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Abstract

Background: Autoimmune vesiculobullous disorders are rare diseases that are characterized by blisters over skin and oral
erosions. An accurate diagnosis is achieved by clinical examination, pathological correlation, and immunofluorescence. In
resource-poor settings where immunofluorescence is not available, the diagnosis is made only with the available resources.

Aims and Objectives: To study the clinical and pathological features of autoimmune bullous disorders.

Materials and Methods: A total of 45 patients admitted to the Government Theni Medical College from 2005 to 2015 were
analyzed retrospectively. Detailed clinical examination, Tzanck smear, and histopathological examination of skin biopsy were
done for all patients. Immunofluorescence was not done due to lack of availability in our center.

Results: Out of 45 cases studied, 32 (71%) were pemphigus, 10 (22.22%) belonged to bullous pemphigoid group, 2 (4.44%)
were chronic bullous dermatosis of childhood, one case (2.2%) was a bullous systemic lupus erythematosus. Out of 45 patients,
31 patients (68.8%) were in the age group of 41-60 years, 6 patients (13.33%) in the range of 21-40 years, 5 patients (11.11%)
in the age range above 60 years, and 3 patients (6.66%) below 20 years. Out of 45 patients, 17 (37.77%) were males and
28 (62.22%) were females. All the bullous disorders showed a female preponderance. The clinical spectrum was consistent in
all patients enrolled (100%) Tzanck smear was consistent in 95.5% of patients. Histopathology was consistent in 100% of cases.

Conclusion: Thorough clinical examination, aided by Tzanck smear and histopathology was helpful in arriving at a diagnosis
of these vesiculobullous disorders in resource-poor center like ours where the gold standard immunofluorescence studies are
not available.
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INTRODUCTION formation. They are classified as epidermal and subepidermal.

To arrive at a diagnosis, complete clinical examination,
Autoimmune vesiculobullous disorders are a rare group  aided by Tzanck smear, histopathology of skin biopsy,
of disorders where auto antibodies are directed against  and immunofluorescence studies need to be done. But in
specialized structures essential for maintaining the integrity  resource-poor centers like ours diagnosis could be achieved
of skin leading to blister formation. Erosions involving skin only with the available investigations. The aim of the study
and mucous membranes depending on the level of blister was to analyze the clinical and histopathological features of

these disorders in our setup with the available resources.
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Thorough clinical examination was done for all patients.
Tzanck smear was done for all patients by deroofing an
early vesicle and making a smear on a glass slide and
staining with Leishman’s stain and examined under light
microscope. A skin biopsy taken from an early vesicle was
subjected to histopathological examination after staining
with eosin and hematoxylin.

All data regarding the patients’ age, sex, duration of disease,
reports of Tzanck smear, and histopathological findings
were documented.

RESULTS

Out of 45 cases studied, 32 (71.1%) belonged to
pemphigus group. 10 cases (22.2%) belonged to bullous
pemphigoid Group 2 patients (4.4%) belonged to
chronic bullous dermatosis of childhood (CBDC) group
and one patient (2.2%) was a bullous systemic lupus
erythematosus (SLE) (Table 1).

Out of 32 cases of pemphigus, 28 were pemphigus vulgaris
and 4 were pemphigus foliaceus. Predominant age group
affected was 51-60 (16 patients) followed by 15 patients in
the age group of 41-50. Youngest age incidence was seen
in 3 patients in the range 0-10. The highest age range was
seen in 5 patients in the ranges 61-70 years (Table 2).

Out of 45 cases, 28 were females (62.14%) and 17 (37.6%)
were males (Figure 1) female predominance was seen in all
the bullors disorders noted.

The clinical diagnosis could be arrived in all pemphigus
patients with flaccid blisters and erosions, a positive

Table 1: Bullous disorders prevalence

Bullous disorder Number of cases (%)

Pemphigus vulgaris 28 (62.2)
Pemphigus foliaceus 4 (8.8)
Bullous pemphigoid 10 (22.22)
CBDC 2 (4.44)
Bullous SLE 1(2.2)
Total 45

CBDC: Chronic bullous dermatosis of childhood, SLE: Systemic lupus erythematosus

Table 2: Age wise statistics of bullous disorders

Type 0-10 11-20 21-30 31-40 41-50 51-60 61-70 Total
Pemphigus 0 0 4 2 13 10 3 32
Bullous 0 0 0 0 2 6 2 10
Pemphigoid

CBDC 2 0 0 0 0 0 0 2

Bullous SLE 1 0 0 0 0 0 0 1

Total 45

CBDC: Chronic bullous dermatosis of childhood, SLE: Systemic lupus erythematosus

Nickolsky sign in pemphigus vulgaris and no mucosal
involvement in pemphigus foliaceus (Figure 2).

All bullous pemphigoid patients showed tense blisters and
erosions over trunk and extremities. Mucosal erosions were
seen in only 4 out of 10 patients (Figure 3). Both cases of
CBDC showed, tense blisters with few lesions showing
“cluster of jewels” appearance (Figure 4). No mucosal
involvement was seen in both cases. Bullous SLE showed
tense blisters over extremities and with other cutaneous
and lab findings diagnostic of SLE.
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Figure 1: Sex wise distribution

Figure 2: Flaccid blisters and erosions in pemphigus

Figure 3: Tense blisters in bullous pemphoid
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Tzanck smear was consistent in all cases of pemphigus
with predominant acantholytic cells. 8 patients with bullous
pemphigoid showed eosinophils in the smear and 2 patients
showed mixed inflammatory cells. Two cases of CBDC
and one case of SLE showed predominant neutrophils in
the smear (Figure 5).

Histopathology of all pemphigus vulgaris showed
suprabasal bulla with acantholytic cells in the bulla cavity
and pemphigus foliaceus showed subcorneal bulla with
acantholytic cells.

A biopsy was consistent with all cases of bullous
pemphigoid with subepidermal cleavage with predominant
eosinophils.

CBDC and bullous SLE showed subepidermal bulla cavity

with predominant neutrophils (Figure 5).

DISCUSSION

Autoimmune vesiculobullous disorders are characterized
by antibody mediated destruction of structures essential
for maintaining the integrity of skin leading to blisters and

Figure 4: Chronic bullous dermatosis of childhood with “cluster
of jewels appearance”
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Figure 5: Clinical and histopathological correlation. CBDC:
Chronic bullous dermatosis of childhood, SLE: Systemic lupus
erythematosus

erosions over skin and mucosa. They are categorized into
epiderrmal and subepidermal blistering disorders.

Epidermal disorders include pemphigus vulgaris and
pemphigus foliaceus. Subepidermal disorders include
bullous pemphigoid, cicatriceal pemphigoid, linear
immunoglobulin A dermatosis, lichen planus pemphigoides,
dermatitis herpetiformis, epidermolysis bullosa acquisita,
and bullous SLE.

Thorough clinical examination aided by light microscopy
and immunofluorescence would help us to make a definitive
diagnosis of these bullous disorders.

Although immunofluorescence is considered as the gold
standard, in resource poor settings where this facility could
not be availed even in private labs diagnosis is based on the
clinical and light microscopic findings only.

In our present study, pemphigus was the predominant
bullous disorder in which pemphigus vulgaris was the
most common. This was comparable with studies by
Stinath ez al,! Arya et al.,? Huda and Afsar,® Zaraa ef al.,!
Daneshpazhooh ¢f al.,’ and Micali ez al

Predominant age group for pemphigus was noted in the
range 41-60 which was comparable with other studies.'

Pemphigus and all other blistering disorders showed
a higher incidence in females (62.14%) which was
contradictory to studies by Stinath ¢f a/' and Arya ez al?

Bullous pemphigoid was the predominant subepidernal
disorder noted and was comparable with other studies.™

Predominant age group of bullous pemphigoid was
between 41 and 70, with majority of patients presenting in
the age group of 51-60. This was contradictory to studies
by Stinath e al.,'! Wong and Chua,® Bastuji-Gatin e# al.,’
and Jung ¢t al'’

All cases of pemphigus vulgaris (100%) showed suprabasal
bulla and acantholytic cells on histopathology and all
pemphigus foliaceus case showed subcorneal bulla which
was comparable with studies by Stinath 7 a/!

Biopsy findings was consistent in all cases of CBDC and
bullous SLE which was comparable with Srinath e7 a/.'

CONCLUSION

Although immunofluorescence was mandatory for
definitive diagnosis of autoimmune bullous disorders, in
resource poor settings where this facility is not available,
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diagnosis could be arrived only with the available
investigations.
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