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Abstract: Giant choledochal cysts are congenital cystic dilations of the biliary tree with a diameter  ≥ 10cm. Most such cysts reported 

are of Todani type I class. A giant type IV choledochal cyst is uncommon, with only four studies having reported it. Magnetic resonance 

cholangiopancreatography is indispensable in diagnosing and anatomically classifying the cyst. Surgical intervention is the mainstay of 

treatment, however, the extent of resection remains controversial for type IV cysts. Here, we discuss the case of a 26year old lady 

presenting with a painful right sided abdominal lump. 
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1. Case Report 
 

A 26-year-old female with no comorbidity presented with 

complaints of an abdominal lump in the right side of 

abdomen (Figure 1), which wasgradually increasing in size 

for 1 year, and jaundicewith pale stools for one month. The 

patient had mild dragging type of pain in the right upper 

abdomen with no aggravating or relieving factors. There was 

no history of a sudden increase in the size of the abdominal 

lump or fever with chills and rigors.  

 

 
Figure 1: Abdominal distension with a 20 x 18 cm sized 

lump having a soft and cystic consistency with well-defined 

rounded borders, extending from the right hypochondrium 

and epigastrium, through the right lumbar, umbilicus, into 

the right iliac region.The lump was continuous with the liver 

dullness and had a dull note on percussion. 

 

The patient was oriented, afebrile, and icteric. On abdominal 

examination, in addition to the lump shown (Figure 1), there 

was another smooth cystic swelling measuring around 4 cm 

horizontally and 4cm vertically in the epigastrium. The 

swelling had a tympanic note on percussion and gurgling 

sounds on auscultation. Liver function tests were suggestive 

of an obstructive aetiology (total bilirubin/direct bilirubin-

7.1/3.2, AST/ALT/ALP –168/66/2236, total protein/serum 

albumin- 7.4/3.1). Coagulation profile was deranged (PT-

14.5sec, PT- INR- 1.83, aPTT->60sec). Contrast-enhanced 

CT abdomen showed hepatosplenomegaly with a fusiform 

dilatation of the extrahepatic biliarytree along with dilatation 

of right and left hepatic duct, and intrahepatic biliary 

radicals suggestive of a type IVA choledochal cyst with 

pressure effects on the main pancreatic duct, bowel loops, 

and stomach. MRCP confirmed these findings (Figure 

1).Conservative management with a hepatic diet, injection 

vitamin K, syrup lactulose, and antibiotics were provided as 

the patient denied consent for operative intervention. 
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Figure 2: (a) Magnetic resonance cholangiopancreaticogram (MRCP) showing extrahepatic component of the type IVA cyst 

comprising of grossly dilated distal common bile duct(131mm, white arrow) and proximal common bile duct (78mm, yellow 

arrow). (b) MRCP showing intrahepatic component of the type IVA cyst comprising of dilated intrahepatic biliary radicles 

(redarrows) 

 

2. Discussion 
 

Congenital cystic dilations of the biliary tract are called 

Choledochal cysts (CC), earliest reported in 1723.
1
 Cysts 

with a diameter  ≥ 10cm are referred to as Giant choledochal 

cysts (GCC). CC are more prevalent in adult East Asian 

populations and usually present with non-specific 

complaints like abdominal mass, right upper quadrant pain, 

jaundice, nausea or vomiting. They result from an 

anomalous formation of the pancreaticobiliary 

junction (ABPJ) near the Sphincter of Oddi complex, 

resulting in a common channel emptying the pancreatic and 

bile ducts.
2
 

 

Diagnosis cannot be made from history and physical 

examination alone, making radiological investigations 

crucial. The initial investigation is an Ultrasound or CT scan 

in most settings, followed by MRCP to anatomically classify 

the cyst. ERCP is invasive but remains the the gold standard 

as it can pick up minor ductal anomalies. Depending on the 

anatomy, the widely accepted Todani classification 

categorizes CC into five subtypes, with a recently added 

sixth subtype.
3
Amongst these subtypes, type IVa is the most 

common subtypein adults and refers to the presence of both 

intrahepatic and extrahepatic components in the cyst.
3 

Surgical management is the preferred treatment modality for 

all CC. In particular, the management of giant Type IV a 

cysts is more controversial. While only extrahepatic portion 

removal maybe associated with risk of developing biliary 

intraepithelial neoplasia, intrahepatic portion removal maybe 

associated with reduced residual liver function.
4
 GCC 

excision is surgically challenging, and not without the risk 

of dreaded complications like postoperative pancreatitis and 

bile leak. 

 

Most giant choledochal cysts reported in literature belong to 

Todani type I class. There are only four studies reporting a 

giant Todani type IV choledochal cyst to our knowledge 

(Table 1).
5–8

As seen in this case, the role of MRCP is 

indispensable in delineating the anatomy and guiding 

management of such cysts. The classic triad of right upper 

quadrant pain, abdominal mass and jaundice is found in 20% 

cases of CC but in as high as 60% cases of GCC.
1,7

Our case 

strengthens the consensus that adult patients with GCC tend 

to have severe symptoms and that the classical triad is more 

frequent with giant cysts due to an increased propensity to 

cause biliary obstruction. Furthermore, the risk for 

developing malignancy in unexcised cysts is as high as 45%, 

which increases with age.
9
 With this case, we highlight the 

need for a timely, comprehensive follow-up schedule in 

patients denying surgery or managed conservatively for 

other medical or socio-cultural reasons. 

 

Table 1: List of Type IV Giant Choledochal Cysts Reported in the Literature 
Study/Report Cyst Type Size in Centimeters (cm) Country 

Sikhondze et al, 2021 5 IVA 20cm x 15cm Uganda 

Kumar et al, 20218 I and IV Median: 15cm, Range: 10-20cm India 

Harikrishnan et al, 2020 6 IVA 23cm x 15cm India 

Anand et al, 2013 7 I and IV Mean: 14.2cm, Range: 12-20cm India 

 

3. Conclusion 
 

With the availability of high resolution imaging in modern 

day practice, clinicians might increasingly encounter CC, 

which were once considered rare entities!A detailed 

understanding of the type IV CC anatomy, its findings on 

MRCP, and treatment options is thus essential. 
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