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Introduction

Pemphigus comprises a rare but potentially life-threatening group of autoimmune bullous
dermatoses that primarily affect the skin and mucous membranes. Histopathologically, it is
characterized by the presence of intraepidermal acantholysis and deposition of IgG autoantibodies
against desmosomal cadherins, notably desmoglein 1 (Dsgl) and desmoglein 3 (Dsg3), leading to
compromised intercellular adhesion among keratinocytes [1].

Among its subtypes, pemphigus vulgaris (PV) is the most frequent and clinically severe, marked
by suprabasal acantholysis and predominant involvement of mucosal surfaces, including the oral
cavity [2]. The disease exhibits a global distribution, affecting both sexes equally, with peak incidence
between the fourth and sixth decades of life.

Epidemiological data suggest an incidence ranging from 0.75 to 5 cases per million population
per year, with notable regional variations linked to genetic and environmental factors [3].

The immunopathogenesis of PV is driven by IgG autoantibodies targeting Dsg3 in mucosal-
dominant PV, and both Dsgl and Dsg3 in mucocutaneous forms [4]. Interestingly, the phenomenon
of immunological epitope spreading can result in clinical transformation between pemphigus
subtypes, with serological transition from anti-Dsgl to anti-Dsg3 or from anti-Dsg3 to anti-Dsg1 [5].
Ocular involvement in PV is relatively uncommon, yet when present, it tends to be associated with
higher systemic disease activity. The most frequently affected ocular structures are the conjunctiva and
eyelid margin [4]. Involvement of the lacrimal apparatus, particularly the lacrimal punctum, remains
extremely rare and poorly characterized in the literature [6].

Early recognition of atypical presentations, such as those involving the ocular adnexa, is critical
to prevent delayed diagnosis and management, which may otherwise contribute to structural damage
or functional impairment [7]. The pathophysiological mechanisms underlying ocular involvement
are hypothesized to mirror mucosal PV, where desmoglein-targeted autoantibodies disrupt epithelial
adhesion in ocular tissues [8]. Recent literature emphasizes the role of direct immunofluorescence
(DIF) and enzyme-linked immunosorbent assays (ELISA) in confirming the diagnosis, while advances
in systemic immunosuppressive therapy—particularly with ricuximab—have dramatically improved
outcomes [9]. Surgical approaches to complications involving ocular structures, although seldom
required, must be carefully tailored and reported to enhance the clinical body of evidence [10].

This report aims to contribute to the understanding of PV with rare ocular involvement by
presenting a unique case of lacrimal punctum compromise, emphasizing the diagnostic, therapeutic,
and surgical considerations

Case Report

A 51-year-old female patient from Mogi das Cruzes presented with a pruritic lesion, with slow
and progressive growth in the upper lacrimal punctum of the right eye for approximately 1 year.
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Figure 2. Post-operative appearance.

Surgical excision with reconstruction of the lacrimal punctum

performed, and the anatomopathological ~examination
revealed vesiculobullous dermatosis with chronic perivascular
lymphoplasmacytic inflammation in the superficial dermis, with
immunohistochemistry suggestive of PV.

‘was

Conclusion

Pemphigus is a disease that should be among the differential
diagnoses of eyelid lesions, despite its rare presentation. Early
diagnosis and treatment are essential for better diagnostic elucidation.
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