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ABSTRACT :Objective  To investigate the clinical characteristics and prognostic factors of epithelioid angiomyolipoma
(eAML) ,aiming to improve the clinical diagnosis and treatment of this disecase. Methods The clinical features of 129 eAML
patients treated during Jan. 2000 and May 2025 were retrospectively analyzed. Prognostic factors were identified using Cox
regression analysis. Results  Among the 129 patients. the male-to-female ratio was approximately 1 : 1,and the mean age at
onset was (45.0+12.9) years. A total of 85 patients (65.9%) were asymptomatic at presentation.and 108 patients (83.7%)
had solitary lesions. The maximum tumor diameter was 5.5(3.5,9.0) cm. Early-stage localized disease was identified in 102
patients (79.1%) at diagnosis. Immunohistochemistry showed that the positivity rates for HMB-45, MELAN-A, and SMA all
exceeded 85% in evaluable cases. In contrast, most epithelial markers,including CK,CK7,and PAXS.,were negative. During the
follow-up of 5 to 154 months (median 52 months) ,disease progression occurred in 29 patients,including 14 with local recurrence
(4 with isolated recurrence and 10 with concurrent distant metastasis) and 15 with distant metastasis alone. The liver (11/25,
44%) and lungs (10/25,40%) were the most common metastatic sites. Among patients with disease progression,13 deaths were
recorded. Median disease-free survival (DFS) and cancer-specific survival (CSS) were not reached. The 5-year DFS and CSS
rates were 74.31%(95% CI:66.27% —83.31%) and 90.75%(95% CI :85.42% —96.42%) ,respectively. Among the 12 patients
with advanced eAML receiving everolimus as first-line therapy,10 achieved disease control, with the best response being partial
remission (PR) in 5 patients. Multivariate Cox regression analysis identified age =60 years (CSS) ,presence of clinical symptoms
(DFS), tumor necrosis (CSS and DFS), and higher TNM stage (CSS and DFS) as independent prognostic risk factors.
Conclusion Most eAML patients are asymptomatic at onset and have an overall favorable prognosis; however, outcomes
remain poor in advanced cases. Everolimus demonstrates clear efficacy in advanced eAML. Age = 60 years, presence of
symptoms, tumor necrosis,and higher TNM stage are independent prognostic factors. Patients at high risk require closer follow-
up.
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