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Abstract

Observation: Lichen sclerosus (LS) is a chronic, inflammatory dermatosis that results in white plaques
with epidermal atrophy and scarring. Lichen sclerosus has both genital and extragenitalpresentations
.Extragenital involvement is a rare variant favor the trunk , proximal aspects of the extremities, dorsum,
and abdomen . The treatment of extragenital  LS is similar to that of genital LS. However, treatment of
disseminated  extragenital  LS is a  challenge .we described  a  case of 15-year-old female  with  two
years history of disseminated extragenital LS which was treated  successfully with a combination of
systemic prednisolone and methotrexate.

Introduction 

Lichen sclerosus (LS) is a chronic, inflamma-
tory dermatosis that results in white plaques
with epidermal atrophy and scarring. Lichen
sclerosus has both genital and extragenital
presentations.Extragenital involvement is a
rare variant favor the trunk , proximal as-
pects of the extremities, dorsum, and abdo-
men. The treatment of extragenital  LS is
similar to that of genital LS. However, treat-
ment of disseminated  extragenital  LS is a
challenge.we described  a  case of 15-year-old
female  with  two years history of dissemina-
ted extragenital LS which was treated  suc-
cessfully with a combination of systemic
prednisolone and methotrexate.

Case Report 

A 15-year-old female presented with grouped,
asymptomatic, atrophic ivory-white plaques on
the, upper chest, neck, dorsum, and abdomen-
measuring 1 to 3 Centimeter in diameter, starting
two years ago. anogenital region, nail , and mem-

branes mucosa are free (Figures 1, 2 and 3). On
the other hand the patient is in a good health and
routine blood tests were  normal.

A punch biopsy revealed atrophic epidermis, ho-
mogenized upper dermis, and sparse chronic in-
flammation in the middle dermis, consist with
lichen sclerosus et atrophicus (Figures 4 and 5)
so the case was diagnosed as disseminated extra-
genital lichen sclerosus et atrophicus.  Because of
this wide spread involvement , We decided to treat
the patient with 5 mg/day prednisolone, and 10
mg/weekly methotrexate . Excellent response with
complete recovery was achieved and the treatment
stopped gradually within  2 years (Figures 6 and
7).

Discussion 

Lichen sclerosus (LS) is a chronic, inflamma-
tory dermatosis that results in white plaques
with epidermal atrophy and scarring. Lichen
sclerosus has both genital and extragenitalp-
resentations. Extragenital involvement is a
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rare variant favor the trunk and proximal as-
pects of the extremities.They occur in 15% to
20% of patients [1]. They may be localized or
widespread and typically affect the neck, in-
framammary area, shoulders, wrists, and
inner part of the thighs. In contrast to genital
LS, which is accompanied by itching, burning,
and dysuria, extragenital LS is typically asy
mptomatic [2]. However, progressive disease
may cause discomfort and pruritus [3]. LS has
an autoimmunological background. Circula-
ting basement membrane antibodies and an-
tibodies against the extracellular matrix
protein 1 have been found in patients with LS,
and an associationof LS with other autoim-
mune diseases is frequent [4,5,6].

Treatment of extragenital  LS included appli-
cation of super-potent topical glucocorticoids
with or without topical calcineurin inhibitors
for long-term daily use, Phototherapy, especi-
ally UVA1, is a treatment modality treatment
modality that has been shown to clear extra-
genital lesions more effectively than genital l

esions, intralesional glucocorticoids at anti-in-
flammatory doses for more limited disease and
systemic glucocorticoids for widespread di-
sease or in cases refractory to topical trea
tment [7,8,9,10,11,12]. In widespread or dis-
seminated cases of extragenital lichen sclero-
sus topical treatment not effective and difficult
to apply, in this situation we need systemic
treatment. Kreuter A et al used narrowband
UV-B phototherapy for extragenital lichen scle
rosus [13]. Formiga Ade A et all treated disse-
minated extragenital lichen sclerosus et atrop-
hicus with acitretin [14], and Kreuter A et al
treated. Seven patients extragenital lichen
sclerosus with pulsed high-dose corticostero-
ids combined with low-dose methotrexate
PCMT for at least 6 months [9]. 

In recent years, combining methotrexate with
corticosteroids has become an increasingly re-
ported treatment strategy for localized sclero-
derma [9].Uziel et al were the first to report on
the beneficial effects of PCMT in a case series
of 10 children with localized scleroderma.
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Figure 1. Hypopigmented plaques in the back

Figure 3. Hypopigmented lesions

Figure 2. Hypopigmented papules on the neck

Figure 4. Biopsy from the papules



These results were later confirmed by Weibel
et al in a larger retrospective study of PCMT
that included 34 patients with juvenile locali-
zed scleroderma [9].

The exact mechanism of action of PCMT  in
sclerotic skin diseases is still unknown. It
seems that PCMT combines the early anti-in-
flammatory effects of corticosteroids with the
prolonged antifibrotic effects of methotre-
xate[15]. Methotrexate inhibits several cytoki-
nes that play a central role in sclerotic skin
diseases, such as interleukins 2,4 and 6 [16].
Interleukin 6 has been shown to be upregula-
ted in LS and localized scleroderma and seems
to parallel with the extent of disease and res-
ponse to treatment [17]. Although orally adm
inistered low-dose methotrexate causes ad-
verse effects in the gastrointestinal tract (e.g.
nausea or vomiting), liver (elevations in liver
enzyme levels), and central nervous system
(e.g. dizziness or headache in about one-third
of patients), clinically relevant complications,

fortunately, are rare. In clinical trials of met-
hotrexate therapy for rheumatoid arthritis, life
threatening pancytopenia and methotrexate-
induced lung disease have been observed in
1.4% and in 2.1% to 6.8% of patients, respec-
tively. Although the typical longterm adverse
effects of corticosteroids usually do not occur
with high-dose treatment, physicians should
be aware of rare severe adverse events such as
aseptic bone necrosis, anaphylaxis, or even
sudden death in patients with renal insuffici-
ency and/or imbalances in electrolyte levels
[7]. Therefore, patients should be carefully mo-
nitored while receiving CMT, especially those
with a history of liver , cardiac, and renal di-
sease.

We used to use 5 mg prednisolone/daily com-
bination with10 mg methotrexate/weekly CMT
to treated linear scleroderma and generalized
morphea with good response . We decided to
treatment this case with CMT. Excellent res-
ponse with complete recovery was achieved
and the treatment stopped gradually after 2
years.

Conclusion
Disseminated extra genital lichen sclerosus et
atrophicus is very rare and difficult to treat.
Methotrexate is well tolerated, low price, and
effective choice is such cases. The response of
disseminated lichen sclerosis for CMT is as ex-
cellent as that of linear scleroderma and gene-
ralized morphea.
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Figure 6. Lesions after treatmentFigure 5. Close up view of the biopsy specimen

Figure 7. Lesions after treatment
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