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Histiocytoid Sweet syndrome recalcitrant to
prednisone causing severe scarring
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INTRODUCTION

Acute febrile neutrophilic dermatosis or Sweet
syndrome was first described by Robert Sweet in
1964. Clinically, Sweet syndrome often presents with
fever and sudden onset of tender, erythematous,
edematous, cutaneous plaques and nodules.' More
than 50% of Sweet syndrome patients have an
identifiable associated disorder, with most such cases
associated with malignancy. Sweet syndrome is also
associated with inflammatory diseases, pregnancy,
and drug-induced etiologies. Histologically, Sweet
syndrome has a nodular and diffuse dermal infiltrate
of neutrophils with large amounts of papillary
dermal edema. A rare variant, histiocytoid Sweet
syndrome, shows mononuclear cells that appear like
histiocytes. However, the cells have been found to be
immature neutrophils.” We describe a case of histio-
cytoid Sweet syndrome that was difficult to control
with prednisone and resulted in significant scars. To
our knowledge, this was the first case reported of
histiocytoid Sweet syndrome causing such severe
scarring.

CASE REPORT

A 63-year-old woman presented with fever,
conjunctivitis, and a 1-week history of generalized
erythematous, edematous papules and plaques
(Fig 1). Her medical history was positive for rectal
cancer, which was treated with mitomycin C and 5-
fluorouracil and field radiation. Her treatment
ended 6 months before presentation without any
evidence of recurrence. The patient denied any
symptoms of upper respiratory infections or
arthritis, a history of connective tissue disease,
and recent travel. The patient also denied a history

Fig 1. Erythematous, edematous plaques and papules on
the abdomen.

of keloids or hypertrophic scarring. The patient did
not admit to picking, manipulating, or traumatizing
any of the sites to induce scar formation. Her
medications included sertraline and trimethoprim-
sulfamethoxazole for a urinary tract infection. The
urinary tract infection resolved, and the
trimethoprim-sulfamethoxazole was discontinued
3 days after presentation. Laboratory tests found
leukocytosis and neutrophilia. Complete blood
count showed a white blood cell count of
10.7 K/mm> (normal, 4.4-10.5) with 71% neutro-
phils (normal, 36%-70%) and 17% bands (normal,
0%-6%). A biopsy specimen was obtained from her
back, which revealed leukocytoclastic neutrophilic
and mononuclear infiltrates without vasculitis in
the dermis. Immunohistochemistry was positive
for CD43, CDG68, and myeloperoxidase. Because of
her lack of response to prednisone, a second
biopsy from the axilla was performed to confirm
the diagnosis of histiocytoid Sweet syndrome
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Fig 2. A, Leukocytoclastic neutrophilic and mononuclear infiltrates in the dermis. B,
Myeloperoxidase-positive mononuclear cells in the dermis. (A, Hematoxylin-eosin stain;
original magnification: X100. B, Myeloperoxidase stain; original magnification: X100.)

(Fig 2, A and B). The patient was started on 40 mg
prednisone daily. She took prednisone for
approximately 2 years with dosages ranging from
10 to 60 mg/d. She was recalcitrant to prednisone
therapy despite being on prednisone for 2 years
in conjunction with trials of multiple other
medications including topical steroids, dapsone,
indomethacin, azathioprine, cyclosporine, myco-
phenolate mofetil, and methotrexate. The patient’s
disease was eventually controlled on colchicine,
but severe hypertrophic scars developed on the
buttocks and lower extremities (Fig 3). Clinically,
the scars appeared to be keloidal. However, a
biopsy of a scar from the left buttock showed
hypertrophic scarring.

DISCUSSION

Sweet syndrome is in the category of neutrophilic
dermatoses. It is usually accompanied by fever,
neutrophilia, leukocytosis, and tender erythematous
papules, nodules, or plaques. The disease is
extremely responsive to systemic steroids. The dif-
ferential diagnoses include rheumatoid neutrophilic
dermatosis, bullous pyoderma gangrenosum,
neutrophilic eccrine hidradenitis, erythema multi-
forme, leukemia cutis, erythema elevatum diutinum,
and erythema nodosum (if lesions are only on the
lower extremities). The classic Sweet syndrome
pathology findings show a predominantly neutro-
philic dermal infiltrate without vasculitis.”

Histiocytoid Sweet syndrome is a rare variant that
presents with a clinical picture similar to that of
classic Sweet syndrome but is differentiated by its
pathology. Histiocytoid Sweet syndrome is charac-
terized by a predominate infiltrate of mononuclear
cells that have a histiocytic appearance and stain
positive for CD68 and myeloperoxidase. A variable
number of neutrophils may be present.’

Fig 3. Hypertrophic scarring on the medial proximal leg.

This patient was unusual in that the course of her
disease was persistent with new lesions over two
years despite adequate therapy with prednisone
during this time. According to the criteria of Su and
Liu,” one of the minor criteria of Sweet syndrome is
an excellent response to systemic corticosteroids.
The recommended normal dose is prednisone 0.5 to
1 mg/kg/d.” Sweet syndrome usually has an excel-
lent response to oral corticosteroids, as was
confirmed by a recent study that showed 100% of
patients had significant clinical improvement.’
Although unusual, there have been reports of cases
in which patients did not respond to systemic
corticosteroids.” Her case was also complicated by
numerous scars. Mild scarring has been reported
rarely in classic Sweet syndrome.”' Cutis laxa and
anetoderma have also been described.'"'* This is the
first patient, to our knowledge, reported to have
severe hypertrophic scar formation caused by his-
tiocytoid Sweet syndrome.
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