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[Ipoo£yylon TaLSL0V HE KOKKIVA 1] KAPE oVpQa

e Ta oUpa PTOPEL HOUKPOGKOTILKA VA £X0UV PO{, KOKKLVO 1)
Ka@E xpwpua 1 va eivat 0oAd

O@clAeTOL O XPWUATIGUOC TOV OVPDV
OTNV UTIOPEN ALLATOVPLOG
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LMELPAPUATIKT 1) 1) OTLELPXUATIKT)

TPOEAEVOT) TWV OVPWV HAKPOOKOTIKA

IMELPAUATIKIG TPOEAEVONG:

» Kapeoeldn ovpa

M1 GTLELPAUATIKTG TIPOEAEVONG:
+ Po{n kOkkIva oVpa
+ Mapovoia myudtwv
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LMELPUAUATIKNG TPOEAEVOTC -AlTLX

eO&ela LETAAOLUWONG OTIELPAUATOVEPPLTION
o[gA veppomabela

eHenoch-SchOnlein

oX. Alport

eNO0O0G NG AETTTNG facIKNC LeEUBPAVNG

eMeuBpavovmepmAaotiky IND




LMELPUAUATIKNG TPOEAEVOTC -AlTLX

eOEcla LETAAOLUWIN G CTIELPANATOVEPPLTIS X
oIgA ve@pomadsx

eHenoch-SchOnlein

oX. Alport

eNO0O0G NG AETTTNG facIKNC LeEUBPAVNG

eMeuBpavovmepmAaotiky IND




: Mn OTIEPAUATIKN G TPOEAEVOTC -AlTLX

oTIALSLA LE OVPOAOLUWEN KAL APV TIKT KAAALEPYELX

oVPWV, OEELA ALPOPPAYIKT KVOTITIOO Ao adEVOL0
eDAeyuovn N TpaV o TV EEW YEVVNTIKWVY 0PYAVWV

eQupoAlBiaon 1 vtepacBeotiovpia
e AlTAPAXEC TNG TINENG/SPETAVOKVTTAPLKN VOO OG
e XTEVWOT TNG TTUEAOOVPTTNPLKTG CLUBOANG

e Emdidvpuitida

o'Oyko¢ (<1%)
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Nutcracker syndrome

ZuvOAm ™ AP ve@pikn g @Aefag petadv
00PTNG KOl AVW UECEVTEPLAG APTNPLAG

eAlOyVWON

Echo *Doppler US

CT ayyeloypagia
MayvnTikn ayyeloypagia

Shin | et al. Pediatr Nephrol 2005

Chey W et al. ] Vasc Intern Radiol 2005

221 o pe apatovpia/ 32 controls
176 p.pa /40 paKPOCKOTILKY) QLpaTovpla

4 -
=72 /221 (33.3%) nutcracker syndrome

\.9 /40 (22.5%) nutcracker syndrome J

Shin et al Eur ] Pediatr 2007~/
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The Clinical Significance of Asymptomatic Gross and Microscopic
Hematuria in Children
228 adLa pe avwduvn HOKPOOKOTILKT] alpatoupia
, .
* YmepaoBeoTiovpla 22%
e IgA veppomdBela 16%
L * O&eia petadopwdng omelpapatovepitida 7%
* NO0ooG TG AemnG BacIKNG LEUPPAVNG KOl AAAEG
OTIELPAUATOTIAOELEG 2%
* ZUYYEVEISC aVWUOALEG TOV OLPOTIOLNTIKOU 2%
* APETOAVOKVTTAPLKY) VOGOG 1%
Mn avevpeon artiog : 36%
Bergstein ], etal The clinical significance of asymptomatic gross and microscopic
hematuria in children. Arch Pediatr Adolesc Med 2005; 159:353 /
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~Wilms tumour
| ["Thin GBM disease
— e e Aenal stone
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~Minimal glomerular change

Alepe

~Low complement GN

~|gA nephropathy

~|diopathic

. "Hypercalciuria
~HSP
~HNUPJO

: 37%

4

~Follow-up loss
~Familial HU

~Bleeding tendency

~Alport syndrome

’
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Multiple hemangiomas of the urinary
bladder in a child with gross hematuria

AyopLnAkiag 4 etwv pe vToTPOTLA{OVTH ETTELCOSLN
LLOKPOOKOTILKI G OO TOUPLOG

KvoteookoTion - fofia: Alpayysiwpoto

° AlHOYYELWUATO: O TILO GUXVOG KAAONON G OYKOG TNG
KUOTNG OTA TTOLOLA
* 30% VPN ALY YELWUATWY KOl AAAOV

K Yeun Yoon Kim et al. Ultrasonography 2015 /




Bladder Ganglioneuroma in a 5-Year-old
Girl Presenting With a Urinary Tract
Infection and Hematuria: Case Report
and Review of the Literature

Christopher Hartman, Alex K. Williamson, Ariella A. Friedman, Lane S. Palmer, and
Ronnie G. Fine

Kopitol nAkiag 5 eTwv pe
UTIOTPOTILA(OVTX ETTELCOSLN
LOKPOOKOTILKT)G

alpatovpiag

Kvoteookomion - Broyia: FayyAlovel pwpa KUGTIC

Pediatric Case Report 2015 /




e

-

An unusual cause of gross hematuria: Questions-Answer
Aysel Taktak et al. Pediatr Nephrol 2015

AyopLnAkiag 8 eTwv e eMELGOSLIA LOKPOOKOTILKT G OLUATOVPLOG,
ovyxvovpla Kal Sucovpla oo PUNVOG
K/a ovpwv(-), Aowma: K.

Ewowo@iAia (10%), Avénon g IgE

Kvotzookomion - BloYia: Ewoivo@idiki) KuoTiTIdSO

Eosinophilic cystitis in the pediatric
population: A case series and review of
the literature




[ ,
ALXyVWOTIKT)

TPOCEYYLON

MIKPOGKOTILKY
Al TOU Pl




LMELPAUATLKT] VS UT) OTIELPAUATLKT)
LK POOKOTILKT] XLHLATOVPLY

IMELPAUATIKNG TTPOEAEVOTC:

o Yoap&n epuBpoKUTTAPLKWV KLAIVSpwV

1ml alpatog emapkel yia va YpwuatioTel évtova 1L oVpwv
1ml atpatog, 0,6ml mMAaopa, Tov TEPLEXEL 35 ME TIPWTEIVNG

35mg/l mpwteivng dev aviyvevovtal pe to dipstick

» AVopop@a epuvBpa 30% oe cuvSvaocuo pe

akavOokvTapa 5%

ACANTHOCYTES OR 61 CELLS (PH-CO)

-

/
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ACUUTITOUATIKT] L. UE ASVK®WUXTOV PLA
TuxvotTnTa-AlTix

Yuyvotnta: 0,06%

1. METAOTPEMTOKOKKIKY OTIELPAUATOVEPPITLON
2. IgA veppomaBela

3. Henoch-Schonlein Bw}pw‘

. , , VEPPOL yla T1)
4. MepupavoUTEPTAACTIKI OTIELPAUATOVEPPLTLON Subyvoron
5.Z.EA. ™

6. Alport cUvépopo OTOOLOTIOM01)

7. OupaLULKO ALHOAVTIKO CUVSPOUO

8. AAAEG OTIELPAUATOVEPPLTLOEG

L& MPWTEIVOUPLA, TAPATIOTI) OE TALSOVEPPOAIYO




LUUTITOUATIKT] LoGALTIX

FEVIKA CUUTTOUATA: TTUPETOG, 0idN U, VTTEPTUOT)

EW8Ika CUUMTOHATOH £KTOC OVPOTMOWMTIKOV: £&EavOnua,

(KTEpog, apOpitida

ElS1ka@ CUPTITONATA OO0 TO OVPOTIOUTIKOV: Sucovpia,

ovyvoupla, evouprnon

1. avtoavooa voonjuata
2. CTIELPAUATIKEG IO OELG

3. AiBot
4. TABNOELS TOV KATWTEPOV OVPOTIOTIKOV
5. 6ykol

[Ipocoxn Lotopiko

KOL KALVIKT €EETOON

6. AYYELAKEG TTAONOELS
7. QLA TOAOYIKEG SLOTAPOAYES

/
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MENOVWUEVT] IKPOGKOTILKT] XL TOVPLA (L ).a)

MepOVWUEVT UIKPOOKOTILKN atpatovpior (..o
oplleTal, w¢ N avelpPeon TOVAAYLOTOV 5 EpLBPWV
ALLOCPALPLWV K.0.T, IOV 8V OGUVOOEVETHL ATIO

AAA TTABOAOYIKA EVPNUATA ATTO TA OVPA, OTIWG
AEVKWUATOVPLA € KAWVIKG VY dTOUO

Zuyvotnrta: 0,4-4,1%

TOC0 CUYX VA KOL OE TIOLEG TIEPITMTTWOELC
QMOTEAEL EVOELEN VEQPLKTIC VOGOV,

?

™~




[IPOBAHMATIXMOI

[Tapodikn 1 poviun

[I600 ocvxveg elval ol AVWUOALEG ATTO TO OUPOTIONTIKO OE
TEOLOLAL UE L. L. OL;

2e Tl TOOCOOTO £X0VV LVTIEPACRETTIOVPIN;

MeUOVWUEVT] HIKPOOKOTILKI] OLUATOUPIOt KOL OLKOYEVIG
alpatovpia

Y€ TOLEG TEPITTTWOELS TIPETEL VA TIPOYwPA 1N Slepevvnon

mepaltepw (BloPia-yeveTikog €Aeyxog)




INIPOBAHMATIXMOI




Mapodikn p.p.a

e 'Evtovn aoknon (vmtoxwpel og 1-2 nuUEPEG)

e [Tupetog

* Apuddtwon

[Tapodikn atpatovpla Sev oxeTIleTOL LE VEPPLKT) VOCO

EmpeBaiwon:

avevpeon >5 pLOPWV aLpocPALPLWV K.0.T, 6€ 3/3 Selypata ovpwv

/




#£3e
: LA
H (x p O 8 lKn I’l' u. a Microscopic h t‘—" blood can be

only with a microscope.

MeAétn o€ 8954 madia (8-15 eTtwv)

<364 (4.1%) pe p.a 1/3 deiypata

* 21 3/3 delypata 83 (1.1%)

Vehaskari M. et al] Pediatr, 95:676, 1979

MeAetn o€ 12000 aOVUTITWUATIKA TIALSLA GXOALKN G NALKIOG

<78 (0,65%) pe p.a oe 2/3 delypata

* 210 29%, 1 XpOVO PETA ETLUEVEL

Dodge W. et al. ] Pediatr,88:327, 1976

/




[IPOBAHMATIXMOI

[I600 ocvxveg elval ol AVWUOALEG ATTO TO OUPOTIONTIKO OE

TTOLOLAL UE L JLOL;




e

[1060 6L VEC ElVAL OL AVWUAALEG XTTO TO
OVPOTIONTIKO GE ALY UE L L.O

* YIIEPHXOI'PA®OHMA

e 283/325 malSia pE PLpLa EYLVE VTIEPTXOYPAPT U
18/283(6.3%) pe maboioyka evpnpota:

AITTAQCLOOUOG TWV OVPTTNPWV (3)
Avénpuevn nxoyevela (5)
'ExToTog veppog (1)
[TaBoAoyiko peyedog veppwv (6)
ALITTAO CUAAEKTIKO cLOTNUX (1)
E€wveppikn) mOeA0G (2)

Feld L. et al.Pediatrics, 102:42,1998




YIIEPHXOI'PA®HMA+Doppler

Nutcracker syndrome

e 221 moudia pe apatovpio/ 32 controls

e 176 p.p.a /40 paKPOOKOTILKN alpaTovpio

/
272 /221 (33.3%) nutcracker syndrome, 0

*63/176(35.7%) nutcracker syndrome
N

/32

2

The prevalence of nutcracker syndrome is relatively high in

children with isolated hematuria

Shin et al Eur ] Pediatr 2007
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The Clinical Significance of Asymptomatic Gross and Microscopic Hematuria in

Children

Microscopic Gross
Hematuria Hematuria
Diagnosis (n = 342) (n = 228)
No diagnosis 274 86
Hypercalciuria without 56 51
nephrolithiasis
Hypercalciuria with nephrolithiasis 1 2
IgA nephropathy 1 34
Post=streptococcal nephritis 4 21
Exercise 0 8
Thin basement-membrane disease* 0 3 ’ ’
Alport syndrome 0 3 YUXVOTEPY AVEVPEDT) GE:
Sickle cell trait 0 3
Mesangial proliferative nephritis 0 3
Autosomal dominant polycystic 0 3

kidney disease ayoply, )\SUKT'C (pU}\TIC; He (+)
Membranoproliferative nephritis OLlK. LOTOD. VE o}deia KOl
Ureteropelvic junction obstruction ’ P PP GT]’C
EMELGOOL HLAXKPOOKOTILKT)C

IgA nephropathy and hypercalciuria
Bilateral dysplasia 7
! QLA TOV PLOG

Urinary tract infection

Solitary kidney

Wilms tumor

Duplex collection system
Unilateral hypoplasia
Vesicoureteral reflux (grade 3)

— RO =D OO O =
OO O = = NP R

K Jerry Bergstein et al. Arch Pediatr Adolesc Med. 2005




[IPOBAHMATIXMOI

MeUOVWUEVT] UIKPOOKOTILKIY] ollpaTovplor Kol

alpatovpia

OLKOYEVNG

= Y& TIOLEG TIEPITTTWOELS TIPETEL VA TIPoYwPaA N Slepevvnon

mepaltepw (BloPia-yeveTikog €Aeyxog)
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MEROVWUEVT MK POGKOTILKT] ALULXTOVPLX
Bl KL OLKOYEVIG LUXTOVPLX

NeotTepa SoUEVA ATIO TN YEVETIK

Y€ TIOLEC TIEPITTTWOELS TIPETIEL VA TTPOXWPA
1N Siepevivnon mepartépw (BroPia)
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Bl KL OLKOYEVIG LUXTOVPLX

NeotTepa SoUEVA ATIO TN YEVETIK




» 2. Alport

» Nooog Aemtn¢ Bacikng pepufpavng
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e
A

Ipo

it syndrome Awatapaymn Tov KoAAxyovov TUTov IV

o T T T 5
a0 ' & L po m

80-85% uAooUVEETOG TUTTOG KA POVOULKOTTTAS
COL4A5 -COL4A5/C0L4A6
Xq22 xpwpoowua

5-10% QUTOOWUATIKOG UTIOAELTTOUEVOS TUTIOG
COL4A3 -COL4A4

Zq 35 Xp(l) IJ-OGU) u(x Protomers
uzﬁi‘i‘m:.mﬂhﬂ-ma;mgﬂ

oalalal
3-5% QUTOCWUATIKOG ETKPATOUV TUTIOG eyt sl
COL4 A3-COL4A4 ? R e

K Gubler MC Inherited diseases of the glomerular basement membrane. Nat Clin Pract Nephrol 2008
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KAwvikn sikova

o Alpatovpla OTIELPOUATIKN

ETUEVOVO U PLKPOGKOTILKT) +/-ETTELCOS LA LAKPOGKOTILKTC

OYAOXYNAETO

e Muwkpooxomikn aipatovpio: @ 90%, 3100%

o J évapén WKPOOKOTIKNG alLaToupiag atd th BPe@K
NAKia

AYTOZQMATIKO
*MikpookoTikn atpatovpia: 50% Twv @opEwv

COL4 A3-COL4A4™) Ndoog AemtTh¢ BAGLKNC pEpRBp&vNC
(NABM)

Savige ] etal. Jam Soc Nephrol 2013 /




/;| BASIC RESEARCH whnnee jasn. org

COL4AA3/COL4A4A4 Mutations and Features in
Individuals with Autosomal Recessive Alport

Syndrome

Helen Storey,™ Judy Savige,* Wanessa Sivakumar, T Stephen Abbs,¥ and Frances A. Flinter®

JAm Soc Nephrol 24: 1945-1954, 2013..

FeveTIKOC £Acyx0C o€ 40 atopa, 9 maidLo

/K)\wucﬁ vmoPiax o©. Alport KANPOVOUOUUEVO HE TOV
QUTOOWUATIKO VUTOAELTTOUEVO XAPAKTI|PX OGE OLKOYEVELEC,
OTIOV KaL T ONAEQ ATONA PE AUUATOVPLA ERPAVI{OVY XPOVIX
VE@PLKT] VOO O +BapnKoia+8Ty amo Ta patio D

-
/ 4 4 4 14 ’ \
0 KAWIKOG @VOTUTIOC (ouYvoTNTA gp@avions + Baputnta
KALVIKOV CUUTITTOUAT®WV) £€apTIOVTAV OO TO £160C T™NG
_METAAAAENG J
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/F requency of COL4A3/COL4A4 mutations amongst families segregating glomerular\
microscopic hematuria and evidence for activation of the unfolded protein
response. Focal and segmental glomerulosclerosis is a frequent development during
ageing.

Papazachariou L et al PLoS One. 2014

57 OIKOYEVELEG UE CTIELPAUATIKY) L0 AEUKWHATOVPLX

*40% TWV MEPLTITWOEMV OLKOYEVOUC ALLLATOU PLUG APOPOVV
etepoluywtec COL4A3/COL4A4

‘Kamoleg amo autég TI¢ HETAAAAEELC 0E ETEPOUYWTIA TIPOKAAOVV
£0TLAKT TUNUATLIKY GTIEPAUATOGKAT)pUVOY

MetaAAdagels oto COL4A3-5:

» 7/81 (8.5%)TWV TEPITTWOEWYV OLKOYEVOUC EGTLUKTC TUTIULATLKNG
OTELPALATOOKANPVVONG

Gast C et al. Nephrol Dial Transplant. 2015
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/ REVIEW

How benign is hematuria? Using genetics to predict prognosis

Daniel P. Gale. Pediatr Nephrol 2013

Disease/syndrome Lygosity Gene End-stage renal disease
Estimated lifetime risk Median age at onset
X-linked Alport (male) Hemizygous COL4A5 =00 % 25
X-linked Alport (female) Hetermozygous COL4AS 15 % 49
AR Alport Homozygous COL4AZCOL4 A4 =00 % 15
AR Alport Heterozygous COL4AZ/NCOL4 A4 10 %% 49
AD TBMN Hetermzygous COL4AZCOLIAS 14 % 60
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TEVETIKOGC EAEYXOC
META 1] AKOULQ Ko
TPV TN Slevépyela
VEQPLKNG BroYilac

S\

Consider genetic
testing, informed
by clinical, family
or biopsy findings

YES

Microscopic haematuria of
likely glomerular origin

v

b

Consider kidney
biopsy

Proteinuria, renal impairment
or hypertension

lNo

.| Descent from well-studied VES
| community (eg Cyprus)
IND
I v
Relative(s) with Additional
haematuria, ELEEN features
SAH or ESRD (eg mode of
inheritance,

deafness, eye signs,
blood film, skin
biopsy findings)

Mo

o

.| Test for endemic
“| mutations

YES |

Maonitor for
evidence of
progressive renal
disease




e

Disease in Childhood

Familial haematuria: when to consider genetic testing
Taylor ], Flinter E. Arch Dis Child. 2014

Haematuria is a common finding in children. It is important to identify the
underlying cause whenever possible so that appropriate follow-up is
organised, particularly if the child is at risk of developing renal impairment or

Until recently nephrologists relied on renal biopsy with examination under the
electron microscope to make a diagnosis, but genetic testing can often provide

an answer, together with additional information about the pattern of
inheritance, which is also useful for other family members

FEVETIKOGC EAEYXOGC SLAYVWOTIKO Kol
TIPOYVWOTIKO YAPAKTIPA
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e

Renal histological features of school-age children with asymptomatic
haematuria and/or proteinuria: A multicenter study

n (%) Fisher P-value

MGA TBMN IgAN Others

L_Jrir'lnll:.r:.ic. 30.432 <0.0001

5 (56)
3(13)

0 {0)
114)

3 (33))
18 (/0]

1 (4)

[H:pepovwpuevn apatovpia, >50% @uoloAoyikd suprjpuata 6T
veppikn Bloyio
[P: pepovwpevn mpwteivoupia
HP: aipatovpia + mpwteivoupia

Arlevepyera ve@pikic Blogiag v mpotelvetal eEapxis 6€
TOLS LA ME L. O

Yi Hui et al. Nephrology 2014
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e

Number of patients, n=22 (%)

hematuria (n=4)

proteinuria (n=18)

Ig A nephropathy 4 (18.18) 8 (36.30)
ibulomterstitial nephritis 2 (904
HSP nephritis 2(9.09)
Thin basement membrane 1(4.35)

disease

Mesangioproliferative GN 1(4.533)
Alport syndrome 1(4.35)
Cystic kidney disease 1(4.53)
Minor glomerular 2(9.09)
abnormalities or

unclassified

Persistent Persistent hematuriat
1solated mild-to-moderate

Percutaneous Ultrasound-Guided Renal Biopsy in Children:
The Need for Renal Biopsy in Pediatric Patients with Persistent
Asymptomatic Microscopic Hematuria

* ALEVEPYELX VEQ@PLKNG
BloYlag o€ MEPIMTTWOELG
ETMUOVTC K. 0€ EPNBOVC

YW TNV TP OLUY SLayvwon
IgA ve@pomadsiag

Mei-Ching Yu et al. Biomed ] 2014
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Y€ MOLEG MEPLIMTTWOELS TIPEMEL VA TTPOYXWPA 1) SLEPEVVIION ME

VE@PIKN BroPia

Y& p.p.ax ouvnOwe Sev xpelaletal, apueca

*OETIKO OLKOYEVELAKO LOTOPLKO YIX OLLOTOVPLO + VEQPLKN VOGO

eTovAdLOTOV KOl EVX EMTELCOSLO LOAKPOOKOTILKNG XLUATOVPING
eEpngpavion mpwteivouplog

eEpngdvion veppikng SuoAettovpylag

o'Evtovn avnouyila Twv YovEéwv

‘ET[[[J.OVT’] YlX Tavw amo ?7? Trachtman H. et al. Kidney Int, 1998
Patel et al. Pediatr Clin North Am 2001
Lee et al. Acta Pediatr 2006




v eDipstick +
) sAtovoia epvBprVv

EmBepaiwon alpatovpiog
° Dipstick ........................................
*MIKPOGKOTILKT) EEETAGT OVPWV

Awroo@aipivovpia
Mvuoc@aipivovpia

e[lapovoia epvOpwv

J
; U 14
[[ 'EAeyZe yia onpeio kKoL GUPTITR uata]] MA'J gta ovpa )‘OY?Q Pr/Cr ’

OEE(0C VEQPITIOOG OTIWG OIBTLE, [[weeeereeerrersenssnssnssnssnsensennes TOV 0p0 ovpia, KpeaTLVivY,
vitépTacn, oAtyoupla nAektpoAvteg, C3, C4, ASTO, ANA

: Anti-dsDNA avtiocopata
HEN @) 4

MKPOOKOTILKT] alpLaTovpia:
emavainym ava edopada X2

Mucpoolconum AVTIOETOV PAGEWG
Ita ovpa Ao =

Atepevnon Alnatovplog
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‘Ot Svopopa epubpa Svopopa epubpa
‘Ot KOAWVSpoL KOAWVSpoL
OxL TpwTEivoupia TpwTeivoupia
" N \
/ \ /-Zrov op0 ovpla, kpeatTvivy, \
*K/a 00pwv NAEKTPOAVTES
*K/a 00pwv yla adevoio *OVpa 24wpov yla : AeVKWUA,
oYt oUpa Adyog Ca/Cr kaBapomn Cr
o'EAeyyxog mnéng/test Spemavwong e (C3,C4
eYmepnyoypa@nua ve@pwv +Doppler oIgA
eCT, MRI xotAiag *YTIEPNXOYPAPNUA VEQPWV
eKvoteookommon »'EAeyxog olkoyévelag yla alpatovpla
K / lepia VE@QPOU /




OKOYEVELAKO LOTOPLKO:
eqtLpOITOUPLOG

0. Alport

 NABM

FEVETIKOG £AEYXOC SLAYVWOTIKO Kol
TIPOYVWOTIKO YAPOUKTI PO
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