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CASE REPORT

Ectopic Pancreas Presenting as Periampullary Tumor with
Obstructive Jaundice and Pruritus Is a Rare Diagnostic and
Therapeutic Dilemma. A Case Report
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Department of Pathology, Sanjay Gandhi Postgraduate Institute of Medical Sciences.
Lucknow, UP, India

ABSTRACT
Context Ectopic pancreatic rest is an uncommon condition resulting in diverse clinical and pathological presentation. It results from
altered development of two primitive pancreatic buds that fuse to form the uncinate-head and body-tail of normal gland. Ectopic
pancreas is an anomaly where an ectopic rest develops at a place away from the normal site. Case report We describe a 48-year-old
male patient who presented with progressive jaundice and pruritus. He was established to have a periampullary mass highly
suggestive of malignancy, for which he undergo pancreaticoduodenectomy. However, histology showed ectopic pancreatic tissue in
the periampullary region. Conclusion This case highlights importance of preoperative histological diagnosis of periampullary
tumors to avoid morbid surgical procedure in the form pancreaticoduodenectomy. Ectopic pancreas should include differential

diagnosis of periampullary tumors.

INTRODUCTION

Ectopic pancreas is comparatively rare developmental
abnormality, which can be noted both during
operations and post-mortem autopsies. It usually occurs
in the upper gastrointestinal tract, the commonest sites
being duodenum (27.5%), stomach (25-35%) and
jejunum (15.9%) [1]. We report a patient presenting
with symptoms of ampullary tumor with obstructive
jaundice and pruritus, but the radiological imaging
study did not suggest the possibility of ectopic
pancreas preoperatively. Clinically, ectopic pancreas is
identified with an expected frequency of one in every
500 upper abdominal operations [2]. Less than 25 cases
of ectopic pancreas at periampullary region have been
reported so far in the literature [3, 4, 5, 6, 7, 8, 9].

CASE REPORT

A 48-year-old male presented with progressive
jaundice and pruritus for 2 months. There was no
history of anorexia, Gl bleeding, loss of weight or
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vomiting. Patient had history of cigarette smoking
since 15 years (1-2 daily) without past medical history
of alcohol habits. No history of previous surgery was
done. Patient had undergone magnetic cholangio-
pancreatography (MRCP) followed by endoscopic
retrograde cholangiopancreatography (ERCP) with
stenting at a centre outside before being referred to our
hospital for further one management. On physical
examination patient was conscious and oriented.
Patient had jaundice and on abdominal examination
there was organomegaly. Peripheral lymph nodes were
not palpable. Pulse rate was 80/min, regular and blood
pressure was 110/70 mmHg. Other vital systems were
within normal limits.

On investigation routine hemogram was normal and
serum biochemical analysis showed raised serum total
bilirubin with predominance of conjugated fraction (6.5
mg/dL; reference range: 0-0.4 mg/dL). CA 19-9 was
within normal range (2.36 U/mL; reference range: 1.2-
30.9 U/mL). Ultrasound abdomen showed mild
thickening and edema in gallbladder wall. Rest of the
abdominal organs was normal. Contrast enhanced
computed tomography (CECT) showed no focal lesion
in liver; however, mild intrahepatic biliary radicle
dilatation with pneumobilia was noted. Common bile
duct stent in situ was seen and proximal common bile
duct was dilated. Gallbladder wall was thickened and
edematous. Subcentimeter lymph nodes were seen at
porta and around celiac axis. MRCP showed diffuse
gallbladder wall thickening with calculi. A small
rounded soft tissue lesion was seen in periampullary
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region and protruding into duodenal lumen. ERCP was
done outside and showed smooth papilla and normal
mucosa for which needle knife papillotomy and
stenting was done.

On laparoscopy there was no evidence of dissemination
in the form of liver metastasis, peritoneal/serosal or
pelvic deposits. Ascites was not seen. Pancreas was
soft and main pancreatic duct was 2.0 mm. A 1.5x1.0
c¢m nodular lesion was identified in the periampullary
area. A single soft common hepatic artery lymph node
was also seen. Staging laparoscopy and pylorus
preserving pancreaticoduodenectomy was done.

Gross Feature

Pancreaticoduodenectomy specimen showed a growth
measuring 1.5x1.0 cm. in the periampullary region. Cut
surface showed yellow variegated solid mass (Figure
1). It was entirely separate from the native pancreas.

Histopathological Examination

Histopathological examination of the surgical specimen
from periampullary nodule showed ectopic pancreatic
tissue composed of ducts, acini, and well-formed islets
in the mucosa and submucosa of the duodenum (Figure
2). Focal area of mucosal ulceration was seen (Figure
3). Even on extensive sampling of the specimen there
was no gross or microscopic evidence of malignancy
seen.

DISCUSSION

Ectopic pancreatic tissue turn out during surgical
exploration is rare, accounting for less than 0.5% of
laparotomy, but it is found in 13.7% of autopsies [3].
Common sites of ectopic pancreas are duodenum and
gastric mucosa although theoretically it can occur
anywhere in the body. Few cases have been reported in
the literature as periampullary mass lesion resulting in
obstructive jaundice [10, 11, 12]. Clinical presentation
of our case is similar to the earlier cases which reported
in literature as mimicker of periampullary carcinoma.

Hammastromm et al. described 10 cases of ectopic
pancreatic tissue in which one patient had endoscopic
sphincterotomy done and the endoscopic biopsy

Figure 1. Pancreaticoduodenectomy specimen showed a growth
measuring 1.5x1.0 cm. in the periampullary region (arrow).

Figure 2. Histopathology section showed ectopic pancreatic tissue
composed of ducts, acini, and well-formed islets in the mucosa and
submucosa of the duodenum (arrow).

revealed ectopic pancreas [7]. Ectopic pancreas can
mimick cholangiocarcinoma rarely [13]. Exact
preoperative diagnosis of ectopic pancreas in the
periampullary region using endoscopy and radiological
imaging is difficult. The presence of central
umbilication on endoscopy, though a characteristic
finding in ectopic pancreas, is quite infrequent. Ectopic
pancreas  creating  clinico-pathologic  diagnostic
dilemma resulting in Whipple procedure is reported in
literature [4]. In 1859, Klob presented histological
confirmation of ectopic pancreatic tissue in two cases
[14].

CECT did not appear to be helpful in establishing the
diagnosis of ectopic pancreas preoperatively. In our
case, MRCP showed a small rounded soft tissue lesion
in periampullary region and protruding into duodenal
lumen. Magnetic resonance imaging or cholangio-
pancreatography (MRI/MRCP) was done only in one
other case [9] where it was also not helpful in making
the diagnosis. Endoscopic ultrasound (EUS) may have
an important role to play in the diagnosis. At EUS,
ectopic pancreas in the upper gastrointestinal tract is
usually hypoechoic and heterogeneous with indistinct
margins and is most commonly seen to arise from the
submucosa. However, EUS was performed in only one

Figure 3. Section showed focal ulceration and mixed inflammation
of mucosa in pariampullary region (arrow).
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of the 22 patients with periampullary heterotopic
pancreas in the earlier series. Although EUS suggested
benign pathology, it misdiagnosed the ectopic pancreas
as a leiomyoma [4].

The local excision of ectopic pancreas when sufficient,
rather than radical operation, can be the treatment of
choice [5]. However, given the difficulties with correct
preoperative diagnosis and the suspicion of an
underlying periampullary malignancy, pancreatico-
duodenectomy was performed in 14 (64%) of the 22
patients. Five patients were successfully managed by
local excision (three by ampullectomy and two by
excision of the common bile duct). Among three
patients who had ampullectomy, the benign nature of
the pathology was suggested by either EUS [4] or per-
operative frozen section biopsy [6] or pre-operative
endoscopic biopsy [8].

CONCLUSION

Ectopic pancreas in the periampullary region
presenting as malignancy with progressive jaundice
and pruritus is a rare entity and remains difficult to
diagnose, despite advances in radiological and
endoscopic imaging techniques. Our patient was
clinically diagnosed as periampullary tumor due to
ectopic pancreas highlights importance of preoperative
histological diagnosis of mass in periampullary region
to avoid morbid surgical procedure in the form of
pancreaticoduodenectomy. Ectopic pancreas should
include differential diagnosis of periampullary tumors,
although rare in the lists.
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