE TOUG EVNALKEG Taxewg eeAloooOpevn

onelpapoatovedpitda

® JoBapo vedpltldKO cUVOPOLO, UTIEPTOON KoL EEENEN OE XpovLa
VEDPLKI QVETIAPKELDL

NOAU acuvrOLoto eupnua ota adLa



NEPHROLOGY Bz

COrigimal Articler

Remal histological features of schiool-age childrem with

asymMmiptormatic haamaturia and/7or proteimnuria: A
rmulticenter study

Yihwul Z2hail, FHomsg >Xu ==, Qianmn Shram, C2o1 Cac, Cawaamnmngzhwuaa Zhoa, NMimjiamns, Weor, L=l S, Hairmen
Lifws, Jiaa Rao, Xiaoyanm Famsgs, Jimng Chenrmn, Weai Guo

1 T0O April 20174 | http=://cdoil.org/771T0.7TT1T 1/ mep.12260 |

n (%) 1> P
MGA TBMN IgAN Others
Urinalysis 50.209 <0.0001
IH 45(56)  15(19)  8(10) 12 (15)
IP 15 (56) 0 (0) 3 (33) 1(11)
HP 3(13) 1(4) 18 (79) 1(4)

IH: isolated microhematuria IH per se might not be suggested as an indication

IP: isolated asymptomatic proteinuria for early renal biopsy. HP may have a high risk of
HP: microhematuria + asymptomatic proteinuria development into chronic progressive GN




AlayvwoTIKA evaioOnoia Kal 101IKOTNTA
OucuopPwWYV epubBpwyv Kal / | G1 popPwyV OTN
O1Ayvwon CTTEIPAMATIKAG AIJATOUPING

EuaioOnoia | EidikoTnTa

(%) (%)
> 50% duopoppa kai = 1% G1 poppec 60 o1

> 50% oucpoppa iR = 1% G1 poppec 93 44




