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Case Report

Wells Syndrome: A Rare Recurrent Eosinophilic Dermatosis
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Abstract

Wells syndrome, a rare eosinophilic cutaneous disorder, also called eosinophilic cellulitis, exhibits significant clinical
heterogenicity. It typically presents as erythematous infiltrated plaques, primarily on the extremities. Initially, these lesions often
exhibit similarities to erysipelas or cellulitis but do not respond to antimicrobial therapy. Contribution of IL-5, abnormal Th2
cells, and activated eosinophilic granulocytes suggests a nonspecific hypersensitivity reaction to exogenous or endogenous
stimuli. Wells syndrome is a diagnosis of exclusion that can be recognised by its clinical course, and histological findings.
Corticosteroids are the mainstay treatment, helps alleviate the ongoing, relapsing pattern. \We are reporting a case of 50 years old
male presented to us with complaint of itchy red raised lesions that has recurrent course. On physical examination, multiple
erythematous plaques were identified over bilateral lower limb. Skin biopsy specimen was sent for histopathological
examination which showed eosinophilic infiltration around peri-appendageal structures confirming the diagnosis of Wells
syndrome. It is a rare, relapsing skin disorder of unknown cause which is difficult to diagnose specially on first episode. For mild
cases, topical corticosteroids are often sufficient. However, in most of the cases, oral steroids show rapid resolution. Gradual
reducing dosage of corticosteroids across a month is usually easily tolerated by the patients whereas low maintenance dose with
corticosteroids helps in preventing recurrences.
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1. Introduction

Wells syndrome (Eosinophilic cellulitis) is a rare inflam-
matory skin condition characterized by recurrent, itchy and
inflamed skin lesions that may resemble infections like cel-
lulitis or erysipelas. Wells published it firstly in 1971 as "re-
current granulomatous dermatitis with eosinophilia” [1]. The
disease typically presents with a sudden onset of one or more
pruritic, erythematous plaques, most commonly affecting the
extremities and resembling infectious cellulitis. However, the

clinical presentation can be diverse, with different lesions
morphologies appearing simultaneously in the same patients.
Lesions may be localized or widespread, commonly occurring
on the trunk and limbs but also affecting the face, eyelids, ear,
scalp, axillae and groin [2].

Wells syndrome predominantly occurs in adults; however,
it can affect individual of all ages, with peak incidence oc-
curring in the second and third decades of life [3, 4]. Eosin-
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ophilic cellulitis (EC) shows no sex predilection in adults,
though a male predominance has been reported in children [5].
There is no known association with any specific race or eth-
nicity. The pathogenesis of Wells syndrome remains unclear
and is likely a reactive process triggered by various stimuli
rather than a condition with a single definitive cause. It may
involve a delayed-type (Type IV) hypersensitivity reaction,
similar to allergic contact dermatitis [6, 7]. Eosinophil
degranulation leads to the release of eosinophil cationic and
major basic protein, which exert a harmful effect on tissue and
further stimulating the activation of other immune cells [8, 9].

In histopathology, it may show presence of dermal edema,
flame figures and marked dermal eosinophilic infiltrates.
Flame figures consist of eosinophil major basic protein which
surrounding collagen fibers [10]. An inflammatory infiltrate
may also be present in superficial and deep, perivascular
region. However, histopathological findings vary depending
on the timing of the biopsy. The exact nature of Wells syn-
drome remains debated, with some experts considering it a
distinct disorder characterized by a unique combination of
clinical and histopathological features. However, many of its
clinical and histological characteristics are not entirely spe-
cific [11, 12].

2. Clinical Case

A 50 years old male presented with multiple erythematous,
edematous plaques on bilateral lower limb for last 10 days.
The plaques were pinkish-red in color initially, that gradually
became violaceous and resolved within 2 weeks, resulting
slight hyperpigmentation. The differential diagnosis consid-
ered included bacterial cellulitis, insect bite hypersensitivity,
and Wells syndrome. Past history disclosed multiple (10 to 12)
similar episodes over last 20 months. Laboratory investiga-
tions, including total leukocyte count and hemoglobin, were
within normal limits. The absolute eosinophil count was
450-cellssmm?® (reference range: 40-440 cells/mm?). Histo-
pathological examination revealed moderately dense superfi-
cial and deep perivascular, as well as peri-appendageal infil-
trate composed of eosinophils and lymphocytes. Several eo-
sinophils were scattered in interstitium of reticular dermis and
around deep vascular plexus. Based on clinical presentations
and histopathological findings, diagnosis of Wells syndrome
was made and patient was prescribed low dose oral steroid
along with topical corticosteroid. The patient responded well
to therapy over 2 weeks, with most lesions resolving and no
new lesions developing. A tapering dose of oral steroid was
prescribed for the continued course.

3. Discussion

Wells syndrome is a rare skin disorder of uncertain origin,
characterized by a benign yet recurrent pattern. In previous
reports, patients presented with various morphology including
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large erythematous plaques, vesicles, bullae, papules, and
nodules [2]. Based on these findings, seven clinical subtypes
have been mentioned: plaque-type, papulovesicular, bullous,
annular granuloma-like, urticaria-like, fixed drug erup-
tion-like, and papulonodular [13]. Cutaneous lesions may
precede or occur simultaneously by itching and burning. They
are often warm to touch but generally non tender and do not
respond to antimicrobial treatment, unlike bacterial cellulitis
[2]. In most cases, lesions heal within 2 to 8 weeks without
leaving scars [14]. However, in some patients, the condition
may persist, with lesions lasting for several months. Even
after a full and prolonged remission, cutaneous lesions can
reappear in the same location.

Figure 1. Multiple erythematous, oedematous plaques involving
lower limb with hyperpigmentation on resolving area.
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Figure 2. H&E, x40 Histopathological examination revealed a
moderately dense superficial and deep perivascular, as well as pe-
ri-appendageal, infiltrate composed of eosinophils and lymphocytes.
Additionally, several eosinophils were interspersed throughout the
interstitium of reticular dermis and surrounding the deep vascular
plexus.
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Wells syndrome is considered as rare dermatological con-
dition that is often difficult to diagnose, with many cases
initially diagnosed inaccurately as bacterial cellulitis and
treated with antimicrobial therapy. The disease should be
assumed in patients with a clinical history of recurrent, pru-
ritic, and cellulitic plaques that are non-tender and unrespon-
sive to antimicrobial medication. A skin biopsy revealing
characteristics histopathological findings, such as eosino-
philic dermal infiltrate and flame figures, along with a com-
plete blood count showing absolute eosinophilia, supports the
clinical diagnosis. For further supporting the diagnosis, a
series of clinical and pathologic criteria (consist of Major and
minor criteria) has been proposed [12].

Due to the rarity of Wells syndrome, no consensus exists on
optimal management, as randomized controlled trials or large
prospective studies have not been conducted. Consequently,
the available evidence is primarily derived from case reports
and small case series [2, 15]. For localized disease, medium to
high potency topical corticosteroids are considered the
first-line treatment, particularly in children [2, 6]. In cases
where localized disease does not respond to topical cortico-
steroid or when the disease is generalized, a short course of
systemic corticosteroid, such as prednisolone (0.5 to 1 mg/kg
per day), may be administered for 5 to 7 days [2, 16]. Based
on response, the dose of corticosteroids can be tapered off
over two to three weeks.

Antihistamines are typically used as adjunctive therapy to
manage pruritus but do not impact the skin lesions [2, 17]. In
refractory or recurrent cases, other therapies that have been
used include dapsone, azathioprine, cyclosporine, colchicine,
minocycline, psoralen with ultraviolet A (PUVA) photother-
apy, mepolizumab, omalizumab and dupilumab [18-26].

4. Conclusion

Wells syndrome is considered as chronic disorder com-
prising of recurrent course. Corticosteroids remain corner-
stone treatment. Recurrence is a significant concern in both
adults and children, especially in patients with involvement of
multiple body areas and the spread of lesions beyond the
initially affected sites. All patients with Wells syndrome re-
quire clinical follow-up to monitor treatment response and
detect potential disease recurrence. Surveillance for the de-
velopment of haematological malignancy is particularly
recommended for individuals with chronic comorbidities or
those presenting with systemic symptoms.

Abbreviations

IL Interleukin
Th2 T helper 2
EC Eosinophilic Cellulitis
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