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Abstract

Epidermodysplasia verruciformis (EV) is a rare genodermatosis characterized by a unique
susceptibility to cutaneous infection by a group of phylogenetically related human papilloma
viruses (HPVs). These patients show a defect in cell-mediated immunity specific toward the
causative HPVs that leads to lifelong disease. The defect is usually inherited as autosomal
recessive trait and presents clinically with plane warts, pityriasis versicolor-like lesions and
reddish verrucous plaques. Dysplastic and malignant changes in the form of actinic keratoses,
Bowen's disease and squamous cell carcinoma (SCC) are common but metastasis occurs
rarely. A totally effective treatment against EV is as yet highly desirable. We report a case of
EDV in a 13-year-old female patient with confluent wart like lesions, pityriasis versicolor like
lesions and reddish plaques. The case is being reported in view of rarity of disease.
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Introduction

between 1971 and 2009 in India.

Epidermodysplasia verruciformis (EV) is a
rare
genodermatosis
characterized
by
widespread and persistent infection with
human papilloma viruses (HPVs), presenting
clinically with characteristic combination of
pityriasis versicolor-like lesions, reddish
verruca-like and seborrheic keratosis-like
plaques with a potential for malignant
transformation.1 To date >100 HPV types have
been identified but mostly HPV 3, 5, 8, 9, 10,
12, 14, 17, 19-25, 28 and 29 are related to
EV1,2,3 and more than one HPV type may be
present simultaneously in the same patient.
HPV-5 and HPV-8 are found in 90% of skin
cancers in EDV patients.2 Impairment of cell
mediated immunity, notably T helper cell
function, is commonly but not invariably
found.3 A PubMed and IndMed search on 26
Oct 2009 revealed only 12 reports appearing
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A 13-year-old female patient presented in our
OPD with multiple discrete erythematous
papules over the face and such lesions
coalesced to form plaques mainly over
forehead with skip areas in between. Multiple
2-3 mm scaly hypopigmented macules over
ears, neck, anterior and posterior trunk
(Figure 1, 2 and 3) and extensor aspect of
upper and lower extremities and multiple
discrete verrucous papules over dorsum of
both hands (Figure 4) and feet were present.
The child was born of non-consanguineous
marriage. No history of similar lesions in any
of the family members was positive. The
disease started in the form of hypopigmented
macule over left cheek. The lesions gradually
involved whole of the body in the course of 18
months. She complained of mild pruritus in
the lesions after going out in the sun. Lesions
were scanty in genital areas and extremities.
Routine laboratory examinations including
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Figure 1 Scaly hypopigmented
macules over face, neck and
anterior trunk.

Figure 2 Scaly hypopigmented

Figure 4 Discrete verrucous
papules over dorsum of both
hands.

Figure 5 Epidermal hyperplasia
on histopathology (X10).

macules over neck and posterior
trunk.

complete blood count, urinalysis, liver
function test, renal function test, fasting and
postprandial blood sugar and HIV I and II
antibodies showed no abnormal finding.
Histopathological examination of the skin
lesions showed well-circumscribed epidermal
hyperplasia with gentle mammillation of the
surface (Figure 5). The epidermis showed
vacuolization of cells in spinous and granular
layers with foamy appearance of cytoplasm
(Figure 6). Granular layer was thickened and
stratum corneum showed basket weave
orthokeratosis. There was nuclear atypia
within keratinocytes.
On the basis of above constellation of
symptoms,
morphology
of
lesions,

Figure 3 Close-up view of
hypopigmented macules on trunk.

Figure 6 Vacuolization of cells in
spinous and granular layers with
foamy appearance of cytoplasm
(X40).

histopathological findings, a diagnosis of EDV
was made.
Patient was managed with oral isotretinoin,
emollients, and broad-spectrum sunscreen
lotion. She was advised for regular follow-up
in the view of increased risk of skin cancers.
Discussion
EDV usually manifests in childhood with
persistent and often widespread warts that do
not regress due to unique susceptibility to
specific HPV types. Individual lesions
typically have either the appearance of flat
warts or flat scaly red-brown macules that
resemble pityriasis versicolor, particularly if
they occur on the trunk. The presence of warts
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on large areas of the body is suggestive but not
necessary to consider this diagnosis.
Involvement of the cervix and oropharynx is
rare. Failure to clear lesions despite adequate
treatment is another indication of potential
EDV. Because warts in EDV almost always
recur after treatment, this implies a failure to
mount an effective immune response to the
HPV infection. Individuals with EDV do not
usually have frequent bacterial or other viral
infections. Immunocompromised individuals,
such as those with HIV infection, may have
multiple warts that contain EV and other βHPV types and are difficult to eradicate, but
this susceptibility is acquired. SCCs in EV and
immunosuppression usually arise in pityriasis
versicolor-like lesions on sun-exposed areas.
Regional and distant metastases may occur.
Although pityriasis-like lesions caused by any
EV type are at risk of becoming malignant,
this is higher for those caused by HPV-5 and 8. Dysplastic and malignant changes occur
most often on exposed skin, commonly as
actinic keratoses and Bowen’s disease,
suggesting that ultraviolet radiation is an
important factor. The combination of etretinate
plus IFN-α may also produce a useful clinical
effect.4 Oral isotretinoin can also reduce the
benign lesions.5,6 Other treatments that have
been tried in individual cases or small numbers
of patients and shown occasional but
inconsistent
benefit
include
topical
imiquimod,7 topical vitamin D analogue,6
topical immunotherapy with squaric acid
dibutylester8 and oral cimetidine.9,10
We report this case due to its rarity and unique
presentation.
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