Clinical, Cosmetic and Investigational Dermatology Dove

CASE REPORT

Lichen Sclerosus of the Labial Mucosa: A Case Report
and Literature Review

Koramon Phuwaraks (®, Suthinee Rutnin (), Poonkiat Suchonwanit

Division of Dermatology, Department of Medicine, Faculty of Medicine, Ramathibodi Hospital, Mahidol University, Bangkok, Thailand

Correspondence: Poonkiat Suchonwanit, Division of Dermatology, Department of Medicine, Faculty of Medicine, Ramathibodi Hospital, Mahidol
University, 270 Rama VI Road, Ratchathewi, Bangkok, 10400, Thailand, Tel +66-2-201 1141, Fax +66-2-201-121 | Ext 4, Email poonkiat@hotmail.com

Abstract: Lichen sclerosus (LS) is an uncommon, chronic, inflammatory mucocutaneous disorder found predominantly in females with
unknown etiology. It presents as a white sclerotic plaque commonly located on the anogenital area. Extragenital LS is less prevalent, and LS
affecting the oral mucosa is extremely rare, with only 39 biopsy-confirmed cases reported in the literature. Due to its several mimicking
conditions, histological examination is usually required for a definitive diagnosis, particularly in patients with oral LS. Current evidence-
based treatment recommendations for oral LS are unavailable; however, most cases tend to improve after treatment with topical or
intralesional corticosteroids. We report a case of a 58-year-old female referred from the otolaryngology department for evaluating an
asymptomatic whitish sclerotic plaque on the lower lip mucosa that had existed for 1 year. Following a punch biopsy, the patient was
diagnosed with LS of labial mucosa. The condition improved after 2 months of treatment with topical and intralesional corticosteroids. The
present case report raises awareness in recognizing oral LS and contributes to knowledge of this rare disorder.
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Introduction

Lichen sclerosus (LS) is a relatively rare chronic inflammatory dermatosis with a prevalence of 0.1-0.3%." The condition
was first mentioned by Hallopeau in 1887 in a patient with coalescent papules on the trunk and forearms and
lichenification of the vulva; since then, it was coined various terms such as lichen sclerosus et atrophicus, kraurosis
vulvae, balanitis xerotica obliterans, and white spot disease.? In 1976, the disease was formally named LS by the
International Society for the Study of Vulvovaginal Disease since it does not histologically exhibit atrophy in all cases.’
LS is predominantly found in females without racial predilection. It can occur at any age with a bimodal peak incidence
in prepuberty and postmenopausal women.*

LS lesions most commonly occur on the anogenital area, with approximately 85% prevalence; however, extragenital
LS develops in other body areas, particularly on the trunk and proximal extremities, with less frequency.>® Oral LS is
considered an extremely rare subtype of extragenital LS, being infrequently reported in the literature.” Due to its rarity,
oral LS is frequently delayed in diagnosis and is often misdiagnosed with other imitative dermatological disorders. Here,
we report an oral LS case in a 58-year-old female with a 1-year progressively developed asymptomatic whitish sclerotic
plaque on the labial mucosa of the lower lip.

Case Presentation

A 58-year-old female visited the otolaryngology department with a 1-year history of an asymptomatic white spot on her
lower lip. The lesion had no prior erythema or noticeable rash. The patient initially denied a biopsy and was prescribed
a topical 0.1% triamcinolone acetonide gel for 1 month; nevertheless, the lesion showed no improvement and gradually
became more prominent over time. She reported no history of chemical applications, injections, infections, or trauma on
the affected site. She had allergic rhinitis, which was well controlled with cetirizine 10 mg daily. Owing to cosmetic
concerns, the patient was referred to the dermatology department to evaluate and properly manage the lesion.
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Physical examination revealed a whitish, slightly firm plaque on the left side of the lower labial mucosa. The lesion
was well-defined and approximately 1.5 cm in diameter without involvement in the rest of the oral cavity. A subtle white
striation was also seen on the right side of the lower labial mucosa (Figure 1). No significant skin lesions were observed
on other body parts, and a review of other systems was unremarkable. By that time, LS was a provisional diagnosis.
Despite an unusual location, the differential diagnosis included morphea, vitiligo, and contact leukoderma.

A punch biopsy was done at the sclerotic lesion with hematoxylin and eosin staining. The histological section showed
focal atrophic epithelium associated with hydropic degeneration of the basal cell layer. The superficial lamina propria
revealed edematous and homogenized collagen fiber with patchy, band-like lymphoplasmacytic inflammatory infiltration
below the hyalinized area (Figures 2A and B). Regarding the histopathological findings, the final diagnosis in this patient
was LS of the labial mucosa. The patient received treatment with intralesional triamcinolone injection (5 mg/mL) and
topical 0.05% clobetasol propionate cream applied twice daily. After 2 months of treatment, the lesion was improved,
becoming softened and decreased in size (Figure 3).

Discussion
Oral LS is an extremely rare subtype of extragenital LS with unknown prevalence. It was first described by Miller in
1957 in a female patient presenting co-existing oral, genital, and skin lesions.” According to the literature, 39
histologically confirmed OLS cases have been reported since 1955, with 20 patients with LS of labial mucosa.’
Typical clinical features of LS, including papules or plaques associated with white coloration, sclerosis, erosion, or
atrophy, are also found in oral LS. However, genital LS is considered a more serious condition as this form usually
manifests with pain, pruritus, or dryness and sometimes causes anogenital sequelae such as disfiguration, phimosis,
recurrent balanitis, painful erection, and constipation.® Moreover, evidence showed an increased rate of squamous cell
carcinoma in genital LS with 0.4-6% prevalence.’ In contrast, extragenital LS is usually asymptomatic and exhibits less
association with malignant transformation,'® with only two reported cases of squamous cell carcinoma arising from
extragenital LS lesions on the leg and buttock.'""'* To our knowledge, malignant change has never been documented
among previously reported oral LS cases.’

Oral LS commonly presents as whitish homogenous sclerotic plaque/plaques, some with telangiectasia and erosion.®
Approximately half of the occurrences were located on the labial mucosa, followed by lip, buccal mucosa, tongue, and
palate with 37%, 34%, 29%, and 17%, respectively.5 Oral LS concomitant with extraoral LS is frequently seen, 31% in

Figure | Clinical manifestation: well-defined whitish, slightly firm plaque on the left side of the lower labial mucosa and subtle white striation on the right side of the lower
labial mucosa.
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Figure 2 Histopathological findings (hematoxylin-eosin): (A) focal atrophic epithelium with hydropic degeneration of the basal cell layer and edematous and homogenized
collagen fiber in the superficial lamina propria (original magnification x100), (B) patchy, band-like lymphoplasmacytic inflammatory infiltration below the hyalinized area

(original magnification x400).

Figure 3 Improvement of the lesion after two months of treatment.

extragenital LS and 18% in genital LS; therefore, a complete body examination is recommended.” Most oral LS patients
present asymptomatic, and around 30% manifest with pruritus, pain, or tightness when opening the mouth.” Gingival
recession, periodontal detachment, and tooth mobility were reported in some cases with gingival involvement.'?
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Diagnosis of oral LS is challenging since the disease is rare, with an unusual distribution.® The differential diagnosis
includes other mimicking conditions such as morphea, vitiligo, leukoplakia, oral mucous fibrosis, and lichen planus.13
Histological examination is recommended for a definitive diagnosis, especially in cases of clinical uncertainty or uncommon
location. Tissue biopsy should be performed at active sclerotic areas and edges of ulcers.* Histopathological features gradually
change upon disease progression. In the early stage, the disease is difficult to distinguish from other lichenoid disorders,
showing superficial dermal edema with a band-like lymphocytic infiltration and vacuolization of the basal cell layer.'* Later,
fibrosis occurs with hyalinized collagen in the dermis, causing sclerotic and/or atrophic lesions. Sometimes, subepidermal
cleft and blister formation from interface dermatitis and dermal edema are visible.’

Morphea is a primary condition that must be distinguished from oral LS since it reveals similar clinical manifesta-
tions, including sclerosis and atrophy. However, no focal basal cell degeneration or loss of elastic fibers in the hyalinized
tissue was observed in its histological sections.” Vitiligo shows areas of well-defined depigmented skin without sclerosis,
while leukoplakia predominantly presents whitish lesions on the buccal mucosa or tongue with a wrinkled surface.'* '
Oral submucous fibrosis shows diffuse lesions and progressive stiffness of the oral mucosa with a history of areca nut
exposure.'® Lichen planus, a more prevalent disorder than oral LS, usually manifests painful, symmetrically distributed
lesions with white stria, erythema, or erosion. It can affect several areas of the oral cavity, including buccal mucosa,
gingiva, tongue, and labial mucosa.'”'® Although a potential malignant change in oral lichen planus has been noted,
a recent meta-analysis revealed its low malignant transformation rate.'?

Pathogenesis of LS has yet to be elucidated. Multifactorial etiology, including autoimmune process, genetic predis-
position, and local inflammation, is hypothesized to play its pathogenetic role.?*?* IgG autoantibodies against extra-
cellular matrix protein 1 were demonstrated in 74% of genital LS cases.”>** A genetic predisposition, eg, HLA-DQ7 or
HLA-DR12,%>%® and a history of local trauma exacerbating inflammation and oxidative stress with lipid and DNA
peroxidation were also reported to be associated with the disease.®*”?° In addition, medications such as imatinib*® and
immune checkpoint inhibitors were documented to cause LS at 3-6 months after administration.>'*

Standard recommendations for the management of oral LS are still being determined due to its rarity and limited data on
reported cases.'® Treatment purposes include reduction of symptoms, functional maintenance of affected areas, and prevention
of malignant transformation.® For oral LS, most patients are asymptomatic or report minor symptoms; therefore, cosmetic
improvement is its main treatment objective.'® Treatment modalities reported for oral LS include potent topical corticoster-
oids, intralesional corticosteroids, topical calcineurin inhibitors, systemic corticosteroids, phototherapy, photodynamic ther-
apy, and surgical excision.**~** Retinoids show limited response to the treatment of oral LS.'®* Our patient’s lesion was
resolved with a combination of topical and intralesional corticosteroids.

Conclusion

Oral LS is a rare condition mainly distributed on the labial mucosa. Due to its rarity and various imitative disorders, oral
LS can be under-recognized and easily misdiagnosed. This case report reminds and raises awareness of physicians
regarding this uncommon condition. However, the lack of dermoscopic features of oral LS in our case is the main
limitation. Our case also highlights the importance of histopathological examination, which is essential for a definitive
diagnosis and preventing delays in treatment. Moreover, tissue biopsy should be performed in patients with treatment
recalcitrance or suspected malignant transformation despite no report of squamous cell carcinoma in oral LS. Early
recognition and management of LS and its consequences help limit the disease burden and improve treatment outcomes.

Ethics Approval and Consent to Participate

This article was performed in accordance with the principles of Declaration of Helsinki. Ethical review and approval was
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