A Rare Paraneoplastic Cutaneous Eruption
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Introduction
Elastosis Perforans Serpiginosa (EPS) is a rare skin
disorder
characterised
by
trans-epidermal
elimination of elastin fibres. It classically presents as
hyperkeratotic serpentine plaques in an annular
pattern on the neck, trunk and extremities.
Histology typically shows a marked presence of
elastin on Verhoeff-van Gieson (VVG) staining. It has
known associations with connective tissue
disorders, down’s syndrome and d-penicillamine.
There is only one other case report in the literature
describing its’ presence in the context of
malignancy.

Case Report

Examination

On examination there were multiple linear,
erythematous, hyperkeratotic papules and scattered
punctate excoriations. The lesions were most notable
on her back, shoulders, upper arms, buttocks and
upper posterior thighs.

A skin biopsy of a characteristic lesion was taken and
sent for histology which showed the presence of
marked elastin fibres on VVG stain perforating
through the epidermis. A diagnosis of EPS was made.

EPS is one of four classic primary perforating
disorders along with reactive perforating
collagenosis, perforating folliculitis and Kyrle
disease.2 The EPS subtype is exceedingly rare and to
date there has only been one case report in the
literature of EPS associated with malignancy.3

Figure C. 2X – a crateriform area filled with acute
inflammatory exudate and basophilic debris.
Figure D: VVG shows extrusion of black elastic fibres.

F

A 58 year old woman presented with a one week
history of an intensely pruritic cutaneous eruption
on her back, upper arms and buttocks. She had
concomitantly been diagnosed with metastatic
adenocarcinoma of unknown origin, with
metastases to the lungs and liver. Although there
was no clear primary source for her
adenocarcinoma, histology favoured a likely
Gastrointestinal malignancy.

Fig. c

Figure A: multiple scattered hyperkeratotic
papules and excoriations
.
Figure
B: closer view of a hyperkeratotic papule

Fig. d

Treatment

Fig. a

EPS is a rare skin skin condition that belongs to a
group of disorders known as perforating disorders.
Perforating dermatoses are a heterogenous skin
disease group characterised by trans-epidermal
elimination of various materials.1

Investigations

History

Fig. b

Discussion

The patient commenced a medium potency topical
steroid once daily and fexofenadine 180mg orally
once daily. A small improvement in pruritis was
noted but she continued to develop new lesions. She
later commenced chemotherapy with carboplatin
and paclitaxel weekly. After 4 weeks of
chemotherapy her skin was clear.

The exact pathogenesis is unclear, but generally it
can be classified into three subtypes, (i) reactive
subtype associated with disease of abnormal
connective tissue,
(ii) drug induced eg. dpenicillamine and (iii) idiopathic type with an
assumed genetic background. (1) There are case
reports linking EPS to down’s syndrome.4-6
Histologically, it is characterised by localised
segments of hyperplastic epidermis where
basophilic nuclear debris and brightly eosinophilic
fragmented elastic fibres are being eliminated
through trans-epidermal channels that extend
upward from the dermis in straight or corkscrew
patterns.7 A chronic inflammatory infiltrate
containing
lymphocytes,
macrophages,
or
multinucleated giant cells may be present in the
dermis at the sites of perforation. VVG staining is
often helpful in the diagnosis of EPS.2
Clinically it presents as a hyperkeratotic rash
arranged arcuately or annularly to form plaques.1
Most commonly these lesions are found on the
neck, trunk and extremities, as was the case with
our patient.

There is no ‘gold standard’ therapeutic option.
Numerous treatment modalities have been
trialled including topical and intralesional
corticosteroids,
oral
isotretinoin,
topical
imiquimod, topical glycolic and salicylic acid
therapy, dry ice and narrowband ultraviolet B
radiation.2 There is only one other case report in
the literature describing its’ presence in the
context of malignancy. The case involved a 42
year old woman who presented with an
erythematous eruption on her chest wall and
back. She was subsequently diagnosed with
stage 4 ovarian cancer. Resolution of her
symptoms only occurred with treatment of her
malignancy.3
In summary, we report this case of
paraneoplastic EPS, a distinctly rare entity.
Complete resolution of the clinical signs and
symptoms were achieved with chemotherapy.
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