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Recurrent Cutaneous Eosinophilic Vasculitis Presenting as Annular Urticarial Plaques
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Sir,

Clinical and histological cutaneous necrotizing vasculitis
of dermal small vessels with an almost exclusively
eosinophilic infiltration and without any features of
the systemic disease has recently been described by Chen
et al. as recurrent cutaneous eosinophilic vasculitis
(RCEV) (1, 2). This disease is rare and only a few cases
have been reported (1-4). We here describe one more
case of RCEV presenting as annular urticarial plaques.

CASE REPORT

A 53-year-old Japanese woman presented with a 3-year
history of intensely pruritic eruptions without any other
systemic symptoms. Various antihistamines had been
tried without apparent benefit. She had no history of
allergic diseases such as asthma or allergic rhinitis.
Physical examination revealed pruritic, urticarial erythe-
matous plaques predominantly located on the extremi-
ties with frequent recurrence. The lesions were partly
fused and produced an annular arrangement in some
parts (Fig. 1). Each lesion lasted for about 10 days and
gradually disappeared resulting in brown pigmentation.
All the laboratory data were normal including periph-
eral blood eosinophil counts, erythrocyte sedimentation
rate, C-reactive protein, immunoglobulins A, M, G and
E, complement levels and tumour markers. Antinuclear
antibody, rheumatoid factor, and antibodies for hepa-
titis B and C viruses were negative. Systemic

Fig. 1. Urticarial erythematous plaques located on the thigh, showing
an annular arrangement in some areas.
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examination did not show any evidence of other diseases
including malignancies or connective tissue diseases. A
biopsy specimen was taken from an urticarial plaque on
the right thigh which had appeared 5 days before. It
disclosed the infiltration of many eosinophils and some
lymphocytes around the dermal small vessels and
destructive alteration of the vessels (Fig. 2). There was
margination of eosinophils in the vessel lumen and
infiltration into vessel walls. There were few neutrophils
and no leukocytoclasis. No deposit of immunoglobulins
was found by direct immunofluorescence study. The
patient was diagnosed as having RCEV and was initially
given 15 mg (0.3 mg/kg) of prednisolone daily with a
dramatic and immediate improvement in clinical symp-
toms. The dosage of prednisolone was gradually reduced
without any recurrence until a new lesion appeared 8
weeks later when she was taking 7.5 mg of prednisolone
daily. Then prednisolone was replaced by 0.75 mg of
betamethasone, and the eruptions disappeared. Since
then, this dosage has been needed to control the disease.

DISCUSSION

RCEV is a distinct entity characterized by necrotizing
vasculitis of small vessels of the skin with almost
exclusively eosinophilic infiltration and minimal or no
leukocytoclasis (1, 2). It presents with widespread
recurrent, pruritic, erythematous or purpuric papules
or plaques, or angioedema, and usually is associated
with peripheral blood eosinophilia (1, 2). Urticarial
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Fig. 23. Infiltration of many eosinophils and some lymphocytes
around the dermal small vessels and destructive change of the vessels
with margination of eosinophils in the vessel lumen and infiltration
into vessel walls (haematoxylin and eosin, x 200).
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plaques, palpable purpura and vesicular lesions were
also observed (1). The disease follows a benign chronic
course without evidence of systemic involvement includ-
ing allergic disorders, and responds promptly to
systemic steroid treatment, but skin lesions recur and
require maintenance doses for control of the disease (2).
No deposition of immunoglobulins along vessel walls
was found (1, 2).

Our case was diagnosed as RCEV because she had
necrotizing vasculitis infiltrated predominantly with
eosinophils and without leukocytoclasis, or any other
systemic involvement. Peripheral blood eosinophilia was
not detected in our case. RCEV wusually shows
peripheral blood eosinophilia (1, 2), but the eosinophil
count does not always parallel the severity of the disease
and some patients experience cutaneous eruptions
without peripheral blood eosinophilia (1). Indeed,
Chen et al. (2) did not include eosinophilia among the
essential components of this disease.

Histologically, hypereosinophilic syndrome (HES),
episodic angioedema with eosinophilia and Well’s
syndrome may show dermal eosinophilia with perivas-
cular eosinophilic infiltration, but necrotizing vasculitis
is absent (5-8). In addition, HES has visceral involve-
ment (5). Churg-Strauss syndrome shows vasculitis
infiltrated by ecosinophils; however, the affected small
dermal vessels in this syndrome reveal leukocytoclastic
vasculitis and extravascular granuloma is present (9).
Patients with Churg-Strauss syndrome usually have
asthma (9). Thus, these diseases could be ruled out in
our case. Urticaria presents interstitial dermal oedema
and may have perivascular and interstitial mixed cell
infiltrate with lymphocytes, eosinophils and neutrophils,
but does not show exclusively eosinophilic infiltration
(10). In urticaria, each lesion disappears within 24 h
(10). Late-phase urticaria (11, 12), in which urticarial
eruptions last longer than 24 h, shows perivascular
infiltration predominantly of eosinophils, but not
endothelial fibrinoid degeneration. Urticarial vasculitis
shows recurrent episodes of urticarial lesions which
persist for >1 day and resolve with purpura or
pigmentation (9). In urticarial vasculitis, the first cell
type that appears around the vessels is eosinophil.
Eosinophils begin to infiltrate after 3 h, followed by an
increase of neutrophils after 10 h and development of
leukocytoclastic vasculitis after 24 h (13, 14). In our
case, a biopsy was taken from the eruption which
appeared 5 days ecarlier, and revealed necrotizing
vasculitis without leukocytoclasis and infiltrated by
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many eosinophils and few neutrophils. Thus urticaria,
late-phase urticaria and urticarial vasculitis were ruled
out. Drug eruption also shows eosinophil infiltration
but our patient had not taken any drugs.

Our case presented an annular erythematous lesion
similar to a previous case (1). This suggests that annular
erythematous lesions are one of the clinical presen-
tations of RCEV.
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