
Pemphigus foliaceus is a cutaneous autoimmune
blistering disease that is characterized by lower
morbidity and mortality than those observed in
pemphigus vulgaris or paraneoplastic pemphigus.
However, erythrodermic forms of the endemic
variant of pemphigus foliaceus have been associ-
ated with a higher mortality. We report a case of
nonendemic pemphigus foliaceus that presented
as fatal bullous exfoliative erythroderma, and
thus, we will emphasize the inclusion of this entity
in the differential diagnosis and the use of skin
direct immunofluorescence in the evaluation of
patients with erythroderma.

Pemphigus foliaceus is a rare autoimmune blis-
tering disorder characterized by the presence of
pathogenic IgG antibodies against desmoglein 1,

an epidermal desmosomal protein.1-3 It is character-
ized by discrete centripetally distributed scaling and
erosive plaques and the absence of mucosal in-
volvement. In contrast to pemphigus vulgaris and
paraneoplastic pemphigus, its morbidity and mor-
tality are low. Aggressive generalized forms have
been reported in its endemic variant, which is
prevalent in some areas of Brazil and other South
American countries.4,5 We present a patient with a
severe bullous exfoliative erythrodermic form of
nonendemic pemphigus foliaceus.

Case Report
A 69-year-old black female was admitted with a 
2-week history of progressive cutaneous denudation.

Her medical history was significant for cirrhosis,
Alzheimer’s dementia, hypothyroidism, and hyper-
tension. Medications included diltiazem, levothyrox-
ine, lactulose, risperidone, and ranitidine. There was
no history of new medications or recent traveling.
Personal and familial histories of cutaneous disorders
were unremarkable. On physical examination, she
had confluent, erythematous-based, superficial
denudation involving about 80% of the body surface
(Figure 1) and discrete areas of desquamation on the
extremities. Nikolsky’s sign was positive. No mucosal
involvement was present. Her complete blood cell
count, creatinine, urea nitrogen, aminotransferases,
bilirubin, alkaline phosphatase, glucose, electrolytes,
and urinalysis were all reported within normal limits. 

Both fresh-frozen and formalin-fixed histopatho-
logic skin specimens showed subcorneal splitting and
superficial perivascular lymphomonocytic infiltrate.
Direct immunofluorescence examination of perile-
sional skin revealed IgG and C3 deposition on the
cell surfaces of superficial keratinocytes (Figure 2).
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Figure 1. Extensive superficial erosions on the head
and neck area.



Indirect immunofluorescence examination of the
patient’s serum using monkey esophagus substrate
revealed antiepidermal IgG autoantibodies at a titer
of 1280.

The patient was treated with 60 mg of oral pred-
nisone daily. The eruption began to slowly subside
within the first 7 days; however, her clinical course
was complicated by Pseudomonas aeruginosa and
Staphylococcus epidermidis sepsis and by multiorgan
dysfunction syndrome. She died after 24 days in 
the hospital.

Comment
Toxic epidermal necrolysis syndrome, pemphigus
vulgaris, paraneoplastic pemphigus, other variants
of pemphigus foliaceus,6 and other exfoliative
erythroderma–associated dermatoses were excluded

as diagnoses based on the absence of their typical
clinical, epidemiologic, histologic, and immunoflu-
orescence features. The diagnosis of staphylococcal
scalded skin syndrome was formerly entertained
because of the absence of mucosal involvement and
the presence of subcorneal splitting on histologic
examination. However, the absence of renal failure,
the inability to isolate Staphylococcus aureus from
cultures, and the positive findings on the immuno-
fluorescence examination ruled out this condition.

Based on this unusual case, we suggest that skin
immunofluorescence examination be included in the
evaluation of both bullous and nonbullous forms of
generalized exfoliative erythroderma.
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Figure 2. Direct immunofluorescence examination of
perilesional skin showing linear and granular IgG depo-
sition on the surfaces of superficial keratinocytes (origi-
nal magnification �800).


