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Brief history

A 79 year-old Caucasian man presented with a 3-month history
of a tender and mildly pruritic erythematous eruption on his head,
neck and upper back. There was no preceding illness and the patient
has never smoked. Over the next one month, the rash progressed to
the rest of his body despite the use of potent (betamethasone valerate
0.1% and fluocinonide 0.05%) and very potent (clobetasol propionate
0.05%) topical corticosteroids, oral prednisolone at 60 mg once daily
and 3 consecutive days of intravenous methylprednisolone at 1gram/
day. The rash was associated with rapid and unintentional weight loss
of over 15 kg despite a good appetite and nutritional supplements in a
3-month period, which could potentially be explained by augmented
trans-epidermal water and electrolyte loss, thermal dysregulation and
increased skin blood flow [1]. At the height of his skin disease, clinical
examination revealed a single intact blister on his left flank, a confluent
erythematous rash with scattered areas of superficial erosion on his face
and torso (Figure 1), widespread erythematous patches with superficial
erosions on his limbs with no mucosal involvement. Investigations
revealed a neutrophilia 17.41 x 10°/L and normal C-Reactive Protein.
Computerized tomography scan of chest, abdomen and pelvis revealed
a right middle lobe pulmonary nodule that was later biopsied. PCR
revealed aspergillus species, which resolved radiologically two months
later following further imaging. A skin biopsy showed acanthosis and
inflammatory changes with eosinophils. Direct immunofluorescence

Figure 1. Shows a confluent erythematous exfoliative rash on the patient’s back with a
background of multiple inflamed seborrhoeic keratosis. Photograph taken at the time of
initial histological diagnosis of pemphigus foliaceous
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(DIF) microscopy showed intercellular deposition of IgG in
the epidermis with C3 at the basement membrane zone. ELISA
demonstrated antibodies against DSG1 at 190 U/ml (no antibodies
against DSG3) which confirmed the diagnosis of pemphigus foliaceous
[2]. His skin disease partially responded to the combination treatment
of oral prednisolone at 40 mg/day and mycophenolate mofetil at 2 g/
day but continued to develop intermittent new eroded plaques on his
limbs whenever his oral prednisolone was reduced. Despite receiving
two doses of 1gram Rituximab infusion two weeks apart for recalcitrant
pemphigus foliaceous [3], he continued to develop new annular rash
on his torso and limbs. During the treatment period, his pemphigus
foliaceous was complicated by recurrent herpes simplex virus type 1
skin infections requiring repeated courses of valganciclovir, persistent
lymphopenia (due to mycophenolate mofetil), Cushingoid physique
and steroid-induced diabetes mellitus requiring insulin treatment.
Unbeknown to the clinicians, the patient developed tinea incognito at
some point in time in the patient journey due to immunosuppression
that was uncovered when the patient was reviewed at a tertiary
immunobullous disease service. The skin rash fully resolved following
a 4-week course of oral terbinafine at 250 mg once daily and Canestan
HC (clotrimazole and hydrocortisone acetate) cream once daily. His
immunosuppressive treatments were stopped leading to full resolution
of his steroid-induced diabetes mellitus and his pemphigus foliaceous
continued to be in remission 1 month after.

Discussion

This patient experienced clinically significant weight loss, which
could have benefited from early and intensive nutritional support,
steroid-induced diabetes mellitus and infections (bacterial, viral and
fungal) are well recognised complications of immunosuppression
and tinea incognito and herpetic infections should be considered as
differential diagnosis in patients with clinically recalcitrant pemphigus
foliaceous.

Conclusion

This case provided a useful overview about the sequelae of
pemphigus foliaceous and possible complications from its treatments.
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