
Vulvar lichen sclerosus (VLS) is a chronic dermatosis 
affecting the vulva that may extend to the perianal region. 
The condition has a predilection for prepubertal girls and 

peri- or postmenopausal women, with the mean age of onset of 
about 6.5 years in the former group and mid- to late-50s in the 
latter.1-3 In a Finnish study, the incidence rates were estimated 
to be 7 per 100,000 in the paediatric population (girls aged 5 to 
9 years), and 24 to 53 per 100,000 in postmenopausal women.1

This article discusses paediatric VLS only; a patient case is 
described in the Box. A review of VLS in adult women was pub-
lished in Medicine Today in January 2019.4

Clinical presentation
Paediatric VLS usually presents as vulvar itch, pain, dysuria and 
constipation.2 On examination, observation of white atrophic 
patches or plaques with a figure-of-eight distribution (involve-
ment of the labia, clitoral hood and perianal area) is characteristic 

of the condition; other common findings include ecchymosis 
or purpura, and fissures.2,5 There can be scarring and change 
in the anatomical structures of the vulva, such as labia minora 
resorption, labial fusion and burying of the clitoris.2,5

Aetiology and pathogenesis
The exact aetiology and pathogenesis of VLS have not been fully 
elucidated. However, several theories and potential contributing 
factors have been proposed, including genetic predisposition 
and autoimmunity.

Genetic predisposition
A family history of VLS has been observed in several studies.6-8 

In a large cohort study conducted in the UK, 12% of 1052 patients 
with VLS reported a family history of lichen sclerosus, more 
than half of whom were first-degree relatives.6 Cases of VLS 
in monozygotic twins have also been documented in the 
literature. 6,9
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KEY POINTS
•	Paediatric vulvar lichen sclerosus (VLS) has an average  

age of onset of 7 years. The condition may continue into 
adulthood and persist lifelong.

•	Common symptoms of VLS include vulvar pruritus, pain, 
dysuria and constipation.

•	The characteristic examination finding of VLS is white 
atrophic patches or plaques with a figure-of-eight 
distribution. Ecchymosis, purpura and fissures are also 
seen. In addition, there may be scarring or distortions in 
the anatomical structures of the vulva.

•	Early diagnosis and prompt management are essential to 
prevent negative sequelae of untreated disease, such as 
scarring and reduced quality of life. Patient adherence to 
long-term therapy is crucial.

•	Treatment for VLS involves topical corticosteroid therapy, 
with choice of potency individualised according to the 
disease severity and response to treatment.
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In addition, researchers utilising 
whole-exome sequencing in a genome 
profiling study have discovered four 
germline variants shared by seven VLS 
subjects from two different (unrelated) 
families but was not found in the control 
(an unaffected relative from one pedigree).10 
The gene variants included ANKRD18A, 
CD177, CD200 and LATS2, which were 
proposed to be deleterious to normal 
protein functioning.

Autoimmunity
Coexisting autoimmune diseases are 
frequently seen in patients with VLS. Some 
of the most common include autoimmune 
thyroid disorders, vitiligo, alopecia areata, 
pernicious anaemia and morphoea.2,8,11

The findings of cellular and molecular 
studies support the theory that autoimmun-
ity is a factor in the development of VLS. 
Histological evidence of immunological 
changes has been observed in all layers of 
skin affected by lichen sclerosus compared 
with normal vulvar skin and other skin 
(abdomen, breasts, ear) – with increased 
monoclonal antibody staining for: cytokine 
interferon (IFN)-γ and IFN-γ receptor; 
tumour necrosis factor (TNF)-α; interleu-
kin (IL)-1α and IL-2 receptor (CD25); and 
intercellular adhesion molecule-1 (ICAM)-1 
and its ligand CD11a.12,13 In particular, the 
stronger staining for IFN-γ, TNF-α and 
IL-1α suggests involvement of the Th1 path-
way, which is seen in psoriasis and other 
autoimmune diseases.13

Other factors
The bimodal age distribution of VLS inci-
dence (i.e. peak onset in prepubertal and 
peri- or postmenopausal) has led to sug-
gestions that hormonal factors, especially 
pertaining to oestrogen and androgen, 
play a role in the pathogenesis of VLS.14,15 
However, there are limited data to support 
this theory.

Infections, trauma and chronic irritation 
have also been proposed as possible triggers 
for VLS, but the data surrounding these 
remain inconclusive.7,8,16-20 Further studies 
will need to be conducted to confirm or 
refute these associations.

Diagnosis
In the paediatric population, VLS is usually 
a clinical diagnosis made on the basis of 
the reported symptoms and examination 
findings, but it can be confirmed by biopsy. 
Of note, due to the location and appearance 
of the disease, which can have ecchymosis 
or purpura, children with this condition 
are often inappropriately referred to child 
protection units.5 This should be avoided, 
as it may cause profound psychological 
distress for patients and their families.

Management
Treatment for VLS involves topical 
corticosteroid therapy. VLS is highly 
responsive to corticosteroids, and addi-
tional treatment is rarely required. At 
times, an ultrapotent topical corticosteroid 
may be needed, but the overarching prin-
ciple is that the potency should be indi-
vidualised according to the disease 
severity and the response to treatment.21

It should be explained to patients and 
their parents that paediatric VLS has the 
potential to persist lifelong and that 
long-term (maintenance) topical cortico
steroid therapy is crucial to minimise the 
risk of scarring progression.5,22-24 Once 
formed, scarring and changes in anatom-
ical structures are irreversible.

It is crucial that clinicians educate 
patients and their parents early about the 
safety profile of long-term topical cortico
steroids in VLS and address any concerns 
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CASE STUDY: A 6-YEAR-OLD GIRL WITH VULVAR PRURITIS

A 6-year-old girl is referred to a dermatology clinic with a one-month history of vulvar pruritus. 
She has been diagnosed with vulvovaginitis; however, treatment with a combination 
hydrocortisone/clotrimazole cream and 1% hydrocortisone ointment have not alleviated her 
symptoms. She denies constipation or difficulties with urination.

The patient has a history of atopic dermatitis. There is no personal or family history of 
autoimmune disease.

On examination, a figure-of-eight distribution of atrophic white plaques are observed affecting 
the labia and perianal area (Figure 1a). There are no distortions in the anatomical structures.

A provisional diagnosis of VLS is made on the basis of the patient’s symptoms and the 
examination findings. She is commenced on methylprednisolone aceponate 0.1% fatty 
ointment, to be applied to the affected areas daily.

At a follow up appointment five months later, the patient is completely asymptomatic and 
no active disease is observed on examination (Figure 1b). The frequency of application for the 
corticosteroid ointment is reduced to three times per week. She continues to be followed-up 
in the clinic.

Figures 1a and b. (a, left). The appearance of the vulva at initial presentation. Atrophic white 
plaques are observed affecting the labia and perianal area (figure-of-eight distribution), which 
is characteristic of VLS. (b, right). After five months of treatment with topical corticosteroid 
there are no signs of disease activity. The white changes that are visible are postinflammatory 
hypopigmentation, rather than active disease. 
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pertaining to ‘steroid phobia’. Although 
calcineurin inhibitors are used as adjunctive 
therapy, they have been shown to be less 
effective than topical corticosteroids.25 
Results of multiple studies have consistently 
shown that patients who have higher treat-
ment adherence have better disease out-
comes and quality of life; they are also much 
less likely to develop scarring progression 
and vulvar squamous cell carcinoma.21,23,26,27 
‘Long-term’ therapy stipulates that patients 
continue applying topical corticosteroid 
therapy regularly – even when they are 
asymptomatic and have no signs of disease 
activity on examination (i.e. during ongoing 
suppression of the disease). Of note, although 
VLS is known to increase the risk of vulvar 
squamous cell carcinoma in adults, the risk 
in children is less well understood.21 No cases 
have been reported in children.

As previously mentioned, coexisting 
autoimmune diseases are frequently seen 
in patients with VLS for which investigations 
such as blood tests may be available.2,8,11 
However, since testing can be distressing for 
young children, we do not recommend per-
forming these routinely unless there are 
clinical indicators to do so. Ultimately, the 
decision to investigate for autoimmune  
diseases should involve a shared decision- 
making process between clinicians, patients 
and their families, taking into account the 
patient’s age, medical and family history, 
and any examination findings suggestive of 
the presence of an autoimmune disorder.

Long-term outlook
Multiple studies, including a systematic 
review of 37 publications, have found that 
most paediatric VLS cases (as high as 75%) 
do not resolve at puberty.22,24,28 This finding 
has an important implication in that all 
paediatric patients with VLS require long-
term follow up, just like adult patients. 
Patients whose disease has gone into remis-
sion should be reviewed annually to ensure 
there is no recurrence.

Conclusion
Paediatric VLS is a chronic dermatosis that 
may persist lifelong. Early diagnosis and 

prompt management are crucial to mini-
mise complications, such as scarring and 
changes in the anatomical structures of the 
vulva, which are irreversible. Patient adher-
ence to long-term topical corticosteroid 
therapy is paramount to maximise disease 
control and quality of life.�   MT
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