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CLOSE ENCOUNTERS WITH THE ENVIRONMENTPHOTO CHALLENGE

 

A 52-year-old man presented with persistent painful 
oral ulcers and penile and perianal erosions of  
6 months’ duration. He strongly denied engaging in 
high-risk sexual activities and had lost 10 kg over  
the last 6 months. He did not report taking any  
over-the-counter or alternative medications. On physi-
cal examination there were multiple fissures on the 
lower lip with erosive white plaques on the tongue  
and buccal mucosa. There were erosions over the  
foreskin and glans penis and a few erosive plaques  
on the perianal skin. Bilateral inguinal lymph nodes 
were enlarged. 

What’s the diagnosis?

a. Behçet disease
b. chancroid
c. lymphogranuloma venereum
d. oral and genital candidiasis
e. pemphigus vegetans
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The Diagnosis: Pemphigus Vegetans

Pemphigus vegetans is a rare variant of pemphi-
gus vulgaris. Clinically, pemphigus vegetans  
is characterized by vegetative lesions over the 

flexures, but any area of the skin may be involved. 
There have been case reports involving the scalp,1,2 
mouth,3 and foot.4 There are 2 clinical subtypes: 
the Neumann type and the Hallopeau type.5  The 
Hallopeau type is relatively benign, requires lower 
doses of systemic corticosteroids, and has a prolonged 
remission, while the Neumann type necessitates 
higher doses of systemic corticosteroids and often 
presents with relapses and remissions.

The diagnosis of pemphigus vegetans is based on 
clinical suspicion and confirmed by histological exami-
nation and immunological findings. The diagnosis may 
be difficult, as its presentation varies and histopatho-
logical findings may resemble other conditions.

Systemic corticosteroids are the well-established 
drug of choice for treating pemphigus vegetans to 
induce remission and maintain healing before cau-
tiously tapering down the dosage approximately  
50% every 2 weeks.6 Adjuvant drugs used in conjunc-
tion with steroids for steroid-sparing purpose include 
azathioprine, cyclophosphamide, mycophenolate 
mofetil, methotrexate, and cyclosporine.6 Pulsed 
intravenous steroids,7 intravenous immunoglobu-
lins,8 pulsed dexamethasone cyclophosphamide,9 

and extracorporeal photopheresis10 are given for 
severe and recalcitrant disease.

Laboratory investigations of our patient showed 
a normal complete blood cell count and a normal 
renal and liver profile. Herpes simplex virus serol-
ogy was positive for type 1 and type 2 IgM and IgG. 
Urethral swab was dry and negative for gonorrhea. 
Serology for chlamydia, toxoplasma, amoebiasis, 
and leishmaniasis was negative. Human immuno-
deficiency virus serology, hepatitis screening, rapid 
plasma reagin, Treponema pallidum hemagglutina-
tion, rheumatoid factor, and antinuclear antibody 
all were negative. The patient was given a course 
of oral acyclovir 400 mg 3 times daily and empirical 
treatment with oral doxycycline 100 mg twice daily 
for a week with no clinical response.

Two biopsies from the perianal ulcers showed 
inflamed squamous papillomata with no Donovan 
bodies. A third biopsy from an intact blister 
showed acantholytic cells in the suprabasal bullae 
with eosinophilic and lymphocytic infiltrates at the 
upper dermis. Direct immunofluorescence demon-
strated intercellular C3 and IgG deposits.

The patient was started on oral prednisolone  
at 1 mg/kg daily and oral azathioprine 50 mg daily 
with resolution of the perianal, penile, and oral 
ulcers (Figures 1 and 2). He achieved good 

Figure 1. Weepy erosive plaques on perianal skin before (A) and after initiation of oral prednisolone and oral  
azathioprine (B). Residual hypertrophic scarring and postinflammatory hyperpigmentation were present 1 month 
after treatment.
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suppression of further eruption. At the patient’s 
most recent follow-up (2.5 years after the ini-
tial presentation), he was in remission and was  
currently taking oral azathioprine 100 mg once daily 
and no oral corticosteroids.
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Figure 2. Minimal buccal and palatal erosion 1 month 
after initiation of oral prednisolone and oral azathioprine.
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