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1
2

*

Medical Faculty of Niš, University of Niš, 18000 Niš, Serbia
Policlinic Human, 18000 Niš, Serbia
Correspondence: nikola.st90@yahoo.com



Received: 30 June 2019; Accepted: 20 August 2019; Published: 23 August 2019

Abstract: Background and objectives: Here we report a rare case of a pancreatic polypeptide-secreting
tumour (PPoma) discovered by accident during an autopsy. These PPomas occur in less than 2% of
all pancreatic neoplasms and are almost exclusively silent, i.e., they are non-functional. Symptoms
arising from PPoma are due to its compression of surrounding tissue. Materials and methods: The
autopsy was performed on a 68-year-old male diagnosed with multiple endocrine neoplasm type 1
(MEN1) due to the patient’s sudden death. Results: A solitary, densely fibrotic, pink-brown tumour,
18 mm in size tumorous mass, was localised in the head of the pancreas. Microscopically, the tumour
had a glandular structure with a tubuloacinar arrangement of the cells. Immunohistochemically, we
detected strong PP (pancreatic polypeptide) intracytoplasmic activity and negative glucagon activity.
The PPoma was located in the head of the pancreas, likely resulting in the obstruction of the main
pancreatic and common bile duct. Conclusions: To the best of our knowledge, this is the first report
suggesting the association of PPomas with MEN1. Also, the PPoma could be the cause of acute
hemorrhagic pancreatitis due to its location.
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1. Introduction
Pancreatic polypeptide (PP) is a 36 amino acid peptide and 93% of this protein is produced by the
F cells of the pancreatic islets [1–3]. These F cells (called PP cells as well) can occur scattered through
the exocrine parenchyma and can occasionally be found in the pancreatic duct epithelium [4]. Up
to now, no real actions of PP have been identified, although earlier suggestions were that it might
control gastrointestinal motility and appetite, and function as a safety hormone [3–6]. Pancreatic
neuroendocrine tumours (NETs) can be either non-functional or functional [5–7], and this classification
is based on the specific pancreatic hormone production from the majority of the neoplastic cells [3–7].
Pancreatic NETs are uncommon and may occur at any age, with the peak of incidence between 30 and
60 years [1–5], where both sexes are equally affected [5–8].
Pancreatic NETs can be located anywhere in the pancreas. Two-thirds of surgically removed
non-functional pancreatic NETs are found in the head of the pancreas [6,9]. This occurrence of a PPoma
(pancreatic polypeptide-secreting tumour) is related to the density of F cells, which are mainly found in
the islets located in the pancreatic head [10]. These lesions may induce either non-specific abdominal
pain or symptoms suggestive of the obstruction of the common bile ducts, or pancreatic ducts [9–13].
The PPoma may occur sporadically or be associated with multiple endocrine neoplasms type 1 (MEN1),
and be a part of carcinoid syndrome and hypercalcaemia [2–6].
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