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CASE REPORT

Serous Cystadenoma of the Pancreas Causing Obstructive Jaundice in a
Patient with Von Hippel-Lindau Disease

Xavier M Keutgen!, Joanne Glanville?, Sid Kerkar?, Electron Kebebew?

'Endocrine Oncology Branch, Center for Cancer Research and ?Laboratory of Pathology,
National Cancer Institute, National Institutes of Health, Bethesda, Maryland, USA

ABSTRACT

Context Cystic lesions of the pancreas are a common finding in patients with von Hippel-Lindau disease (vHL). However, only twelve
cases of pancreatic cystic lesions causing obstructive jaundice have been reported in vHL patients. Case report Herein we report the
rare case of a massive serous cystadenoma of the pancreatic head causing obstructive jaundice in a fifty-one-year-old female with vHL.
Preoperative biliary decompression was achieved via ERCP and stent placement. Since the whole pancreas showed cystic degenerations,
a total pancreatectomy was performed. Final histopathology showed diffuse compression of the distal intrapancreatic common bile duct
but no evidence of malignancy. Conclusion To our knowledge this is only the second case report of a total pancreatectomy performed in a
patient with vHL for biliary obstruction caused by a serous cystadenoma of the pancreas. Surgical intervention in this rare scenario should
be recommended, because of the inability to rule out malignancy and the necessity to address the biliary obstruction.

INTRODUCTION

Von Hippel-Lindau (vHL) disease is an autosomal dominant
genetic disorder resulting in germline mutation of the
VHL gene and affecting central nervous system, inner ear,
kidneys and adrenal glands [1]. Upwards of 70% of vHL
patients also develop pancreatic abnormalities, which
include pancreatic simple cysts, serous cystadenomas
and pancreatic neuroendocrine tumors [2]. Pancreatic
cystic changes are common in vHL and occur in 40-91% of
cases as compared to 10-17% of solid tumors [2, 3]. Cystic
pancreatic lesions in vHL can be managed conservatively
in a vast majority of cases since they have no malignant
potential. Herein, we report a case of obstructive jaundice
with bile duct stricture caused by a cystadenoma of the
pancreas requiring total pancreatectomy.

CASE REPORT

A fifty-one-year-old woman with known history of von
Hippel-Lindau (vHL) disease presented with obstructive
jaundice and no evidence of cholangitis. The patient had
been followed yearly at our institution and was previously
found to have cystic degeneration of the pancreas, which
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had steadily grown in size over the last 2 years. The patient
did not experience any signs or symptoms of exocrine
pancreatic insufficiency, but had noticed elevated blood
glucose measurements over the last 6 months, which
were treated with dietary modification. Before presenting
to our clinic, the patient underwent an Endoscopic
Retrograde Cholangiopancreatography (ERCP) at an
outside institution, which showed a distal common bile
duct stricture. Brush-cytology was negative for cancer
cells. A 6 French plastic stent was placed for biliary
decompression and the patient was referred to our center.
On presentation her laboratory workup was significant for
an elevated Alkaline Phosphatase at 124 U/L and Alanin
Aminotransferase at 36 U/L, but otherwise normal liver
function tests, complete blood count, Chromogranin A
levels and metabolic profile. A subsequent CT abdomen
pelvis showed a 12.5x7.0x7.5 cm cystic mass in the head
of the pancreas with tapering of the common bile duct at
the level of the pancreatic head as well as intrahepatic
biliary dilatation and innumerable mixed cystic changes of
the pancreas body and tail (Figure 1). No solid pancreatic
lesions were identified on the arterial CT phase. Since the
entire pancreas had cystic degenerative changes, which
precludes creation of a pancreaticojejunostomy, a total
pancreatectomy was recommended. Upon exploratory
laparotomy, a massively enlarged pancreatic head and
body were noted. Due to dense retroperitoneal adhesions,
it was decided to first perform a distal pancreatectomy
and splenectomy, followed by pancreatic head removal.
Although there was significantabutting over along segment
of the portal and superior mesenteric veins, the solid-
cystic mass could be peeled off those vessels without need
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Figure 1. A common bile duct stent traverses a large pancreatic head
mass, which abuts the portal vein. There is cystic degeneration of the
remainder of the pancreas body and tail.

Figure 2. (a.). Serous Cystadenoma of the pancreas body (10x), (b.).
Scattered normal islets intermingling within the cystic mass (4x). (c.).
Partial denudement of the dilated common bile duct mucosa (inked in
green) and chronic inflammation of the surrounding submucosa (arrow)
(4x). (d.). Grossly enlarged pancreatic head and pancreatic body/tail

for vascular reconstruction. The patient recovered without
complications and was discharged home on postoperative
day 6. Her postoperative diabetes was managed with a
daily long-acting insulin injection in addition to a short-
acting pre-meal insulin sliding scale.

Final histopathology showed multifocal, diffuse pancreatic
cystadenoma compressing the distal intrapancreatic
common bile duct with surrounding inflammation and no
evidence of malignancy (Figure 2).

DISCUSSION

Pancreatic cystic lesions have no malignant potential in vHL.
Patients with vHL and pancreatic cysts therefore don’t require

operative treatment unless symptomatic [2, 4]. It is generally
agreed upon that they should however be followed on a
regular basis with imaging to rule out interval development
of solid lesions. There are no guidelines as to how frequent
this imaging should occur. At our institution, we follow vHL
patients with only cystic lesions of the pancreas with CT and
MRI every two years.

There have only been twelve cases of vHL patients developing
obstructive jaundice because of pancreatic cystic disease
reported in the literature [5-11]. When looking at our own
non-published series of 123 patients with vHL and pancreatic
cystic lesions followed regularly with imaging, we have not
previously encountered this particular scenario.

In our opinion, surgical intervention for patients presenting
with biliary obstruction due to cystic disease should be
recommended, because of the inability to rule out malignancy
and the necessity to address the biliary obstruction. Although
there have been reports of biliary decompression with
endoscopic stent placement in this scenario, there are no
long-term follow up results on these patients in regards to
oncologic outcomes [8]. Additionally, although previously
reported in a patient with vHL and simple cystic lesions, we
felt that surgical biliary bypass was not an option in this case,
due to the massive size of the cystadenoma, its extension
into the hepatoduodenal ligament and the potential for
future obstruction of the biliary limb due to further growth
[7]. Another argument for surgical resection in this rare
scenario is that even though pancreatic cystic lesions are
considered benign in patients with vHL, there are reported
cases of primary carcinoid tumors of the bile duct, pancreatic
neuroendocrine tumors hiding in cystadenomas, and
pancreatic adenocarcinomas in this patient population, which
can all present with obstructive jaundice [2,9, 12, 13]. Herein,
we report a rare presentation of a serous cystadenoma of the
pancreas causing obstructive jaundice in a vHL patient, which
was managed with a total pancreatectomy.
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