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 INTRODUCTION

Lichen sclerosus (LS) is a chronic inflammatory disease 
of unknown origin that mostly affects women in their 
fifties and sixties, although it may occur in men and 
children [1]. LS commonly affects the anogenital region, 
quite rarely presenting itself as an isolated extragenital 
lesion [2]. Extragenital lichen sclerosus (ELS) is most 
common on the neck, shoulders, and upper trunk. 
However, a linear distribution of ELS lesions is rare [3].

The etiology of LS remains unclear but strong evidence 
indicates that an autoimmune mechanism may play 
a significant role. LS is also characterized by genetic 
susceptibility [2]. LS of the anogenital region is 
associated with an increased incidence of malignancies, 
especially vulvar squamous cell carcinomas. The 
lifetime risk of developing this type of carcinoma is 
approx. 5%. However, no such risk is noted in ELS and 
LS in children [4].

The mainstay of treatment is still potent and 
ultrapotent topical corticosteroids. Other modalities 
include topical calcineurin inhibitors, topical and 
systemic retinoids, phototherapy, and photodynamic 
therapy [2].

Herein, we report a case of lichen sclerosus of the face 
that presented itself in a linear pattern, which has not 
been reported, to date, in Nepal.

CASE REPORT

A 45-year-old Nepali female presented herself with a 
single mildly pruritic linear plaque gradually increasing 
over the right temporal face for the last six months. 
The atrophic plaque extended from the right temple 
up to the angle of the mandible. Neither scaling nor 
surrounding hyperpigmentation was noted. There was 
no history of chronic illness.

On physical examination, a linear slightly atrophic 
plaque with prominent follicular plugging was noted 
along the right temporal-mandibular region. Cicatricial 
alopecia was also noted over the lesional skin of the 
temple (Fig. 1).

A histopathological examination of the skin from the 
center of the lesion revealed thinning of the epidermis 
with a lamellated keratin layer with areas of follicular 
plugging. The basement membrane was delicate. 
The dermis was relatively thickened. The focal areas 
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in the lower dermis showed lymphocytic aggregates 
adjacent to hair follicles. Sparse hair follicles and a 
few horn cysts were seen in the upper dermis (Fig. 2). 
A diagnosis of lichen sclerosus was reached and the 
patient was started on a potent topical corticosteroid. 
A slight improvement was noted after two weeks. The 
patient was advised to attend regular follow-ups, but 
failed to do so.

DISCUSSION

While extragenital LS is not an uncommon entity, 
facial involvement is rare. There have been only a 
handful of cases of LS of the face mentioned in the 
literature [5-10]. Exclusive extragenital LS was reported 
to occur in up to 15% of patients [5].

The cause of LS is still largely unknown, but recent 
evidence points toward autoimmunity and genetic 
predisposition [2]. There is a slight increase in the risk 
of malignant transformation of genital LS, which is not 

the case with children as well as with ELS [4]. Although 
the exact prevalence of LS is unknown, it is more 
common in females, with a male-to-female ratio of 1:6, 
and may occur at any age [6]. Clinically, LS presents 
itself as macules, papules, or shiny white plaques with 
follicular corneal plugs [11]. The area may evolve into 
a dry, hypopigmented, or sclerotic, and later atrophic 
lesion. The resulting crinkling or cellophane paper-type 
appearance is pathognomonic of lichen sclerosus [2].

LS is mostly a clinical diagnosis. Because it 
may sometimes be confused with morphea, a 
histopathological examination is important to 
differentiate the two. LS has a characteristic histological 
pattern. The epidermal changes include hyperkeratosis, 
follicular occlusion, thinning of the epidermis, and 
vascular alterations in the basal layer. Subepidermal 
edema with homogenization of collagen, sclerosis, 
and dilation of small vessels with hemorrhage are also 
noted. A diffuse perivascular infiltrate of lymphocytes 
appearing under the edema may occur in the middle 
third of the dermis [12].

First-line treatment of LSA includes potent and ultra-
potent topical corticosteroids. Second-line therapies 
include topical calcineurin inhibitors. Systemic agents 
include oral steroids, retinoids, and cyclosporine, and 
may be of some use [13].

CONCLUSION

This is the first case of linear ELS reported in Nepal. 
LS may be confused with morphea or discoid lupus 
due to the presence of follicular plugging and atrophy. 
A proper examination and a biopsy help to differentiate 
between these conditions.

Consent

The examination of the patient was conducted according to the 
principles of the Declaration of Helsinki.

The authors certify that they have obtained all appropriate patient 
consent forms, in which the patients gave their consent for images 
and other clinical information to be included in the journal. The 
patients understand that their names and initials will not be 
published and due effort will be made to conceal their identity, but 
that anonymity cannot be guaranteed.
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Figure 1: A linear plaque with prominent follicular plugging at the right 
temporal region of the face.

Figure 2: (a) A histopathological examination of the skin showing 
prominent lamellated keratin with areas of prominent follicular 
plugging (H&E, 40×). (b) A thinned epidermis with hyperkeratosis at 
higher magnifi cation; the dermoepidermal junction showing sparse 
lymphocytic infi ltration and a homogenized band of dense collagen in 
the upper dermis; focal areas in the lower dermis showing lymphocytic 
aggregates adjacent to hair follicles (H&E, 100×).
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