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CASE REPORT
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A Case of Alpha-cell Nesidioblastosis and Hyperplasia with Multiple Glucagon-producing
Endocrine Cell Tumor of the Pancreas
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Nesidioblastosis is a term used to describe pathologic overgrowth of pancreatic islet cells. It also means maldistribution of
islet cells within the ductules of exocrine pancreas. Generally, nesidioblastosis occurs in beta-cell and causes neonatal hyper-
insulinemic hypoglycemia or adult noninsulinoma pancreatogenous hypoglycemia syndrome. Alpha-cell nesidioblastosis and
hyperplasia is an extremely rare disorder. It often accompanies glucagon-producing marco- and mircoadenoma without typical
glucagonoma syndrome. A 35-year-old female was referred to our hospital with recurrent acute pancreatitis. On radiologic studies,
1.5 cm sized mass was noted in pancreas tail. Cytological evaluation with EUS-fine-needle aspiration suggested serous
cystadenoma. She received distal pancreatectomy. The histologic examination revealed a 1.7 cm sized neuroendocrine tumor
positive for immunohistochemical staining with glucagon antibody. Multiple glucagon-producing micro endocrine cell tumors
were scattered next to the main tumor. Additionally, diffuse hyperplasia of pancreatic islets and ectopic proliferation of islet
cells in centroacinar area, findings compatible to nesidioblastosis, were seen. These hyperplasia and almost all nesidioblastic
cells were positive for glucagon immunochemistry. Even though serum glucagon level still remained higher than the reference
value, she has been followed-up without any evidence of recurrence or hormone related symptoms. Herein, we report a case
of alpha-cell nesidioblastosis and hyperplasia combined with glucagon-producing neuroendocrine tumor with literature review.
(Korean J Gastroenterol 2014;63:253-257)
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Fig. 1. Imaging studies for pancreatic
mass. (A) CT scan shows slightly
enhanced pancreatic tail parenchyme
with dilated pancreatic duct, but
definite cystic or mass-like lesion is
not seen. (B) T2-weighted image of
MRI shows an enhancing cystic lesion
in the pancreas tail (arrow) along with
distal pancreatic duct dilatation and
irregularity. (C) MRCP shows irregularly
dilated pancreatic duct (arrow) up-
stream to the cystic lesion. (D) Endo-
scopic ultrasonography shows 14 mm
sized poorly demarcated solid hyper-
echogenic mass in the pancreas tail
(arrow).
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Fig. 2. Pathologic findings of surgically resected specimen. (A) A well-defined round encapsulated yellow-colored soft mass is seen. (B) Tumor
cells show eosinophilic cytoplasm, centrally located round nucleus with typical “salt and pepper” chromatin pattern, which are characteristic
features of endocrine cell tumor (H&E, x400). (C-E) On immunohistochemistry, tumor cells show diffuse strong immunoreactivity to
synaptophysin (C), chromogranin (D), glucagon (E) (x100). (F) Diffuse islet cell hyperplasia are observed on remaining pancreatic parenchyma
(H&E, x100).
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