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Introduction:-

Epidermodysplasia verruciformis (EV) is a rare autosomal recessive genetic disorder. which patients have a reduced
immunological ability to defend against and eliminate certain types of human papillomavirus (HPV), resulting in
persistent infection and an increased lifetime risk of developing cutaneous dysplasia and malignancy. EV was first
described by Lewandowsky and Lutz in 1922 (1) There are broadly 2 forms of EV, the classic form is the inherited
or primary type, which is inherited in an autosomal recessive pattern, whereas a separate acquired or secondary type
is a clinically almost indistinguishable condition observed mainly in HIV-infected or immunosuppressed individuals

).

We report the case of a young patient with a history of EV who presented with a basal cell carcinoma that developed
over a short period of time. The patient was successfully treated surgically.

Cas Report:

A young man of 30 followed in the service of dermatology for EV, which evolves since the age of 4 years,
characterized by the progressive appearance of wart at the level of the hands and the feet, during its regular follow-
up, the patient reported the appearance of a lesion at the level of the back increasing gradually in size, bled in
contact, Physical examination revealed multiple hyperkeratotic lesions, pinkish red and particularly papillomatous
on both extremities hands and back, and multiple macules of pityriasis versicolor like and flat plaques of seborrheic
keratosis ( Fig A), on the trunk, and an erythematous plaque, surmounted by an erosion. Dermoscopy evidence of
ovoid nests, Spots and globules, chrysalis and telangiectasis( Fig B), a BBC was suspected, a biopsy was performed
which returned of a basal cell carcinoma nodular, then an excision was performed with a successful evolution.
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Fig A: multiple macules of pityriasis versicolor like and flat plaques of
seborrhoeic keratosis on the trunk (a), Multiple hyperkeratotic,
pinkish-red papillomatous lesions in the back of the hands

Fig B: (a) Clinic : An erythematous plaque, surmounted by an erosion
(b) dermoscopy , Spots and globule 7, crystalline structures V, Spoke-wheel
pigmentation ¥ Linear and arborising telangiectasia./”

Discussion:-
Epidermodysplasia verruciformis (EV) is a rare autosomal recessive genetic disorder of the immune system
manifested by increased susceptibility to cutaneous human papillomavirus (HPV) infection beginning from the early

years of life.

This genodermatosis manifests mainly as verrucous cutaneous lesions such as multiple persistent verrucae, pityriasis
versicolor-like lesions, warty cutaneous lesions.
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There are broadly 2 forms of EV, the classic form being the inherited or primary type, inherited in an autosomal
recessive pattern, while a separate acquired or secondary type is a clinically almost indistinguishable condition that
is observed mainly in HIV-infected, immunocompromised, or immunosuppressed individuals.(2) Patients with
typical EV develop EV lesions early in childhood and continue to develop new lesions throughout life and This
autosomal recessive condition in its primary , is caused by a mutation of TMC6/EVER1 or TMC8/EVERZ2, which is
believed to impart a defect in the ability to mount an immune response to certain HPV types within keratinocytes
characterized by the persistence of the HPV virus in skin lesions, with a lifelong increased risk of developing skin
dysplasia and malignant tumors. The most identified HPV types found in EV related cancers are HPV5 and HPV 8
(3), Malignant transformation was reported to occur in about 30 to 50% of patients and non- melanoma skin cancers,
mostly squamous cell carcinoma was seen on sunlight-exposed areas, especially on the extremities, and forehead.
Malignant transformation began in the form of actinic keratosis and early micro- invasive squamous cell carcinoma
of Bowen’s type, rarely basal cell carcinoma (4)

Histopathological examination of EV lesions shares many features with verruca-type lesions. Hyperkeratosis and
parakeratosis, acanthosis with koilocytic cellular atypia and pale eosinophilic cytoplasm are characteristic of EV-
type lesions (5). The histological finding of "blue cells" is pathognomonic for HPV-infected keratinocytes in EV,
and the "blue" appearance of these cells can be used as an indication of EV-related disease. This "blue" appearance
refers to cells with a pale blue cytoplasm with the presence of abundant basophilic keratohyalin granules.

Conclusion:-

Epidermodysplasia verruciformis (EV), is a rare genetic disease, the patient has a high risk of developing malignant
tumors including squamous cell carcinoma, Bowen's, and rarely basal cell carcinoma, the particularity of our case is
that the patient has developed a basal cell carcinoma, through our observation we insist on a careful examination and
dermoscopy is recommended at each consultation in patients being followed for EV.

Reference:-

1. Lewandowsky F, Lutz W. Ein Fall einerbishernichtbeschriebenenHauterkrankungn (Epidermodysplasia
verruciformis)Arch Dermatol Syphilol. 1922;12:306-16. [Google Scholar]

2.Dereure, O. (2020). Epidermodysplasie verruciforme « typique » : identification d’un complexe moléculaire
gouvernant ’immunité intrinséque des kératinocytes. Annales de Dermatologie et de Veénéréologie, (),
S0151963819310804-.doi:10.1016/j.annder.2019.12.006

3. Ramoz N, Taieb A, Rueda L, et al. Preuve d'une hétérogénéité non allélique de I'épidermodysplasie verruciforme
avec deux loci de susceptibilitté mappés aux régions chromomomiques 2p21-p24 et 17g25.J Invest
Dermatol. 2000;114:1148-53.[PubMed][Google Scholar]

4.Majewski S, Jablonska S. Do epidermodysplasia verruciformis human papillomaviruses contribute to malignant
and benign epidermal proliferations. Arch Dermatol 2002; 138:649-54.

5.Nuovo GJ, Ishag M. The histologic spectrum of epidermodysplasia verruci- formis. Am J Surg Pathol 2000;24:
1400-6.

570


https://scholar.google.com/scholar_lookup?journal=Arch+Dermatol+Syphilol&title=Ein+Fall+einer+bisher+nicht+beschriebenen+Hauterkrankungn+(Epidermodysplasia+verruciformis)&author=F+Lewandowsky&author=W+Lutz&volume=12&publication_year=1922&pages=306-16&
https://pubmed.ncbi.nlm.nih.gov/10844558
https://pubmed.ncbi.nlm.nih.gov/10844558
https://pubmed.ncbi.nlm.nih.gov/10844558

