CASE REPORT

| nfantile Bullous Pemphigoid Following Vaccination
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Background: Post-vaccination infantile bullous pemphigod is a rare presentation.
Case characteristics: A 2-month-old girl presented with widespread bullae, erosions,
necrotic and targetoid lesions over body and mucosae after vaccination. Histology and
direct immunofluorescence (DIF) were consistent with bullous pemphigoid. Intervention:
Clinical remission with oral steroids and no recurrence with subsequent vaccination.
Message: Continuation of vaccination may not be contraindicated in infants where bullous
pemphigoid onset occurs after vaccination.
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ullous pemphigoid isan acquired autoimmune

subepidermal blistering disorder, commonly

affecting the elderly population [1]. Pediatric

autoimmune blistering disorders including
bullous pemphigoid are uncommon and have varied
manifestations, thereby leading to difficulty in clinical
diagnoses[1]. Pediatric bullous pemphigoid differsfrom
adult variety by more frequent involvement of mucous
membranes, face, palms, soles, no association with any
neoplasm and rapid resolution with steroids [2]. We
report a 2-month-old female infant who presented with
bullous pemphigoid two days after receiving DPT and
hepatitis B vaccination.

CAse REPORT

A 2-month-old girl presented to the dermatology
outpatient department with complaint of fluid filled
lesions over limbs, face, trunk, and groin area of 10 days
duration. The lesions initially appeared over the chest
region and extended to involvelimbs, palms, soles, face,
abdomen, oral and genital mucosae, and scalp over the
next two days. There was no history of accompanying
fever, diarrhea or prior drug intake, and the child was
taking feedsnormally. Shereceivedfirst dose of DPT and
hepatitis B vaccines two days prior to onset of lesions.
She was a product of full term normal vaginal delivery
born of anon consanguineous marriage, and therewasno
history of similar complaints in the family members.
Examination revealed multiple tense vesicles and bullae
predominantly over extremities, pams, soles and face.
There were multiple targetoid lesions over trunk and
multiple erosions all over body including scalp, oral and
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genital mucosae (Fig. 1). Tzanck smear showed few
eosinophils without acantholytic cells and no organisms
were seen on Grams staining. She had been started on
intravenous vancomycin with a provisional diagnosis of
bullous impetigo, with no response. All hematological
investigations were unremarkable and blood culture was
negative. A skin biopsy and direct immunofluorescence
(DIF) was performed with differential diagnoses of linear
IgA dermatosis and infantile bullous pemphigoid.
Histological examination revealed subepidermal bulla
with dense eosinophilic infiltrate (Web Fig. 1a) and DIF
showed linear deposits of 1gG and C3 and absence of IgA
and IgM at dermo-epidermal junction (Web Fig 1b). With
a final diagnosis of infantile bullous pemphigoid, oral
prednisolone therapy was initiated at a dose of 1 mg/kg
per day. Rapidimprovement with resol ution of bullaewas
observed after 2 weeks, and the steroids were slowly
tapered. The child's vaccination was continued as per

Fic. 1 (a) Bullae and crusted erosions over face; and (b)
multiple bullae over lower limbs.
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schedule and no recurrence was observed with second
dose of DPT and hepatitis B vaccine. The child is in
remission at 6 monthsfollow-up.

Discussion

In pediatric bullous pemphigoid, large tense bullae are
seen predominantly over inner thighs, groin, abdomen,
forearms, axillae, pams and soles and mucous
membranes[1]. Infantile bullous pemphigoid has more
widespread clinica lesions with less mucosa
involvement and predominant acral involvement [3,4];
whereas, in childhood bullous pemphigoid, involvement
is severe, less uniform, and may be localized to genital
area [5]. Palmoplantar lesions are considered as a
diagnostic clue of infantile bullous pemphigoid [5].
Schwieger-Briel, et al. [5] proposed the following
minima diagnostic criteria for infantile bullous
pemphigoid: typical clinical picture (plaguesand blisters,
acral distribution) and linear 1gG and/or C3 deposition at
the basement membranein DIF.

The cause of pediatric bullous pemphigoid is
unknown and the possible triggering factors reported
include non-specific maternal antibodies and foreign
antigen (infectious agents, drugs, vaccines) [1,6].
Vaccinations implicated include diphtheria, tetanus,
pertussis, poliomyelitis, influenza, hepatitis B,
meningococcal C, pneumococcus, BCG and rota virus
with a latent period of 1 day to 4 weeks between
vaccination and onset of disease [1,5,6]. Most cases of
infantile bullous pemphigoid have been described after
first dose of vaccination [5,7]. Vaccination may unmask
subclinical bullous pemphigoid by enhancing an
autoimmune response in immunologically predisposed
individuals[4]. Itisal so postul ated that the inflammation
induced in the skin by vaccination — rather than the
vaccines themselves — might generate anti basement
membrane antibodies consequent to disruption of the
basement membrane as no structural similarities have
been seen between the implicated vaccines and basement
membrane proteins[8]. Thismight explain rarity amongst
children despite frequency of vaccinations. Moreover, no
recurrence has been seen with the reintroduction of the
vaccination schedule and continuation of vaccination as
per schedule, isrecommended [4].

Theclinical and histological differential diagnoses of
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bullous pemphigoid include chronic bullous disease of
childhood, dermatitis herpetiformis, bullous lupus
erythematosus, epidermolysis bullosa acquisita (EBA),
porphyriaand bullousimpetigo [5]. EBA israrely seenin
children, and the histological differentiation is by
presence of neutrophilic infiltrate and 1gG deposits only
on the dermal side (base of the blister) in EBA. The
prognosis of pediatric bullous pemphgoid isgood with a
possibility of spontaneous remission and infrequent
relapses triggered by infections or tapering of
corticosteroids [5]. Steroids (1 to 2 mg/kg) are the first-
line treatment; tapered slowly to prevent rebound [1,5].
Steroid sparing agents include dapsone, IVIGs,
mycophenolate mofetil, erythromycin, methotrexate-,
cyclophosphamide, azathioprine, rituximab or omali-
zumab but their usewarrantsfurther investigation [5].
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