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Neoyvikn xohootaon:
Avaykn gykopnc S1ayvwaonc amo Tov
rtadilatpo

AiyAn ZéAMou MD, PhD

[Maidiatpog FaoTpevTEPOAOYOG-HTTATOAOYOC



>UXVOTNTA VEOYVIKOU IKTEPOU

* 30-50% twv vywwv Bpedpwv 3-5 pepec lwng
* 2% -15% €wc 2 efOopadec
EMME2H
YMNEPXOAEPYOPINAIMIA

l Napatoon pe




AMEZH YNEPXOAEPYOPINAIMIA
1 og 2,500 Bpedn

Apeon xoAepuBpivn = 20% oAkng xoAepuBpivng

(d)
Copyright @ 2001 Benjamin Cummings, an imprint of Addison Wesley Longman, Inc.



[1OTE EAEYXOUE TO VEOYVO UE LKTEPO;

The Cholestasis Guideline Committee, NASPGHAN 2004

* ApPXLKQ ME TNV EUPAVION TOU LKTEPOU

* Iktepoc > 14 nuepec LwNng
— av OnAadleL otic 21 peEpec

e Y& omola nAkiorto Bpedoc ExeL axpwuoL
KOTIPAVOL, OKOUPOXPWHA oUPQa, NTTATOUEYAALA

}




Apeon umtepyoAepuBpvatpia

Apeon dlepevvnon

|

AAY:
HAw o
KAWVIKN elkova tou Bpedouc
2TTANVOUEYOALQ
Avénuevn GGT



KAIVIKA TTPOBOAN XOAGOTAONG ava nAiKia

[TepiyevvnTIKN NF'OW,IK” Bpacpl’Kr]
0-1 yRva > 1 urva
Nolpwieig 1810100\ G veEOoyv. nITaTiTida ATpnoia XoAneopwyv
2. Alagille NeoyVIKI) OKANPUVTIKNA
NEOYVIKI QINOXPWHUATWON XOAQYYEITION
KuoTtn xoAndoxou 1Topou loyeviig AoIHWwEEIG: N. Caroli
Aidtpnon koivou xoAnd. mopou ECHO, HSV, CMV, Adevoiog  nrratitida B
Algayyeiwuara MetaBoAika: 2.TAdIAKI) OIKOYEVNG
‘EAAEIYN a1-avTiBpuyivng evOONTTATIKNA
YTToAgiToupyia Tou uttoQuong  yaAaktolaiia xohooTtaon (PFIC)*
TupoaIvaiuia AlaTapayxec otnv
UTTEPOCUCWMIAKA, ouvleon X.a

YAukoyoviaon TuTtrou 1a
XoAoAIBiaon-TPN
KuoTikn ivwon
Alatapaxéc otnv ouvBeon x.a. ['Aukoyoviaon TUTTOU
[, 1V
Niemann-Pick type C

El-Youssef, Whitinghton. Seminarsin Liver Disease 1998



Bapela KAIvIKA €IKova Yyin

NOINWEEIC ATpnaoia XoAneopwv
[‘aAakTolaipia, Tupoaivaiyia |'EAAsipn af
NEOYVIKA QINOXPWHATWON avTIBpuyivng
AugAeitoupyia YTopuaong
Oceia atroppagn XoAnpopwv
MiToxovOpIOKG VOO uaTa

BEATL T




KALWVIKEC eEKONAWOELC TTOU GUVNYOPOUV UTIEP
LETALOALKWY VOGN ULATWV

HriotopeyoAia * Yrotovia, ortacpol
2TTANVOULEYOAL * YrtoAukatuia,
KepauvooAoc¢ netaBoAkn oécwon,

NTTOTLKN QVETTOPKE LA UTTEPOLLLWVLALJLAL
Euetot, Suotpodla e AlOTaPOXECTINENC
Avopopdla

AouvnOLoTeC OOUEC

KatoppaKktng



Neec OLAYVWOELC

|6lomtaBnc veoyvikn nratitida
|I6lontaBnc veoyvikn nratitido

|6lomtaBnc veoyvikn nratitida

c |5LomaBric veoyvikn nratitida D

e ALatapaxeC BloolvBeong TwV XOAMKWY OAATWV
e >tabLaKkn owkoyevnc evdéonnatikn xohootaon (PFIC)
eNeiman-Pick tumou C
e Citrullinemia type I
e NolpwEELC e veouc Louc HHV6, Parvovirus
SokolR. et al. JPGN 2003




HMATOKYTTAPO HMNATOKYTTAPO

XoAnoTtepdAn

XOAAITEIO

XoAK& GAGTO i
© KukAo@opia Trulaiag @AERag



-1° otadlo

XONO2TAZH

XOAepUBpivN apeon,ELLUEDN

AST, ALT,(GGT |

AANK. pwodataon,

aABoupivn, oA. Aeukwpoto, YAUKO(N
VEVLKN atpatoc, TKE

xpovo tpoBpopPivne, PTT, INR

NH,

25-OH Bwrapivn D, Brtapivn A, E




P GGT: Nadrioslc xoAndopwv

* Atpnola eéwnmatikwyv XoAndopwv

e JUuvbpopa evoeLac xoAndpopwv
-ouvdpopo Alagille

* Neoyvikn ZkAnpuvtikn XoAayyeitida

e KUotn xoAnboxou mopou

e XoAoABlaon- XoAnbdoxoABiaon

e Alatpnon kowvol xoAndoxou mopou

* PFIC-3 (MDR3 deficiency)



TORCH-veoyva

* T Toxoplasma

* O Other: Syphilis,
Parvovirus,
Enterovirus

* R Rubella
« C Cytomegalovirus

* H Herpes virus 6,
HSV 1,2
Hepatitis A,B,C,
HIV
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http://radiology.rsna.org/content/244/3/845/F2.large.jpg

Kbotn xoAnboxou nopou

e Juyvotnta 1:100,000
VEOyVAL.

e Neoyvikn xoAootaon Kol
LLLMLELTAL KALVLIKA TNV
atpnoila eEWNMATKWY
XOANpOopwv.

 Hoélwayvwon tibetal
ypnvopa pe
uTtEpnxoypapnua
XoAnPpopwv Kot N
QVTLUETWTILON ELvOLL
XELPOUPVYLKN.




Neoyvikn okKAnpuVTLKN XoAayyetitida

 ERCP omnou
arelkovilovtal
OTEVWOELC KoL
SLATAOELC TWV
£EWNTOTIKWV
XoANdOopwVv.

* LETALOOYXEUOCN NMOTOC,
elOLKA EKElva LE TTOAU
avénuevn GGT.




MAPANMOMIH 2E
TPITOBAOGMIO NO2OKOMEIO



2%90tddlo

k/a atpatog, pivopapuyyikou, opbou
al-avtiBpuivn kat pavotumog
Galactose-6-phosphate-uridyl transferase
ALLLVOYPOLLLLO TIAACLOTOC
XOANoTEPOAN, TPLYAUKEPLOLA, QEPLA ALUOTOC
YOAQKTLKO 0€V, KopTL{OAN, TSH, T4, T3, depprtivn, XoAlKA
otca,

KOPUOTUTIOC, TEOT LOpwta

Oupa: avaAuon, K/a, oULVOYPOLLLO, OPYAVLKA OEEQ,
OVOLYWYLKEC OUOLEC,



300tadlo

ALQyVWOTLKN TIPOCEYYLON

*HIDA

*MRI/MRA

*MRCP, ERCP

*AladepLkn xoAayyeloypadio

[oviSlakn avaduon DNA yua Alagille, PFIC 1,2,3

Hartley, Clin Liver Dis 2013
De Bruyne, Eur J Pediatr 2011
Shanmugam, JPGN 2009



4° otadLo

US/ MRI eykedalou
NevpoAoyikn e€€taon

OdOaApoAloyLkn
géetaon

Bloia puelou

Bloyia deppoatoc



Exkkpwon< 4 hr Mn €kkplon o€ 24 hr

Kianifar Pediatr Radiol 2013



Bloia nmatoc

lotoAoyia H&E, PAS,
Masson, Orcein

HAEKTPOVLKO
LLLKPOOKOTILO

Ev{upatikn avaiuvon
AvoooloTtoxnuela
KaAAlEpyeLla-PCR




P poukTolaiyia




Neoyvikn okAnpuVTLKA XoAayyeLTLOa

2TIAVLIO OLUTOAVOCO
voonuo

XOAOOTATLKOC IKTEPOC <
6 LNVWV
MoAvavtoavoaoia
Tvwaon Kol Kippwon.

H Bloyla Nmatog €xeL
£lKOVO OOl UE TNV
atpnolo eEwnNmaATIKwy
XoAndopwv




Atpnotla eEwnNmaTkwyV YoAndpopwv

* Mpoodeutikn lvwon Kat arnodppaén TUAUATOC N
OAWV TwV eéwnmnatikwyv xoAndopwyv, Kippwon

e Juyvotnta: 1: 18.000 (Evpwrn)
1: 8:000 (Actia)
» Kopitola >> AyopLa
* Emoylokn ouyvotnta Bpedn —
vevvnueva AskepBplo-Maptio

SokolJPGN 2003



Atpnotla eEwnNmaTkwyV YoAndpopwv

 HMA:1 /10000 yevvnoeLg

e ~410 Bpedn pe KOOTOC S56 skatoppLupla/
£10C (191 petapooyxevoelc/ €toc)

* UK:50 Bpedn/ €t0C
e TaAAla: 45 Bpedn/ €toc

Arya J Gastroenterol Hepatol 2008
ChardotJPGN 2003



XOAOOTATLKOG 1-7 LEPEC 30-40 pEpeg
LKTEPOC

Juxvotnta 20% 80%

Y UYYEVELC NAI OXI
avVwWHaALEC

EER

Normal Epithelial Obstruction Atresia
nury J o s
Y Y
Onset of Progression
injury of disease

Bezerra JPGN 2006, Sokol JPGN 2003



MoAvomAnvia

AvwpoAiec tvhatoc pAeBaC
Situs inversus

Malrotation

KapOLAKEC AVWUOALEC
Evdornveupoviko shunting
AcTiAnvia

Naykpeatitida

90%
75%
50%
50%
30%
5%
2-5%
2-5%

SokolJPGN 2003



Atpnotla eEwnNmaTkwyV YoAndpopwv




Small Bowel
Connection to
. Drain Bile

Stomach

T e Large Bowel

Roux-en-Y

Kasail Pediatr Surg 1968



AmoteAeopa Kasai

Type 1(~5%) Type 2 (~2%)

Gallbladder
contains bile Often cystic Visible patent ducts
at porta
Common bile duct Common hepatic duct
Type 3 (>90%)

Solid porta hepatis
microscopic ductules only

Hartley, Kelly, Davenport Lancet, 2009

Gallbladder
solid or
mucocele


http://www.google.gr/url?sa=i&rct=j&q=stool+color+card+screening+for+biliary+atresia+image&source=images&cd=&docid=0Ydzk7thOX4hCM&tbnid=4ZI0HdCK37TbsM:&ved=0CAUQjRw&url=http://www.sciencedirect.com/science/article/pii/S0140673609609466&ei=GBmXUZrcEsmSONiOgZAH&psig=AFQjCNGsX5o4d2OWrXjyV0B4-oyTIy5qNA&ust=1368943201844302

HAIKIa Tou Ap. Emipiwon
XEIPOUPYIKOU ETTéuBacewy | HETA ATTO
Ppegoug (NUEPES) | Kasai 10 xp.

1-60 63 36 (57%)
61-70 49 20 (41%)
71-90 61 18 (30%)
>90 78 10 (13%)
2 UVOAIKQ 251 84 (33%)




TABLE 1. Survival with native liver and overall survival of
patients with biliary atresia (BA) according to age at Kasai
operation: French national series 1986—1996 (13)

Age at Kasal 3-Year survival 3-Year overall
operation with native liver survival
=30 days 46.8% 90.4%
31-45 days 38.7% T7.4%
4689 days 32.6% 71.6%
=90 days 25% 54.9%
P 0.03 0.001

CharcotJPGN 2003



EnepBaon Kasai avaloya pe tnv
EUTIELPLAL

TABLE 2. Survival with native liver and overall survival of

patients with biliary atresia (BA) according to the experience

of the treating center in the care of patients with BA: French
national series 195861996 (13)

Number of new BA 5-Year survival 5-Year overall
cases per year with native liver survival
=2 23.5% 54.0%
Jto 5 30.7% 59.8%
=20 39.0% T7.8%
P <(.001 <(.001

CharcotJPGN 2003



[Mpoyvwon peta tnv Kasai

e KAelOL elval n €ykalpn TTOPOITOUTTA VLA VO VIVEL
n emepPaon Kasai og nAkia < 60 nuepwv

e Eumelpo kKeEVIpo avadopac UIMOPEL VAl ETITUXEL
nopoxetevon XoAng o 60% peTa Ao 6 PAVEC.

* 80% twv matdlwv nov epdavidouv ducloAoyLKN
pon XoANnc ¢tavouv tnv edpnPeia xwpeic va
urtoAnOouv o€ peETANOCXEVON NATOC.

* [MMpocoxn oto MPOWPO VEOYVO (HeyaAuTtepn
Bvntotnta)
ChardotJ Hepatol 2013
Chiou J Pediatr 2013
DavenportS Afr MedJ. 2012

Jimenez-RiveraJ Pediatr Gastroenterol Nutr 2013



EnepPaon Kasai

H kaBuotepnon emepfaonc cuvOEETAL UE:

*Upregulation TLR7 mRNA level oto nmop mou auéavel pe tnv
nAkia tou Bpedouc kot odnyel o€ tvwon

*[ToA\amtAa emelcodLa yohayyeitidac pexpL tnv emepfoon
*[MuAaia umeptaon (>150mmH20) amo tnv nAkia 40 npuepwv
Meta tnv Kasai:

*AKOLLOL KOLL LE KOAN) TTAPOXETELON XOANG, UTTAPXEL upregulation
TLR 3 kat obnyel o€ kippwon

*EEEALEN evbonmaTIiKNC (presinusoidal ) muAaia uméptaon

Saitoet. al JPGN 2012



Noo. «Ayia Zodplar, ABnva (2002-2013)
AcBeveic pe atpnotla e€wnmatikwyv xoAnpopwv

(n=45)
Huépa Huepounvia Kasai o€
Napamounng| EméuBaonc nALKio
oto Kasai <60 npuEpWV
VOOOKOMELO
(N=25) (N=40) (N=40)
51+/-13 72 +/- 28 28%

[53] [70]



Oeparneila

— Alatpodn pe MCT- Heparon Junior (SHS)
— O¢epuidec Per os, NG

— /\mo&a)\ure Lra LVEC A% aDEK 1 ml, + Konakion
1mg, Aqua-E fg ova

— AoBeoTtLo

— OupoodeoofuyxoAiko ofv (Ursofalk 30mg/kg/24)

— Aloupntika (Aldactone + Lasix) o€ mepintwon aokitn
— Neomycin + Duphalac o€ av€. appwvia



MeTapooxevon NAToC

e 70 % Ba mpoxwpnoouv

O€ LLETOMOOXEVON
NMOTOC

* 66% nulola UTtEPTOON

ShneiderJPGN 2012

* [Mtwpatiko d01tn

e Living-related liver
transplant

Empilwon:

83% 5 yxpovia
82% 10 ypovia
77% 20 ypovia

ChardotJ Hepatol 2013


http://www.google.gr/url?sa=i&rct=j&q=stool+color+card+screening+for+biliary+atresia+image&source=images&cd=&cad=rja&docid=3OmPyKfBfYeIZM&tbnid=1mpH6ELKBwLVSM:&ved=0CAUQjRw&url=http://quizlet.com/2468749/print/&ei=XiSXUbDiOsfdOobkgeAP&psig=AFQjCNEo9DphQ6jsjdYqkkSGXGTl8yS1Wg&ust=1368945888697386

Screening kompavwyv oTLg 30 HEPEC
(wng yla antoppagn xoAnpopwv

Infant Stool Color Card

Abnormal
1

It is essential to observe your baby% stool color con-
tinuously after discharge from a nursery. If the stool
color resembles the numbers 1~ 3 (white, clay-
colored, or light yellowish), the possibility on your
baby suffering from biliary atresia is higher. Please
take this card and your baby to consult a doctor as
quickly as possible. Regardless of what the stool color
is, please bring this card to your doctor at 30 days of
age for health check. If the baby cannot go back for
health check, please fill in the number of the color
resembling your baby’s stool, along with the following
blanks, and mail this card to our registry center.

The baby’s stool color is most like No.
Date of this kind of stool

If the number is No.1~3, please inform us by fax
immediately. We will provide the related information
and help you out.

i Fax: 02-2388-1798 ; Tel: 02-2382-0886

Infant Stool Color Card Registry Center

2TOXOG:

*Tnv €ykaipn dtayvwaon
*Melwon nAkiac mou
EKTEAELTOL N XELPOUPYLKN
eMEUBaoN yLa va LELWOEL,
KOLL ETOL VOL TIEPLOPLOTEL N
QVAYKN YLOL LETAMOOXEVON
ATIOLTOC OTNV TTPWLLN
rtatdLkn nAkia.

*To opeAoc dev elval povo
yLa tov ibLo tov aoBevn,
aAAQ KOl YLOL TNV KOolVwvia

Pediatrics 2006 Chen (Taiwan)


http://www.google.gr/url?sa=i&rct=j&q=stool+color+card+screening+for+biliary+atresia+image&source=images&cd=&cad=rja&docid=f2K0jKu7Vxk2TM&tbnid=7j8ViQ7OxNUwrM:&ved=0CAUQjRw&url=http://pediatrics.aappublications.org/content/117/4/1147/F1.expansion&ei=zhaXUY34OIXtPPfNgdAI&psig=AFQjCNFxAhKFF3KBHV_TOh0PzN75LFX4LQ&ust=1368942666304046

Infant Stool Color Card

Abnormal  Iti

AnoteAéopata screening -

ATto To 1996 - 2008, n cuxvoTNTA TNG ATPNOLAC f ‘
eEwnrnatikwy yoAndopwv ntav 1.48 /10000 - e
VEVVNOELC.

H nAwkia eLooywync oto VOOOKOUELD yLa Slepelivnon
LELWONKE HETA AtO TO screening amo 47 og 43 nueEpeC.

H oAU kaBuoTtepnUEVN TTOPATIOUTIH) LELWONKE Ao

9.5% o€ 4.9%.

Enepfoon Kasai < 60 nuepwv Ntav 68.9% kat 73.6%
LLETA TO Screening pe peon nAwkia (median age) 48
NUEPEG.

Pediatrics 2006 Chen (Taiwan)
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2YMITEPAZMA

Alepevvnon tou iktepou (oAlkn/dapeon xoAepuBpivn)
neEpav Twv 14 nuepwv akopa Ko ota OnAalovta
Bpedn

Auv&nuevn UTtOLIJia v atpnoila eEwnmaTtikwy
XoAndopwv otav umapyeL xohootaon pe ™1 GGT
EyKaLpn TOPOTIOUTIN O€ eEsu‘Stkeuuevo TpltoBado
KEVTPO yLa dtepgvvnon peoa o€ 1 efdopada

Eykatpn emepBaon Kasai < 60 nuepwyv yLa va
arnodevxOel N LETOPOOXEVON NTIATOC

Avaykn yia EBviko Registry twv nmatikwyv VOGNUATWY



