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Congenital Hepatic Fibrosis with Caroli’s Disease

A case report —

Yoonjung Kim, M.D., Soonae Oak, M.D. and Inchul Lee, M.D,

Departmemt of Pathology, Asan Medical Center College of Medicine, University of Ulsan

Congenital hepatic fibrosis is an inherited, congenital disorder of the liver, and is occasionally
associated with cystic disease of the liver and kidney., We present a case of congenital hepatic
fibrosis with Caroli’s disease. A 21-year-old woman had suffered from an episodic fever with
headaches for 3 years. In laboratory examination, the liver function test was within the normal
limits. Esophageal varix was noted by an endoscopic examination. Hepatosplenomegaly and
multiple dilated bile ducts were seen by abdominal CT scanning. An orthotopic whole liver
transplantation was dome. The liver was fibrotic and enlarged. Multiple cystically dilated intra-
hepatic ducts were noted. Microscopically, diffuse portal fibrosis and widening with proliferation
of bile ductules were seen. Intrahepatic bile ducts were markedly dilated and tortuous, The liver
cell cords were well preserved. (Korean J Pathol 1996; 31:

275~279)

Key Words: Congenital hepatic fibrosis, Caroli’s discase

N2
404 ZARFS FAA Ao fAsE
s G2 GAAA Bl U2 U
A glow, qEHe g¥Fos TGN Yo

A = 1996 29 17, AH=gsel 1996w 119 215
F A HEA fukyt EdE 388, SEEE 138040
AEFehd ] Fghdals, P44

275

Ao 7 =AY B4 Fulee] 443 4
T2 2t G3Ee] Sl 23k FviZHportal space)

o] g SFHLE e, ﬂ-m%% A== %
ob ZHzlE2 oAl el
A 7HHG=28 lEo g H‘-*h,"]-?]E &l 2| gk

7h Al Tl JGAAgs s Fukgo ﬂ:ﬂli
AN4 7 g5 BabZe| SebEle] et HE
£ fFedldye Ad Easgedd, Fuelde
1990t Kim“Eoll o8] Kyl 16857} gls e
ch. A REE 2142 ozloll4] Alabe] A AR gl



276w ghelel ebE) A o A 31 M3 & 1997

]

| QM4 DHEE HETE 3
N4 AR 1618 At

s d 2 1

214) A=z 3d A R oF 54 A
B ikl Wdde] 4HEErl, HE
AED Fde]l ANAA AP AAFHE T2
Fdoag 25w gleld HAAHARAGEAN=
*d < (ERCPF) Al#sle], HdH4 bl 95 SHFes
ehitelel, 71584 e # 4 5 T3,
of] A= WFAILE Agsbga, ghabe] REu g
AE F 5dy g rskEE glddd ol g
AA4d S5 #d 9 #@Hg eFdcEk S
18 em)7} glgdov] =24 EE2 goic) 775
W del pAALAE FEEe w"E delsiag
Agelglch WA AAY xS st g9 ¥

2ol AWz Walch S 2gsh WAL
aFAe F24 wael g G4 8 o
ol o &kl odal Jiell4] sk (echogenic) el
b HE Thakd = qlelvhcentral dov sign)(Fig. 1).
b g Fujrh RReuk, % Azl ) A
o £7e o 23 AAH DL
clebth 2712 gyl FEA Pabe] Kalel(Fig 2)
¥zl A 8] 7he] A s onthotopic whole I:wr transp-
e}, ol 4AlE F §AE, £ & 7
FREAE|(ASTE ALTIZE 1000 c-l*a.L e

e JI"

lantation)=- =

sl

Fig. 1.

Ultrasonography displaved a dot in the dilaed
intrahepatic ducticentral dot sign).
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Fig. 2. Abdominal CT showed multiple dilated major
segmental bile ducts of varous size

Fig. 3. Multiple cystically dilated intrahepatic ducts in the

liver.
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Fig. 4. Irrcgularly dilated bile
ducts as well as extensive portal
fibrosis(ammow) were noted, The
remaining islands of hepatocytic
parenchyma displaved essentially
normal hepatocytic arrangement,

Fig. 5. Higher magnification of
the area shown by the arrow in
Fig. 4. Extensive ductular prolife-
ration was noted.
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