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Abstract :  Caroli’s disease is a rare congenital condition characterized by cystic
dilatation of the intrahepatic bile ducts. A 74-year-old man with chronic renal failure
complicated by polycystic kidney disease presented with jaundice and fever. Ultrasonogra-
phy, non-contrast computed tomography, and magnetic resonance cholangiopancreatogra-
phy (MRCP) were performed. Contrast medium was not administered because of the renal
failure due to polycystic kidney disease. MRCP provided cholangiographic images of the
biliary system. No hepatic fibrosis was observed on liver biopsied specimens. Based on the
cystic dilatation of the intrahepatic bile ducts, stone formation, cholangitis, absence of
hepatic cirrhosis, and association with cystic of the kidneys, a diagnosis Caroli’s disease was
made. (FE5E. J. Nara Med. Ass. 50, 46~49, 1999)
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INTRODUCTION

Caroli’s disease is a rare congenital condition of the intrahepatic biliary tract which is
characterized by multiple cystic dilatation of the bile ducts. It was clearly defined by Caroli
et al.” in 1958. Various complications has been reported including bile stasis, stone formation,
and biliary tract infection. Since new diagnostic techniques for evaluation of hepatic disease
have been introduced, the number of reported cases of Caroli’s disease has increased?.
Recently, Pavone et al.® have demonstrated the utility of magnetic resonance cholangiopan-
creatography in the diagnosis of Caroli’s disease. In this report, a patient with Caroli’s disease
complicated with cholangitis, hepatolithiasis, and polycystic kidney disease is discribed. The
usefulness of new imaging modalities for the diagnosis of Caroli’s disease is discussed.

CASE REPORT

A 74-year-old man was admitted to our hospital because of fever and pain in the right upper
quadrant of the abdomen which continued for one week. He had chronic renal failure (since
age 70), but no past history of biliary tract disease or hepatic dysfunction. There was no family
history of hepatobiliary or polycystic kidney disease.

Physical examination revealed jaundice and dehydration. His temperature was 38. 2°C, heart
rate was 84 beats/min, and blood pressure was 140/85 mmHg. No lymph nodes were palpable.
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Cardiac ausculation revealed no extra heart sounds or murmurs. The liver was revealed 1/2
of a finger breadth below the costal margin at the mid-clavicular line. There was no evidence
of ascites, splenomegaly, or venous dilatation of the abdominal wall.

Laboratory examination on admission revealed erythrocyte sedimentation rate of 120 mm in
1 hour, white blood cell count (WBC) of 23,250/mm?® with 89 % neutrophils, and C-reactive
protein concentration of 14.6 mg/dL. The total bililubin (TB), glutamic oxaloacetic tran-
saminase (GOT), glutamic pyruvic transaminase (GPT), and serum creatinine (Cr) concentra-
tions were elevated at 7.0 mg/dL, 69 IU/L, 671U/L and 6.5 mg/dL, respectively.

Abdominal ultrasonography (US) demonstrated cystic dilatation of the intrahepatic bile
ducts, intrahepatic lithiasis, and bilateral multiple renal cysts with septae. Non-contrast
computed tomography (CT) of the liver revealed multiple cysts with an unclear relationship to
the intrahepatic biliary tract (Fig. 1), and polycystic kidneys with calcification of the septal
wall (Fig. 2). Intravenous administration of contrast media was not performed because of the
history of chronic renal failure complicated by polycystic kidney disease. Magnetic resonance
cholangiography (MRCP) showed multiple intrahepatic cystic lesions with communications to
the intrahepatic bile ducts (Fig. 3.). The cholangitis resolved with antibiotic treatment 2
weeks later. The WBC, TB, GOT, GPT, and Cr concentrations improved (8,710/mm?, 1.7 mg
/dL, 39I1U/L, 25IU/L and 3.4 mg/dL, respectively).

Percutaneous transhepatic cholangiography (PTC) revealed multiple liver cysts in communi-
cation with the intracepatic bile ducts. Cytologic examination of the bile showed no malignant
cells. The bile cultures were sterile. Pathologic examination of a liver biopsy specimen
revealed no congenital hepatic fibrosis. The patient was diagnosed with a pure type of Caroli’
s disease.

DISCUSSION

Caroli’s disease is classified into two types on the basis of the existence of congenital hepatic
fibrosis. The first is the pure type of Caroli’s disease without congenital hepatic fibrosis, which
is considered to be rare. The second type is associated with congenital hepatic fibrosis.

Fig. 1. Unenhanced computed tomography of Fig. 2. Unenhanced computed tomography of the
the liver demonstrated cystic dilatation kidney demonstrated multiple cysts with
of intrahepatic biliary tracts. calcification of septal wall.
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Fig. 3. Magnetic resonance cholangiography showed multiple intrahepatic cystic
dilatation which communicated with intrahepatic bile ducts.

According to recent reports, both entities are closely related, representing different points along
a spectrum of congenital deficits?. The symptomatology of the first type is due to ductal stone
formation caused by bile stasis within the cystic lesions. Such patients often have relapsing
cholangitis, which can lead to liver abscess and sepsis. In the second type, the clinical
manifestations are mainly due to portal hypertention. Esophageal varices are often present.
Polycystic kidney disease is known to be associated with Caroli’s disease.

Hepatolithiasis and intrahepatic cholangiocarcinoma are the two most serious complications
of Caroli’s disease. Tsunoda® has reported hepatolithiasis in 30.6 % of patients with Caroli’s
disease in Japan. Long-standing bile stasis and repeated episodes of cholangitis appear to play
an important role in stone formation. Tsunoda® has also reported cholangiocarcinoma in 8 %
on patients with Caroli’s disease in Japan. Irritation from stones, long-standing bile stasis, and
repeated episodes of cholangitis seem to relate to the development of carcinoma. In patients
with Caroli’s disease, it is difficult to make a diagnosis of cholangiocarcinoma because
dilatation of the bile ducts may be caused by the original disease, hepatholithiasis, or cholan-
giocarcinoma. Magnetic resonance imaging (MRI) appears to be useful in the diagnosis of
Caroli’s disease accompanied by cholangiocarcinoma®.

Most diagnostic procedures for evaluation of biliary tract, such as PTC and endoscopic
retrograde cholangiography (ERC), are invasive. PTC and ERC are the most accurate methods
for the demonstration of biliary anatomy and the communications between the cystic dilata-
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tions and the bile ducts. However, they are invasive, and require radiation exposure and
systemic contrast medium administration. Moreover, they may lead to cholangitis.

With the recent introduction of new imaging techniques, the non-invasive diagnosis of Caroli’
s disease is now possible. In the present case, Caroli’s disease was diagnosed using US, CT, and
MRCP. US showed portal radicles partially or completely surrounded by dilated bile ducts, as
reported by Marchals et al.®. The CT findings include strongly enhanced tiny dots in the dilated
intrahepatic bile ducts, as reported by Choi et al.”. This has been called the central dot sign.
However, the administration of contrast medium is contraindicated for the patients with renal
dysfunction. This is important because the incidence of renal involvement in Caroli’s disease
is high. It is possible to diagnose Caroli’s disease using MRCP without intravenous administra-
tion of contrast medium.

MRCP is a sensitive, noninvasive method for the diagnosis of Caroli’s disease which is
comparable to ERC and PTC and requires neither biliary intervention nor contrast mudium
administration. Futhermore, MRCP can show the cystic lesions along the bile ducts and their
communications with the biliary tract. MRCP should be considered as a most valuable method
for the diagnosis of Caroli’s disease.
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Abstract : A 49-year-old woman was admitted to the hospital because of abdominal
pain and bloody diarhea. Emergent colonoscopy was performed due to continuous bloody
diarrhea on the following day after admission. Although edema, erosion, ulceration and
hemorrhage were observed from the sigmoid colon through the cecum, inflammatory
changes were more remarkable in the ascending colon with narrowing of the colon due to
severe edema. Apparent inflammatory changes were not seen in the terminal ileum.
Subsequently the stool culture was positive for Escherichia coli O 157, resulting in the
diagnosis of hemorrhagic colitis due to Escherichia coli O 157 infection. Biopsy specimens
revealed fibrin thrombosis in many vessels, closely similar to observations in ischemic
colitis. It is therefore indicated that differential diagnosis from ischemic colitis is impor-
tant. Her symptoms and inflammatory parameters improved with antibiotics without
causing hemolytic-uremic syndromes, and no inflammatory findings were observed by
colonoscopy performed on day 28 after the onset.

(z3BEEE. J. Nara Med. Ass. 50, 50~54, 1999)




