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Infantile bullous pemphigoid: A Rare immunobullous disease where
tzanck test is a valuable diagnostic aid
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Presentation of Case

A 6-month-old boy of a non-atopic and
non-consanguineous parents” presented with
generalized vesiculobullous lesions that had a
tendency to heal with hypopigmented
patches for 2 months. According to his
parents’ statements, he was reasonably well 2
months ago when he developed some blisters
that remained intact for 1 to 2 days before
rupture. Then the lesions became healed
without scarring and new blisters appeared
after that. They also stated that the boy
became restless and tried to scratch the
affected area while new eruptions appeared.
There was no history of trauma or taking any
offending drug. On examination of
integumentary system, there were multiple
tense bullae mainly on the extremities and
trunk with some erosion, crusted lesions and
many hypopigmented healed patches. His
mucous membrane, nails and Thair
distribution were normal. No other systemic
abnormalities were found. Nickolsky sign
and bullae spreading sign were both negative.
Clinically the boy was diagnosed as a case of
infantile bullous pemphigoid. With those
blisters patients was consulted with several
physicians and had taken different courses of
oral and topical antibiotics and anti scabetics
but there was no response. The patient was
vaccinated as per EPI schedule. There was no
history of vesiculo-bullous type of lesion in
any step of his vaccination schedule. The
patient hospitalized for further
evaluation and proper management. After
confirmation of infantile BP the patient was
treated with oral prednisolone 1mg/kg body
weight and oral antihistamine and the
condition was improving clinically.

was

Clinical diagnosis: Infantile bullous pemphigoid

Tzanck test procedure and findings:

: Prof. Debatosh Paul: With consent of parent

and using proper aseptic measures Tzanck

smear was taken in a cleaned glass slide from
a fresh intact bullae (showed in picture). Two
smears were taken in two slides from scraped
material at the base of the bullae. The slides
were sent to the department of Laboratory
Medicine for examination. The slides were
dried properly and stained with Giemsa and
examined under light microscope. There were
many eosinophils detected in both slides.
There was no acantholytic keratinocyte and
no other type of blood cell was found. So the
Tzanck test report was in favor of bullous
pemphigoid.

Figure - 1: A tense bullae on knee joint
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Figure - 2: Eosinophil in Tzanck smear

Tzanck test diagnosis: Bullous pemphigoid

Discussion

Differential diagnosis:
Chronic bullous disease of childhood (CBDC)

Chronic bullous disease of childhood is the most commonly
occurring acquired autoimmune bullous disease in children.
The age of onset of CBDC is 2-5 years and appearance of
bullae in perigenital area, more chance of oral involvement
and presents as a “cluster of jewel” pattern that clinically
make it different from bullous pemphigoid and dermatitis
herpetiformis. The course of CBDC is recurrent and relapsing.
It is well responsive with dapsone therapy and usually
remission occurs within puberty. Histopathology and direct
immunofluroscent (DIF) test is requires to confirm the
diseases.!2?

Dermatitis Herpetiformis (DH):

herpetiformis (DH) is a pruritic
vesiculobullous disease associated with gluten-sensitive
enteropathy. DH is presented as chronic and recurrent
intensely pruritic symmetrically distributed polymorphic skin
lesions preferably on extensor parts of extremities, back and
buttocks. The features of gluten sensitivity in childhood
include persistent diarrhea, failure to thrive, abdominal pain,
and vomiting and other signs of malabsorption. Lesional skin
biopsy for histopathology and perilesional skin biopsy for
direct immunofluroscent (DIF) study is the confirmatory test
for DH. Some serological test like IgG-anti gliadin, IgA-tissue
transglutaminase (anti-tTGase) and IgA anti endomysial
antibody can substantiate the diagnosis. Small intestinal
villous atrophy and duodenitis are the fndings of celiac
disease in endoscopic biopsy. Presence of neutrophil in tzanck

Dermatitis chronic

smear is pathognomic diagnostic feature. DH is different from
BP and CBDC by its clinical presentation, serological test and
DIF.456

Epidermolysis bullosa:

Epidermolysis bullosa (EB) is a group of inherited bullous
disease characterized by skin fragility and mucocutaneous
blister formation. Onset of disease manifestation is usually at
birth and inducible by minimal trauma. The phenotypic
spectrum of EB is broad, from mild skin fragility to severe
extracutaneous involvement with various morbidity and
mortality. Over 30 subtypes of EB are categorized into four
major types based on the level of splitting within the skin and
with genetic abnormality: EB simplex, junctional EB,
dystrophic EB and Kindler EB. Genetic mutations in 16
different genes specially the genes encoding keratin 5 and or
14 have been found in EB, that proteins have key role in
cellular integrity and adhesion. EB differs from BP and DH
clinically by its early onset of nonpruritic flaccid and tense
bulleae with extra cutaneous manifestation. Histopathological
study can determine the level of skin cleavage but no findings
in DIF and in Tzanck test. Genetic analysis and electron
microscopy is required to confirm EB with particular types.
There is no curative treatment of EB. Wound care and
minimization of trauma and infection is the way of
management.”8

Hematological, Histopathological and DIF findings:

Prof. Debatosh Paul: Eosinophil count was higher than
normal range in venous blood of the patient. Biopsy of
lesional skin was showed there was subepidermal focal blister
and eosinophilic infiltration on upper dermis. That report
favors the clinical diagnosis and Tzanck test report BP. In
direct immunoflurescence (DIF) study of perilesional skin
there was linear deposition of C3 and IgG in dermoepidermal
junction. Therefore the diagnosis of bullous pemphigoid was
confirmed. In CBDC the DIF finding is linear deposition of
IgA at dermoepidermal junction so it was not a case of CBDC.
In DH granular deposition of IgA in dermal papilla is the
confirmatory findings of DIF so it was not a case of DH.

Final diagnosis of both the author:

Infantile bullous pemphigoid

Discussion

Bullous pemphigoid represents almost two third of all
subepidermal autoimmune bullous diseases. The yearly
incidence of BP is 2 5 to 42 8/million in a recent study.’ Infantile
bullous pemphigoid is a very rare variant of BP. The first case
report of infantile BP was published in 1977. From 1977 to 2013
only 81 cases was reported worldwide. In a study incidence of
infantile BP was found 2.36 per 100,000 in one year.!0
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The histopathological and immunopathological characte-
ristics of BP in adults and in infants are similar. However,
infantile BP such as
palmoplantar involvement, course of disease is benign, lower

some variations are found in

recurrence rate and prognosis is better than that of adult
type. 111213

Aim of our presentation was to describe a case of infantile
BP, a very rare variant of BP and brought Tzanck test to
light. Tzanck test is also known as cytodiagnosis that
depends on cytology of single cell. George Papanicolaou
was the pioneer of practicing the method of exfoliative
cytology. In dermatological diagnosis Arnault Tzanck
started the era of cytology in 1947 in pemphigus vulgaris
and herpes viral infections. Later this test was named as
Tzanck test or “Tzanck smear” and was using as a
diagnostic tool in dermatology. Tzanck test was proved
valuable in diagnosis and differentiation of autoimmune
bullous diseases, Stevens Jhonson syndrome SJS/TEN and

herpes virus infections.#15

Tzanck test is a rapid, inexpensive, non-invasive bed side test.
In case of bullous pemphigoid and other autoimmune bullous
diseases DIF test is the gold standard and confirmatory test
but it is expensive, time consuming and only available in few
specialized centers in Bangladesh. It is hard to afford and
reached to the center from outside of the capital city during
the COVID-19 pandemic. Bullous dermatoses like BP and
pemphigus vulgaris (PV) are the dermatological emergency
and in most of the time patients require early diagnosis and
treatment. Tzanck test can be an easier diagnostic aid in taking
decision for some patients in some life threatening conditions.
By Tzanck test pemphigus vulgaris (PV) can be diagnosed by
identifying the Tzanck cell, large rounded acantholytic
keratinocytes from the base of bullae and the test specificity is
almost 100% like DIF. In BP detection of eosinophil in Tzanck
smear showed 100% specificity in different studies. Thogh the
sensitivity Tzanck test is variable and investigator dependent
the results is comparable and to histopathology and DIF
study. In dermatitis herpetiformis presence of neutrophil in
bullae in Tzanck test the specificity of the report is 100%. The
presence of mite in Tzanck smear is diagnostic for bullous
scabies and presence of bacteria and neutrophil is specific

finding for bullous impetigo.1617/1819

Conclusion

Typical clinical features and presence of eosinophil in Tzanck
smear can be an aid to confirm the diagnosis of infantile BP
where the facility of histopathology and DIF test is
unavailable.
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