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BACKGROUND: Mixed acinar neuroendocrine carcinoma of the pancreas
(MANEC-P) is a rare malignancy with a poor prognosis. However, MANEC-P
epidemiology is not well defined. Therefore, this study aimed to estimate
and compare the incidence, prevalence, and cancer-specific survival (CSS) of
MANEC-P in the United States (US).

METHODS: Between 2000-2017, MANEC-P patients were identified in the
Surveillance, Epidemiology and End Results and the National Program of Cancer
Registries databases. The outcomes evaluated were the age-adjusted incidence
rate, limited-duration prevalence, and CSS.

RESULTS: Six-hundred thirty patients were identified for the incidence analysis
and 149 patients for prevalence and CSS analyses. MANEC-P incidence-rate was
0.011/100,000 populations, significantly higher in male, black and peaked at
75-79-years of age and was highest in the Northeast region (0.013) and lowest in
the Midwest (0.009) region (p<0.01). A decreasing trend in MANEC-P incidence
was observed (average annual percentage change=-0.71), with a significant
difference between 2001-2010 and 2010-2017 (7.89 vs. -11.13, p<0.05). The
17-year prevalence was 0.00005%, with a projected 189 patients alive at the
beginning of 2018. Median CSS was 44 (95% Cl, 23-69) months. One-hundred
and nine patients (73.2%) received curative-intent surgery. The median follow-
up was 73 months for the surgery group vs. 42 months for the no-surgery
group. Minorities (HR=0.56) were associated with better CSS (p<0.05). Getting
older (HR=1.02), tumor grade IlI-IV (HR=2.4) and metastatic disease (HR=4.25)
were associated with worse CSS (each p<0.05). Although chemotherapy and
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radiotherapy were not significantly associated with CSS, surgery was associated
with improved CSS (HR=0.37, p<0.001).

CONCLUSION: MANEC-P are rare malignancy with a steady incidence-rate and
poor prognosis over the last two decades in the US. Surgery may be associated
with better MANEC-P survival. MANEC-P grade and metastasis are associated with
poor CSS. Further investigation is warranted as no standard of care is available
for this fatal pancreatic cancer.
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