
INTRODUCTION
Inflammatory and linear verrucous epidermal nevus (ILVEN) is a 

rare hamartomatous lesion that histologically consists of hyperplasia 
of components of the epidermis(1). The clinical presentation includes 
erythematous as well as hyperkeratotic and verrucous lesions in a 
linear arrangement following the Blaschko lines. They are typically 
pruritic and unilateral lesions, and commonly affect the limbs in a 
curvilinear pattern. It mostly affects female children(2).

ILVEN has been described since 1896 and corresponds to a linear 
inflammatory verrucous lesion variant of the verrucous epidermal 
nevus. It is characterized clinically by recurrent inflammatory phe-
nomena, and may have psoriasiform or eczematous aspects; this 
necessitates differential diagnosis. This is normally present in one 
of the extremities; curiously, the left leg is more affected. Its loca-
tion in the genital region is less common(3). It is four times more 
common in women and usually appears within the first four years 
of life although it may also appear in adulthood(4).

The diagnosis of ILVEN is based on clinical and histological pre-
sentation. In 1971 Altman and Mehregan proposed classical clini-
cal criteria for diagnosis. This was updated by Morag and Metzker 
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in 1985 to include female sex, young age, common involvement 
of the left lower limb, itching, psoriasiform histology, and refrac-
tory to treatment(1).

Histological changes were described by Dupre and Christol and 
include alternation of orthokeratosis and parakeratosis as well as 
the presence or absence of the granular layer although these are not 
pathognomonic. Other microscopy findings have shown papilloma-
tosis, acanthosis, lymphocytic dermal infiltration, or even Munro 
microabscesses, but these are non-specific markers(5).

The diagnosis of ILVEN is clinical; however, it can be confused 
with more common conditions, such as candidiasis or even psoria-
sis, necessitating anatomopathological studies for differentiation.

There are several treatment options documented. However, there 
are no established relationships as to the superiority of the treat-
ment mainly because the lesions are extremely refractory to the 
treatment options.

CASE REPORT
An 11-year-old female patient was taken by her mother to the 

Dermatology and Gynecology Department at the University Hospital 
Professor Alberto Antunes (HUPAA) in Maceió, Alagoas. Since 2 
years old, the patient had had pruritic lesions with a vegetative appea-
rance on the large left lip, perianal and anal regions, and vaginal 
introitus. Initially, they were treated with antifungals and antibiotics 
but without success. The lesions were linearly distributed along the 
Blaschko lines to the left and characterized by hypochromic eroded 
areas-some were covered by crusts and verrucous lesions in the left 
abdomen, axilla, upper limb, and lower limbs (Figures 1 and 2). 
There was no family history of a similar pathology or cancer. There 
was no history of sexual abuse or HPV vaccine.

A biopsy was performed in 2008 that revealed hyper and para-
keratosis, hypergranulosis, presence of neutrophils, acanthosis, and 
papillomatosis-features all consistent with ILVEN. The patient under-
went cryotherapy sessions and then used tretinoin 0.025% cream 
(vitanol A®) and moisturizing complex (Epidrat Ultra®), with a slight 
improvement in the appearance of the lesions.

At the beginning of 2015, the proliferative lesions were remo-
ved from the perianal region, and the tretinoin dose was increased 
to 0.05% (Figure 3).

In 2016, there was a vegetative lesion on the large left lip and 
scars on the large right lip and perianal region. A biopsy of the 
lesion was consistent with ILVEN. The lesion was excised follo-
wing its path that extended from the pubis to the smaller left lip. 
The pathology showed a squamous papilloma with important asso-
ciated inflammatory changes and the absence of dysplastic altera-
tions. The procedure and the postoperative period were uneventful. 
The patient is currently stable.

DISCUSSION
The case fulfills the clinical criteria (age of early onset, female, 

pruritus, and refractoriness to the treatment) and histological crite-
ria (squamous papilloma with important associated inflammatory 
changes and absence of dysplastic alterations) for the diagnosis of 
ILVEN. The differential diagnosis of ILVEN should be made with 

Figure 1 – Vegetative lesion on the large vulvar left lip, perianal and 
anal regions, and vaginal introitus in case of  11-year-old girl with 
inflammatory and linear verrucous nevus in the vulva.

Figure 2 – Details of  lesion in the large vulvar left lip of  the inflamma-
tory linear verrucous epidermal nevus’ patient (11-year-old girl).
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a variety of dermatoses such as other epidermal nevi, linear psoria-
sis, and striated lichen. It is very important to do differential diag-
nosis with condyloma acuminatum and, in more severe cases, with 
Buschke-Lowenstein tumor, both HPV-induced lesions. Other diag-
noses are often confused (vulvar candidiasis, for example), and the 
macerated appearance leads to intense itching(6) that is more severe 
than psoriasis or even eczema. In children, it is important to exclude 
the possibility of sexual abuse. When the diagnosis is in doubt, an 
anatomopathological study should be considered(7,8).

The antifungal and antibiotic treatment was based on a presump-
tive diagnosis of infection, but there was no response. Thus, a biopsy 
confirmed the suspicion of ILVEN and the patient was given treti-
noin 0.025% cream (Vitanol A®) and a hydrating complex (Epidrat 
Ultra®). The proliferative lesions were removed from the perianal 
region followed by an increase in the dose of Vitanol A® to 0.05%.

ILVEN is quite refractory to treatment, making clinical work 
frustrating. Several modalities in the management of this condition 
have already been reported; however, no study has yet demonstrated 
superiority between any of the treatments. Topical treatments such 
as topical corticosteroids with or without occlusion and intralesional 
steroids are rarely beneficial. In contrast, vitamin D analogs have 
proved useful in some cases(9,10). Other documented options are a 
combination of 0.1% tretinoin with 5% fluorouracil, anthralin, tar, 
vitamin D 3 analogs, surgical excision, cryotherapy with nitrogen 
liquid, and carbon dioxide laser therapy(11-14).

CONCLUSION
We describe a rare case of ILVEN including the differential 

diagnosis with lesions of infectious origin such as those induced by 
human papillomavirus (HPV) (condyloma acuminatum and Buschke-
Lowenstein tumor), as well as other dermatoses such as epidermal 
nevi, linear psoriasis, lichen striatus, candidiasis, psoriasis, and 
eczema. Both children and adults can have ILVEN. It presents in 
unusual regions such as the vulva and perineum. The investigation 
must proceed with an anatomic-pathological study to differentiate 
it from other conditions. The literature describes several treatments 
although there is no documented superiority among them. Surgical 
excision is common in refractory cases.

Participation of each author
José Humberto Belmino Chaves followed the case and wrote 

the article. Julia Espíndola Guimarães followed the case and wrote 
the article. José Eleutério Jr. wrote the article, reviewed the English 
version, and formatted the text.

Funding
There was no financial support from any institution.

Conflict of interests
The authors declare no conflicts of interest.

REFERENCES
1. Kosann MK. Inflammatory linear verrucous epidermal nevus. Dermatol 

Online J. 2003;9(4):15.
2. Nag F, Ghosh A, Surana TV, Biswas S, Gangopadhyay A, Chatterjee G. 

Inflammatory linear verrucous epidermal nevus in perineum and vulva:A 
report of two rare cases. Indian J Dermatol. 2013;58(2):158. https://
dx.doi.org/10.4103%2F0019-5154.108078

3. Mazereeuw-Hautier J, Marty C, Bonafé JL. Familial inflammatory linear 
verrucous epidermal naevus in a father and daughter. Clin Exp Dermatol. 
2008;33(5):679-80. https://doi.org/10.1111/j.1365-2230.2007.02666.x

4. Goldman K, Don PC. Adult onset of inflammatory linear verrucous 
epidermal nevus in a mother and her daughter. Dermatology. 
1994;189(2):170-2. https://doi.org/10.1159/000246825

5. Renner R, Rytter M, Sticherling M. Acitretin treatment of a systematized 
inflammatory linear verrucous epidermal naevus. Acta Derm Venereol. 
2005;85(4):348-50. https://doi.org/10.1080/00015550510026686

6. Sarifakioglu E, Yenidunya S. Linear epidermolytic verrucous epidermal 
nevus of the male genitalia. Pediatr Dermatol. 2007;24(4):447-8. https://
doi.org/10.1111/j.1525-1470.2007.00481.x

7. Harth W, Linse R. Dermatological symptoms and sexual abuse: A review 
and case reports. J Eur Acad Dermatol Venereol. 2000;14(6):489-94. 
https://doi.org/10.1046/j.1468-3083.2000.00183.x

8. Romiti R, Maragno L, Arnone M, Takahashi MDF. Psoríase na infância 
e na adolescência. An Bras Dermatol. 2009;84(1):9-22. http://dx.doi.
org/10.1590/S0365-05962009000100002

9. Zvulunov A, Grunwald MH, Halvy S. Topical calcipotriol for treatment 
of inflammatory linear verrucous epidermal nevus. Arch Dermatol. 
1997;133(5):567-8.

10. Mitsuhashi Y, Katagiri Y, Kondo S. Treatment of inflammatory linear 
verrucous epidermal naevus with topical vitamin D3. Br J Dermatol. 
1997;136(1):134-5. https://doi.org/10.1111/j.1365-2133.1997.
tb08766.x

Figure 3 – Immediate postoperative aspect of  the patient with 
inflammatory linear verrucous epidermal nevus (11-year-old girl).



DST - J bras Doenças Sex Transm 2019;31(1):30-33

Verrucous epidermal nevus in vulva 33

11. Ulkur E, Celikoz B, Yuksel F, Karagoz H. Carbon dioxide laser therapy for 
an inflammatory linear verrucous epidermal nevus: A case report. Aesthetic 
Plast Surg. 2004;28(6):428-30. https://doi.org/10.1007/s00266-004-0024-6

12. Parera E, Gallardo F, Toll A, Gil I, Sánchez-Schmidt J, Pujol R. 
Inflammatory linear verrucous epidermal nevus successfully treated 
with methyl-aminolevulinate photodynamic therapy. Dermatol Surg. 
2010;36(2):253-6. https://doi.org/10.1111/j.1524-4725.2009.01401.x

13. D’Antuono A, Balestri R, Zauli S, Bardazzi F, Bellavista S, Banzola N, 
et al. Carbon dioxide laser: First-line therapy in vulvar inflammatory 
linear verrucous epidermal nevus. Dermatol Ther. 2012;25(1):92-4. 
https://doi.org/10.1111/j.1529-8019.2012.01429.x

14. Lee BJ, Mancini AJ, Renucci J, Paller AS, Bauer BS. Full-thickness 
surgical excision for the treatment of inflammatory linear verrucous 

epidermal nevus. Ann Plast Surg. 2001;47(3):285-92. https://doi.

org/10.1097/00000637-200109000-00011

Address for correspondence:
JOSÉ HUMBERTO BELMINO CHAVES.
Avenida Lourival Melo Mota, s/n. –  
Tabuleiro do Martins. Maceió (AL), Brazil. 
CEP: 57072-900. 
E-mail: jhbchaves@uol.com.br 

Received on: 02.12.2019 
Approved on: 04.11.2019


