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Biliary cystadenoma is a rare tumor of the biliary tree and a rare cause of obstructive
jaundice. Most are intrahepatic, and pure extrahepatic biliary cystadenoma is
less common. Cases are more common in women. Unless suspected, diagnosis of
extrahepatic biliary cystadenoma is often delayed. Here, we report the case of a young
woman with extrahepatic biliary cystadenoma who presented at Raja Isteri Pengiran
Anak Saleha Hospital with obstructive jaundice initially thought to be due to a large
biliary stone based on the endoscopic cholangiogram image. She was successfully
managed with resection of the cystadenoma.

iliary obstruction is common in clinical

practice and in most instances is due

to biliary stones disease.' In the older

population, malignancies also need to be
considered. However, it is important that clinicians
are aware of the rare causes of biliary obstructions.
We report the case of a young woman who presented
with obstructive jaundice and was initially treated
for a biliary stone that turned out to be biliary
cystadenoma, a rare biliary tumor.

CASE REPORT

A 24-year-old woman presented with chronic
epigastric and right upper quadrant pain radiating
to the back, and jaundice. Her medical history
was unremarkable. She had not been taking any
medications (including oral contraceptive pills)
regularly. Apart from jaundice, physical examination
was unremarkable. Laboratory investigations showed
cholestatic liver profile with normal white blood cell
count and inflammatory marker levels. Ultrasound
scan (USS) of the abdomen revealed a dilated
common bile duct. Her background history revealed
that she was admitted two months prior with similar
abdominal pain, but evaluations at that time (liver
profiles, upper gastrointestinal endoscopy and USS
of the abdomen) had been normal. Her symptoms
settled and she was discharged with anti-spasmodic
treatment, and reviewed in our patient clinic.

The patient underwent an endoscopic retrograde
cholangiography (ERC) which showed a large
filling defect [Figure 1] in the common bile duct,
consistent with a large biliary stone. After endoscopic
sphincterotomy, attempted stone extraction using biliary
mechanical lithotripter and balloon failed. The basket
failed to capture the stone and the extraction balloon
catheter seemed to slip passed the stone whenever it was
pulled down. A stent (Cotton-Leung 10Fr 10cm) was
placed without any difficulty. Following the procedure,
the patient was well without any symptoms.

A planned ERC three months later was again
unsuccessful and similar difficulties were encountered.
A computed tomography (CT) scan showed the
filling defect to be cystic in nature. There were no other
abnormalities such as hepatic cysts away or within
the vicinity of the biliary cystic lesion to suggest any
communication or connection seen on the imaging.
There were no other cystic lesions seen in other organs
including the pancreas. The patient proceeded to
surgery. A biliary polyp (3.5¢m by 1.8c¢m) attached
to the bifurcation of the bile duct was identified.
Resection and Roux-en-Y hepaticojejunostomy was
performed without any complication. On dissection,
the polyp [Figure 2] was biloculated with cysts
measuring 1.5cm and 0.5¢m, respectively. Histology
revealed the cysts to be lined with cuboidal to
low columnar cells, a subepithelial mesenchymal
layer of plump spindle shaped cells (ovarian-like

stroma), uniform nuclei, and an outer wall formed
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Figure 1: Cholangiogram showing a large oval shaped
filling defect in the proximal common bile duct.

Figure 2: Resected specimen showing cystic
structures with areas of hemorrhages.
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Figure 3: (a) Hematoxylin (purple) and cosin (pink/red) stain showing cyst lined with a single layer cuboidal
cell consistent of a biliary cystadenoma, 40x magnification. (b) Positive staining for vemintin (brown) showing
subepithelial mesenchymal layer of plump spindle shaped cells (ovarian-like stroma), 40x magnification.

of hyalinized fibrous connective tissue [Figure 3a].
Stain for vimentin was positive [Figure 3b]. There
was no evidence of malignant transformation. The
final diagnosis was biliary obstruction secondary
to a biliary cystadenoma. The patient remained
well without any symptoms almost three years after
resection and there was no evidence of recurrence on
follow-up imaging. The patient was also advised to
avoid using oral contraceptive pills.

DISCUSSION
Biliary adenoma or biliary cystadenoma is a rare cystic
neoplasm and a rare cause of biliary obstruction.”* It

accounts for less than 5% of nonparasitic hepatic cystic
lesions. It was first described in 1943 and, to date, less
than 200 cases have been reported. Itis a slowly growing
benign tumor that has malignant potential, especially
those with mesenchymal ovarian stroma.”® It is more
common in middle aged women (85-95%), with a
gender ratio of 4:1. Our patient was much younger than
those reported in the literature.

Biliary cystadenoma is thought to originate from
embryonic tissue precursors of biliary epithelium,®
and more commonly affects the intrahepatic portion
(90%), and less commonly the extrahepatic duct, as in
our case.* Macroscopically, it appears as a polypoidal
lesion attached to the biliary tree and is cystic, either
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unilocular or multilocular, when sectioned with
mucinous or serous fluid. Microscopically, the cyst is
lined with a single layer of cuboidal cells with basally
orientated nuclei. There may be papillary and polypous
excrescences, and mucin filled vacuoles. In our case, the
epithelium was surrounded by a mesenchymal layer of
plump spindle-shaped cells consistent with ovarian-like
stroma. This variant is often referred to as cystadenoma
with mesenchymal stroma in order to differentiate it
from the cystadenoma without the mesenchymal layer.
This variant has malignant potential and is associated
with poorer prognosis to the other variant in cases of
malignant transformation.”® Cystadenomas are known
to increase in size during pregnancy and following oral
contraceptive use suggesting hormonal dependency,
and therefore is more common in women.’

Commonly reported symptoms include vague
abdominal pain (up to 90%) and nonspecific mass
symptoms (>30%).*'* Dyspepsia, anorexia, vomiting,
and weight loss are less common.!" These symptoms
are nonspecific and resemble other cause of obstructive
jaundice. Given the nonspecific nature of the symptoms,
patients often have symptoms that have been present for
along time.

The diagnosis of biliary cystadenoma require
a high level of suspicion. Generally, the diagnosis
of extrahepatic biliary cystadenoma is not made
preoperatively. Characteristic features on magnetic
resonance imaging have been reported that allowed
preoperative diagnosis of cystadenoma with ovarian
stroma.'> Presence of intramural nodule or irregular
wall is suggestive of malignant transformation. In a
setting where biliary stones are common, finding by
USS and ERC imaging often resemble stones and in
the present case, our patient was managed as such. CT
imaging in our patient revealed the lesion to be cystic in
nature, and this prompted a decision to refer the patient
for surgery. In the intrahepatic variant, involvements of
the extrahepatic biliary tree are through compression by
the cyst, or rarely prolapse of part of the cyst, into the
biliary system causing obstruction. Complete resection
isadvised as there is risk of malignant transformation.”"
Furthermore, recurrence is possible and is often related
to incomplete resection of the lesion even in the absence
of malignant transformation. In our case, only the cystic
adenoma was resected and our surgeon did not consider
any extensive resection, such as asleeve resection, as there
was no lesion outside of the biliary tree seen on imaging
and during surgery. Our patient remained under
surveillance and to date, after more than three years,

there has been no evidence of recurrence of the lesion.
She was also advised to avoid using any contraceptive
pill since it remains unknown whether these increase
the risk of recurrence of the cystadenoma.

CONCLUSION
This report documents a rare case of intraluminal biliary
cystadenoma that presented with obstructive jaundice,
and that resembled a biliary stone. The diagnosis was
not made until the patient went for surgery. Clinicians,
especially those involved with endoscopy, should be
aware of this entity as there is malignant potential.
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