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Neuroendocrine breast carcinoma (NEBC) is a distinct entity of breast cancer. Clinical features 
and morphology are not helpful to distinguish NEBC from other subtypes of breast cancer; 
therefore, immunohistochemistry markers for neuroendocrine differentiation, mainly chro-
mogranin and synaptophysin, should be used to confirm the diagnosis, especially in cases of mu-
cinous or solid papillary carcinoma in which the suspicion of NEBC may be relevant. The main 
differential diagnosis is a metastatic neuroendocrine tumor from an extramammary site, which is 
why the absence of clinical and radiological evidence of concurrent primary neuroendocrine car-
cinoma of any other organ is required.  

Primary neuroendocrine tumors of the breast are rare, accounting for less than 0.1% of all breast 
cancers and less than 1% of all neuroendocrine tumors, and for this reason there are no data 
from prospective clinical trials on its optimal management. Early stage tumors are usually treated 
with the same strategy used for the other types of invasive breast cancer. Anthracycline and tax-
ane-based regimens represent the most frequently administered chemotherapy, although combi-
nations of platinum compounds and etoposide have been widely used, in particular for small-cell 
histology and tumors with a high proliferation index. An accurate diagnosis of NEBC is also im-
portant in the metastatic setting, in which a multimodality therapeutic strategy can be considered 
on an individual basis, with chemotherapy, endocrine therapy, peptide receptor radionuclide 
therapy, radiation therapy, surgery, or a combination of the abovecan be considered. Although 
no consensus has been reached on the prognosis of NEBC, most studies suggest a poor out-
come. 

We present a case of a 37-years-old woman who presented with a primary neuroendocrine carci-
noma of the breast for which mammography, imaging and pathology findings, and therapeutic 
management are described.  
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