- Letter to the Editor

Revisiting the “String of Pearls” Sign

Dear Editor,

The term “string of pearls” or “crown of jewels” appearance
denotes the presence of multiple tense vesicles and bullae
arranged circumferentially on an erythematous base. It
has been characteristically described in linear IgA bullous
dermatosis (LABD) in children and adults. Standard
dermatology textbooks don’t mention the association of this
finding with other autoimmune bullous diseases.!'! Here, we
describe two cases of bullous pemphigoid (BP) in adults
which showed a string of pearl appearance.

Case 1: A 72-year-old female presented with a history of
generalized itching and wheals followed by blistering for
one month. Cutaneous examination revealed multiple tense
bullae arranged in an annular pattern on the erythematous
base, predominantly over the trunk and extremities.

Case 2: A 56-year-old male presented with a pruritic rash
and blisters over his trunk and extremities for one month.
Cutaneous examination revealed multiple erythematous
annular plaques with tense bullae arranged peripherally,
over the trunk and extremities [Figure 1]. Mucous
membranes were spared in both.

Direct immunofluorescence (DIF) microscopy in both
cases showed linear staining of the basement membrane
zone (BMZ) with IgG and C3 [Figure 2]. Indirect

Figure 1: Multiple vesicles and bullae of varying sizes arranged in an annular
pattern over erythematous base over the lower abdomen
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immunofluorescence (IIF) on salt-split skin showed band
localizing to the epidermal side of the split (‘roof” pattern),
thus confirming the diagnosis of BP [Figure 3].

Bullous pemphigoid (BP) is a subepidermal autoimmune
bullous disorder (AIBD) that is usually seen in the
elderly. It is characterized by the presence of tense
blisters predominantly on the flexures and lower
abdomen. Various atypical forms have been described in
the literature; the presence of a ‘string of pearl’ or ‘crown
of jewel’ appearance, a characteristic feature of LABD,
has rarely been reported in association with BP.I'?! Direct
immunofluorescence (DIF) microscopy is considered the
gold standard test in the diagnostic armamentarium of
AIBD and helps to distinguish BP from LABD.

Linear staining of BMZ with IgA is characteristic of
LABD, whilst in BP it is seen with IgG and C3.0 Based
on the clinical findings, a diagnosis of LABD was made;
however, DIF and IIF microscopy helped us to confirm the
diagnosis of BP.

Ar¢s et al. have reported an unusual case of annular BP
in a 50-year-old adult in whom a diagnosis of LABD
and pemphigus herpetiformis was considered initially but
finally, immunopathology helped to arrive at the correct
diagnosis.”! A similar string of pearls appearance has also
been described in a case of infantile BP..') Subepidermal
AIBDs exhibit overlapping clinical features and an
attempt should be made in every case to arrive at the
final diagnosis based on the DIF and serological tests.
An accurate diagnosis is important in the management of
these cases; while BP can be managed with topical or oral
corticosteroids and tetracyclines, the treatment of choice
for LABD is dapsone.!

Figure 2: Directimmunofluorescence showing linear basement membrane
zone staining with C3 (20x)
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Figure 3: Salt split method showing linear basement membrane staining
on epidermal side of split with IgG (20x)

To conclude, we would like to emphasize with a report
that the “string of pearls” sign in adult AIBD is not
characteristic of LABD and may occasionally be seen
in BP. A final diagnosis of AIBD should not be made
based on this sign alone and findings of immunological
and serological tests should be taken into consideration.
Knowledge of this unusual presentation will aid the
clinician in the prompt diagnosis and initiation of
appropriate treatment.
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