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Background: Mucous membrane pemphigoid (MMP) is an autoimmune blistering disease
that predominantly affects multiple mucosal areas. Among them, oral and ocular mucosa
are the most commonly involved. MMP could lead to scar formation especially in ocular and
genital mucosa, leading to blindness and phimosis, respectively.

Observation: A 54 years-old Caucasian man presented with a 6 months history of itching
lesions on his penis. At first, the clinical examination showed a tense large single blister
developed on his glans, that was followed by an erosion and an annular edematous lesion.
No other areas were involved.
Excluding the hypothesis of a sexually transmitted disease and in the suspect of MMP or a
genital lichen planus, a complete immunopathological evaluation was performed.
The histopathological examination was non-specific, showing perivascular lymphocytic
infiltration. Enzyme linked immunosorbent assay (ELISA) was negative for both anti-BP180
and anti-BP230 antibodies. Indirect immunofluorescence (IFI) on monkey esophagus as a
substrate was negative, while on 1 mol/L NaCl-split normal human skin (SSS) it showed
focal linear IgG deposits at the epidermal side of the blister. Direct immunofluorescence
(IFD) revealed linear deposition of IgG, IgA and C3 at the basement membrane zone.
Hence, a diagnosis of isolated MMP of the glans was made.

Key message: MMP is a challenging diagnosis, particularly in our case. In fact -to our
knowledge- this is the only case reported in the literature with exclusive involvement of the
male genital mucosa. Moreover, since serologic examinations such as IFI on monkey
esophagus and ELISA are often negative and histopathological examination could be non-
specific in MMP, SSS-IFI and IFD are mandatory, turning out to be the keystone for the
diagnosis.
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