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Introduction 

Ampullary neuroendocrine tumours (ANET) are an 

extremely rare type of pancreatic cancer, but are a well-

known cause of pancreatitis. We report a case of an ampullary 

neuroendocrine tumour in a 45 year old patient who presented 

with acute pancreatitis and was treated with a 

pancreaticoduodenectomy for relief of the jaundice.

Case Report

A 45 year old non-alcoholic male, presented with epigastric 

pain radiating to the back and associated yellowish 

discolouration of the sclera. On examination, he was acutely 

ill with both dehydration and jaundice. Abdominal 

examination revealed epigastric tenderness, but there was no 

palpable mass. 

On further work up, there was neutrophilic leukocytosis 

(14,700), elevated liver enzymes (alanine transferase 86 U/L, 

aspartate transferase 78 U/L) and an elevated alkaline 

phosphatase 486 U/L). Total bilirubin was 4.3 mg/dl and 

direct bilirubin was 2.8 mg/dl. Serum amylase was 686 U/L.

Ultra sound scan showed a dilated common bile duct (10.2 

mm) and a dilated pancreatic duct (4.4 mm). The CT scan 

revealed a dilated common bile duct and pancreatic duct due 

to a tumour of the Ampulla of Vater. The endoscopy showed a 

mucosal bulging at the ampullary region. The ERCP revealed 

a bulky major and minor ampulla probably due to a 

periampullary or distal common bile duct tumour. A biopsy 

from the bulky lesion was negative for malignant cells.

The patient underwent surgery to relieve the jaundice 

(Whipple’s procedure/ pancreaticoduodenectomy). 

Histopathological assessment showed features that were 

highly suggestive of a neuroendocrine tumour. The resection 

margins and regional nodes were free of tumour cells. 

Pathological staging was T2 N0 Mx.

Discussion

A neuroendocrine tumour is an epithelial neoplasm with 

neural and endocrine origin [1]. ANET accounts for about 

0.3% to 1% of all gastrointestinal neuroendocrine tumours 

and less than 2% of all periampullary cancers [2,3]. 

Immunohistochemical staining is the main diagnostic method 

for recognition of these tumours, and ANET stains positively 

with chromogranin A and synaptophysin in 92-100% cases 

[4].

ANET mostly presents with obstructive jaundice (53%), non-

specific upper abdominal pain (24%), pancreatitis (6.0%) or 

weight loss (3.6%) [5, 6]. ERCP should be performed in all 

patients with ampullary tumours. Endoscopic ultrasound is 

helpful in detecting the depth of invasion and the presence of 

lymph node metastasis. Computed tomography and 

octreotide scan are helpful to detect metastasis. The tumour 

size does not predict the possibility of distant spread in ANET, 

and several reports have shown ANETs of up to 5 cm size 

without evidence of any metastasis [2].

Pancreaticoduodenectomy is often the surgical option for 

tumours of any size with no distant spread. Extensive 

debulking surgery should be considered in patients with 

hormonal hypersecretion as even in the presence of advanced 

disease it carries 5-year survival rates of up to 80%. [6].

Tumour grading and distant metastasis are the most important 

prognostic factors. Low grade tumours have 5 and 10 year 

survival rates of 80% and 71% respectively, whereas high 

grade neuroendocrine tumours have a 5 year survival rate of 

15% [3].
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Key Point:

Ÿ It should be emphasized that peri-ampullary or pancreatic neoplasm should be ruled out as an aetiological factor in those over 

40 years presenting with acute pancreatitis for the first time,  especially with no other recognizable causes. 
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Answers to images in surgery (from page 14 )

1. Air within the renal parenchyma (clinical diagnosis: emphysematous pyelonephritis in a low lying right kidney).

2. Emphysematous pyelonephritis (EPN) is a severe form of necrotizing infection of the renal parenchyma causing gas formation 
within the collecting system, renal parenchyma, and/or the peri-renal tissues. It is commonly seen in women with poorly 
controlled diabetes mellitus. Management consists of conservative medical treatment and/or surgical management.

 Medical management:
Ÿ Prompt fluid resuscitation to maintain adequate hydration.
Ÿ Empirical broad spectrum systemic antibiotics (intravenous ampicillin, gentamicin, carbepenam and  metronidazole 

until culture sensitivities are available; vancomycin is used in patients with penicillin allergy).
Ÿ In obstructive uropathy relief of obstruction with percutaneous drainage or stent placement should be attempted. Any 

drainable infected collection should be drained percutaneously.
Ÿ Optimization of diabetic control. 

 Surgical management is indicated in the following situations:
Ÿ Failing medical management with clinical deterioration; nephrectomy is indicated.
Ÿ When percutaneous drainage of septic collections within the retroperitoneum is not available.  
Ÿ When percutaneous drainage or internal stenting is not available for obstructive uropathy.
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