


Case report 
Late-Onset Vulvar Steatocystoma Multiplex: A Rare and Challenging Localization



ABSTRACT
Aims: To report an exceptionally rare case of vulvar steatocystoma multiplex with late onset and sporadic presentation, and to highlight the role of histopathology in the differential diagnosis of chronic vulvar nodules.
Presentation of Case: A 43-year-old woman with no personal or family history presented with asymptomatic, slowly progressive bilateral nodules on the labia majora that had evolved over one year. Clinical examination revealed multiple well-circumscribed, mobile subcutaneous nodules covered by normal-appearing skin. Histopathological examination showed dermal cystic structures lined by stratified squamous epithelium lacking a granular layer, with sebaceous glands within the cyst wall, confirming steatocystoma multiplex. Surgical excision was performed with a satisfactory outcome.
Discussion: Vulvar steatocystoma multiplex is exceptionally rare; most reported cases occur in familial forms or in older patients. This case is distinguished by its late onset, sporadic nature, and strictly localised vulvar involvement. The differential diagnosis of chronic asymptomatic vulvar nodules is broad, and histopathological confirmation remains essential.
Conclusion: Steatocystoma multiplex should be included in the differential diagnosis of chronic, asymptomatic vulvar nodules. Histopathological examination is the cornerstone of diagnosis, and reporting rare localisations contributes to better recognition of this uncommon condition.
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INTRODUCTION
Steatocystoma is a benign cystic disorder arising from the pilosebaceous unit, classified into two forms: steatocystoma simplex, presenting as a solitary lesion, and steatocystoma multiplex, characterised by numerous cysts. The multiplex form typically follows an autosomal dominant inheritance pattern linked to mutations in the keratin 17 (KRT17) gene, although sporadic, non-familial cases are also well documented and appear clinically indistinguishable from inherited forms (Palaniappan & Karthikeyan, 2024). Clinically, lesions appear as smooth, mobile, subcutaneous nodules, typically distributed over sebaceous gland-rich areas such as the chest, axillae, and inguinal region, most often emerging during adolescence or early adulthood when sebaceous activity is at its peak. Vulvar involvement is exceptionally rare, with only a limited number of cases reported in the literature to date (Geist & Crane, 2026; Mishina et al., 2024; Park et al., 2014). A previously reported case confined to the vulva likewise documented multiple labial steatocystomas without lesions elsewhere, supporting recognition of a localised genital presentation (Kartal et al., 2016). Recent reviews continue to emphasise that clinical morphology may overlap with other cystic or inflammatory disorders, while histopathological assessment remains important for diagnostic confirmation (Sparling et al., 2025; Vu & Lara Rivero, 2026). A recent clinical series has also evaluated a minimally invasive cyst-removal technique for steatocystoma multiplex, illustrating ongoing efforts to improve cosmetic outcomes while limiting tissue injury (Zhang et al., 2025). We report a case of localised vulvar steatocystoma multiplex with a late onset and sporadic presentation, emphasising the diagnostic challenges associated with this unusual localisation. Despite these reports, evidence remains limited regarding late-onset, sporadic steatocystoma multiplex strictly confined to the vulva, and such presentations may remain difficult to distinguish clinically from other chronic vulvar nodules. This report aims to describe an exceptionally rare case of vulvar steatocystoma multiplex with late onset and sporadic presentation, and to highlight the diagnostic value of histopathology in distinguishing it from other chronic vulvar nodules.
PRESENTATION OF CASE
A 43-year-old woman with no significant personal or family history presented with asymptomatic vulvar nodules that had been slowly evolving over one year. The lesions were located bilaterally on the labia majora, were non-inflammatory, and were painless. Clinical examination revealed multiple well-circumscribed, mobile subcutaneous nodules covered by normal-appearing skin (Figure 1).
Histopathological examination showed dermal cystic structures with multiple invaginations, lined by stratified squamous epithelium lacking a granular layer. Sebaceous glands were identified within the cyst wall, and eosinophilic material was present in the cornified layer; these findings confirmed the diagnosis of steatocystoma multiplex.
Based on clinical and histological findings, a diagnosis of localised vulvar steatocystoma multiplex was established. The patient underwent surgical excision with a satisfactory outcome.
DISCUSSION
Steatocystoma multiplex usually appears during adolescence or early adulthood, often in association with increased sebaceous activity. Vulvar localisation remains extremely uncommon, and to date, most reported cases have occurred either in familial forms or in older patients (Geist & Crane, 2026; Mishina et al., 2024; Park et al., 2014). A recently published sporadic case involving a 48-year-old woman with a nine-year history of vulvar swellings similarly emphasised how the genital location can be mistaken for more common entities, delaying diagnosis until histopathological examination was finally performed (Ganjre et al., 2024). Another vulvar case, managed successfully with electrocauterisation, further illustrates the range of minimally invasive options available once the diagnosis is secured (Yuniandari et al., 2022). Our case is distinguished by its late onset, sporadic nature, and strictly localised vulvar involvement, highlighting the diagnostic challenge posed by this rare presentation.
The differential diagnosis of chronic asymptomatic vulvar nodules is broad and includes multiple epidermoid cysts, eruptive vellus hair cysts, neurofibromatosis, lipomas, and xanthomatosis (Park et al., 2014). This clinical overlap underscores the essential role of histopathological confirmation in establishing the correct diagnosis. The absence of a granular layer and the presence of sebaceous glands within the cyst wall are the key histological hallmarks that distinguish steatocystoma multiplex from other cystic entities. Histopathologically, steatocystoma must also be differentiated from vellus hair cysts and dermoid cysts, both of which can mimic its clinical appearance but differ on microscopy: vellus hair cysts typically contain numerous vellus hairs within a keratin-filled cavity without sebaceous elements, while dermoid cysts contain adnexal structures such as hair follicles and sweat glands within their walls, in addition to sebaceous glands. Immunohistochemical studies have shown that the cyst wall epithelium in steatocystoma stains positively for markers of the outer root sheath, consistent with its origin from the infra-infundibular portion of the hair follicle, further supporting a follicular rather than purely sebaceous histogenesis (Palaniappan & Karthikeyan, 2024).
Regarding management, surgical excision, as performed in our patient, remains the most definitive approach for localised or limited disease, particularly when malignant or other cystic entities cannot be excluded on clinical grounds alone. For patients with more numerous lesions, less invasive alternatives have recently been described, including the use of chalazion forceps to enucleate vulvar cysts with minimal scarring (Mackenzie et al., 2025) and percutaneous sclerotherapy as a further tissue-sparing option (Dev et al., 2025). The choice of technique should be guided by lesion number, size, and location and should balance cosmetic outcome against the risk of recurrence, which is a recognised limitation of simple aspiration or incomplete excision; any residual cyst wall epithelium retains the capacity to reform a lesion, so complete excision of the cyst wall, rather than simple drainage, is essential regardless of the technique chosen.
Beyond the classical distribution on the trunk and axillae, localised variants of steatocystoma multiplex have been described in a range of atypical sites, including the face, scalp, acral surfaces, and inguinal region, in addition to the vulva. This expanding spectrum of reported localisations suggests that the condition may be more anatomically heterogeneous than traditionally taught, and that a purely trunk-centred clinical suspicion may lead to underdiagnosis of localised forms. In the specific context of the vulva, additional differentials merit consideration, including Bartholin gland cysts, hidradenitis suppurativa, and vulvar lipoma; Bartholin cysts are typically unilateral and located at the posterior introitus, whereas hidradenitis suppurativa is usually accompanied by inflammatory nodules, sinus tracts, and a history of recurrent suppuration, features that were absent in our patient and further supported the diagnosis of steatocystoma multiplex. The prognosis following complete surgical excision is generally excellent, with malignant transformation of steatocystoma multiplex being exceedingly rare and reported only anecdotally in the literature; routine long-term oncological surveillance is therefore not indicated once the benign diagnosis has been histologically confirmed.
From a clinical standpoint, recognised complications of vulvar steatocystoma multiplex include local discomfort, secondary inflammation or infection of the cysts, and recurrence after incomplete excision, as any residual cyst wall epithelium retains the capacity to reform a lesion. Beyond the diagnostic challenge, genital steatocystoma multiplex can have a measurable impact on patients' quality of life. Even when asymptomatic, vulvar nodules may cause mechanical discomfort during walking, sitting, or intercourse, and their unusual location often generates significant anxiety about sexually transmitted infections or malignancy before a benign diagnosis is confirmed (Ganjre et al., 2024). Patient counselling regarding the benign and presumed non-heritable nature of sporadic presentations is therefore an important component of management once histopathology has excluded other diagnoses. From an epidemiological standpoint, the paucity of vulvar cases in the literature likely reflects both the true rarity of this localisation and a degree of underreporting, given that many small, asymptomatic genital lesions may go unbiopsied; continued case-level reporting, as presented here, therefore remains valuable in refining clinicians' awareness of the full clinical spectrum of steatocystoma multiplex. Multidisciplinary awareness is equally important: gynaecologists and general practitioners are often the first clinicians to examine vulvar lesions, and referral to dermatology for biopsy should be considered whenever a genital nodule persists beyond a few weeks without a clear alternative explanation, so that unnecessary patient anxiety and repeated, inconclusive consultations can be minimised.
CONCLUSION
Vulvar steatocystoma multiplex is an uncommon presentation of a benign cystic disorder and may pose a diagnostic challenge when it develops later in life without a family history. In this case, a 43-year-old woman presented with slowly progressive, asymptomatic bilateral nodules confined to the labia majora. Clinical findings alone were not specific, whereas histopathological examination demonstrated the characteristic absence of a granular layer and the presence of sebaceous glands within the cyst wall, supporting the diagnosis. The patient was managed by surgical excision with a satisfactory outcome. This case supports consideration of steatocystoma multiplex in the differential diagnosis of persistent, asymptomatic vulvar nodules, including in patients with late-onset and apparently sporadic disease. Histopathological confirmation is particularly important because several cystic and benign subcutaneous conditions may have overlapping clinical appearances. For localised disease, complete surgical excision can provide definitive management, while less invasive approaches may be considered when lesion burden is greater. Reporting unusual vulvar presentations may improve clinical recognition of this uncommon condition.
Limitations
This report is limited by its single-patient case design, which restricts the generalisability of the clinical and therapeutic observations. Genetic testing was not performed; therefore, a pathogenic mutation associated with steatocystoma multiplex could not be assessed. Long-term follow-up data were also unavailable, limiting evaluation of recurrence after surgical excision. Furthermore, the report does not permit comparison between surgical excision and other minimally invasive treatment approaches. Future reports incorporating larger case series, genetic assessment, and longer follow-up may better characterise late-onset, sporadic vulvar steatocystoma multiplex.
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Figure 1: Multiple well-circumscribed, mobile subcutaneous nodules on the bilateral labia majora, covered by normal-appearing skin. 



image1.jpg




