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Primary hepatic neuroendocrine carcinoma (PHNEC) is an
extremely rare tumor with only about 150 cases reported.’
PHNEC:S typically present with vague symptoms such as
abdominal pain and occasionally jaundice. This combina-
tion of rarity and lack of unique clinical features make the
diagnosis of PHNEC difficult. Even more rare are amphic-
rine carcinomas, defined as those with both glandular and
neuroendocrine differentiation in the same cell. Literature
review revealed only a handful of case reports of amphic-
rine carcinomas in the stomach and pancreas and only one
other primary to the liver.” While there are several treatment
options that have been attempted for PHNECs, such as
somatostatin analogs, radiotherapy, transcatheter arterial
chemoembolization (TACE), and surgical resection; further
study of these rare neoplasms is needed to guide definitive
treatment and surveillance.

We report a 57-year-old woman whose chief complaint
on presentation was abdominal pain. Computed tomogra-
phy revealed a large mass off segments 5 and 6 of the liver.
She underwent extensive workup which included upper and
lower endoscopy, as well as a positron emission tomogra-
phy scan, all of which failed to demonstrate a primary
tumor. Subsequent biopsy of the mass was consistent with
adenocarcinoma. Due to the location of the mass and lack of
primary tumor, the mass was initially presumed to be chol-
angiocarcinoma. The patient underwent a successful partial
right lobectomy and had an uneventful postoperative
course. Final pathology was that of a mixed neuroendocrine
and non-neuroendocrine neoplasm, amphicrine type, pri-
mary in the liver. She was seen at routine follow-up and
continues to do well without evidence of recurrence.

Primary hepatic neuroendocrine tumors are rare.
Although several treatment options for hepatic neoplasms
are available, we propose that surgical resection is the best
definitive treatment. A study done by Park et al reported that
in 12 patients with PHNEC, those with a single hepatic
mass underwent curative surgical resection with free mar-
gins had the longest survival rate without recurrence.’
Those that had multiple lesions or metastatic disease under-
went systemic chemotherapy with or without surgical
resection. Those who did not undergo surgical resection

showed evidence of recurrence. TACE and other methods
of liver protection have been utilized but do not appear to
significantly extend the survival time of patients with
PHNEC.? It is not clear whether the histology of the tumor
itself deems the tissue amenable to the effects of certain
chemotherapies as there have been so few available for
study. For now, however, we propose that surgical resection
is the best definitive treatment for these extremely rare
carcinomas.
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