“Age is just a number”:
A rare facial blistering eruption
in an 18-year-old female
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Clinical Presentation
An 18-year-old female presented reporting a
one-month history of intensely itchy blisters
affecting the head and neck. She had a history of
mild eczema and was otherwise well. On
examination she had extensive erosions
localised to the face, neck and frontal scalp with
a few intact bullae (Figure 1a). The mucosa was
normal. Over two weeks bullae emerged on the
abdomen and back (Figure 1b).

Investigations
Herpes simplex virus swab, antinuclear antibody
and serum anti-tissue transglutaminase antibody
were negative.
Histopathological examination demonstrated
subepidermal
blisters
with
prominent
polymorphs and few eosinophils (Figure 2a, 2b).
Direct
immunofluorescence
demonstrated
strong linear IgG and C3 along the dermoepidermal junction on three separate occasions
(Figure 3a, 3b), confirming a diagnosis of
pemphigoid. IgG localized to the base following
salt-splitting, with a predominant “n” serration
pattern. Pemphigoid antibodies were present
(1:10) on indirect immunofluorescence.

Figure 1a: Erosions of the face and scalp at initial presentation

Figure 1b: Bullae and erosions of the abdomen

Figure 2a: H&Ex40 of lesional biopsy demonstrating subepidermal
blister formation

Figure 2b: H&Ex200 demonstrating infiltrate of polymorphs and
eosinophils

Figure 3a: Strong linear deposition of IgG at the dermo-epidermal
junction demonstrated on direct immunofluorescence microscopy

Figure 3b: Strong linear deposition of C3 at the dermo-epidermal
junction demonstrated on direct immunofluorescence microscopy

Treatment
Treatment with prednisolone, dapsone up to
150mg daily, and doxycycline was commenced
shortly after presentation. Esomeprazole 20mg
daily, vitamin D supplementation and
alendronate 70mg weekly were introduced in
light of prolonged corticosteroid treatment.
Sustained clinical improvement allowed for
tapering of corticosteroids over a period of eight
months to date.

Discussion

Considered predominantly a disease of the elderly, pemphigoid is an autoimmune blistering condition
rarely seen in youth.1 Paediatric pemphigoid can be divided by age group into infantile, childhood, and
adolescent groups.2 When presenting in paediatric patients, early childhood onset is more frequently
reported than in other age groups.3 An association with vaccines has been reported with infantile
cases. Adolescent presentation is scarcely reported, with a recent review article identifying nine cases
in early adolescence (10-13 years), five cases in middle adolescence (14-17 years), and no cases in late
adolescence (18-21 years).4 There are several cases of mucous membrane pemphigoid in adolescents
reported.5,6,7
Clinical presentation and response to treatment may differ from more classic pemphigoid seen in
older age.9 Mucous membrane involvement is more frequent in childhood pemphigoid, with acral
blistering seen more commonly in infants younger than one year.3,4 Prognosis in young adults and
children is good. The treatment of choice is firstly systemic corticosteroids, with addition of steroidsparing immunomodulatory agents such as azathioprine, methotrexate, dapsone or mycophenolate
mofetil.10
This case was atypical, and presented a diagnostic challenge. Dermatitis herpetiformis was considered
in the diagnostic differential, however there was absence of IgA on immunofluorescence and negative
serologic testing for coeliac disease. There was predominant involvement of the face and scalp initially
and an abundance of neutrophils (rather than eosinophils) on histopathological examination.
In summary, this case illustrates a rare and visually striking presentation of pemphigoid in a young
adult, an important differential to consider even though unusual in this age group.

Learning Points
•
•
•
•
•
•

Pemphigoid is rare in youth, especially in
adolescents.
Clinical presentation in this age group may differ
from that seen in older patients, with mucous
membrane involvement being more common.
Typical histopathological findings are
subepidermal blisters with eosinophils.
Immunofluorescence demonstrates linear
IgG and C3 along the dermo-epidermal junction.
Systemic corticosteroids are the initial treatment
of choice, followed by addition of
immunomodulatory therapies.
Prognosis is good in children and young adults.
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