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Abstract

Neuroendocrine tumors (NET) in gastrointestinal tract are uncommon yet distinctive lesions. Primary duodenal
neuroendocrine tumor is rare entity accounting for less than 2% of all gastrointestinal neuroendocrine tumors. We
present a case of 70 years female with complaint of generalized bodyache, weakness, weight loss, fever and abdominal
pain since 1 month. She also had a history of passing black colored stool since 15 to 20 days and had history of low
grade fever since 6 months. Ultrasound of the abdomen revealed duodenal wall thickening and upper gastrointestinal
endoscopy revealed large polypoidal growth on anterior duodenal wall. Endoscopic biopsy was done and sent to our
histopathology department where it was reported as low grade duodenal neuroendocrinal tumor. As duodenal
neuroendocrinal tumor is rare it is important to be aware of microscopic findings and differential diagnosis of

duodenal neuroendocrinal tumor.
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INTRODUCTION

Neuroendocrine tumors in gastrointestinal tract
are uncommon yet distinctive lesions. These tumors are
rare, slow growing malignancies, predominantly arising
from the Gastrointestinal (GI) tract. They vary in
different locations and are associated with distinct
clinical settings. As duodenal endocrine tumor is rare,
we are going to present this case in this article.

CASE REPORT

A 70 years female patient reported to
department of medicine with complaint of generalized
bodyache, weakness, weight loss, fever and abdominal
pain since 1 month. She also had a history of passing
black colored stool since 15 to 20 days and had history
of low grade fever since 6 months. Rest of the systemic
examinations did not reveal significant findings.

Investigation

The patient had marked direct
hyperbilirubinemia with normal levels of liver enzymes.
Serum amylase and lipase were within normal limits
and rest of the haematological and biochemical blood
parameters were within normal limits. Ultrasound of the
abdomen revealed duodenal wall thickening.

Upper gastrointestinal endoscopy revealed
large polypoidal growth on anterior duodenal wall (Fig-
1). The chest X-ray and two-dimensional
echocardiogram were normal. Endoscopic biopsy was
done and sent to our histopathology department where it
was reported as low grade duodenal neuroendocrinal
tumor.

Fig-1: Endoscopy- polypoidal growth in duodenal anterior wall

Microscopy of duodenal biopsy shows tumor
cells with solid, insular (nesting), trabecular and
glandular pattern of monotonous small round cells,
moderate finely granular cytoplasm, small nucleoli, salt
and pepper chromatin. Mitotic figures were present less
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than two per 10 hpf which reflects the low grade feature
of this neuroendocrine tumor (Fig-2). Further

Fig-2: Microscopy of duodenal biopsy shows tumor cells with solid, insular (nesting), trabecular

investigation was suggested for immunohistochemistry
studies eg. chromogranin, synaptophysin etc.

- o~ &
and glandular pattern of monotonous small

round cells, moderate finely granular cytoplasm, small nucleoli, salt and pepper chromatin.

Differential Diagnosis: Irritable bowel syndrome,
pancreatic islet cell tumour and pheochromocytoma.

DiscussioN

Neuroendocrine  neoplasms, defined as
epithelial neoplasms with predominant neuroendocrine
differentiation, can arise in  most  organs.
Neuroendocrine tumors of the digestive system are
relatively rare. These tumours were traditionally
referred to as carcinoid and pancreatic neuroendocrine
(islet cell) tumours. The greatest incidence of carcinoids
is noted in the gastrointestinal tract (67.5%), followed
by the bronchopulmonary system (25.3%) and the rest
are found in the thymus, liver, pancreas, ovaries,
prostate and kidneys. Within the gastrointestinal tract,
most carcinoid tumours occur in the small intestine
(41.8%), rectum (27.4%), appendix (24.1%) and
stomach (8.7%) [1-3].

Primary duodenal carcinoids account for less
than 2% of all gastrointestinal carcinoids [4, 5]. The
incidence of the duodenal carcinoid is the highest in the
first part and decreases distally (2nd, 3rd and 4th). The
lesions are usually solitary; multiple lesions involving
different parts of the duodenum are rare. In our case,

polypoidal growth was present in the second parts of the
duodenum [6]. Although indolent the most common
symptoms are jaundice, abdominal pain, pancreatitis
and weight loss, two of which were present in our
patient.

The recent WHO classification categorizes
these lesions into either well-differentiated NETs or
poorly differentiated neuroendocrine carcinomas [7].
One should grade and differentiate NETs. The degree of
differentiation refers to the extent to which neoplastic
cells resemble their nonneoplastic counter parts. Grade
refers to the inherent biologic aggressiveness of the
tumor. Low-grade (grade 1) NETs are relatively
indolent, whereas grade 2 NETSs have a less predictable
course [8].

The grading system is based on the number of
mitosis and/or Ki-67 index. Grade 1 tumors have less
than two 2 mitoses per 10 hpf and/or a Ki-67 index less
than or equal to 2%. Grade 2 tumors have a mitotic
count of 2 to 20 mitoses per 10 hpf and/or a Ki-67 index
of 3% to 20%. Grade 3 tumors are classified as
carcinomas. To accurately grade NETSs, one must count
50 hpf in the most mitotically active areas [9].
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The optimal treatment for these tumors is
radical excision either endoscopically or surgically. In
small polypoid lesions (smaller than 1 c¢cm) located in
the bulb of the duodenum, an endoscopic polypectomy
could be an efficient therapeutic approach. Local lymph
node metastases should be excluded before therapeutic
intervention by endoscopic ultrasonography (EUS).
Careful endoscopic follow-up is necessary to exclude
local recurrence of the tumor [10].

CONCLUSION

Primary duodenal neuroendocrine tumor is rare
entity accounting for less than 2% of all gastrointestinal
neuroendocrine tumors. It is important to be aware of
microscopic findings and differential diagnosis of
duodenal neuroendocrine tumor.
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