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Unusual presentation of obstructive jaundice
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Dear Editor, 

Ampullary neuroendocrine tumors (NETs) are exceptional. 
Fewer than 200 cases were described in the ampulla of Vater (1). 
The WHO classification includes: grade 1 (G1), grade 2 (G2), 
and grade 3 (G3) NETs. Below we describe a case of ampullary 
G2 NET according to this classification (2).

Case report

A 57-year-old woman presented at our gastroenterology clinic 
with painless jaundice, choluria, and acholia of several weeks’ 
duration. Laboratory test results highlighted an elevated total 
bilirubin at 9.1 mg/dl and direct bilirubin at 7.4 mg/dl.

Abdominal ultrasound was inconclusive, and a subsequent 
abdominal CT scan revealed a 2-cm pancreatic tumor adjacent 
to the ampulla, with adenopathies identified in the upper ret-
roperitoneum and adjacent mesentery. A magnetic resonance 
cholangiopancreatography (MRCP) procedure was performed, 
which revealed a large choledochal dilation of 20 mm, with the 
duct tapering into a 2-cm mass at the papilla (Fig. 1A). A conven-
tional endoscopic image obtained with EUS showed a prominent 
papilla with a friable area surrounding the orifice (Fig. 1B). The 
endosonographic image obtained with EUS showed a hypoecho-
ic nodule that was punctured using a 25G needle in the presence 

of a pathologist, who ascertained after two passes the adequacy 
of the sample, which was suggestive of a NET. An endoscopic 
retrograde cholangiopancreatography (ERCP) procedure was 
also performed to deliver plastic stents. Finally, an octreoscan 
study (Fig. 1C) was performed after histological confirmation of 
biopsy findings (Fig. 1D), which showed abnormal tracer deposi-
tion at the periampullary region, with positivity for the presence 
of somatostatin receptors. 

A CDP was undertaken, with malignancy-negative resection 
margins documented in the final pathology report. The final 
diagnosis after surgery was a grade 2 neuroendocrine tumor 
at the ampullary region, with the absence of metastasis both in 
the interaortocaval lymphatic-fatty tissue and liver hilar lymph 
nodes.

Fig. 1. A. MRCP reveals a significant choledochal dilation with distal tape-
ring. B. Endoscopic image with enlarged ampullary region. C. SPECT-CT 
shows abnormal tracer deposition in the periampullary region. D. EUS 
biopsy: G2 NET with immunohistochemistry, immunoreaction positive 
for synaptophysin and chromogranin. The neoplasm has a low mitotic 
index (< 1/10 CGA) and a proliferation index of 15%.
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