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ABSTRACT

Autosomal dominant polycystic kidney disease (ADPKD) is an inherited
disorder associated with multiple cyst formation in the different organs.
Development of pancreatic cyst in ADPKD is often asymptomatic and
is associated with no complication. A 38-year-old man with ADPKD
was presented with six episodes of acute pancreatitis and two episodes
of cholangitis in a period of 12 months. Various imaging studies
revealed multiple renal, hepatic and pancreatic cysts, mild ectasia of
pancreatic duct, dilation of biliary system and absence of biliary stone.
He was managed with conservative treatment for each attack. ADPKD
should be considered as a potential risk factor for recurrent acute and/

or chronic pancreatitis and cholangitis.
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INTRODUCTION

Autosomal dominant polycystic kidney disease (ADPKD)
is an inherited disorder mainly associated with renal cyst
formation and renal function deterioration.'! ADPKD may also
provoke cyst formation in other organs such as liver, spleen and
pancreas.'” Development of these cysts not only may cause tissue
dysfunction in the affected organs, but also their pressure effects
may cause dysfunctions on the neighboring structures. Herein,
the authors present a rare case of ADPKD with renal, hepatic
and pancreatic cysts associated with recurrent acute pancreatitis
and cholangitis.

CASE REPORT

A 38-year-old man was transferred to the emergency
department (Alzahra hospital, Isfahan University of Medical
Sciences) with an acute abdominal pain, nausea and vomiting in
early September 2010. His abdominal pain was mainly localized
in the epigastric region and had a tendency to worsen in the supine
position.

He was a known case of ADPKD with multiple renal cysts
since 12 years ago. The patient had been hospitalized five times in
our center in the past 11 months with the same symptoms and with
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the diagnosis of acute pancreatitis that each time he
had been managed with conservative treatments.
Multiple hepatic cysts had been detected in the
past year during pancreatitis workup. He had also
a history of stent placement and retrieval for two
times because of stricture formation in common bile
duct and consequent cholangitis.

Physical examination revealed generalized
jaundice, tachycardia and tenderness in upper
abdomen. Laboratory study was demonstrated
in Table 1. There was no evidence of gallstone in
abdominal ultrasonography. Abdominal computed
tomography (CT) scan, magnetic resonance
cholangiopancreatography (MRCP) and abdominal
magnetic resonance imaging (MRI) revealed
multiple renal, hepatic and pancreatic cysts, mild
ectasia of pancreatic duct, dilation of biliary system
and absence of biliary stone [Figures 1-4].

With the diagnosis of acute pancreatitis, the
patient was treated with conservative treatments
included hydration and antibiotics. We also
evaluated the patient for intracranial, cardiac and
gastrointestinal association of ADPKD which
revealed no considerable finding. He was discharged
after a week with remarkable decrease in clinical and
laboratory impairmentsand withoutneed for surgery.
After three months as the patient had recurrent
cholangitis he underwent a liver transplantation.
Two months later, he was hospitalized again with
another attack of acute pancreatitis.

DISCUSSION

ADPKD is a genetically inherited disease,
which may lead to chronic renal failure through
developing multiple renal cysts.! As it has a
gradual course and a late onset of symptomatic

Table 1: Laboratory findings at admission

Hemoglobin 12.2 mg/dL
Leukocyte count 8400 /mcL
Creatinine 1.6 mg/dL
Blood urea nitrogen (BUN) 27 mg/dL
Plasma amylase 885 U/L
Plasma lipase 900 U/L
Alkaline phosphatase 1200 U/L
Total bilirubin 6.8 mg/dL
Alanine aminotransferase (ALT) 350 U/L
Aspartate aminotransferase (AST) 150 U/L

Figure 1: Double contrast abdominal computed tomography
scan showed mild ectasia of pancreatic duct

Figure 2: Magnetic resonance cholangiopancreatography
demonstrated dilatation of intrahepatic biliary ducts

. ':s

Figure 3: Axial MRI images revealed large kidneys,
multiple hepatic, renal and pancreatic cysts and dilatation
of biliary system
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Figure 4: Coronal MRI images revealed large kidneys,
multiple hepatic, renal and pancreatic cysts and dilatation
of biliary system

phase, the diagnosis is usually delayed until middle
ages.’! Cyst formation is the main fact in ADPKD
which is not limited to kidneys and may also afflict
other organs including liver, spleen and pancreas.?

Pancreaticcysts are often diagnosed in middle-aged
patients.l3! These cysts are tiny and therefore are often
asymptomatic and associated with no complication
in patients with ADPKD. Malka ez al., presented the
first case of complicated pancreatic cyst in a patient
with ADPKD, which caused chronic pancreatitis and
chronic abdominal pain.™

Abdominal or flank pain is one of most common
presentations of ADPKD and may occur whenever
in the course of disease. This pain may be due to
compression effects of cysts on the afflicted organ;
however, it is important to differentiate it from the
other causes such as nephrolithiasis, cholelithiasis,
hemorrhage inside the cysts and the obstructive
complications.?¢!

Basar et al. reported a case of recurrent
pancreatitis in a patient with ADPKD, pancreatitis
cysts and pancreas divisum.? In our patient more
than a decade after diagnosis of ADPKD obstructive
effects of multiple hepatic and pancreatic cysts
caused recurrent cholangitis and pancreatitis,
respectively. The diagnosis of acute pancreatitis in
this patient was established upon typical pain and
high serum levels of amylase and lipase. Renal
function tests were not remarkably out of normal
ranges, therefore, high serum levels of amylase and
lipase were only consequent to acute pancreatitis.
Moreover, high enzyme levels lowered within days
after conservative treatment.
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Various imaging modalities are available for
diagnosis of cysts and their complications in
ADPKD. In our patient, recurrent episodes of
pancreatitis and cholangitis caused dilation of
pancreatic duct and biliary system which was
obvious in CT, MRCP and MRI.

Conservative therapy in the majority of patients
with pancreatitis is the first line and the proper
treatment; but in ADPKD patients, renal or hepatic
failure can complicate the pancreatitis and therefore
surgical intervention may be required.)

Our patient underwent a liver transplant due to
recurrent cholangitis and hepatic failure. Surgical
resection of cysts was not possible as the cysts were
scattered all over the liver; however patient returned
with another episode of acute pancreatitis after liver
transplant as a result of pancreatic duct obstruction
caused by pancreatic cysts.

In conclusion, development of hepatic and
pancreatic cysts in ADPKD can lead to the
obstruction of biliary system and pancreatic duct
and therefore ADPKD should be considered as
a potential risk factor for recurrent acute and/or
chronic pancreatitis and cholangitis.
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