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Abstract (not more than 300 words)

Perianal Paget’s disease is exceedingly rare and a heterogenous entity. The current staging system does not take into account the paraneoplastic aspect of the disease. The author attempted to simplify the conundrum by proposing a clinicopathological classification system of perianal Paget’s disease. The texts on the staging and treatment of perianal Paget’s disease have been reviewed. The clinicopathological classification has been developed from the cases reported in the literature and texts on perianal Paget’s disease. The presenting author classified perianal Paget’s disease into four clinicopathological groups. In the first group (Type1), there is a high frequency of an associated distant malignancy with similar immunoprofile requiring an aggressive search for the primary. This is akin to a paraneoplastic syndrome and has the worse prognosis. In the second group (Type 2) which is the commonest presentation, perianal Paget’s disease represents a cutaneous manifestation through the intraepithelial spread of an underlying anorectal or vulvar adenocarcinoma (i.e. secondary). The third group (Type 3) represents true primary intraepithelial cutaneous apocrine adenocarcinoma. The fourth group (Type 4) represents a primary perianal Paget’s disease with an associated malignancy but with discordant immunoprofile. Preoperative staging of perianal Paget’s disease should include the Weledji’s clinicopathological classification before deciding treatment.
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