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[ Abstract |
cells. It may occur in many sites of the body, mainly in liver, bone and lung. However, primary pulmonary EHE (P-EHE)

Epithelioid hemangioendothelioma ( EHE) is a vascular neoplasm that develops from vascular endothelial

is a rare vascular tumor of low to intermediate grade maglignancy which is reported mainly in sporadic cases. There is a lack
of epidemiological investigation. Due to the low incidence of P-EHE, the lack of specificity of clinical and imaging tests, it is
often misdiagnosed and miss diagnosed. So many patients do not receive appropriate treatments, resulting in poor prognosis in
some cases. The diagnosis of P-EHE is made based on unique histological, immunohistochemical, and molecular characteris-
tics. However, there is no standard treatment for P-EHE at present, because of the rarity of the disease. Surgery is suitable
for patients with fewer lesions. Radiotherapy shows a good local control of bone metastasis and foci. Targeted anti-angiogene-
sis therapy has a good prospect to apply. P-EHE is highly heterogeneous, and its prognosis is intermediate. This article aims
to review the research progress of pathogenesis, diagnosis, clinical characteristics, treatment and prognosis of P-EHE.
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