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Sweet Syndrome Associated With New-Onset Systemic Lupus
Erythematosus in a 25-Year-Old Man

Neil F. Fernandes, MD, Leslie Castelo-Soccio, MD, PhD, Ellen J. Kim, MD, and Victoria P.
Werth, MD

Sweet syndrome (SS) is a reactive neutrophilic process characterized by tender, erythematous
papules and plaques, fever, and leukocytosis and is associated with underlying infections,
inflammatory diseases, and malignant neoplasms. To our knowledge, only 2 cases of SS
associated with new-onset systemic lupus erythematosus (SLE) have been reported—one in
an adult woman and the other in a 14-year-old girl.1:2 We report the first case in an adult man.

Report of a Case

A 25-year-old previously healthy man was admitted for intermittent fevers (temperature
readings to 39.4°C), arthralgias, chest pain, and eruption. He reported 7 months of malaise and
a previous admission for chest pain during which a chest computed tomographic (CT) scan
revealed bilateral axillary lymphadenopathy. A dermatologist was consulted to evaluate a
malar eruption and multiple, red, tender plaques with central vesiculopustules (Figure 1). The
patient denied taking any new medications prior to the onset of his eruption.

Initial blood testing showed leukopenia with neutrophilia and lymphopenia, an elevated
erythrocyte sedimentation rate and C-reactive protein level, and negative findings for enzyme-
linked immunosorbent assay for human immunodeficiency virus. A biopsy specimen of 1 of
the tender skin lesions demonstrated a dense dermal neutrophilic infiltrate without evidence
of infection (Figure 2). Urinalysis showed proteinuria. Results of testing for the following
antibodies were positive: antinuclear (titer, 1:5120; pattern, speckled), anti-double-stranded
DNA (5200 1U/mL), anti-Smith, antiscleroderma-70, antiribonucleoprotein, and
antineutrophil cytoplasmic (serine PR-3 antibody, 26 U). A CT scan of the chest and an
electrocardiogram confirmed pericarditis as the cause of chest pain. A lymph node biopsy
specimen showed reactive hyperplasia with no evidence of malignant neoplasm. Together,
these results and the patient’s symptoms suggested a diagnosis of both SLE and SS.

Comment

To our knowledge, Hou et al® reported the first case of SS in association with new-onset SLE
in 2005. Seven other reports show SS in association with drug-induced lupus (n=3), subacute
cutaneous lupus erythematosus (n=1), and pediatric lupus (n=3).2:3 The association of SS and
SLE is rare. Sweet syndrome and SLE individually are uncommon in men: SS occurs 4 times
more frequently in women than in men, and 90% of patients with lupus are women.4:5 Our

patient manifested both major and all 4 minor criteria for SS and 7 of the 11 criteria for SLE
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(malar eruption, arthritis, persistent proteinuria, leucopenia, and positive findings for anti—
double-stranded DNA, antinuclear, and anti-Smith antibodies).®

After initial treatment with systemic prednisone, our patient’s lesions and symptoms improved.
Two months after diagnosis, his condition was stable under treatment with prednisone and
mycophenolate mofetil. The present report of an adult man with concurrent SS and new-onset
SLE reminds clinicians that this phenomenon, albeit rare, should always be considered, given
suggestive clinical and laboratory signs and symptoms.
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Figure 1.
Photograph of 1 tender erythematous plaque with a central pustule located on the anterior thigh.
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Figure 2.
Histopathologic images from our case. A, Low-power hematoxylin-eosin—stained specimen of

a skin lesion showing peripheral epidermal blister formation and a dense dermal infiltrate with
leukocytoclasia but no evidence of vasculitis (original magnification x40). B, High-power
hematoxylin-eosin—stained specimen reveals an infiltrate composed largely of neutrophils
(original magnification x400). Findings under Gram, Grocott, and acid-fast bacilli stains were
all negative.
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