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ATYPICAL PRESENTATION OF BULLOUS PEMPHIGOID
IN A YOUNG ADULT MALE:

A CASE REPORT
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ABSTRACT

Introduction. Bullous pemphigoid (BP) is one of the most
common autoimmune blistering diseases worldwide. It is primarily
a disease of the elderly with a peak incidence in the 80s. There
is no ethnic, racial, or sexual predilection. BP results from an
immune response against adhesion molecules of the epidermis
and basement membrane zone. Two BP antigens are identified,
namely BP Ag1 and BP Ag2. BP lesions are large tense blisters
that may occur anywhere on the body. Diagnosis is made clinical-
ly, histopathologically and by immunofluorescence. Corticosteroid
is the mainstay of treatment. The disease generally has a good
prognosis except among those associated with comorbidities.

Case summary. A 34-year-old male presented with an 8-month
history of multiple discrete and grouped tense vesicles and bullae,
some grouped annularly, on an erythematous base on the nape,
trunk and extremities. Prior intake of low-dose oral steroids and
antihistamine only led to slight improvement of lesions. Progres-
sion of lesions prompted consult at this institution, where the initial
impression was linear IgA bullous dermatosis (LABD) versus bul-
lous pemphigoid. Skin punch biopsy with direct immunofluores-
cence was performed showing results consistent with BP. Patient
was started with oral prednisone 60mg daily in tapering doses
and topical steroids. Follow-up after 1 week showed marked de-
crease in number of lesions. Appropriate management and advise
was given. Unfortunately, patient was eventually lost to follow-up.

Conclusion. BP may occur in young patients and can mani-
fest with atypical features. For patients with a long history of blis-
ter formation, autoimmune diseases should be considered and
proper referral to specialists should be done. Prompt diagnosis
and early institution of treatment is vital to improve quality of life
of patient and to rule out other more serious causes of blistering
diseases.
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Bullous pemphigoid (BP) is a chronic autoimmune
blistering disease induced by autoantibodies
against the components of skin basement mem-

brane zone (BMZ). It usually occurs in elderly patients
presenting with pruritic urticarial lesions and large tense
blisters. Therapy includes topical and systemic corticoste-
roids and immunosuppressives. BP has a relatively benign
natural course with a disease-related mortality rate of24%
compared with 70% in pemphigus. I

A 34-year-old relatively healthy Filipino male pre-
sented with multiple discrete and grouped tense vesicles
and bullae, some grouped annularly, on an erythematous
base on the nape, trunk and extremities. (Figure 1)

Lesions started 8 months prior to consultation with the
appearance of occasionally pruritic vesicles and papules on
the face. Since the lesions were assumed by the patient to
be acne and since he was not bothered by them, no consult
was done and no medication was applied.

In the interim, there was note of gradual increase in
the number of vesicles on the face, spreading to the neck.
Consult was then done with a company physician where
he was given betamethasone + loratadine tablet twice daily
for I week and unrecalled topical medications. Although
some lesions were initially noted to dry up, there was
appearance of multiple new pruritic vesicles and bullae
on the trunk and extremities. Persistence and increase in
number of lesions prompted consult.

The patient had no associated systemic symptoms. He
denied exposure to chemicals, application of any topical
medications, and intake of oral medications, supplements
or herbal medications. Past medical, family medical and
personal history were all unremarkable.

On physical examination, there were bilaterally sym-
metrical, multiple, discrete, erythematous papules and
plaques, with overlying grouped tense vesicles and bullae,
some arranged in an annular configuration, interspersed
with several erosions on the forehead, nape, shoulders,
upper back, antecubitals, lumbosacral area, and the dorsal
hands and feet. (Figure 1)

Skin punch biopsy and direct immunofluorescence
(DIF) were done. Histologic findings showed subepidermal
separation with dense infiltrates, primarily eosinophils ad-
mixed with neutrophils and lymphocytes within the blister
and in the papillary dermis surrounding blood vessels with
dermal edema. (Figure 2) Direct immunofluorescence
(DIF) was non-contributory.
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A final clinicopathologic diagnosis of BP was made
based on clinical and histopathologic findings.

The patient was started on oral prednisone at 60mg
daily in tapering doses. He was also advised to do NSS
compress, followed by twice-daily fluocinonide cream.

On. his follow-up, 1 week after first consultation,
there was note of improvement with marked drying up of
vesicles and bullae. (Figure 3) He was advised to continue
present management and to follow up after 2 weeks. Un-
fortunately, the patient was lost to follow-up.

DISCUSSION

BP is one ofthe most common autoimmune blistering
diseases worldwide. In France and Germany, the incidence
ofBP is estimated to be seven per million per year; in Scot-
land, 14 per million per year.i" Locally, in this institution,
there have been 7 cases reported from years 2010 - 2012.6

The majority of patients are older than 60 years old at
onset, with a peak incidence at 80 years of age and older. 1,7.8

However, there have been several reports of its occurrence
in young adults and children.v'" There is no ethnic, racial,
or sexual predilection. I

The disease results from an immune response against
adhesion molecules of the epidermis and BMZ. Immu-
noelectronic microscopic studies localized BP antigen
in the hemidesmosome, an adhesion junction important
in anchoring the basal cell to the basement membrane.
Molecular characterization ofBP Ag by immunochemical
methods revealed the unexpected finding that autoantibod-
ies from these patients bind to 2 distinct molecules. BP
Agi (230kd molecule) is localized to the plaque of the
hemidesmosome where the keratin filaments insert while
BP Ag2 (180kd molecule) is on the anchoring filaments. I

Clinically, BP manifests as large, tense blisters with
underlying erythematous base commonly located on the
lower abdomen, inner or anterior thighs and flexor fore-
arms. Bullae may be clear or hemorrhagic. It epithelializes
well and does not produce a scar. It resolves with central
regression and hyperpigmentation. Mucous membrane
lesions may occur in 10-35% of patients and these are lim-
ited to the oral mucosa, especially on the buccal mucosa,
presenting as intact blisters or erosions. They do not scar
and are not extensive. I

Unusual or atypical presentations of BP have been
reported. These include urticarial and eczematous, erythro-
derma, prurigo-nodularis-like, and dyshidrotic dermatitis-
like.I,II,12 Nonetheless, histopathology would more or less
show findings consistent with BP.

Although the DIF result of the patient in this case was
not able to confirm the diagnosis of BP, it is important to
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stress that the final diagnosis must be made based on a
correlation of both the clinical and other diagnostic find-
ings of the patient. In this case, because of the clinical
appearance of tense bullae associated with a histologic
finding of an eosiniphilic subepidermal vesiculobullous
dermatitis, the diagnosis of BP was reached.

Histologically, BP presents with sub-epidermal sepa-
ration containing eosinophils without epidermal necrosis;
there is a superficial dermal infiltrate composed of lym-
phocytes, histiocytes and eosinophils; and eosinophilic
spongiosrs.

In differentiating vesicobullous diseases, DIF micros-
copy is still considered the gold standard. The DIF findings
should also be correlated with histopathologic features. 13-14

DIF ofBP lesions reveals a linear deposition at the BMZ of
C3, IgG and IgA. To diiferentiate BP from epidermolysis
bullosa acquita, a salt split indirect immunofluorescence
may be done showing antibodies binding to the epidermal
side. Enzyme linked immunosorbent assay measure the
reactivity of the patient sera against the NC16a domain
of BPAg2. This method is sensitive and specific and the
antibody titers correlate with disease activity.':"

Unfortunately in this case, the DIF done was noncon-
tributory which may have been due to errors in processing.
Nonetheless, in spite of the noncontributory DIF result,
clinicopathologic correlation allowed us to arrive at the
diagnosis of BP.

Management depends on the patient and disease
characteristics. Age of the patient, comorbidities, disease
extent and symptoms are considered. In localized disease,
potent topical steroids or topical immunomodulators such
as tacrolimus may suffice.l-"

In more extensive disease, systemic treatment is con-
sidered. These include steroids and immunomodulatory
drugs such as azathioprine and methotrexate.t=" Other
medications that may be given are dapsone, tetracyclines,
and niacinamide, for their immunomodulatory effects. 19-22

In this case, the patient was treated with oral and topi-
cal steroids, which led to marked improvement after one
week of treatment. Unfortunately, the patient could not
sustain his follow-up visits. Although BP has been reported
to resolve spontaneously.P:" it generally is of a recurrent
nature. Thus, it is highly likely that this patient's course
would follow the same pattern. Consequently, patient edu-
cation regarding his condition, including the importance
of regular follow-up and compliance with management,
must be stressed at the outset, in order to achieve better
outcomes for the patient.

Disease mortality is related to advanced age and as-
sociated medical conditions rather than t- disease-specific
factors. This further emphasizes the need for regular moni-
toring of patients with BP



~
rc
@
{"::r:
(1)
0>e:
a
~
'-<oaf'..
~
o:..0
z
?
o

'-<0>

§
Q

[
No
.j:>.

Figure 1. On first consult (before treatment), a 34-year-old male presented with a bilaterally symmetrical, multiple, discrete erythematous papules and plaques, with overlying
grouped tense vesicles and bullae, some arranged in an annular configuration on the forehead, nape, shoulders, upper back, antecubitals, and the dorsal hands .
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CONCLUSION AND RECOMMENDATIONS

Although BP is a disease of the elderly, it may occur in
young patients as well. Moreover, patients may not always
present with classic large tense blisters. As with. this case,
BP may present atypically.

Patient education is invaluable, particularly since BP
is a recurrent condition.

While BP has a relatively good prognosis, regular
monitoring is warranted in these patients given the pos-
sible complications that may still arise out of uncontrolled
disease.
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