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INTRODUCTION

Caroli’s disease and caroli’s syndrome are two rare congenital diseases of intrahepatic bile ducts™.
Caroli’s syndrome characterized by saccular dilatation of intrahepatic bile ducts associated with congenital
hepatic fibrosis. The term Caroli’s disease is applied if the disease is limited to ectasia or segmental dilatation of
the larger intrahepatic ducts. This form is less common than Caroli’s syndrome, in which malformations of
small bile ducts and congenital hepatic fibrosis are also present. This process can be either diffuse or segmental
and may be limited to one lobe of the liver, more commonly the left lobe®?. Caroli’s disease is sporadic,
whereas Caroli’s syndrome is generally inherited in an autosomal recessive manner. As with congenital hepatic
fibrosis, Caroli’s syndrome is often associated with autosomal recessive polycystic kidney disease (ARPKD). A
rare association with autosomal dominant polycystic Kkidney disease (ADPKD) has also been reported.

CASE REPORT

A 4 year-old boy was admitted to the department of pediatrics of our hospital, because of jaundice and
gradual distension of abdomen since birth. He was having no known disease before. He was second child from a
consanguineous marriage of third degree. On general examination he was having some pallor, icterus. Heart rate was
102/ min, BP was 90/62 mm hg. On systematic examination the child was having hepatosplenomegaly, liver (+6
cm) and spleen (+3 cm) under costal margins (fig-1). The physical examinations of other systems were normal. The
laboratory findings showed TLC-16,000, DC-N67, L30, E3. Serum bilirubin was 7 total, 2 direct. Liver enzymes
were raised. Chest X-ray showed increased bronchovascular markings in both lungs field. Ultrasound of abdomen
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revealed dilatation of intrahepatic bile ducts and hepato-splenomegaly with ascites (fig-2). Liver biopsy was
performed to find the cause of dilatation of intrahepatic bile ducts. Histosection shows cholestasis in the intrahepatic
bile duct and dilated intrahepatic bile duct with hepatic nodules formation (Figure 3). Histosection shows fibrosis
around intrahepatic bile ducts and hepatic nodules formation on Masson trichome and reticulin stain (Figure 4,5,).

(fig-2 : USG showing hepatomegaly and intrahepatic cyst)
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dilated intrahepatic bile duct (10X H/E)

nodules  formation(40X Masson trichome)

Figure 5: (Photomicrograph) fibrosis in intrahepatic septa and hepatic nodules( 40X reticulin stain).
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DISCUSSION

Patients with caroli’s disease/syndrome suffer from relapsing episodes of cholangitis with the
severe danger of bacteremia and sepsis. It is rarely present in childhood and the diagnosis usually made at an
advanced age!*®®! although there are rare case reports published of even neonatal presentation of the
diseasel. Caroli’s disease results from an arrest in ductal plate remodeling at the level of the larger
intrahepatic bile ducts. In contrast, caroli’s syndrome develops when the full spectrum of bile duct
Differentiation is affected, such that smaller interlobular ducts are involved and congenital hepatic fibrosis
develops. Polycystic liver disease could be a possible diagnosis, but in this condition although large cysts
developed from the biliary tree, they did not obstruct the bile ducts. In most patients, kidneys are similarly
affected with cysts, which may cause high blood pressure and kidney failure. The tendenc¥ to form the cysts
is probably present at birth, but usually do not enlarge and cause problems until adulthood!™. Our patient had
normal blood pressure and his kidneys were normal in shape and size, with normal function. Von meyenberg
complex could be another possible diagnosis, which is a rare condition characterized by multiple small
hepatic cysts within the parenchyma at a distance from peribiliary portal regions and no communications with
bile ducts®. In our patient dilatation of intrahepatic bile ducts and hepato-splenomegaly with ascites was the
prominent finding.

The mode of transmission is generally claimed to be autosomal recessive!™ although one study
suggests an autosomal dominant inheritance!®. The process of congenital hepatic fibrosis in Caroli’s
syndrome patients is dynamic and progressive. Caroli’s syndrome may be associated with autosomal
recessive polycystic kidney disease, renal failure or cardiac disease. Autosomal recessive polycystic kidney
disease is characterized by nonobstructive fusiform dilatation of the renal collecting ducts, ductal plate
malformation of the intrahepatic bile ducts and fibrosis of both liver and kidneys!**?. Caroli’s disease confers
an approximately 7% risk of malignancy. The treatment depends on the clinical features and the location of the
biliary abnormality. When disease is localized to one hepatic lobe, hepatectomy relieves the symptoms and appears
to remove the risk of malignancy. In diffuse caroli’s disease, liver transplantation is treatment of choice. The usual
complications of caroli’s disease/syndrome are cholestasis, cholangitis, choledocholithiasis and
cholangiocarcinomat*®!.

[10],

CONCLUSION

In patients with caroli’s disease and syndrome, the long-term prognosis is determined by mainly by
the frequency and the gravity of the episodes of cholangitis that can lead to sepsis and death or creation of hepatic
abscesses. Hepatic insufficiency can develop and transplantation of liver may be required. Malignancies are also
possible complications of caroli’s disease/syndrome as cholangiocarcinoma risk is 100-fold increase in comparison
with general population™. Amyloidosis is also described as a complication of caroli’s disease/syndrome!*®. The
clinical presentation and the outcome of the disease is variable and depends upon extension of the disease and rapid
confrontation of complications, with frequent follow-up of examination of liver function and U/S control for the
existence of stones and the early recognition of the probable associated conditions.
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