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[ Abstract] Primary pulmonary lymphoepithelioma-like carcinoma (LELC) is a distinct and rare tumor. The incidence of
this disease is less than 1 percent of the incidence of non small cell lung cancer (NSCLC). LELC is relatively common in
south China and South-East Asia. Patients with this disease are relatively young. LELC has no significant association with
gender and history of smoking. However, it is closely related to EB virus infection in Asian while it is rarely seen in Cauca-
sian. For its diagnosis, the exclusion of lung metastases from nasopharyngeal cancer from LELC is mandatory because it is
difficult to distinguish undifferentiated nasopharyngeal carcinoma from LELC histopathologically. Surgery, chemotherapy and
radiotherapy are still major therapeutic strategies for LELC. Targeted therapy has become an important method in treating ad-
vanced NSCLC with positive gene mutations. Unfortunately, no driver gene has been found in LELC until now. Although im-
munotherapy has made great advances in various malignant carcinomas including NSCLC, there is scarce literature of immu-
notherapy for LELC. This disease is different from NSCLC in epidemiology, clinicopathologic features, diagnosis, therapy
and prognosis. We reviewed the progress in diagnosis and treatment of LELC.
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