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e S e A 62-year-old woman presented with a tender

diffuse eruption of erythematous and edematous
papules.and plaques on the face, neck, chest, and
extremities, some appearing vesiculopustular.

BLIYI LA THE BEST DIAGNOSIS IS:
Mo 4 a. bullous tinea corporis
; o b. perniosis
c. polymorphous light eruption
d. Sweet syndrome

e. Wells syndrome
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THE DIAGNOSIS:
Sweet Syndrome

weet syndrome, alternatively known as acute febrile

neutrophilic dermatosis, typically presents with

variably tender, erythematous papules, plaques, or
nodules in middle-aged adults.! Systemic symptoms such
as fever, fatigue, and arthralgia often accompany these
cutaneous findings."? Although the pathophysiology has
not been fully elucidated, this syndrome frequently is
associated with infections, especially upper respiratory
illnesses; medications; and malignancies. Among cases
of malignancy-associated Sweet syndrome, hematologic
malignancies, particularly acute myeloid leukemia and
myelodysplastic syndrome, are more common than solid
organ malignancies."? Sweet syndrome may precede the
associated malignancy by several months; thus, patients
without an identifiable trigger for Sweet syndrome should
be closely followed.? Treatment with systemic steroids
typically is effective."® Typical histologic features include
papillary dermal edema and a brisk neutrophilic infiltrate
in the superficial to mid dermis (quiz image).* Overlying
epidermal spongiosis with or without vesiculation also
can be seen.* Leukocytoclasia and endothelial swelling
without fibrinoid necrosis are typical, though full-blown
leukocytoclastic vasculitis can be seen.** A histioeytoid
variant also has been described in which the dermal
infiltrate is composed of mononuclear cells reminiscent
of histiocytes that are thought to be immature cells of
myeloid origin. This variant histologically can simulate
leukemia cutis.’

Perniosis, also known as chilblains, typically presents
with red to violaceous maculés or.papules on acral sites,
particularly the distal fingersiand toes.®” It tends to affect
young women more frequently, than other demographic
groups. Although the pathophysiology is not fully under-
stood, perniosis is thought to represent an abnormal
inflammatory responseto cold environmental conditions.
It can occur as an idiopathic disorder or in association
with various systemic illnesses including lupus erythe-
matosus.®” The typical histologic findings include papil-
lary dermal edema and a lymphocytic infiltrate in the
superficial to deep dermis, often with perivascular and
perieccrine accentuation (Figure 1).%¢ Other less common
microscopic findings include sparse keratinocyte necrosis,
basal layer vacuolar change, swelling of endothelial cells,
and lymphocytic vasculitis.® The lesions typically resolve
spontaneously within a few weeks, but in some cases they
may be chronic.?

Polymorphous light eruption, a common photoder-
matosis induced by UV light exposure, typically presents
in adolescence or early adulthood with a female predomi-
nance. Patients usually develop this pruritic rash on sun-
exposed skin other than the face and dorsal aspects of
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the hands in the spring or early summer upon increased
sun exposure after the winter season.*® Consistent sun-
light exposure throughout the summer months results
in decreased flares. Various cutaneous morphologies
including papules, vesicles, and plaques can be seen.®
Histologic findings include papillary dermal edema and
a perivascular lymphocytic infiltrate in the superficial to
deep dermis (Figure 2).*

Tinea corporis, a superficial cutaneous dermatophyte
infection, typically presents (as annular scaly plaques
with central clearing. Vesicles and pustules also can be
seen.’ The diagnosis can' be confirmed via fungal culture,
identification of hyphae on microscopic examination of
skin scrapings using potassium hydroxide, or cutaneous
biopsy. Histologic clues to diagnosis include a “compact
stratum corneum (either uniform or forming a layer
beneath a-basket weave stratum corneum), parakeratosis,
mild spongiosis, and neutrophils in the stratum corneum”
(Figure 3).% Papillary dermal edema also may be present,
though this finding less commonly is reported.”'* Because
fungal hyphae can be difficult to identify on hematoxylin

FIGURE 1. Perniosis. Hyperkeratosis consistent with acral skin, papil-
lary dermal edema, and a perivascular lymphocytic infiltrate (H&E,
original magnification x10).

FIGURE 2. Polymorphous light eruption. Papillary dermal edema and a
perivascular lymphocytic infiltrate (H&E, original magnification X 10).
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FIGURE 3. Tinea corporis. Fungal hyphae (arrow) present at the
interface of compact orthokeratosis and parakeratosis (H&E, original
magnification X40).

FIGURE 4. Wells syndrome. A mixed inflammatory infiltrate with many:
eosinophils and flame figures (H&E, original magnification®x20).

and eosin—stained slides, special stains such as periodic
acid—Schiff or Grocott-Gomori methenamine-silver may
be helpful.’ These infections areqmanaged with topical or
oral antifungal medications.

Wells syndrome, also kinown as eosinophilic cellulitis,
presents with an acute exuption that can clinically resem-
ble bacterial cellulitis.? It has‘been described in children
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and adults with various clinical morphologies includ-
ing plaques, bullae, papulovesicles, and papulonodules.
Peripheral eosinophilia may be present.!’ The clinical
lesions usually resolve spontaneously in a few weeks to
months, but recurrences are typical.**' Histologic find-
ings include papillary dermal edema with or without
subepidermal bulla formation and epidermal spongiosis
as well as a mixed inflammatory infiltrate with a pre-
dominance of eosinophils and flame figures (Figure 4).*
Flame figures are collagen fibers coated with major basic
protein and other constituents of degranulated eosino-
phils.® Although flame figures often are present in Wells
syndrome, they are not specific to this condition.** Some
consider Wells syndrome an exaggerated reaction pattern
rather than a specific entity.?
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