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Case Report

Check for
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Case
A 5-year-old boy with a 4-month history of recurrent 

epigastric pain lasting several hours that disappears when 
vomiting undigested food. It appears sporadically, at any time 
of the day, interferes with night-time sleep and, is not clearly 
related to specific foods or meals.

The clinical picture persists despite symptomatic analgesic 
treatment and does not respond to a partial diet low in 
fermentable products.

An abdominal ultrasound is requested, which shows cystic 
dilation of the extrahepatic bile duct, with multiple intracystic 
stones that associate a distended gallbladder with lithiasis and 
a diffusely thickened wall that reflects chronic inflammatory 
changes (Figure 1).

The study is completed with MR Cholangiopancreatography 
(MRCP) that confirms the diagnosis of Ic type common bile 
duct cyst with fusiform dilation of the common bile duct 
and liver and secondarily of the intrahepatic bile duct. As 
a significant finding in our case, it is worth highlighting the 
presence of multiple lithiases in the cyst as well as in the 
cystic duct, infundibulum and gallbladder (Figure 2).

Discussion
Choledochal cysts are rare congenital anomalies 

characterized by dilatation of the biliary tree.

The Todani Classification establishes five types, according 
to the anatomical distribution of dilation (Figure 3) [1].

•	 Type I: Dilatation of the extrahepatic biliary tree (80%)

Ia- Proximal dilation. The gallbladder arises from the 
cyst itself.

Ib- Dilatation of the distal common bile duct.

Ic- Fusiform dilation of common bile duct and liver.

•	 Type II: Saccular diverticulum in common bile duct

•	 Type III: Dilation of the intraduodenal portion of the 
common bile duct (Choledochocele)

•	 Type IV: Multiple cysts of the biliary tree (20%)

IVa- multiple intra and extrahepatic cysts.

IVb- multiple extrahepatic cysts.

•	 Type V: Simple or multiple dilations of the intrahepatic 
bile ducts without dilatation of the common bile duct. 
(Caroli disease).

80% are diagnosed before the age of 10, 30% in the 
first year of life and, only 20% in adulthood [2] although 
the etiology is unknown, the anomaly in the biliopancreatic 
junction is the most accepted theory.

The development of a biliopancreatic duct that is longer 
than normal conditions chronic reflux of pancreatic secretions 
into the bile duct (the pressure of the pancreatic duct exceeds 
that of the bile duct) that cause inflammation and fibrosis of 
the same and, secondarily, its dilation [3-6].

In a small group of infants, choledochal cysts are part of 
a spectrum of childhood obstructive cholangiopathies that 
includes neonatal hepatitis and biliary atresia.

The clinical spectrum varies depending on the age 
range. Patients under one year of age usually present with 
obstructive jaundice and abdominal mass with symptoms, 
sometimes severe, in the neonatal period. In older patients, 
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Figure 1: Abdominal ultrasound. Cystic dilation of the extrahepatic bile duct, with multiple intracystic stones that associate a 
distended gallbladder with lithiasis and a diffusely thickened wall that reflects chronic inflammatory changes.

         

Figure 2: Cholangioresonance. Ic type common bile duct cyst with fusiform dilation of the common bile duct. Multiple lithiasis in the 
cyst, in the cystic duct, infundibulum and gallbladder.

into which the common bile duct empties, confirms the 
diagnosis [6,8]. The differential diagnosis should be made 
with the intestinal duplication cyst by identifying the typical 
characteristic layered wall, similar to the normal intestinal 
wall.

Scintigraphy confirms communication with the 
biliary tree in cases of doubt and is useful in newborns 
to exclude airway atresia if its association is suspected. 
Endoscopic cholangiopancreatography (ERCP) and MR 
cholangiopancreatography (MRCP) make it possible to 
determine the anatomical connections, which are of great 
importance for the surgical approach [1,7-9].

symptoms are often nonspecific, the usual symptoms are 
abdominal pain, with or without cholestasis, and may be 
accompanied by vomiting, frank jaundice, and/or cholangitis.

The classic triad of jaundice, abdominal pain, and palpable 
mass occurs in only one-third of older patients [3,4].

Pancreatitis, uncommon in pediatric age, can be 
the clinical presentation in both age ranges. Possible 
complications include recurrent pancreatitis, stone formation 
in the cyst, peritonitis secondary to rupture of the cyst and, 
cholangiocarcinoma [3,6,7].

Ultrasound is the initial diagnostic test of choice. A cystic 
mass in the porta hepatis, separated from the gallbladder, 
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MRCP can replace ERCP since, although sedation is 
necessary in most cases to perform it, it is a non- invasive test 
that does not produce complications and does not radiate.

Treatment depends on the type of cyst. Complete resection 
is recommended, whenever possible, in type I. In type IV, an 
attempt should be made to remove at least those from the 
extrahepatic route. Cyst resection does not eliminate the 
possibility of developing carcinoma in the intrahepatic ducts, 
so long-term follow-up is necessary [6,10].

In the presented case, ultrasound was very useful in 
the initial diagnosis, allowing to assess the thickening of 
the gallbladder wall in response to chronic inflammatory 
changes. The RC allowed to confirm the diagnosis of the cyst 
and to typify it according to the Todani classification as well 
as to reveal the relationship with the rest of the anatomical 
structures and to demonstrate the presence of lithiasis, a rare 
finding.
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Figure 3: Graphic description of the Todani (1997) classification (1).
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