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INTRODUCTION

Neutrophilic infiltrates in the setting of systemic
lupus erythematosus (SLE) are commonly associated
with bullous or vasculitic disease. Recently, an
increasing number of reports describe a nonbullous,
nonvasculitic SLE-associated neutrophilic derma-
tosis. Prior cases of SLE-associated neutrophilic
dermatosis describe an urticarial eruption involving
the trunk and extremities. Here we report the case of
a 27-year-old woman with SLE-associated neutro-
philic dermatosis with palmoplantar involvement,
thus, expanding the clinical spectrum of this disease.
Neutrophilic dermatosis may represent the initial
cutaneous manifestation of systemic disease in one-
third of patients. Thus, prompt recognition of this
distinct cutaneous entity should promote screening
for SLE.

CASE REPORT

A 27-year-old woman with a 9-month history of SLE
was admitted to the hospital with 4 days of worsening
pleuritic chest pain, dyspnea, and arthralgias. She also
had a 1-day history of a burning, annular eruption on
her trunk, palms, and soles. Upon admission, the
patient was found to have recurrent pericardial and
bilateral pleural effusions in the setting of an acute SLE
flare. Although complete blood count and basic
metabolic panel were unremarkable, the patient’s
anti—double-stranded DNA antibody was 266 1U/
mL, C3 was 41.4 mg/dL (laboratory-specific reference
range, 90—180 mg/dL), and C4 was 6.62 mg/dL
(laboratory-specific reference range, 10—40 mg/dL).

Abbreviations used:

BMZ: basement membrane

DEJ:  dermoepidermal junction
DIF:  direct immunofluorescence
LE: lupus erythematosus

SLE:  systemic lupus erythematosus

From prior workup of SLE, antinuclear antibody was
1:640 with speckled pattern and was anti-Smith
antibody positive and antiribonucleoprotein antibody
positive. Anti—SS-A antibody was 7.3 (normal <0.9
antibody index) and anti—SS-B antibody was 0.6
(normal <0.9 antibody index). Erythrocyte sedimen-
tation rate was 45 mm/h.

On physical examination, the patient had blanch-
able, erythematous macules and annular, urticarial
papules and plaques bilaterally distributed on the
palmoplantar surfaces (Fig 1). Additionally, there
were faint, blanchable, erythematous macules on the
chest and back. Shave biopsy findings of the left
plantar surface showed neutrophils aligned along the
dermoepidermal junction (DEJ) associated with
vacuolar alteration and rare dyskeratosis (Fig 2).
There was also a superficial, perivascular, and
interstitial predominantly neutrophilic infiltrate with
lymphocytes and leukocytoclasia, without vasculitis
or a significant increase in dermal mucin (Fig 3).

At the time of presentation, the patient was taking
hydroxychloroquine (200 mg twice daily), predni-
sone (50 mg/d), omeprazole, atovaquone, and
cholecalciferol. She was treated with intravenous
methylprednisolone and underwent a thoracentesis
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Fig 1. SLE-associated neutrophilic dermatosis. Erythema-
tous macules and annular, urticarial papules and plaques
bilaterally distributed on the palmar surfaces.

Fig 2. Acral skin with neutrophils aligned along the DEJ
associated with vacuolar alteration and rare dyskeratosis.
(Hematoxylin-eosin stain.)

with improvement in respiratory status and resolu-
tion of chest pain. Palmoplantar surfaces were
treated with clobetasol ointment twice daily with
only modest improvement; however, shortly after an
increase in systemic glucocorticoids and the initia-
tion of mycophenolate mofetil, the eruption sub-
sided. At 5-month follow-up, the patient remained
free of the cutaneous eruption while maintained on
hydroxychloroquine (200 mg twice daily) and my-
cophenolate mofetil (1500 mg twice daily).
Methylprednisolone had been tapered down to
10 mg daily.

DISCUSSION

Ackerman was among the first to consider SLE in
the histologic differential diagnosis of nonbullous,
nonvasculitic neutrophilic inflammatory derma-
tosis."” He described the presence of neutrophils
and neutrophilic dust immediately beneath the
epidermis of an interface dermatitis and postulated
that these histopathologic features may represent a
“muted” expression of bullous SLE.” The first clinical
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Fig 3. Neutrophil-medicated vacuolar alteration along the
DEJ with a necrotic keratinocyte. There is also a perivas-
cular and interstitial neutrophilic infiltrate with leukocyto-
clasia in the absence of vasculitis. (Hematoxylin-eosin
stain.)

case of SLE associated with a Sweet’s syndrome—like
dermatosis was reported in 1985.7 Since then, close
to 50 cases of SLE-associated neutrophilic dermatosis
distinct from Sweet’s syndrome, pyoderma gangre-
nosum, and bullous lupus erythematosus (LE) have
been reported.”

The literature on neutrophil-dominant manifesta-
tions of SLE is fraught with confusion, in part because of
the overlap in terminology. A variety of terms have
been used to describe nonbullous, nonvasculitic,
neutrophilic dermatosis and include nonbullous
neutrophilic dermatosis, nonbullous neutrophilic LE,
Sweet’s syndrome—like neutrophilic dermatosis, and
SLE-associated neutrophilic dermatosis. However,
reproducible clinical and histopathologic reports
confirm that SLE-associated neutrophilic dermatosis
represents a distinct entity that is closely associated
with and may herald the development of systemic
disease.”® Clinical and histopathologic differential
diagnoses of SLE-associated neutrophilic dermatosis
are vast (Table 1.7’ Although there are no
known prognostic or therapeutic differences for
SLE-associated neutrophilic dermatosis, recognition of
this distinct cutaneous entity should prompt screening
for SLE.

The cutaneous findings of SLE-associated neutro-
philic dermatosis include erythematous papules and
plaques, many of which are described as urticarial and
some of which have an annular morphology, most
commonly involving the trunk and extremities, and
without bulla formation or mucosal involvement.

Histopathologic features include an interstitial
and perivascular predominantly neutrophilic infil-
trate with leukocytoclasia and variable vacuolar
alteration along the DEJ, without the presence of
vasculitis or bullae.” The degree of neutrophilic
infiltrate varies from paucicellular to cell rich
Sweet’s syndrome like, which suggests a spectrum
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