Quiz

Dome-shaped nodules and scaly, verruciform

plaques on the legs and feet

Plaques on the Legs and Feet

An 82-year-old woman was referred to our department
for evaluation of itchy, scaly verruciform plaques on her
legs of 3 years duration, previously diagnosed and treated
as psoriasis without improvement. On examination,

there were well-defined, erythematous scaly plaques and
multiple verrucous, dome-shaped nodules on her legs and
feet [Figures 1 and 2]. Routine blood tests were within the

Figure 1: Erythematous scaly plaques and multiple verrucous, dome-shaped
nodules
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normal range, and antinuclear and anti-ds-DNA antibodies
were negative. Histopathology showed hyperkeratosis,
irregular acanthosis, follicular plugs, vacuolar interface
change, and band like dermal lymphocytic infiltrate in a
background of dermal mucin [Figure 3].

Question
What is your diagnosis?

Figure 2: Keratoacanthoma-like papules and nodules on sun-damaged skin
of the leg
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Figure 3a: Hyperkeratosis, irregular epidermal hyperplasia and dermal Figure 3b: Dermal mucin (Alcian blue, x 400)
lymphocytic inflammation (H and E, x 200)

Figure 4: Significant improvement after 3 months of acitretin treatment
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Diagnosis
Cutaneous hypertrophic lupus erythematosus (LE).

Discussion

Correlating the clinical and histological findings, a diagnosis
of hypertrophic lupus erythematosus was made. The patient
was treated with acitretin (25 mg/day) as monotherapy
with significant improvement within 3 months [Figure 4].
Hypertrophic lupus erythematosus is regarded as a distinct
and rare subset of chronic discoid lupus erythematosus,
representing 2% of all lesions of chronic cutaneous lupus
erythematosus.' It is characterized by verrucous lesions due to
an exaggerated proliferative epithelial response, in contrast to
classical discoid lupus erythematosus. These lesions usually
affect middle-aged females and are often chronic in course and
resistant to treatment. A subset of patients with hypertrophic LE
develops hyperkeratotic papules with central crater plugged
with horny material, clinically and histologically reminiscent
of keratoacanthomas.? On histopathology, most cases show
irregular  pseudoepitheliomatous hyperplasia, vacuolar
interface changes and a dense, band-like infiltrate. Varying
amounts of squamous atypia and necrotic keratinocytes
may also be found which need to be differentiated from
squamous neoplasia. Clinically, the development of
verrucous plaques and keratoacanthoma-like nodules in
patients of discoid lupus erythematosus suggests a diagnosis
of hypertrophic lupus erythematosus. Microscopically,
hyperkeratosis with follicular plugging, periadnexal and
perivascular lymphocytic inflammation in a background
of dermal mucin and basement membrane thickening,
represent useful clues to the diagnosis of hypertrophic lupus
erythematosus when present.’ In addition, Ko et al. have
hypothesized that CD123-positive plasmacytoid dendrocytes
can aid in the histopathologic distinction of hypertrophic
lupus erythematosus from squamous cell carcinoma and
hypertrophic actinic keratosis, as these are prominent in the
infiltrate of discoid lupus erythematosus but are present only
as single cells or rare scattered clusters in squamous cell
carcinoma and actinic keratosis.® Direct immunofluorescence
typically shows deposition of immunoglobulins G and
M along the basement membrane zone with a frequency
similar to typical chronic discoid LE (50-90%), although
interpretation must be tempered by the fact that they
may be falsely positive when seen in sun-damaged skin.'
Because hypertrophic lupus erythematosus responds to
steroids, some authors suggest that a trial of short course of
topical or intralesional steroids may be used to differentiate
hypertrophic lupus erythematosus from squamous neoplasia.

In addition to multiple keratoacanthomas and squamous cell
carcinoma, the differential diagnosis should also include
hypertrophic lichen planus, lichenoid drug eruptions, benign
lichenoid keratosis, and lichenoid actinic keratosis. Options
available for treatment of hypertrophic lupus erythematosus
include cryotherapy, topical and intralesional corticosteroids,
hydroxychloroquine, isotretinoin, and acitretin.**
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