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Abstract

Hepatobiliary cystadenoma is an uncommon lesion
that is most often found in middle-aged women and
difficult to diagnose preoperatively. Here, we report
a case of giant hepatobiliary cystadenoma in a male
patient with obvious convex papillate. On the basis
of imaging examinations, the patient was diagnosed
as hepatobiliary cystadenoma prior to operation.
Left hepatectomy was performed and the patient
was symptom-free during a 6-mo follow-up period,
suggesting that imaging examination is the major
diagnostic method of hepatobiliary cystadenoma, and
operation is its best treatment modality.
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INTRODUCTION

Hepatobiliary cystadenoma is an uncommon lesion,
which is mainly seen in females. No more than 10
male cases were reported in the world literature prior
to 2005". Tt is difficult to make an accurate diagnosis
of hepatobiliary cystadenoma before surgery. We
recently treated a male with a preoperative diagnosis of
hepatobiliary cystadenoma. We, in this papet, report this
case to elucidate its clinical presentation, preoperative
evaluation and treatment. To the best of our knowledge,
such a case with obvious convex papillate has very rarely
been reported in the literature.

CASE REPORT

A 35-year-old man was admitted because of a
multilocular cyst in his liver detected by computerized
tomography (CT) during the course of health
examination 2 wk ago. His past medical history was
unremarkable. Physical examination was negative at
admission. Laboratory tests were within normal limits,
serology for hepatitis B infection was negative, and
serum carcinoembryonic antigen (CEA), carbohydrate
antigen (CA) 19-9 and alpha-fetoprotein (AFP)
levels were normal. CT showed an area measuring
11 cm X 9 cm in which multiple density areas were
grouped together. The internal septations and convex
papillate were visible, and enhanced after intravenous
administration of contrast medium (Figure 1).
Abdominal magnetic resonance imaging (MRI)
revealed a large cystic tumor measuring approximately
10 cm in diameter originating from the left liver lobe.
On T1-weighted images (T1WI), low signal intensity was
apparent within the cystic spaces. On corresponding T2-
weighted images (T2WI), the tumor was characterized
by a medium-high intensity signal clearly delineated
from the surrounding liver tissue with internal septal
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Figure 1 Transverse CT scan (A) showing a combined multiple low-density area and contrast CT showing enhanced septum (B) and convex papillate (C)

of the tumor.

Figure 2 Magnetic resonance imaging showing a low intensity area
on T1WI (A), and a medium-high intensity signal area on T2WI (B) as a
multilocular cystic lesion with convex papillate.

structures separating the fluid-filled spaces (Figure 2).
On the basis of these findings, the patient was diagnosed
with a hepatobiliary cystadenoma.

Left hepatectomy was performed (Figure 3A). On
gross examination, the resected specimen showed a
multilocular cystic lesion with a solid part measuring
12 em X 9 em X 9 ecm (Figure 3B). The cyst contained
mucinous fluid with no connection to the bile duct. CT
and MRI showed papillary projections inside the cyst.

Histological examination revealed the cystic wall,
most of which was lined with a single layer of columnar
and cuboidal cells. The cells were not pleomorphic
(Figure 4A). The epithelium showed strong and diffuse
cytoplasmic staining with antibodies to CK7, CKS,
CK18, and CK19 (Figure 4B), but was negative for AFP,

CEA and CK20. Ki-67 labeling index was lower than
5%. A final diagnosis of hepatobiliary cystadenoma was
established.

The patient was discharged on day 9 after surgery.
No evidence of recurrence was found during the 6-mo

follow-up period.

DISCUSSION

Hepatobiliary cystadenoma is rare neoplasm that
arises in the liver, or less frequently in the extrahepatic
biliary system, accounting for less than 5% of all cystic
neoplasms found in the livet”. However, it is believed to
be premalignant. Because its rarity and cystic aspect ate
similar to other cystic liver lesions', diagnosis is often
delayed and may result in inaccurate treatment modalities,
such as aspiration, thus further causing unnecessary
morbidity and mortalityw. Sometimes, a two-stage
operation is needed, due to misdiagnosis of the disease!.

The lesion is mainly seen in females and more than
80% of the reported patients are over 30 years of age.
Our patient was a male. No more than 10 male cases
were reported in the world literature prior to 2005'".
This lesion is usually located in the right lobe of liver'™.
However, all the cases reported by Lewin were found in
the left lobe of liver'". In our patient, the lesion was also
located in the left lobe of liver.

Clinical manifestations of the tumor are non-
specific. The chief complaints are usually an abdominal
mass, abdominal pain and distension. When the tumor
compresses the porta hepatis or the extrahepatic bile
duct, obstructive jaundice may occur'™. Nevertheless,
some patients are asymptomatic and discovered
incidentally at imaging examination, like ours. Thus,
clinical manifestations are considered less reliable in the
diagnosis of hepatobiliary cystadenoma.

Laboratory results are normal in most patients with
hepatobiliary cystadenoma, though serum liver enzyme
levels may be mildly elevated occasionally. Serum alpha-
fetoprotein and CEA levels are usually within the
normal range. It was recently reported that CA 19-9
may be elevated in the cystic fluid and contributes to
the diagnosis of hepatobiliary cystadenoma before
operation; but, carcinomatosis may occur following cyst
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Figure 3 A large cystic hepatobiliary cystadenoma in the left hepatic
lobe (A) and a multilocular hepatobiliary cystadenoma with papillary
projections (B) observed during and after operation.

aspiration or biopsyp]. It has been shown that serum CA
19-9 level can be used as a parameter of tumor activity
during follow-up after resection’. In another high CA
19-9 level may be related to focal dysplasia of epithelial
cells"", For this reason, the presence of elevated CA
19-9 level cannot be considered a significant parameter
for the discrimination between malignant and benign
hepatic tumors.

Imaging examination is the key to the diagnosis of
hepatobiliary papillary cystadenoma. Preoperative imaging
examination, particularly CT and MRI, plays an important
role in recognizing and characterizing the disease. Patients
are often incidentally diagnosed by imaging examination.
The typical CT features of cystadenoma are usually a
well-defined mass with low-density and internal septa. Its
fibrous capsule and internal septations are often visible
and help distinguish the lesion from a simple cyst. The
convex papillate can be seen on the septation, although
it is more common in cystadenocarcinoma. Bile duct
dilatation commonly results from extrinsic compression.
Calcifications along the wall and internal septum are
uncommon. Unilocular lesions have been reported” ',
and are often incorrectly diagnosed as a simple cyst,
thus resulting in inadequate therapy”. Contrast CT
demonstrates enhanced internal septations and mural
nodules. MRI may improve tissue characterization
because of its high contrast resolution. Signal intensity
may vary depending on the property of cyst fluid"™*"".
On T1WI, the signal intensity may increase with protein
concentration. The signal intensity of serous fluid and
bile is low. In rare cases, the intensity of serous cystic

Figure 4 Locules were lined by simple columnar-to-cuboidal epithelium
with no nuclear atypia (HE, x 100) (A), and CK7 strongly and diffusely
stained cystadenomas (immunostaining, x 400) (B). Similar results were
also observed with CK8, CK18 and CK19 staining.

content can be raised by intracystic hemorrhage and fluid-
fluid level can be presentm. On T2WI, septations with
low signal intensity are better visualized in contrast to the
high signal intensity of cystic fluid. Kubo ez al™ reported
that monitoring changes in radiological appearance of
the tumor may be useful for the differential diagnosis
of cystadenoma and cystadenocarcinoma. Endoscopic
retrograde cholangiopancreatography (ERCP), even if
rarely employed, may show a cystic cavity communicating
with the biliary tree,

According to their histology, cystadenoma is classified
into two subgroups: cystadenoma with and without
mesenchymal stroma. Hepatobiliary cystadenoma
without mesenchymal stroma can cause malignant
alterations, to which our case belongs. The prognosis
of patients, especially male patients with hepatobiliary
cystadenoma is poor“é]. Because of its malignant
potential, natural history of progtessive enlargement and
recurrence after partial excision”, total excision of the
cyst with a wide margin (> 2 cm) of normal liver tissue
is widely supported.

In summary, our experience demonstrates that
imaging examination contributes to the diagnosis of
hepatobiliary cystadenoma before operation. Complete
excision is its best treatment modality.
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