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Pruritic Eruption With Skinfold Sparing

Taylor Novice, BS; Danielle Yeager, MD; David Oberlin, MD; Henry Lim, MD

An 89-year-old Asian man presented with a gener-
alized pruritic eruption of 2qmonths’ duration. The
rash started on the flanks and later spread to the
arms and legs, abdomen, and back; the face and
palms were sparedy Physical examination revealed
numerous erythematous papules coalescing into
large scaly:plaques on the trunk, arms, and legs.
There were noticeable areas of sparing of the skin-
folds, especially the axillary, inframammary, and
inguinal folds, as well as the midline of the back. A
biopsy: performed by an outside physician showed
findings consistent with a possible pityriasiform
drug eruption; however, there were no recent
changes in medication history.

WHAT’'S THE DIAGNOSIS?
a. cutaneous T-cell lymphoma

b. malignant acanthosis nigricans

. papuloerythroderma of Ofuii

d. parthenium dermatitis

e. pityriasis rubra pilaris
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THE DIAGNOSIS:
Papuloerythroderma of Ofu;i

ing of skinfold sparing, known as the “deck-chair

sign” (Figure 1).! A repeat biopsy at our insti-
tution revealed a dermal perivascular and bandlike
infiltrate with lymphocytes and occasional eosinophils
(Figure 2). The epidermis showed mild spongiosis, lym-
phocytic exocytosis, and rare necrotic keratinocytes. A
T-cell gene rearrangement assay was negative for a
monoclonal population of T lymphocytes. Based on the
clinical and histologic features, the diagnosis was most
consistent with papuloerythroderma of Ofuji (PEO);
however, a lymphoproliferative disorder needed to be
excluded. Further workup included a peripheral smear,
complete blood cell count with differential, compre-
hensive metabolic panel, IgE level, and hepatitis panel;
all were normal, except for an elevated serum IgE level.
Human immunodeficiency virus and age-appropriate
malignancy screening were negative. The patient was
prescribed betamethasone dipropionate cream 0.05%
twice daily, which resulted in near-complete resolution of
the rash and marked improvement in pruritus.

In 1984, PEO was described as an entity of generalized
pruritic erythroderma characterized by flat-topped;red to
brown, coalescing papules with sparing of the'skinfolds,
later coined the deck-chair sign."? Papuloerythroderma of

| he patient presented with a characteristic find-
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Ofuji commonly presents in elderly Asian males with a
male to female ratio of 4:1.° Papuloerythroderma of Ofuji
is a T cell-mediated skin disease; however, the etiology
of the signature rash remains unclear. One explana-
tion includes circulating factors in the skin that elicit an
inflammatory response, which does not occur in areas of
external pressure.’ The deck-chair sign may occur more
frequently in elderly individuals due to increased skin
laxity, which creates crease lines thatare spared from rub-
bing and excoriations.*

Although Ofuji et al? initially reported 4 idiopathic cases,
subsequent authors described PEQ/in association with other
conditions, including.cutaneous T-cell lymphoma (CTCL)
and atopic diathesis, and infections, as well as secondary
to medications. Some"authors have suggested that PEO
may be an early variant of mycosis fungoides; therefore,
physicians.should monitor patients closely.”” Maher et al®
commented that multiple causative factors including
CT€Lyunderlie the development of papuloerythroderma.

In a review of PEO, Torchia et al® proposed diag-
nostic criteria and an etiologic classification to address
whether PEO represents an independent entity or
an unusual manifestation of other dermatoses. They
established 4 categories of papuloerythroderma—
primary, secondary, papuloerythrodermalike CTCL, and

FIGURE 1. A and B, The deck-chair sign with sparing of the skinfolds along the neck lines and infra-axillary region as well as in the folds of the

central mid back.
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FIGURE 2. Punch biopsy revealed a perivascular bandlike infiltrate in
the upper and mid dermis consisting of lymphocytes and occasional
eosinophils (H&E, original magnification X40). There were rare necrotic
keratinocytes. In the epidermis there was mild spongiosis as well as
lymphocytic exocytosis.

pseudopapuloerythroderma—and proposed that primary
PEO is a diagnosis of exclusion. If no secondary associa-
tion is found, they proposed 10 criteria for primary PEO:
5 major criteria include coalescing flat-topped papules,
the deck-chair sign, pruritus, histopathologic exclusion.of
diseases such as CTCL, and a negative workup to-exclude
other causes.® In 2018, Maher et al® recommended
workup to rule out cutaneous malignancy, including skin
biopsy, flow cytometry, Sézary cell count, T-cell rear-
rangement, lactate dehydrogenase, andhuman T-cell
lymphotropic virus 1. The 5 minor eriteria-proposed by
Torchia et al® include age olderthan 55, years, male sex,
eosinophilia, elevated IgE level, and lymphopenia. Our
patient fulfilled all 5 majof eriteria and 3 minor criteria;
eosinophilia and lymphopenia were absent.

Clinically, PEO has been‘associated with the deck-
chair sign, a pattern of, selective sparing of skinfolds,
including axillary, inguinal, submammary, and other
flexural areas. Although the deck-chair sign was origi-
nally considered pathognomonic for PEO, this clinical
pattern also has been observed in other entities, such as
angioimmunoblastic lymphoma, cutaneous Waldenstrom
macroglobulinemia, and acanthosis nigricans.>®?

Specific characteristics of the rash and certain clinical
symptoms may help to distinguish the deck-chair sign of
PEO from its other causes. Although malignant acanthosis
nigricans may spare the skinfolds, lesions have a clas-
sic velvety thickening and brownish hyperpigmentation,
which is not characteristic of the reddish brown, flat-
topped papules of PEO.” Pai et al® described a patient with
parthenium dermatitis presenting with the deck-chair
sign that developed years after repeated exposure to the
allergen. Our patient did not have a history of repeated
episodes of allergic contact dermatitis. In addition, areas of
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sparing may mimic the appearance of pityriasis rubra pila-
ris. As in our patient, those with PEO generally lack the fol-
licular hyperkeratotic papules, palmoplantar keratoderma,
widespread orange-red erythema, and characteristic his-
topathologic finding of hyperkeratosis with alternating
orthokeratosis and parakeratosis, allowing these entities to
be easily distinguished in most instances.'

Histopathologically, primary PEO shows a nonspecific
spongiotic dermatitis-like pattern characterized by slight
epidermal hyperplasia with spongiosis and a predomi-
nantly perivascular dermal infiltrate with lymphocytes,
histiocytes, and eosinophils.® These histologic findings
may at times show some overlap with CTCL, and there-
fore T-cell gene rearrangement and-flow cytometry may
be performed in those instances.®

Treatment includes the management of any underly-
ing condition causing the papuloerythroderma.’® There
are no large clinical trials of treatment options for primary
PEO due to its rarity. Topical or systemic corticosteroids
remain the mainstay of treatment.’ Alternative treat-
ments used with variable success include phototherapy,
interferon,, etretinate, cyclosporine, and azathioprine."
Allegue et al"' successfully used methotrexate to treat a
patient with primary PEO and postulated that methotrex-
ate may act through an immunosuppressive mechanism
on activated T cells due to the involvement of helper T
cells Ti;2 and Ty22 in its pathogenesis.

Although the cutaneous manifestations of PEO may
respond well to topical steroids, it is important to con-
sider the possible presence of an underlying malignancy
and other associated systemic conditions.
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