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Abstract

Extrahepatic Mucinous Biliary Cystadenoma is an extremely rare clinical entity which can present with varieties of vague

clinical signs and symptoms. Gastric outlet obstruction caused due to this has never been reported before. We highlighted the

diagnostic dilemma we faced, when radiological investigations couldnot suggest the accurate organ of origin.

Introduction:

Biliary cystadenoma is an extremely rare clinical entity, even more so when located in the extrahepatic
biliary tree in comparison to their intrahepatic counterparts [1]. It accounts for less than 5% of all cystic
lesions of liver [2]. Less than 50 cases are reported in existing medical literature. It is typically seen in
middle aged female and thought to have hormonal factors like estrogen and progesterone responsible for its
pathogenesis [3]. Many a times, it is hard to diagnose due to its vague clinical signs and symptoms, prolonged
clinical course and difficult radiological interpretations. Although there are no cases of extrahepatic biliary
cystadenomas presenting with gastric outlet obstruction and ours is the first of its kind. The case report
was realized according to international Surgical CAse REport (SCARE) guidelines [4].

Case report:

A 26-year-old female presented to the outpatient department with history of dull-aching, epigastric pain,
radiating to the back for last 7-months. This was accompanied by early satiety and abdominal fullness and
progressed to non-bilious vomiting after taking food since last 7-days. There was no history of fever, weight-
loss, jaundice, or altered bowel habits. There was no relevant past or family history. Physical examination
was unremarkable. Laboratory investigations (complete hemogram, serum electrolytes, transaminases, serum
bilirubin) were within normal limits. Contrast enhanced computed tomography of the abdomen revealed a
fairly enlarged pancreas. A 13.5x10.5x9.3 cm complex cystic space occupying lesion (SOL) showing septation
was seen (Figure 1). Main pancreatic duct was not dilated. Overall it was suggestive of pancreatic cyst.
To rule out any intraluminal cause of gastric outlet obstruction, an upper gastrointestinal endoscopy was
performed which was unremarkable. An endoscopic ultrasound (EUS) was warranted to better characterise
the pancreatic SOL. It showed showed large exophytic multiloculated cystic SOL with mural nodule arising
from neck of pancreas (Figure 2). EUS guided aspiration of cyst fluid was done which showed cyst fluid
amylase- 23U/L, CEA- 34.8ng/mL. Cytology revealed few benign epithelial cells. Considering the provisional
diagnosis as cystic neoplasm arising from head of pancreas, Whipple’s pancreaticodudenectomy was planned.
Intraoperatively, we found distended gallbladder with non-dilated common bile duct along with a 18x10x10
cm septated cystic mass arising from inferior surface of segments IVB and V of liver (Figure 3). It was having
minimal peri-cystic adhesions and was free from hepatoduodenal ligament. After careful adhesiolysis, and
dividing the feeding vessels, eneucleation of the mass was done from the liver bed along with cholecystectomy.

1



P
os

te
d

on
A

u
th

or
ea

24
S
ep

20
21

—
T

h
e

co
p
y
ri

gh
t

h
ol

d
er

is
th

e
au

th
or

/f
u
n
d
er

.
A

ll
ri

gh
ts

re
se

rv
ed

.
N

o
re

u
se

w
it

h
ou

t
p

er
m

is
si

on
.

—
h
tt

p
s:

//
d
oi

.o
rg

/1
0.

22
54

1/
au

.1
63

25
27

06
.6

59
43

48
8/

v
1

—
T

h
is

a
p
re

p
ri

n
t

an
d

h
a
s

n
o
t

b
ee

n
p

ee
r

re
v
ie

w
ed

.
D

a
ta

m
ay

b
e

p
re

li
m

in
a
ry

. Resected specimen (Figure 4) was sent for histopathological examination. It showed cyst wall lined by
cuboidal to columnar epithelium with apical mucin. Dense ovarian type of stroma was seen without any
cellular and architectural atypia. Overall it was suggestive of mucinous biliary cystadenoma (Figure 5).
She had an uneventful recovery and was discharged on 7th postoperative day. She was found to be well at
18-month follow-up.

Discussion:

The incidence of biliary cystadenoma ranges between 1:20,000 and 1:100,000, although the malignant coun-
terpart is even rarer with an estimated incidence of 1:10 million [5]. These are generally sporadic in nature
[6]. The exact origin of the neoplasm is unknown. Two schools of thought say that either they are derived
from ectopic ovarian tissue or from ectopic embryonic gallbladder rests [7]. Estrogen-receptor positivity in
the dense ovarian stroma points towards the hormonal dependence in the tumorigenesis [8]. This could very
well explain its exclusive occurrence in females. Clinically it can present with non-specific symptoms like epi-
gastric pain, vague abdominal discomfort obstructive jaundice, or even ascending cholangitis [9]. Although
these were not the case for us. Here the tumor was big enough to compress the stomach to cause clinical
features of gastric outlet obstruction. Moreover as it was extramural and partial obstruction, electrolytes
were within normal limits.

Noninvasive imaging modalities like computed tomography (multiloculated lesion, internal septation, papil-
lary projections, intramural nodule, septal enhancement), endoscopic or transabdominal ultrasound helps in
characterising the lesion, but a definitive diagnosis can only be attained after histopathological evaluation.
It our case these investigations failed to point out the origin of the tumor. Intraoperatively the origin of the
tumor was made out and the surgeons took a call to modify the treatment plan as stated above. Preoperative
needle aspiration or needle biopsy is not routinely performed as it increases the risk of secondary infection,
intra-cystic bleeding, rupture of cyst, needle seeding of tumor cells and dissemination which may complicate
the diagnosis and further management. Although in our case the preoperative diagnosis was thought to be
pancreatic cystic lesion and differentials considered for that were cystic neoplasms and pseudocyst. Hence
cystic fluid aspiration was done to distinguish them.

Surgical excision (complete) is the treatment of choice and other treatment modalities like partial resection,
marsupialization, fenestration and sclerosis are shown to be associated with recurrence with a rate which
can be as high as 10% to 90% [10].

Resected specimen on histological examination gives the definitive diagnosis. The cysts are lined by gastric
or biliary columnar epithelial cells with apical mucin. Dense ovarian stroma is also another hallmark finding
which suggests benign nature of the disease with good prognosis where as its absence suggests poor prog-
nosis [11]. Immunohistochemistry is also beneficial to better characterise the tumor and is done when the
histopathology is inconclusive.

Conclusion

Extrahepatic biliary cystadenoma is an extremely rare slow-growing tumor that arises predominantly in
female and has malignant potential. It presents with vague clinical symptoms and clinicians should aware
of it as a differential of gastric outlet obstruction. Moreover they might face a diagnostic dilemma when
radiological investigations cannot suggest the accurate organ of origin, which can lead to confusion regarding
the treatment to be followed. Hence careful intraoperative evaluation is required before commencing with
the procedure. Complete surgical resection remains the treatment of choice to prevent both recurrence and
malignant transformation.
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