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IsamoIGuuna@uciu (Biliary atresia)

I (3090329

uNi

MaRuthARUsY (Biliary atresia) Wunmeinulglivesthuninnuddalunis
Faselsn’ Tneiinaniusuresmaiuihimnelukazuendu Mnn1sAnw1ves Morio
Kasai TutaneeSannenssuil 1950 wuhmeluiethaiiuiuiidasy fmeduhavuagn
inaunesliviuien e porta hepatis madwthidng dred-lvluiodu wazdn
#in extrahepatic biliary remnants 8199gvlszuneidldlufiasunsae nisnde

portoenterostorny g Kasai {uinasgiulunissny wagtheunssediludedddsunis

¥
1S o v

dinugnatesiu (liver transplantation) uaglsalifludausnddglunsyiUandiesulu
v <
WUeLan

guAnIsal

guAnMsallunisiiinlsaluglsegsening 1 se 14,000 vewn1sniddin fis 1 sl 19,500
Ada 95 wa A 'Vl ' Ada ¢ a
YoeMInTTIn~ gURnsadlulssmadgiluegi 1 sie 9,640 vam1InETIN° wasnuluwARds
wnnhweidnties

WYISAITINGN

fvaneanvaiiornuduiniavedsad uadtlimsuameiiuiass Tnevsedin
TsamafuthAfusudaesguuuy’

wuuinie 1y syndromic biliary atresia (embryonic type) wuladosay 10 - 20
Ananeaingulunisaing hepatic diverticulum @afudinannmsiann foregut 1iosann
HumnuRnguusrifiadsdirnuiinguveteiorzdu q s WU interrupted inferior vena

cava, preduodenal portal vein, intestinal malrotation, situs inversus, cardiac defects
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ey polysplenia

wuufises 1y nonsyndromic biliary atresia (perinatal type) ﬂajuﬁwuﬁasmd'l
1nn Snesiuinlutimdwenssinssfuasasiinsiviuwemmaiuhinniudes o

auyAgIVvRINE BN TnIvanevgu] 1y ﬁmiamL%ab%’aimmﬁag"luﬂsiﬁﬁmm
perinatal infection®? Tawn reovirus, rotavirus, cytomegalovirus (CMV), papilloma virus,
waz epstein-barr virus {Wun1sRauninieiugnssu Inetaniz syndromic biliary atresia'®
finszuaunis ductal plate remodeling #iinund, fiaufAnunfveinasnidense
metabolism vawietnd, insdesRnunfives pancreaticobiliary ductal system tag &
ANuRnUNAvessTuUg AUy > >

maduthilusiu iean primitive hepatocytes vasreiadusaudendt ductal
olate AIMUALMENTBINTEUIUNS remodeling et hepatic hilum vhlileide
mesenchyme 7ilsiiawn vilstinsaviuvesmaduialunansomn’

Snvagvnameusnaznuhilauasddader guhfonmedfnuundn neluene
abudondum Tuumeenaglifisneluguid Snvaenmmeisinewowmionaiuia
Tusfu axnuiiwadvesnissniauuazwaduenilodesindouseurietnvunmdndindrei
vievilumsn axvdanning canalicular stasis wazsinmuin fibrosis Wusuauann Fednua
mangBinelurisiuszgadesusnaulumsnusniiauaglsanis metabolic du 9 s
madiuaRusillall intrahepatic bile duct dilatation Maiuthisznateanmuiiowde
Waklauazinnnsiuduisludau intrahepatic biliary tree waz extrahepatic bile duct
maduihilususinandnniundlisusaifaunduas dadess

\iewdoaiinusinas porta-hepatis ﬁviaffﬁwmLﬁﬂ%qmﬂmﬁuﬁwmmmag
$1unn wasetARinanamsaRndefutemadiuiAneludule madumaiu
thAvadnit porta hepatis & ansamuldiamsludnergtoswiiu duinoteiu 4 ey
LLé”mxwmﬁmqLﬁuﬁwﬁé’ménﬁgmmuﬁﬁwL‘fjal,?jaﬁaﬁmﬁauﬁmm” NSAUAUTDININLAU
thitfasldsuinnsdevaninesnasnduasinduiuudmaan HUI89199DaLANTIY

\iesanndune visemnidenain esophageal varices suLdunaliiesnain portal hypertension

NTUUIUITTIANANTULSS

mapwharuduldldlsedt static uddndulsaf dynamic wagiinnuuwlsiuialy
AR AU TULTIVDINTAUR UM ARG
msdunviavedsaivateds Tuunanuiarduunduaulssanlngldun
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. = [ . éf KV a
(1) main type @wUsUy 3 main type, (2) subtypes YUDYNUANYUSUYDINUAY
WdduUane uag (3) subgroups Auagifuanuagves hilar hepatic duct radicles™

NN3HUA (1) main type Wu 3 type Tuagiudumianisandiu

o

JUUsELAMYRIAAUARUAY

Type I: din15AUFUTDY common bile duct

Type lla: AnN15AUFUTDY common hepatic duct

Type Iib: finsAuAUres common bile duct, hepatic duct tag cystic ducts Loy
laifisfinunfivesnaniii (gall bladder) ftheunsnguagd cystic dilatation vaaauLhid
porta hepatis

Type Il fimsfudu?l common bile duct, common hepatic duct, cystic duct
uaw porta hepatis lifvmaduiafiiulddena Duailndiwulfanndign

(2) subtypes TuagfiudnunzvssmMuAuiRdLas (distal bile duct) Tifies
$oway 20 veslsemaiuihAfudiuiimafuinfiandae dusgnii (callbladder) adlufs
duodenum 1Un (patent) a¢ Seeay 62 An15AUAY

(3) subgroups %ua&jﬁué’ﬂwmsmaq hilar hepatic duct radicles Sogag 5 Ve
Tsamaduihdfududl hilar hepatic duct finseguaranunsasndnsomafuthidend

eRGINERNIEE T 3



wiualdls nsTuunlugaiiiiuinazEendn “correctable” type 1nnINFawas 90 ves
AUde liiimaduifundle 9 91 porta hepatis 56131 “noncorrectable” type™ ins1e
lienvausidniegthela

N15USSLUUNISAAUEN

fhesnasiivsy iidmdes nwdes oradudeusiin vioeadunmiiududonms
widedlunevds leorguszan 2 - 4 SUami fthersmdesnniumuddu WousniAngie
dilvgjazaneilu meconium Unfwaglugasusnigaigaasedviaesund™ naimeundUae
9i199913¥8%A9N (acholic stool) niedu1ntum Jaanedfmdeadiniosaniinisiy
direct bilirubin eenunludaaie

MI9979319NeENUIE U e Aulauazaeudneuds Tudiausniieasiinng
Tnvunnsund lunsdifiduidesanmilvainnudaziinamzymlasunnsanmsun fat-soluble
vitamin V19518899t luteios (ascites) 1 amnsondmushuilatuiesainiinng
portal hypertension 81awuindl superficial dilated veins Attt

N39nUsE IR 0599919018 kAENINTIINRIUURNT 19 iRTewenlsnsening
Tsamaduharusutusiusnaulumsnusnin (neonatal hepatitis) lden sghdlsfnunis

[ 1

Aedvetnuswhuashliihdaldiz) warldnanmssnuningu® =

msanadenguthitfy (iver function test) asnuindiseduaes direct bilirubin
R fnsifiutuves SGOT, SGPT, alkaline phosphatase Waz GGT TuszAugs N13nTIAEeN
Liansouenlsamaduiafvsussnaindusnavlumsnusnidald naiden serum
lipoprotein-X Tufftheffulsamaduihdfufuazgmne usdudnaulumsnusniieds
Agalaseray 20 - 40 lulsemelngliifinsmsia serum lipoprotein-X

nMsnsIRtuiemensineesiu limusauenlsamaduidiusuesnaingu
gniavlumsnusnifialalugthennse wiihasiivesenuilivssleons® vilildlounsin
Feisil

Tc99m DISIDA %58 Tc99m HIDA 1{un15»539 hepatobiliary scintigraphy A28a13
7§l technetium-labeled Tsamadiuidfiusuasiing uptake woseas radionuclide Wy
dosuagreinga widuliaunsaduans radionuclide awnluglddnld dmsuiiaeg
hepatocellular jaundice wWusudniaulunisnusniiia aswuiiiinig uptake fiduazena
Fuans radionuclide asluglddnly dudnuindudu radionuclide awniigléidn

fanunsauenlsamaduihafusueentuld ustlinu radionuclide Tudldan dUasenaay

4 TsayaiutaAudY (Biliary atresia)



a o A v oW

Julsamaiuhafusuniesusnaulumsnusniin Saiimsidouanmusaeadiuenann
Tenauriu

n3nI9nAUAANAgN (ultrasonography) Lﬁuﬂﬁmnﬁﬁuadﬂ?ﬂgﬂ AITATIA
Tufthefifnuasdmdemnaeiifssdu direct bilirubin Tugs MInsAdudssauigay
uen choledochal cyst Tl nMsmsiasenaudsseufiganuinlail intrahepatic bile duct
dilatation ilpsaniinssniauseu intrahepatic duct ﬂ’1i(ﬁli’lﬁ]ﬂéu@mﬂﬁuﬁiﬂﬂm%ﬁlzmaﬂﬁ
ugaididesoniimsiieos Tuusseerafiuguidund ualuusmeeanuigahiidn
nmsdemuazlifinismeda’ mMsliiviu common bile duct Tdenaazvenlaindulsana
Wuthifusuudivew iesmnlsamaduhifiusiy Ussanadesas 20 Aviedidnaeda
og agdlsfimunsliiuguhfvietiiuiguhifsunfusiHnasdurethfidudans ey
dudguldindulsamaiuififiuin? Sdunndfitungazannsauen choledochal cyst
fulsamaauthaausi type | ¢

Tursenuansatesiiuiofomianseusng porta hepatis Jugunsae
158171 triangular cord sign (TC sign)*" % sﬁaﬁaqawﬁa%’ﬁuwméﬁﬁﬂmm‘immadwqq
Tusiausemeiisneanuind specificity snnninSesas 80% s sensitivity ligann

Iuﬂiajﬁwmﬁjummi oolysplenia a1y pathognomonic vedlsamaiiuii
Ausiu Imelanig syndromic biliary atresia (embryonic type)”

Elsdanunsauenlsamaiutiddusiy, biliary hypoplasia, wavsusniaulumisn
LLiﬂLﬁm%y’uqut,t,iaaaﬂmﬂﬁ’uiﬁ d1useein intraoperative cholangiography lngnn@nas
uHAHTY right subcostal wwIAdnuardnansiiviiddiguhdiegmafiutid Seeau
n151% laparoscopy-assisted cholangiography® $2uf4n15%1 percutaneous
cholecystocholangiography®! tilendnidsan1saduna right subcostal egndlsfinny
Tunsaffulsamaduhiuiy fsdudesamunariuuinaidu rieht subcostal W

intraoperative cholangiogram t{umsifiadeflusiudnfianudfsndnfian aniu
s duaniufiannsosndainulsamaiumhdfusutelulflusneilferss funnuddn
slulunduieaiu

155N

N13WIAAIS Kasai (Kasai’s operation)

fou a.A. 1959 Tsamadiuthdnuduinisnensallsalid esnghediulved

NsAUAUYINLALtAtENFUNwLe satulieavzdnsyusReenanduliiae F95en
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71 uncorrectable type® Lwiﬁluaziﬂwmﬁwﬁﬁ hepatic duct fala (patent) 8¢ Uay
annsavimedsserumaiuihiluduls msrndnssuneihilaenisdediu hepatic duct
fTadrfualadn awilifineddingusnioluld Jedenlsamauffufunduiih
{u correctable type® sgdlsfinulsamaiuimiuiy #9 hepatic duct \Unagd
FuUtDIUIN
mMssnumaduihifufulasulundminanruemansansd Kasai® dunuma
LﬁuflﬁsummL?m?z'fauaahjLﬁuﬁaamLUa"mi’ﬂmumﬂﬁﬂqﬁaagiuﬁauﬁﬂﬁmmaﬂ porta hepatis ay
Lﬁav‘hmimﬁmmuﬁauﬁqﬁmﬁag‘ﬁ porta hepatis wazvnsEdRssuetheenanviethi
yuadndganldiandiuagiln (hepatic portoenterostomy)” wdanudnguaeunsse
annsaiiPinduermdmnmsigald lusvezusndssmeans Sunnlisensunsnidail Kasai
Sathudanaddlurseans Journal of Pediatric Surgery® nsindinsinanalaiuasulsadilaifing
Snwandulsniisnenld Sedsumsietonisiifaisiinis Kasai dedwiesiurian
MSKIEA hepatic portoenterostorny (35 Kasai) Budfusnuuwa right subcostal
91 intraoperative cholangiography Lsi’f’lﬁqqﬁ’]aﬁ’gu fundus LﬁaWU’hLidﬁJuIiﬂmﬂLawj’la
Ausfuase fazsh hepatic portoenterostomy™ * luusantuagynmsasiasuiiesiu (liver
biopsy) tieuannisnensallsase® 33vhezianzdugu (cephalad) 783 common bile
duct aunufeu portal fibrous mass MntuRGafeuUsINaNTaTueRUTng R Todu
vanuiinisas intraoperative histopathology wed portal fibrous plate fifiagae
WAIINARAS portal fibrous plate WaaNme porta hepatis fitugl&dnanu jejunum
dudu “correctable” biliary atresia lddndudoaaizase fibrous portal mass
wazlddndudoauaizodneiningming @wnsase Roux-en-Y hepaticojejunostomy lalag
UARDIAA common bile duct ﬁLﬂﬂ@Eﬂﬂﬁdﬁ liver hilum wazdaemaniivady cyst-like
structure 9N NIANRGBEI cyst 1Iagyilit anastomotic stricture Wag cholangitis™
HANTSWARIE Kasal svezeniiliiiesdesay 50 vasyUae ﬁﬂaaﬁiﬁ%mmhé’fm%ﬂma
mzogiond 2 Weu axiinansnwd Tumsmssiutha fihedldsunsridnilooigiu
4 ou asfmemssnulid ndnfessuieihildfisdesay 7 wihdu” esnnlufiaseny
ey fiudslaiagdonisianuliun definmsrindndadeuisiiauaznufumaduhadn 4 du
Heannsnszsuieihinarithoniyivlald wihidadeoignn dusnaeanmusuuds
Uudh wiiezsndnlviethafiay suideuanmluudsliausavimindinguils
NsguanasEnAnAIsiienufiiue broad-spectrum Wietleaiu cholangitis waz
% corticosteroids Tagtawiz prednisolone titeldtosfuuarsnvmsandolumaiuiig

corticosteroids AsigFaUNIENLEU (anti-inflammatory) @49z U83iu collagen deposition

) TsayaiutaAudY (Biliary atresia)



uazazUoatumstiunatduuaznanishanuyes monocytes uaz lymphocytes Wlafinsiin
Weitmadiuthd uenaindu corticosteroids Q’Jﬁqwéﬁu‘j’la (choleretic effect)”®* lagvinau
K1 Na®/ K™ ATPase Gevinlviifial canalicular electrolyte transport vlvhalarlaaty
winldfinsfnwlSeuieusgvazidenisuunnuas ssasiailunisTi corticosteroids Ning
Fasunnddnnuannivmungashuwsazao tulaelifinsiiouisulssdninaegadniau

Ursodeoxycholic acid fiuszavisnmlunstuthimauiu wasasliaiiufiazans
Tulasfu(a, D, E, way K) Iuﬁﬂ’miiﬂﬁ

SRS Kasal anansaszuieiAlduszanaidesay 80 - 90 vestheimun
uilemaithsazsendinenuiunit 10 Jiliesievay 50% fuheursauiliuideanin
uoazdadlssumsUgnanesuluszeznanen uiethslsimuiiifihevasmuiiddindue 1
lemdsannsshdads Kasal Wfisseenafien enefildsumsindmutiadvdiey fiioos
ilnanssnuaindy wimdneU fURTsesIudwiofiaeill cholestatic jaundice THiiiun

o

Fumsihwinanuneuanfeiinssenyley

n13Ugnanefu (Liver Transplantation)

Tsamaduidrusududeudinuldesfigalunmsvingnanestu devsifiddyie

a. {theflldsumasingas Kasai udalionaszuretfanduld

b. ffthelésunssndnis Kasai udafinsssunethfieenluszezusn wisudeanm
melUauinnaunsngdouain end-stage chronic liver disease

c. Tufftheiidanaesudsviuigin portoenterostomy

g'ﬂLLﬁiﬁmﬂ%’mﬂmQﬁﬁmﬁ’u (immunosuppressant) Juluaiidu cyclosporine wag

9
v
U A= 1

tacrolimus Nan13$nwelgnaeduituegan nMsuiauaauiuaInguIadulym

ddgy vilrtinswawrsinanuuaduiialy (reduced-size liver transplantation) $28%4
Ugnanesiulaglisiuangy angsdidin (iving-related liver transplantation) YagUuaniiu

Y
o a

A o Y] ' a . 1Y) ° i ) o Y]
Mhdwaudn q ddnsegsen 5 U (five-year survival) wiaanisvilananesiu dmsulse
a % aa o ' v | ) Pxy) ad v aaa <
MmaAunARuRuegsEnineesas 80 - 90 nisUgndanediulagldiuainyandadidinluian
lowadSannningve) lneldnsinsegsensiu 5 way 10 Usouas 87 uaz 81 auau®
Uagtiunsugnanesuldnansvu uilidnldgiegann glaednlusedldennagliquiu
FIUTAWNLINAADATIF HALDIRNANITWNTNYBUININNNTAATBLSARILTENNE FIUVIAINY
dl S . . =% o8 vy % % ¥ S v & g A )
‘e384 rejection 04 graft Fwihligthedeatnaglulsimeiuiavatenss asiuluneeusu
fiui1 hepatic portoenterostomy SadumudonusniasedmsugUaslsaniaiuiffusiu
I@aﬁmiﬂqﬂdwﬁuL{‘JumaLﬁaﬂﬂaaﬂumaﬁﬂmim&1’@"3‘% Kasai lUszaumudisa
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NALNSNYBUVBINISHIARN

(1) msimdialumaiuihii (cholangitis) wumnlugae 2 Jusnves®dn msidn
cholangitis asvldmaduaTlvuadninsiuwasiuld fukuddestnum
Amgilogaiuviaet Wedtaeild 9a9133@nas serum bilirubin Tugs Kaq
$SnwieghagssuosUiurruings widgenseilagnnniissuneldli
msarsanlsl pulse corticosteroids M3fnides o axvhldduiinisidenanm
Nty

(2) hitnenlua (cessation of bile flow) filhuitansnsassunethivdsnissheds
Kasai 48 siou1gaansuidud@amuieniunoudidn dndudesldiunisinm
ae1useeu laen1slil steroid Tuvuinge™ > Tunsdififinslnasenvesii
MdMIREneEsRInugs seuthilieon el steroid udalaildna Sy
szdodldfunsindng (Re - Kasai's operation)

(3) portal hypertension WINASHIAAIDS Kasai %m‘m'ﬁmzmaﬁwﬁlﬁluﬁﬂaauwa
eudfn flhsunreasiamgdudesiliifnsuudman® Suhliaa
Ugymidenaanain esophageal varices, hypersplenism waviinlugosiedls
Uaglugansuiludnluardoningnanesu Tunsdififl portal hypertension
mwlmﬁwﬁwﬁéfué’qaa%i wu Jheliiwides il coagulopathy uay serum al-
bumin Unf wilunsdifinihfidufinunfegnannsausuinaunsndauain portal
hypertension aifutousdlumainugndiesty

(@) Intrahepatic cysts TuffiheRldunisviuhieds Kasal 1y wagiitymms
am“‘ga cholangitis %mmaﬂ%y’q 9199¥WUN biliary cysts 3o “lakes” nelu
fu® N3l fTaugsvereTNiu ursodeoxycholic acid a13agdosiulyly
\fin cholangitis widhafinnishndioagfidudeuslunmsyimstgndiesy

(5) Hepatopulmonary syndrome i@ intrapulmonary shunting nszanemlulen
Un# vasoactive compound Faasralusyuulmaiiou mesenteric %Qﬂﬁ’lmﬂ
iy Wlesiuidonaniw vhlvf vasoactive compound lsignvianeidunagiinan
Tuszuunsivadeulaiie yilvigesales, dyspnea on exertion, hypoxia,
finger clubbing N3¥nwAReNTUgNaNefU

(6) Fat malabsorption \esanlaifvididudeeenulusimaifivmelumsgos
pmnshtiu® mslmienduazaneluludu Gmfu ADEK) wiudunislesiu
nsveRafiuenils
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Kasai hepatic portoenterostomy T#iUasunuainswennsalsavedsamaiuii
ARudiuegnannlugie 30 U agdlsiionu nanissnwluszezanuanssiuluudusazanid
Tulssmadiusonuiansinuiunn Temaigthagiidindusnni 10 U fdsfesas 70
flesunmssidaudloneusty 60 Yu® Faumnsrsfufunanisdsianes the American
Academy of Pediatrics #as1unsegsenszavanIfissioras 25° flseaunisegson
NnUsEMASINguNUISRTIMsegsonly 10 U egfivszanadesas 40 — 507

Sauiifduddnyiigniotumanensallsamaiuhifviufengdiedelds
ngEda® fihemaiuhAfuduiildsunisindnds Kasai deueny 2 ou f8nsins
seadindifannni Jesas 60 widnldsumsiiiavdieny 2 Weu fdnsnssentindios
Sowaz 30% wavinifiheldfunitadouasinumdseny 100 Ju azdinswernsalsailaid
idlosnsiuavnaneiliu obliterative cholangiopathy waw hepatic fibrosis waznaneidusiu
ufe™ %05 Feduunmdiesfomeenduiuiteifadouenlsenafuhafiuiu eenannnie
fvdesiiinananvndu 9 laeSneuiifthaziiengasu 2 iiou

Padusuiiddylunismennsallsaldun nsanasvessedu bilirubin w&an15HRR
{thefil serum bilirubin anassuduunfiileeny 3 ey axiinsmensallsaiie? mssindn
WU microscopic ductal structures 7 hilum futladendislunsnernselsa Tunsaifiiu
Tsamaiuthifusiu type Il wuunn bile ductules # porta hepatis fidfusugudna
wnnd >150 lalasuns Aeedimsneinsallsadin msdadelumaiuihfiduletoaude
nsnensalvedlsn
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