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Abstract

There are few pediatric reports on the coexistence of genital lichen sclerosus (LS) and morphea. We found a higher prevalence of genital LS
(15.4% corresponding to 8 girls) among 52 children presenting morphea compared to the healthy pediatric population. Therefore the inspection of
anogenital region should be performed also in all girls with morphea, regardless of symptoms. We believe LS and morphea to be distinct diseases,
but in 2 of our cases the detection of clinical and histological features of extragenital LS on morphea lesions may be due to a more superficial

mechanism of atrophy and sclerosis.
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Abbreviations: Lichen sclerosus et atrophicus; CS: Circumscribed superficial type; L: linear; ECDS: en coup de sabre; yrs: years; ANA: antinuclear
antibodies; MTX: methotrexate; GVHD graft-versus-host-disease; ENA: extractable nuclear antigen; Ab: antibodies; AD: atopic dermatitis; Ig:

immunoglobulins.

Introduction

Lichen sclerosus et atrophicus (LS) and morphea or localized
scleroderma are inflammatory scarring dermatosis leading to
cutaneous atrophy and sclerosis. There are few pediatric reports
on the coexistence of genital LS and morphea.

The objective of this study was to determine the prevalence of
genital LS in a group of patients < 18 years affected by morphea
and the associated clinical and laboratory findings.

Case Presentation

We made a retrospective observational cross-sectional study
through a selection of 8 girls (6 Caucasians, 2 North Africans) with

@ @ This work is licensed under Creative Commons Attribution 4.0 License |W]DC.MS.ID.000511.

genital LS from 52 pediatric morphea cases (37 females, 15 males)
diagnosed in our pediatric dermatology outpatient service between
2007 and 2020. In the same period children affected by LS were
137 (77 E, 60 M). Follow-up lasted 6.20 years on average (range 5
months -12.83 years). 7/8 presented genital LS and morphea at the
first visit and in at least 3 cases (n° 1,6,8) there was no awareness
of the concomitant genital problem. In these cases we arbitrarily
considered the date of the first visit as the onset of the genital
disease. The mean age at genital LS onset was 7.6 years (range 4
-12 years), the mean age at morphea onset was 6.14 years (range
3 -10.5 years). Only girl n° 1 complained of genital itch and had
perianal protrusion (Figure A).
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Figure A: Whitening and atrophy of the labia majora and erythematous border extending into the perineal region and perianal protrusion.

- J

We prescribed topical treatment for genital LS: potent to very Circumscribed superficial (CS) morphea affected 5/8 cases
potent steroids or tacrolimus and vitamin E. 6 /8 girls achieved and linear (L) morphea 3/8 cases (Figure B) including patient n°® 7
remission of the genital disease* after 2.9 years on average (range  with linear morphea on the neck (Figure C) and en coupe de sabre
0.83 -5 years) from onset, and improvement was observed in the variant (ECDS)** on the forehead (Table 1).
remaining cases.

( )

Figure B: Whitish area with cigarette paper appearance on a larger linear brownish sclerotic plaque on the back.
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Figure C: Erythematous band on the neck followed by the appearance of central white cigarette paper-like patches becoming sclerotic.

Table 1: clinical, anamnestic, laboratory data, treatment and follow-up of morphea.

Morphea

1 Caucasian

CS

Monolateral left
neck

ANA 1:640, negative
Borrelia Ab, normal
thyroid function and IgE

Local steroids, retinoids,
vitamin D analogue,
tacrolimus

Marked
improvement after
9 yrs

2 Caucasian

L thick, hardened,
hyperkeratotic whitish
band

Monolateral nape

Negative ANA, ENA, anti-
DNA, rheumatoid factor,
thyroid Ab, normal thyroid
function

Local steroids, retinoids,
emollient

Marked
improvement after
11 yrs of follow-up

3 North African

CS multiple < 3 cm

Bilateral abdomen,
neck, feet, eyelid

Negative ANA, ENA, anti
DNA, Borrelia Ab, normal
thyroid function

Local steroids, vitamin
D analogue; systemic
steroids for 2.5 months,
MTX for at least 3
months

Stable (6 months of
follow- up)

4 Caucasian

Monolateral back

Normal thyroid function,
negative celiac disease Ab
and Borrelia Ab

Local steroids, retinoids,
tacrolimus, vitamin D
analogues

Improvement

5 Caucasian

CS multiple < 3 cm

Bilateral abdomen
and knee

Negative Borrelia Ab,
Negative ANA, ENA, anti
DNA

Local steroids, vitamin D
analogue, vitamin E

Remission with
hyperpigmentation
after 2.25 yrs from

onset

6 North African

CS multiple < 3 cm

Bilateral
abdomen, hips,
hypochondrium,
neck, eyelid

Negative ANA, ENA anti

DNA, rheumatoid factor,

borderline IgM Borrelia,
negative IgG Borrelia

Local steroids, vitamin
D analogue, retinoids,
pimecrolimus vitamin
E; MTX for 27 months +
systemic steroids for 3
months

Improvement

LSon
morphea

7 Caucasian

ECDS on forehead, L in the
neck. White patch with
cigarette paper appearance
on larger sclerotic linear
plaques of neck

Right forehead,
left neck

IgE 365 U/1 ANA 1:640,

negative ENA, anti DNA,

Borrelia Ab, thyroid Ab,
celiac Ab, thyroid function

Local steroids, retinoid,
vitamin E, vitamin D
analogue, tacrolimus,

pimecrolimus

Improvement

8 Caucasian

L Whitish area with
cigarette paper appearance
on a larger linear brownish

sclerotic plaque

Monolateral back

Negative ANA and Borrelia
Ab

Local steroids, vitamin
D analogue; tacrolimus;
pimecrolimus

Improvement

Legend: CS: Circumscribed superficial type; L: linear; ECDS: en coup de sabre; yrs: years; ANA: antinuclear antibodies; ENA: extractable nuclear

antigen; Ab: antibodies; AD: atopic dermatitis; Ig: immunoglobulins; MTX: methotrexate.
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In cases n° 7 and n° 8 (Figure B), the onset of linear sclerotic
plaques (respectively on the neck and on the back) was followed by
overlying smaller white patches with cigarette paper appearance

resembling extragenital LS. Dermoscopy of the neck lesions was
reported (Figure D).

Figure D: Dermoscopic examination (original magnification 20x, Foto Finder dermatoscope®, Teachscreen Software, Bad Birnbach,

Germany): white clouds and linear branching vessels.

Skin biopsy was made only in case n° 7 from these smaller
patches on the neck and revealed the histological features of LS.

Personal and familiar autoimmune diseases (respectively
vitiligo and familiar thyroid disease and diabetes) were associated
in case n° 6 and atopy was reported in cases n° 7 and 8.

Discussion

The retrospective and small study confirmed a higher
prevalence (15.4%) of genital LS in pediatric morphea compared
to the suspected value (0.1%) reported in the 2018 LS European
guidelines in the pediatric general population [1]. We found an
exclusive female involvement.

Up to now in the literature the coexistence between genital LS
and morphea has already been reported in larger adult casuistries
(such as 38% of 76 patients [2], 3.7% of 735 cases [3], 1.7% of 472
patients (381 adults and 91 children) [4], but is poorly reported
in children: 2 girls with genital LS among 136 cases with morphea
[5], a girl with morphea among 15 children with genital and
extragenital LS [6]. Two female monozygotic twins manifested
respectively linear and guttate morphea with pediatric onset and
genital LS at 19-20 years of age [7].

In our cases the trunk and the neck were the most common
localizations of morphea. MTX was prescribed in 2 African girls
because of the greater extension and a greater tendency to sclerosis,

demonstrating a more severe morphea in this group. Only a small
part of cases with genital LS disclosed symptoms like pruritus.
Kreuter, et al. made an anogenital inspection only in patients with
clinical symptoms [4], but it is well known that usually only a small
part of cases with genital LS presented symptoms like pruritus. In
fact only 20% of Lutz’s patients with genital LS disclosed symptoms
but none spontaneously [2].

Therefore anogenital inspection should be carried out in all
adults and children with morphea, particularly in females even if
asymptomatic.

Clinical differentiation between extragenital LS and morphea is
not always so clear and the coexistence of the two disease features
in the same lesion makes the distinction more difficult. Similarly to
7 cases reported by Kreuter, et al. [4] two of our patients developed
some smaller lesions clinically resembling extragenital LS on a
previous linear plaque of morphea (Appendix).

In another study 59.2% of morphea patients with genital
involvement also had extragenital lesions of LS typically overlying
plaques of morphea [3]. Some authors think this it is due to
koebnerization [4], and in fact in (our) case n° 8 the lesions
developed in the dorsal waist area. The relationship between
morphea and LS is still controversial in literature. On the basis
of clinical, dermoscopic and histological difference and some
overlapping features, including sclerosis and autoimmune
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background, we believe, like some authors, that LS and morphea
are distinct diseases [8] affecting people with a basically sclerotic
cutaneous immune response to some trigger. In our patients, the
presence of clinical and histological features of LS on a part of
the morphea lesion may be due to a more superficial mechanism
of atrophy and sclerosis in the papillary dermis and favored by
cutaneous friction (creases, waistband). This study highlights the
importance of genital inspection also in children with morphea, as
well as the overlaps between the latter and LS.
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APPENDIX

*Remission of genital LS: absence of scarring, stenosis, atrophy,
delling, ivory lesions, erythema, purpuric areas, bleeding, erosions,
fissures, symptoms.

**Classification of morphea according Laxer RM and Zulian F.
in Laxer RM, Zulian F. Localized scleroderma. Curr Opin Rheumatol
2006; 18:606-13.
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