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Vesicular prurigo pigmentosa with

mucosal involvement
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ABSTRACT:

ARIYATANASUPORN N, NIUMPRADIT N, NAKAKES A. VESICULAR PRURIGO PIGMENTOSA WITH
MUCOSAL INVOLVEMENT. THAI J DERMATOL 2013; 29: 232-235.
DIVISION OF DERMATOLOGY, PHRAMONGKUTKLAO HOSPITAL, BANGKOK, THAILAND.

Prurigo pigmentosa (PP) is a rare inflammatory skin disease of distinct entity, characterized by sudden onset,
symmetrical, pruritic erythematous papules, usually distributed over the trunk and nape of neck. The resolutions usually
leave reticulated hyperpigmentation. PP were mostly reported from Japan, with only few non-Japanese cases. We report a
case of Thai male with vesicular PP, a very rare pattern of PP. Our patient also had oral involvement, which has never
been reported in PP.
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Introduction

Prurigo pigmentosa (PP) is a rare inflammatory skin
disease, characterized by sudden onset, symmetrical,
pruritic erythematous papules, distributed over the trunk
and nape of neck, healed with reticulated
hyperpigmentation.1 Vesicular or bullous lesions are
very rare. We report a case of vesicular PP who also had

oral involvement, which has never been reported.

Figure 1 (a) Clinical presentation with vesicular lesions
(b) Lesions healed with reticulate hyperpigmentation

predominantly on the upper chest.

Case report

A 21 year-old healthy man presented with very
itchy erythematous papules with small vesicles in the
center and at the periphery, distributed symmetrically
on mid upper chest (Figure 1a), upper back, chin, neck
and concha areas of both ears for one month. A few
small ulcers on erythematous base were found on the
buccal mucosa with superficial erosions on the lower lip
(Figure 2). Tzanck’s smear of the vesicles and oral
ulcers showed no acantholytic cells. Skin biopsy from
the vesicles revealed subepidermal separation with
numerous necrotic keratinocytes and dense band-like
lymphocytic infiltration (Figure 3). Biopsy from oral
ulcer was non-specific. Direct immunofluorescent
examination was negative. Laboratory investigation
including fasting plasma glucose, HbAlc, autoantibody
profiles (ANA, anti-ds DNA) and viral profiles (EBV,
CMV and HSV) were unremarkable. Treatment with
topical  corticosteroid and  antihistamine = were
ineffective. New vesicles appeared while the older
lesions showed necrotic crusts and healed with
reticulated brownish hyperpigmentation (Figure 1b).
Vesicular prurigo pigmentosa was diagnosed and
doxycycline 100 mg twice daily was prescribed. After a

few days, all lesions and oral ulcers were resolved.
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However, relapse occurred after one month prompting

the restart of doxycycline.

Figure 2 Few superficial ulcers on erythematous base

on the oral mucosa

Figure 3 Histopathology of the vesicular lesion
revealed subepidermal separation with numerous
necrotic keratinocytes and dense band-like lymphocytic

infiltrations (haematoxylin and eosin stain, x40)

Discussion:

Only a few cases of vesicular form of PP have been
reported, mostly from Japan.z_6 The pathogenesis of PP
is unknown. The exogenous triggering factors are
sunlight, sweating, friction, contact allergens while the
endogenous factors include ketosis, fasting, dieting,
diabetes mellitus, and pregnancy.7-9 Diabetes mellitus
and ketonuria were particularly associated with bullous
PP.’

Histopathology of PP is rather non-specific. Boer et
al. proposed that superficial perivascular and interstitial
neutrophil infiltrations with epidermal spongiosis,
ballooning and necrotic keratinocytes were found in
early lesions. In fully developed lesions, eosinophils
and lymphocytes subsequently predominated in the
dermis. The late lesion showed hyperplastic epidermis
with parakeratosis and hyperpigmentation along with
melanophages in the upper dermis. Direct
immunofluorescence was constantly nega‘cive.%9 In the
vesicular form, intraepidermal or subepidermal
separation with necrotic keratinocytes was observed.
Dense, band-like lymphohistiocytic infiltration should
also be seen along the dermo-epidermal junction.5

In our case, early lesions consisted of very itchy
erythematous papules with vesicles. Our differential
diagnoses included dermatitis herpetiformis, pemphigus
herpetiformis and linear IgA bullous dermatosis. All of
these diseases were ruled out by clinical and
histopathological findings. Erythema multiforme (EM)

was also included in the histopathological differential
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diagnosis but there was no target lesion. Our
histological sections were compatible with the severe
form of PP. Laboratory investigations showed no other
associated diseases. Interestingly, oral mucosal
involvement has never been mentioned in any previous
reports.

Generally, minocycline is the treatment of choice
for PP with dramatic response.10 Other systemic agents
include dapsone, sulfamethoxazole, potassium iodide,
and doxycycline.11 Topical and systemic corticosteroids
render modest benefit. Regarding the bullous form of
PP, minocycline was effective.” One report showed a
good response of vesicular PP to isotretinoin but the
patient experienced clinical flare after discontinuation
of the drug.4
Conclusions

We reported the first case of vesicular PP in

Thailand with a good response to doxycycline. This

case also had unusual oral involvement which has never
been reported.
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