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Case report: Rectal VIPoma with liver metastasis
Yonsei University College of Medicine
*Jung Hyun Jo, Yuri Choi, Gi Jeong Kim, Sang Joon Shin

VIPomas are rare neuroendocrine tumors that secrete excessive vasoactive intestinal polypeptide (VIP) cause WDHA (watery diarrhea,
hypokalemia, and achlorhydria) syndromes. The incidence of VIPoma is about one of 10-million individuals per one year. VIPomas commonly
detected within pancreas, and majority of extrapancreatic VIPoma is neurogenic tumor, such as ganglioneuroma in child. Non-neurogenic
extra-pancreatic VIPoma is very rare. We report a case of primary extrapancreatic vipoma that localized in the rectum with multiple liver
metastasis in a 65-year-old male patient with large-volume diarrhea, weight loss, severe hypokalemia and acidemia. Abdominal computed
tomography (CT) revealed a submucosal tumor in rectum with multiple liver metastasis. Liver biopsy was operated for pathologic diagnosis, and
neuroendocrine carcinoma was reported. Serum VIP concentration was elevated to 1640 pg/mL, we could diagnose rectal VIPoma with liver
metastasis. We did transhepatic arterial chemo-infusion for multiple liver metastasis, and used somatostatin analogues (Octreotide). Furthermore,
patient underwent interferon-a therapy, systemic chemotherapy (Etoposide/cisplatine, adriamycin/5-FU), target agent therapy (everolimus) and
transcatheter arterial chemoembolization (TACE) for liver metastasis. After treatment, serum VIP concentration was decreased to 249 pg/mL, and
now the patient has remained in good physical condition. He presented nearly all typical symptoms of VIPoma syndrome and underwent variable
treatments of VIPoma during his 4-year treatment period. His VIPoma progressed slowly, but it caused life-threatening condition. So, early
suspicion of VIPoma may be helpful for improving survival and life-quality of patients with VIPoma. In our patient, short acting octreotide
therapy and TACE presented favorable response. But long acting octreotide showed resistance, and IFN-a, systemic chemotherapy and target agent
therapy did not present favorable response. There were few experiences about octreotide resistance and using chemotherapy or target agent in
VIPoma. More reports and studies are needed in future.
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