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INTRODUCTION 

Caroli's disease is a rare congenital malformation of the 

intrahepatic bile ducts characterized by duct ectasia and 

dilation, which may involve the biliary tract in a focal or 

multifocal manner. Caroli’s disease is less common than 

Caroli’s syndrome, and both are extremely rare with an 

approximate prevalence of less than one in 1,000,000 

inhabitants.1 Caroli’s disease combined with congenital 

hepatic fibrosis and/or renal cystic disease is referred to - 

Caroli’s syndrome.2 It is currently included in group V of 

the Todani classification of biliary tract cystic diseases 

and was first described by the French gastroenterologists, 

Jacques Caroli et al., in 1958.3 The clinical course can be 

asymptomatic in the first two decades from birth, in fact, 

typical symptoms may scarcely arise throughout the 

patients’ life.4 Caroli’s disease may diffusely affected the 

liver or be localized to one lobe or segment. Caroli’s 

disease predispose to biliary stasis and intrahepatic stones 

formation leading to cholangitis, liver abscesses, 

septicemia, and ultimately to secondary biliary cirrhosis.5 

Most used diagnosis methods are ultrasound, computed 

tomography (CT), magnetic resonance 

cholangiopancreatography (MRPC). 

Endoscopic cholangiopancreatography (ERCP) can be 

used both as diagnostic and or therapeutic tool; a liver 

biopsy is rarely needed.6 We describe a case of Caroli’s 

disease presenting with right upper abdominal pain. We 

believe the present reports are of medical significance 

since they relate to patients with atypical presentations 

and diagnosed at an unusually late age. It serves also as a 
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reminder that although rarely, Caroli’s disease may 

present later in life, have atypical presentations and be 

masked by non-specific clinical findings. These reports 

hope to add to the existing knowledge base of this very 

rare disease. This case is unusual in its very late 

presentation in 6th decade of life as opposed to previous 

reports in third and fourth decade of life. 

CASE REPORT 

A 60-year-old female was admitted to the department of 

surgery (B.P. Koirala Institute of Health Sciences 

(BPKIHS), with complain of pain over right upper 

abdomen for 4 months, associated with intermittent 

pruritus of body.  

 

Figure 1: Multiple cystic dilatation of intrahepatic 

biliary radicle of both lobe of liver. 

There was no history of jaundice, nausea, vomiting, 

chills, fever or any other comorbid factors like diabetes, 

hypertension. On examination, only positive finding was 

scratch marks over anterior abdominal wall and chest 

region.  

 

Figure 2: T tube cholangiogram showing distal CBD 

calculi with no flow of contrast in duodenum, with 

bilobar major cystic dilatation with few cysts 

containing calculi. 

The laboratory tests showed normal blood parameters and 

liver function test. The ultrasound of the abdomen 

revealed hepatolithiasis with multiple hepatic cyst, 

cholelithiasis and bilateral renal cortical cyst. CT scan 

revealed multiple cystic dilatation of bilateral kidney with 

intrahepatic biliary radicle dilatation of both lobe of liver 

[Figure 1]. MRCP couldn’t be done due to presence of 

metallic implant in left pelvis and hip region for 

acetabular and intertrochanteric fracture. 

 

Figure 3: ERCP with retrieval of retained stone and 

placement of stent. 

Patient was planned for cholecystectomy with drainage 

procedure. Intraoperatively distended gallbladder 

containing multiple calculi with few calculi in CBD was 

found and patient underwent open cholecystectomy, CBD 

exploration but patient went unstable with marked 

hypotension, so T tube placement was done. Patient was 

discharged after 12 days of hospital stay.  

 

Figure 4: Healthy scar mark in postoperative period. 

On discharge, patient’s vitals were stable. She was taking 

orally, and wound was healthy with T-tube in situ. She 

then presented to surgical OPD after 1 month with 

distension of abdomen for 2 days associated with 

multiple episodes of vomiting and pain over right upper 

abdomen. On subsequent examination, abdomen was 

soft, non-tender with no organomegaly. There was 

healthy scar mark with T tube in situ. T tube 

cholangiogram was done which showed distal CBD 

calculi with no flow of contrast in duodenum, with 

bilobar major cystic dilatation with few cysts containing 

calculi [Figure 2]. 
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Diagnosis of Caroli’s disease left predominant was made. 

Patient was planned for left hepatectomy with bile duct 

excision but refused, hence was planned for ERCP with 

sphincterotomy [Figure 3]. 

The patient had a favorable postoperative evolution and 

was discharged on the 7th day [Figure 4]. 

DISCUSSION 

Fibrocystic liver diseases are believed to arise from the 

abnormal or arrested development of the embryonic 

ductal plates, as evidenced by the presence of persistent 

ductal plate-like structures in these conditions.7 The 

ductal plate of the human fetal liver is a double-layered, 

wreath-like, keratin 19 (K19)-expressing bile duct 

structure surrounding venous branches and directly 

juxtaposed to the limiting plate of the hepatocytic 

parenchyma. After further remodeling, the ductal 

structures are normally separated from the limiting plate 

and incorporated into the portal tracts, subsequently 

forming mature bile ducts and ductules. The remodeling 

process of the ductal plates begins at the hilum and 

progresses to the periphery of the liver, and arrested or 

deranged remodeling of the ductal plate results in ductal 

plate malformation.8 The leading symptom of the disease 

are cholestasis, Right upper quadrant pain and abdominal 

mass.9 Liver function tests in Caroli’s disease may be 

normal or there may be reversible increases during 

episodes of cholangitis.10 Although the radiologic and 

pathologic features of Caroli's disease are characteristic, 

its clinical presentation is often non- specific.11 

Radiological diagnosis of Caroli's disease has, in the past, 

been difficult before surgery. Occasionally, mottling of 

contrast medium over the hepatic surface after 

cholangiography may indicate the intrahepatic cyst 

dilatations.12 The cholangiographic features of Caroli’s 

disease are well established as saccular or fusiform 

dilatation of the intrahepatic bile ducts. Irregular bile duct 

walls, strictures, and stones may be present.13 The pure 

type of Caroli’s disease sometimes may be difficult to 

distinguish from advanced cases of intrahepatic biliary 

stone disease, recurrent bacterial cholangitis (Oriental 

cholangiohepatitis), choledochal cysts, communicating 

hepatic abscesses, and primary sclerosing cholangitis.14 

The most serious complication of CD is the development 

of biliary tract cancer. The diagnosis of cancer in the 

setting of CD is difficult. Endoscopic biopsy, with 

brushing and washing yields a diagnosis in less than half 

of cases of bile duct cancers.15 Because hepatic resection 

can be curative in Caroli’s disease, the diagnosis is 

essential. Early treatment protects the patient from 

complications, which include calculus formation, 

cholangitis, abscess, and cholangiocarcinoma. Imaging is 

essential in planning the surgical treatment, which can 

consist of enterostomy, segmental or lobar hepatic 

resection, or liver transplantation.16 Because of the slow 

and usually silent progress of Caroli’s syndrome along 

with its rarity and fatal complications, it should be 

considered in the differential diagnosis of recurrent 

cholangitis of unknown cause.17 We have to consider the 

disease complications when choosing the treatment, if 

liver transplantation is not available. Cholangitis should 

be treated with antibiotics, while for intrahepatic lithiasis 

ursodeoxycholic acid may be useful. Biliary obstructions 

require drainage which can be performed endoscopically, 

radiologically or surgically, with consideration, however, 

of the high risk of recurrent cholangitis.18 Patient was 

planned for left hepatectomy with bile duct excision, but 

patient refused to undergo aforementioned surgery. 

Therefore, ERCP and Sphicterotomy was done in view of 

poor performance status. To conclude, Caroli’s disease 

being a rare disease is sometimes difficult to diagnose 

and treat in an old age patient with bilobar involvement 

and poor general conditions. 

CONCLUSION 

Caroli’s disease being a rare disease is sometimes 

difficult to diagnose and treat in an old age patient with 

bilobar involvement and poor general conditions.  
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