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Table 1 Laboratory data on admission

Hematology
WBC 7,140 /ul
RBC 394 x 104 /ul
Hb 12.1 g/dl
Het 377 %
Plt 25.7x10% /ul
Coagulation
PT-INR 0.86
APTT 276 sec.
Serology
HCV Ab (=)
HBs Ag (=)
HBs Ab 499
HBc Ab 572
HBV DNA < 2.6 Log copies/ml

Blood Chemistry
TP 6.2 g/dl
Alb 3.7 g/dl
T-Bil 0.73 mg/dl
D-Bil 0.21 mg/dl
AST 54 TU/L
ALT 70 TU/L
LDH 206 IU/L
ALP 780 TU/L
GGTP 386 IU/L
BUN 38 mg/dl
Cr 2.18 mg/dl
T-Chol 231 mg/dl
NH3 28 pg/dl
ICGR15 90 %

Tumor Markers
AFP 404 ng/ml
PIVKA-II 2,099 mAU/ml

Fig. 1 Liver biopsy specimen was obtained at 10
year-old. On histologic examination, partial paucity

of interlobular bile ducts was evident.
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Fig. 2 Abdominal CT scan showed heterogeneously
enhanced liver tumor with capsule in late phase
(Arrow Head), and atrophy of the left lateral seg-
ment (White Arrow).
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Fig. 3 Liver surface was smooth, and atrophy of

the left lateral segment was seen (Arrow Head).
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Fig. 4 A : The resected specimen of the liver with a capsulated tumor containing necrotic
lesions (Arrow). B : Moderately differentiated HCC (hematoxylin-eosin, original magni-
fication 25 % ) and C:noncanserous tissue. D:Immunohistochemical staining for cytokeratin
19 revealed the presence of bile duct in each portal tract of noncanseous liver (original mag-

nification was 50X ).

Table 2 Case reports of HCC in adult patients with AGS

Back Ground, Paucity of bile

Case Author (Year) Sex/Age duct, Histology of HCC Treatment

1 Adams® (1986) M/36 Cholestasis, Yes, Well Rad + Chemo
2 DuCret? (1986) M/36 Cholestasis, Yes, ND Rad + Chemo
3 Rabinovitz!?) (1989) F/25 Fibrosis, Yes, Various degree ND
4 Le BaillV (1990) M/35 Fibrosis, Yes, Mod Resection = LT
5 Schwarzenberg!?) (1992) M/31 Not Cirrhotic, Yes, ND ND
6 Keeffeld (1993) M/46 Normal, No, ND LT
7 Halvorsen!4) (1995) M/30 ND, ND, ND ND
8 Nakano!® (1998) M/37 Cirrhotic, Yes, Mod No*
9 Lykavieris? (2001) M/44 ND, ND, ND ND

10 Makiuchi6) (2006) M/31 Cholestasis, No, Poor-Mod Resection

11 Our Case — M/49 Not Cirrhotic, No, Mod Resection

AGS : Alagille syndrome, HCC :

Hepatocellular carcinoma, Mod : moderately differentiated adenocarcinoma,

Poor : poorly differentiated adenocarcinoma, ND : Not Described, Rad : Radiation Therapy, Chemo : Che-

motherapy, LT : Liver Transplantation, * : Diagnosed by autopsy
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Development of Hepatocellular Carcinoma in an Adult Patient with Alagille Syndrome
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Alagille syndrome (AGS), an inherited disorder with autosomal dominant transmission, presents as liver dis-
ease, typical facial evidence, and cardiovascular abnormalities. Liver disease is caused by paucity or hypopla-
sia of the intrahepatic bile ducts. We report a 49-year-old Japanese man suffering from hepatocellular carci-
noma (HCC) who was diagnosed with AGS. At 10 year of age, he had been admitted to Shinshu University
Hospital to evaluate liver dysfunction and a heart murmur. Histologically, partial paucity of the interlobular
bile ducts was evident—findings all consistent with AGS. At the age of 49, the man was found in ultrasonogra-
phy to have a liver tumor and referred to for partial hepatic resection, enjoying an uneventful postoperative
clinical course. The resected liver specimen weighed 712g and contained a tumor 12cm in diameter. Micro-
scopic examination showed the tumor to be moderately differentiated HCC. A bile duct was seen in each por-
tal tract. No features suggestive of hepatitis or cirrhosis were seen. Eleven cases of HCC were reported in the
English literature between 1975 and 2007, as complications of AGS. Six patients with HCC had underlying
liver disease such as cirrhosis, fibrosis, or cholestasis. Adult AGS patients without evidence of advanced liver
diseases appear to be rarely associated with HCC development.
Key words : alagille syndrome, hepatocellular caricinoma, intrahapatic bile duct
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