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Liken sklerozus (LS) etiyolojisi bilinmeyen kronik enflamatuvar bir dermatozdur. Olguların büyük kısmı prepubertal ve perimenopozal dönemde 
olmakla beraber, hastalık her yaş grubunu etkileyebilir. Ağırlıklı olarak anogenital bölge etkilenmekte olup, ekstragenital tutulum çocuklukta 
nadir görülür. Anogenital lezyonlar klasik olarak kaşıntılı ve ağrılı beyaz ya da kırmızı yamalar şeklindeyken, ekstragenital lezyonlar sıklıkla 
asemptomatik beyaz papül ya da yamalar şeklindedir. Ekstragenital lezyonların en sık yerleştiği alanlar gövde, boyun ve aksilladır. Kızlardaki 
genital LS lezyonlarının çoğunluğu puberte döneminde spontan gerilerken, çocuklardaki ekstragenital LS lezyonlarının prognozuna ilişkin bilgi 
sınırlıdır. Burada, ekstragenital LS lezyonunda spontan regresyon görülen 14 yaşında bir kız olgu sunuldu.
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Öz

Introduction

Lichen sclerosus (LS) is an inflammatory chronic skin disease 
with unclear etiology1. The anogenital region is the most 
common area for lesions, and the extragenital involvement is 
rare in adults and children2,3. The lesions of extragenital LS are 
usually asymptomatic white patches and the most common 
sites of the lesions are trunk, neck, and axillae. We have 
limited knowledge about the prognosis of extragenital LS in 
children. Here, we report the case of a girl with extragenital 
LS with a spontaneous regression during puberty.

Case Report

A 14-year-old girl presented with a few asymptomatic, 
small, and hypopigmented macules on her upper back for 
a year. The patient had no family history of a similar lesion 
or new exposures, and she was otherwise healthy. Physical 
examination revealed the presence of numerous 2-8 mm, 
hypopigmented, and mild atrophic perifollicular papules, on 
the upper back, without vulvar or oral involvement (Figure 1). 
Complete blood count, routine blood biochemistry, thyroid 
function tests, thyroid autoantibody tests, and antinuclear 
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antibody (ANA) were within normal limits. A biopsy revealed 

hyperkeratosis with atrophy of the Malpighian layer, vacuolar alteration  

of the basal layer; homogenization of collagen and edema in the upper 

dermis, and  inflammatory infiltrates in the mid dermis (Figure 2). 

Considering the clinical and histopathological findings, a final diagnosis 

of extragenital guttate LS was made. The patient refused treatment. 

The lesions spontaneously improved, leaving mild atrophic scars 2 years 

later (Figure 3).

Written informed consent was obtained from the patient’s parent.

Discussion

LS is an inflammatory chronic dermatosis with anogenital and 

extragenital presentations4. It may occur in all ages with peak incidences 

in prepubertal and postmenopausal periods2,5. Up to 15% of LS cases 

are children, and it is  generally localized on the anogenital region. Only 

6% of pediatric patients with LS have extragenital manifestations such 
as upper trunk, neck, and upper extremities2.
The exact pathogenesis of LS is unclear, and most information on this 
topic has been derived from studies in genital disease. Proposed etiologic 
factors for the disease have included genetic predisposition, immune 
dysfunction, trauma, and infectious agents. However, autoimmune 
causes are favored in the disease. The disease has been associated with 
systemic lupus erythematosus,  Hashimoto thyroiditis, vitiligo, and type 
1 diabetes mellitus6. In this case, ANA and thyroid autoantibody tests 
were negative, and there were no associated autoimmune diseases.
Extragenital LS is usually asymptomatic, as in this case, and is not 
associated with an increased risk of malignant transformation7.
Early skin lesions of LS generally presents as flat-topped, hypopigmented, 
white papules which coalesce to form plaques. Over time, lesions 
develop a porcelain white color, and a cigarette paper-like wrinkled 
appearance due to epidermal atrophy. Peripheral erythema, follicular 
keratotic plugs, telangiectasias, and hemorrhagic or non-hemorrhagic 
bullae may also be seen8.
In contrast to the clinical diagnosis of genital LS with clinical findings, 
the diagnosis of extragenital LS often requires histologic confirmation. 
Hyperkeratosis, epidermal thinning, follicular occlusion, and a band 
of inflammation composed of lymphocytes with variable vacuolar 
interface degeneration, dermal edema and deep dermal fibrosis, and a 
diffuse perivascular lymphocytic infiltration are observed9. In this case, 
histopathological findings confirmed the diagnosis.
Morphea can be rarely occur in children with guttate lesions or coexist 
with LS in adults and children10. However this patient did not show any 
pathologic signs of morphea.
There are a number of different treatment options and, there is 
no generally effective agent for LS. Various treatments including 
potent topical and intralesional steroids, psoralen with ultraviolet A 
therapy, long-wave ultraviolet A, low-dose ultraviolet A1, narrowband 
ultraviolet B, topical testosterone, estrogen, antimalarial agents, topical 
tacrolimus/pimecrolimus, topical retinoids, penicillin, vitamins, and 
surgical removal, have been used8,11.
The cases of regression/remission of genital LS with treatment have 
been previously reported. Patrizi et al.12 retrospectively reviewed 15 
young girls with genital LS with onset before the menarche and treated 
with topical corticosteroids (clobetasol propionate 0.05%). They 
suggested that yearly follow-up visits should continue to monitor for 
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Figure 1. Numerous 2-8 mm perifollicular, hypopigmented, slightly 
atrophic papules on the upper back

Figure 2. Hyperkeratosis, a band of inflammation composed of 
lymphocytes with vacuolar interface degeneration, and a diffuse 
perivascular infiltrate of lymphocytes (Hematoxylin and eosin, x200)

Figure 3. Mild atrophic scars on the upper back
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relaps of the disease, even after remission and puberty. However, there 
is little information about prognosis of extragenital LS in children. To 
the best of our knowledge, this is the first case of pediatric extragenital 
LS reported spontaneous regression. This case is presented because of 
its rarity and regression without therapy.
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