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Objective: To describe the available knowledge on vulvo-perineal endometriosis including its diagnosis, clinical management and
recurrence rate.

Methods: We followed the PRISMA guidelines for Systematic Reviews and our study was prospeciively registered with
PROSPERQ (CRDyz020202441). The terms “Endometriosis” and “Perineum” or “Vulva” were used as kevwords. Cochrane
Library, Medline/Pubmed, Embase and Clinicaltrials.gov were searched. Papers in English, Spanish, Portuguese, French or
Ttalian from inception to July 30, 2020 were considered. Reference lists of included articles and other literaturs source such as
Google Scholar were also manually scrutinized in order to identify other relevant studies. Two independent reviewers screened
potentially eligible studies according to inclusion criteria.

Results: Qut of 530 reports, go studies were eligible including a total of 283 patients. Their mean age was 32,727,6 vears. Two
hundred sixty-three (g5,3%) presenting with vulvo-perineal endometriosis have undergone either episiotomy, perineal trauma or
vaginal Injury or surgery. Only 13 patients (4,7%) developed vulvo-vaginal endometriosis spontaneously Le. without any apparent
condition favoring it. The reasons that motivated the patients to take medical advice were valvo-perineal evelical pain inereasing
during menstruations (g8,2% of the patients, n=278). Out of the 281 patients for whom a clinical examination was described, 274
patients (g7,5%) showed a vulvo-perineal nodule. mass or swelling while 6 presented with bluish cutaneous lesions (2,1%)and 1
with bilatera! polyps of the labla minora (0,4%). All but one patients underwent surgical excision of their lesions but only 88
patients (28,1%) received additional hormonal therapy. The recurrence rate was 10,2% {2g patients) considering a median follow-
up period of 10 months (based on 61 studies).

Conclusion: Vulve-perineal endometriosis is poorly reported with only approximately 300 cases identified in the literature since
1923, The imited quality of available studies does not allow to support an evidence-hasad approach to the diagnosis and
treatment of affected patients. However, development of a transnational registry of patients with extra-pelvic endometriosis, as
already suggested by Andres et al. (201g), could prove useful to further increase knowledge but also awareness among healthcare
professionals and optimize patients’ care.
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