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Abstract
Lichen sclerosus (LS) is an uncommon chronic inflammatory skin disorder with a predilection for the anogenital 
area, characterized by porcelain white papules, plaques and atrophic patches. We report a prepubertal, 12-year-old 
girl who presented with chronic, disseminated pearly, flat-topped papules, plaques and atrophic patches located 
on the trunk, limbs and in the anogenital area, consistent with LS based on clinical and histologic findings. Potent 
and ultrapotent topical corticosteroids should be considered as first-line treatment. The ultraviolet A1 (UVA1) and 
calcipotriol for extragenital lesions, as well as calcineurin inhibitors for anogenital lesions, are other treatment op-
tions for pediatric LS.
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 Lichen sclerosus is an uncommon chron-
ic inflammatory skin disorder with a predilec-
tion for the anogenital area, characterized by 
porcelain white papules, plaques or atrophic 
patches. It was first described in 1887, by Hal-
lopeau. Since then, many synonyms have 
been in use, notably ‘guttate scleroderma,’ 
‘white spot disease,’ ‘dermatitis lichenoides 
chronica atrophicans” or Csillag’s disease,’ 
‘kraurosis vulvae,’ ‘vulvar dystrophy, ‘balanitis 
xerotica obliterans’, ’lichen albus or Von Zum-
busch Disease’, or ‘lichen sclerosus et atrophi-
cus’. Since not all cases of LS et atrophicus 
exhibit atrophic tissue, ‘et atrophicus’ was 
dropped and replaced by ‘lichen sclerosus,’ 
which is now used for genital and extragenital 
lesions (1). LS is mostly seen in females with 
two peak ages of presentation: prepubertal 
girls and postmenopausal women. The preva-
lence rate of vulvar LS ranges between 1:70 to 
1:1000 in women and 1:900 in children (2, 3).
 The patogenesis of LS has not yet been 
completly elucidatet; however, genetic factors 
and autoimmunity have been implicated. The 
most common autoimmune diseases associ-
ated with LS were autoimmune thyroiditis (12 
%), alopecia areata (9%), vitiligo (6%), and per-
nicious anemia (2%) (4, 5). Hormonal, environ-

mental, and infectious factors have also been 
implicated as possible causes of this disease.
 Initially, the lesions are pearly, flat-topped 
papules that coalesce into plaques, over time 
becoming atrophic patches. Telangiectasias, 
follicular plugging and bullous lesions may 
also be seen. The most common location is 
the anogenital area, although extragenital le-
sions can be present, mostly affecting but-
tocks, breasts, submammary area, neck, 
back, chest, axillae and wrists. Oral mucosal 
involvement has also been reported. Extra-
genital lesions are rare, especially in children.
 We report a prepubertal female child with 
LS with genital and disseminated extragenital 
lesions.

Case Report
 A 12-year-old prepubertal girl with a 
12-month history of numerous mildly pruritic 
hypochromic lesions distributed on the trunk, 
limbs, and genital area was referred to the 
University Clinic of Dermatology, Skopje, Mac-
edonia. She had visited several physicians 
due to these complaints which were misdiag-
nosed as vitiligo, tinea, psoriasis and verrucae 
planae. She used various ointments such as 
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ketoconazole, betamethasone, salicylic acid 
and crytherapy with liquid nitrogen. However, 
the lesions did not disappear. Her past medi-
cal history was unremarkable. Dermatological 
examination revealed numerous pearly-white 
papules distributed on the trunk and predom-
inantly on the extensor surfaces of the extrem-
ities (Figures 2a and 2b). Some of the papules 
had depressed centers, while the others pre-
sented with whitish thickened surface. In some 
areas, they formed larger plaques (Figures 1a 
and 1b) and linear lesions, showing the Koeb-
ner phenomenon (Figure 2c). In the genital 
area, papules coalesced into hypochromic 
plaques seen on the labia majora, clitoris and 
intergluteal cleft (Figure 1c). Although the 
clinical picture was highly diagnostic, a bi-
opsy of the non-treated older lesion was ob-
tained (6). Histopathological examination 
showed hyperkeratosis, follicular plugging, 
basal layer rectification, epidermal atrophy, 
edema in the papillary dermis, perivascular 
lymphocytic infiltrate in the reticular dermis 
and loss of elastic fibers, feature that is typical 
for LS and not found in scleroderma. (Figures 
3a and 3b). Routine laboratory tests results, 
screening for associated autoimmune diseas-
es with an autoantibody screening, and the 
thyroid status, were negative. According to the 
clinical and histological findings, a diagnose 
of disseminated LS was made. Topical 
clobetasol propionate 0.05% cream was ap-
plied twice daily for a month. She was adviced 
to use silk underwear to reduce physical trau-
ma by clothing. On the first follow-up, the le-
sions were improved and the itching reduced. 
The application frequency of clobetasol pro-
pionate was reduced to once daily in the fol-
lowing two months, but the patient missed her 
next follow up visit, and since then she was 
not seen in our office.

Discussion
 The exact prevalence of LS is unknown. 
However, the suspected prevalence in chil-
dren is estimated to be 0.1%. The dissemi-
nated, extragenital form of LS is poorly de-
scribed in literature and accounts for 15 to 
20% of cases. Only 6% of affected children 
have pure extragenital LS (7). The diagnosis 
of LS in children is often delayed, with avar-
age duration until diagnosis of 1 to 1.6 years 
(8). The patient in this report belongs to the 
small group of pediatric patients with extra-

Figures 1a, 1b, 1c. White, shiny atrophic plaques 
located on the chest and sacral region.  Hy-
pochromic plaques seen on the labia majora
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genital lesions with a 12–month delay until the 
correct diagnosis. It was misdiagnosed as 
vitiligo, psoriasis, tinea and verrucae planae. 
The main differential diagnosis of the genital 
lesions are vitiligo and sexual abuse if ecchy-
mosis and petechial foci are present in the 
genital region. 
 Our patient presented with clinical symp-
toms typical for extragenital LS, including 
polygonal, ivory white, slightly elevated pa-
pules and plaques formed by a coalescence 
of papules, some of them with surface atro-
phy. The lesions were prone to koebnerization 
and appeared in the areas of physical trauma 
or continuous pressure. Some lesions showed 
prominent follicular plugging. A biopsy was 
obtained from a fully formed, non-treated le-
sion from the forearm and a specific histo-
logical pattern of LS was found: hyperkerato-
sis, epidermal atrophy with flattening of the 
rete ridges, vacuolar interface changes, loss 
of elastic fibers, and marked dermal edema 
with perivascular lymphocytic infiltrate. Thus, 
the final diagnosis of LS was made due to this 
positive clinicopathologic correlation.
 The cause of LS remains unknown. Ac-
cording to the literature, 6.6% of prepubertal 
girls with anogenital LS present with an as-
sociated autoimmune disease (vitiligo and 
alopecia areata), and 56% of their parents or 
grandparents also suffer from LS (9). Immu-
nogenetic studies have demonstrated a sig-
nificant association with the HLA class II anti-

gen DQ7 in 66% of female children (9). In our 
case, there was no association between LS 
and autoimmune diseases or any family cases.
 Topical corticosteroids are highly effec-
tive, and remain the first-line treatment for LS. 
Topical clobetasol propionate is the gold 
standard in the treatment of vulval LS in wom-
en and girls (10). Long-term use of either very 
potent or moderate topical corticosteroids ap-
pears to be effective and safe (11). Our patient 
was treated with topical clobetasol propionate 
cream for three months. After the relief of 
symptoms and partial improvement of skin 
lesions, tapering of clobetasol propionate was 
recommended. Phototherapy is effective in 
patients with extragenital, disseminated LS.  
Among different UV regimens, UVA1 photo-
therapy is a potential first-line treatment op-
tion for extragenital LS (12). Other topical 
treatment modalities, such as tacrolimus and 
pimecrolimus for anogenital, and calcipotriol 
for extragenital LS, are found to be both ef-
fective and safe for long-term use (13). They 
are recommended for long-term application 
and for maintenance of the remission after 
initial treatment with clobetasol propionate 
(10). The clinical course of LS is variable. It is 
usually chronic, especially in women and 
girls, although the incidence of spontaneous 
remission in girls in puberty is estimated at 
25% (14). However, one should not forget the 
intrinsic potential of the disease for develop-
ment of squamous cell carcinoma (SCC) as a 
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Figures 2a, 2b, 2c. Characteristic pearly-white, polygonal, slightly elevated papules coalescing into 
plaques on the lower extremities. Linear lesion showing the Koebner phenomenon on the right thigh
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result of chronic inflammation. The develop-
ment of indurated plaques or nodes and ul-
cers that do not heal indicate a malignant 
transformation.

Conclusion 
 Our case report of a female child with 
disseminated extra-genital lesions and dis-
crete genital lesions illustrates a rare clinical 
presentation of LS. Taking into account that 
the disease in women may be associated with 
development of vulvar SCC, long-term follow-
up should be recommended to all prepubertal 
girls with vulvar LS.
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Figures 3a, 3b. Hyperkeratosis in the epidermis, follicular plugging, flattening of the rete ridges, vacu-
olar disruption in the basal layer, epidermal atrophy, extensive edema in the papillary dermis and 
erivascular lymphocytic infiltrate in the reticular dermis (H&E staining x 40); Loss of elastic fibers in the 
upper dermis (Orcein staining X 40)
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Lichen	sclerosus (LS) predstavlja retku, hroničnu in-
flamatornu dermatozu, lokalizovanu uglavnom u ano-
genitalnoj regiji, za koju je karakteristična pojava 
porcelanskobeličastih papula, plakova ili atrofičnih 
makula. U radu je prikazana devojčica u prepubertet-
skom uzrastu − 12 godina, sa kliničkim nalazom 
hroničnih, diseminovanih, ravnih papula, plakova i 
atrofičnim makulama, distribuiranih po telu, ekstrem-

itetima i anogenitalnoj regiji. Klinički i histopatološki 
nalaz su karakteristični za LS. Potentne i ultrapotentne 
topijske kortikosteroide treba razmotriti kao lekove prve 
linije za lečenje LS. Ostale terapijske opcije, koje se 
mogu upotrebiti u pedijatrijskom uzrastu, uključuju 
UVA1 i kalcipotriol za ekstragenitalne lezije i inhibitore 
kalcineurina za anogenitalne promene.

Diseminovani Lichen Sclerosus u dečjem uzrastu 
– prikaz slučaja

Ključne reči: Lichen sclerosus et atrophicus; Vulvarni lichen sclerosus; Dete; Dijagnoza; Clobetasol; Kožne 
bolesti; Ishod terapije; Znaci i simptomi
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