ATPHZIA HMATIKQN XOAHOOPQN

zevopwv Zvwridng
Entikoupoc KaBnyntnc NatdoxelpoupyLkig



DOYZIONAOTIKH ANATOMIA
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[MPOINQ2H XQPI2 OEPATIEIA

Kataotpodikr), amodpaKkTikn,
dbAeypovwdnc xohayyelomabela
Xwplic Beparmevtikn
avtipetwrion: Kippwon, nmatikn
QVETIAPKELD, BAvaTOoC

Méeyiotn eruBiwon xwplc
Bepareia pEXpL TNV NALKLA TWV 2
ETWV




[MPOXMATEZ EZEAIZEIZ

ATtoTeAEL TO 75% TWV HETAHOOXEVCEWV ATIOTOC OTA TIOLOLA LKPOTEPNC
NAKLOC TwV 2 ETWV

MetafoAn TNE MPoyvwonc oo KATadKAOoTLKN o€ Ldoln ta teAevtaio 30
Xpovia

2 NUOVTLKA N TIPWLLLN OVTLLLETWTILON

Anapaitntn npolnoBeon o uPpnAog Babuoc vroPiac ota veoyva Ue
TIOPATELVOUEVO LKTEPO

[M0C0O0TO EMITUXOUG TIAPOXETEVONG TNG XOANG OTOV TIEMTIKO CWARVA Kol
enitevénc puololoyLlkng TIUAC XoAepuBpivng oe 6 pRveg: 60%

MoocooTO ModLwV TN MOPATIAVW OUASAC TIOU EVNALKLWVOVTOLL LE
LKOVOTTOLNTLKN €KKPLON XOANG XWPLG avaykn HETAOOXEUONG Atatog: 80%



TAZINOMH2ZH

Kpttrplo to UPoc TNC atpnoiacg Twv XoAndopwv ayyeiwv

Turmoc | 1-5%
Turmoc Il 2-3%
Turmoc Il >90%
Neck
Body
e Cysic duct

Right and left
hepatic ducts

Common
hepatic duct

Common
bile duct

Atpnoia Twv NIATIKWY TTIOPpWV
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MAKPO2KOIMIKH EIKONA




2YXNOTHTA

2uvning ouxvotnta 1: 17.000 -19.000
lanwvia 1: 9.600
Taipav 1: 5.000

YUvépopo atpnoiac xoAndopwv kot SucmAaociac Tou ormARva
Biliary atresia splenic malformation syndrome (BASM)

Estimated frequency

Splenic malformation (eg, polysplenia, 100%
asplenia, double spleen)

Situs inversus 37%
Preduodenal portal vein 0%
Intestinal malrotation 60%
Absent inferior vena cava 70%

Cardiac anomalies (eq, ventricular septal defect, 45%
atrial septal defect, hypoplastic left heart)

Pancreatic anomalies (eg, annular pancreas) 11%



AITIOAOTIA

[MoAuTtapayovTLKN

Awatapoaxn otnv epPpuoyeveon twv xoAndopwv ayyeiwv (3° Tpipnvo tng
Kunong)

To&lkoc mapayovtac T XOANG

Meplyevvntikn Aolpwén (nmatotpomnot xohayyestonaboyovol o)
AvwpaAio TNG NMATLKAG apTnpLog

Kataotpodr tou PAevvoyovou armo moyKpeaTIKA eviupa e€attiog Kowng
TIOPELOC TWV eKPOPNTIKWY 0SWV TOU ATIATOG KOLL TOU TIAYKPENTOC
[evetikn mpodlabeon

DAeypovwdng avtidpaon



Early (1st trimester)
Bile duct development

Late (2nd trimester)
Bile duct development

Possible specific
genetic factors

Maternal factors
(eqg, diabetes)

BASM

Isolated biliary atresia

Injury to normally formed extrahepatic bile ducts

Possible immune
dysregulation
Upregulation of

proinflammatory genes

R 44— Possible genetic
susceptibility

L

Perinatal hepatotropic viruses
(eq, reovirus, rotavirus, and cytomegalovirus)

Hartley JL, Davenport M, Kelly DA. Biliary atresia. Lancet 2009; 374:1704-1713




I2TONAGOOAOIKH EIKONA




KAINIKH EIKONA

Apeon vntepxoAepuBbpvatuia (Iktepog + axpwpo Kompava + ckoupoa olpa)
Mpoooxn: Ta oUpa UITOPEL va. SWOOUV XPWHA CTNV TTAVO KOL OTN CUVEXELA 0T
kompava divovtag tnv Peudn KOV XPWHOATOC TWV KOTIPAVWY

KaOs teAelopnvo veoyvo nAkiac>14 nuepwv (mpowpo nAwkiac >21 nuepwv) Ue
(KTEPO MPETEL VAL EPEVVATOL VIO NTTATOTIAOE LA

Mpoyevvntiko umnepnyoypadnua (Kuotikn epdavion xoAndopwv ayyeiwv i
AAAN ouyyevi avwuoAia)

Alatapoyn TNG mNKTKOTNTOC ouvdedepevn pe th Brrapivn K

KaBuotepnon avamntuéng

Elkova Kippwong Tou ATATog META TIC MpwTeC 80 nueEpeC (Aokitng,
NMOTOUEYAALD, ETEPOYEVELA UTIEPNYXOYPAPALOTOC TOU RTATOC)

H omAnvopueyalia eival onpeio kaBuotepnuevng dtayvwong



BIOXHMIKEZ MAPAMETPOI 2THN ENAP=H TH2
AIATNQ2TIKHZ MEAETH2

Atpnoia xoAndpopwv DUGCLOAOYLKEC TLHEC
XoAepuBpivn mg/dL >5,8 <1,1
ANKaALkn pwodataon IU/L >600 <500
y-GT IU/L >100 20-40
SGOT U/L 80-200 15-40
SGPT U/L 80-200 10-55
Agukwpativn g/L ducLloloykn 37-56
PT seconds ducLoloyLkn 9-13




AIAOOPIKH AIATNQ2ZH

Xelpoupylka aitia ArtodppaktikoU TUTIOU IO oELS TwV XoANpOopwv
Autopatn pnén tng xoAndoxou KUOTNG
YUvOpopOo TIaXUPEVOTNG XOANC
Yuvdpopo Alagille

MoBoAoyka aitia Neoyvikn nratitida
EAewpn al-avtiBpuivng
[lyovtokuttaplkn nratitida
CMV nnatitida
Kuotwkn tvwon



SCREENING

* H pétpnon tng apeong xoAepuBpivng oe deilypoata alpoToC VEOYVWY
nAkiag 6-10 nuepwv napouctalel evatocOnoia kot e€eldikevon Kal ival
aéLomLotog OEIKTNG VEOYVLKNC NTTOTLKAC VOOOU, CUUTEPLAAUBAVOLLEVNC Kall

NG atpnoiog Twv NIATIKWY XoAnpopwv



AIATNQ2H

Edikt 0to 80% TwV TEPUTTWOEWV TIPLV ATTO TO XELPOUPYELO

[MpoyevvnTKO umtepnyoypadbnua

Yriepnxoypadnua

Duodenal tube test

BLoxnuLKOC amokAelopog EAAePne al-avtiBpuivng
KOl KUOTLKAC tvwong

OpoAoyLKn) LEAETN LWV

Awadeppuikn Bloyia Amatog

MoaoyvnTiki maAivépopn xoAayyelomnaykpeatoypodia
2riivonpoypadnua nmatocg (IDA)

EntepPatikn xoAayyeloypadia



YNEPHXOIPAOHMA HIMATO2

Mpaypotomnoleital LETA armo vnoTela 4 wpwv
210 20% n xoAndoxoc kKUotn eival ducoLoAoyLKN

Triangular cord sign (evawcOnoia 49-73%)




Kvotwkn dtataon xoAndoxou nopou
Atpnoia nmatikwv xoAndopwv

YruvBnpoypadnua pe Immunodiacetic acid (IDA)



OEPATIEIA

Mulaloevtepootopia MeTapooxevon AMATOC

Morio Kasai (1922-2008) Thomas Starzl (1926-2017)



KASAI PORTOENTEROSTOMY




KASAlI PORTOENTEROSTOMY




EMIMAOKEZ ETXEIPHZHZ KASAI

Aviovoa YoAayyeLitda
Yriotpormecg xoAayyelitidwv
Hratikn ivwon

Kippwon

Mulaio urtéptaon

Kipool olcodpayou
AlLOTEEDN
Hmatomveupoviko cuvopopo

Avartuén kakonBelag (nmatofAACTWO, NTTOATOKUTTAPLKO KOPKIVWUOL,
XOAQYYELOKOPKLVW QL)



EKBA2H

Biliary atresia (isolated) ~G0%

~2%

Kasai portoenterostony

Died without intervention
(usually attributable to

Died (usually on
transplant waiting list)

~5%

BASM-~10% other abnormalities)
~00% | ~5% >-10%
4—|p| Primary liver transplant h i
Died (postoperative)
— | Secondary liver transplant A
~50% L-10%
.‘_
Alive Alive
| | (mative liver) (mon-native liver)
(~50%) (~00%)

~00% survival



