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Extrauterine leiomyomas in uncommon locations: two case reports and literature review
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Objectives: This study aims to provide an overview of the diagnosis, treatment, and follow-up management of vulvar and vaginal leiomyomas through the presentation of two rare cases.

Methods: Detailed clinical presentations, surgical procedures, histopathological examinations, and follow-up outcomes of two cases of vulvar and vaginal leiomyomas are described. Relevant literature is also reviewed to contextualize the findings.

Results: Both patients underwent successful surgical excision of the leiomyomas with no perioperative or postoperative complications. Histopathological examinations confirmed the diagnosis of leiomyoma based on characteristic microscopic features and immunohistochemical analyses.

Conclusion: Vulvar and vaginal leiomyomas are rare benign tumors that require careful evaluation for accurate diagnosis and appropriate management. Surgical excision remains the primary treatment modality, and long-term follow-up is essential for monitoring recurrence and ensuring favorable outcomes.

Keywords
Bartholin's cyst, cystocele, leiomyosarcoma, vaginal cysts, vaginal leiomyoma, vulvar leiomyoma


1 Introduction

In the vulvar region, a wide range of benign, premalignant, and malignant tumors can arise. In reproductive-age women, unilateral swelling of the vulva with a mass is commonly regarded as a Bartholin's cyst (1, 2). While uterine leiomyomas are quite common, vulvar leiomyomas, frequently misinterpreted as Bartholin's cysts, are very rare (3). They constitute approximately 0.03% of all gynecological neoplasms and 0.07% of all vulvar tumors (4). Although case reports or series have been reported in the literature, there is no specific guideline determining the management approach of vulvar leiomyoma.

Hemangioma, papilloma, mucosal polyp, and leiomyoma are among the types of vaginal tumors that are seldom encountered (5). Vaginal leiomyomas are benign mesenchymal tumors with a very low incidence. Diagnosis is generally confirmed postoperatively through histological examination of the mass. Such tumors usually arise from the anteriorivaginal wall and are therefore often misdiagnosed as cystocele (5). They can cause various clinical presentations, even leading to damage to adjacent organs (5, 6).

In this article our aim was to provide an overview of the diagnosis, treatment, and follow-up management of vulvar and vaginal leiomyomas through the presentation of two rare cases.



2 Case presentations


2.1 Case 1. Vulvar leiomyoma masquerading as a Bartholin's cyst

A 42-year-old female patient, gravida 2, parity 2, presented to the gynecology clinic with a history of a mass on the left labial area and complaints of dyspareunia persisting for 1 year. There was no history of discharge, fever, weight loss, or a history of malignancy in the family. She had previously undergone two cesarean sections. The general examination revealed no abnormalities except for a soft mass measuring 3.5 × 3 × 2 cm in the left labial area, located medially to the left labia minora. At first, the tumor was identified as a Bartholin'sicyst. A soft, meaty, well-defined lump was visible via the mucocutaneous junction incision made while under spinal anesthesia in the lithotomy position. Theimass was excised intact and taken for histopathological analysis (Figures 1a, b). Total operation time was 30 min. No perioperative and postoperative complications were observed. The patient was discharged on the first postoperative day. She made a complete recovery, returning to her regular activities the next day. The symptoms at the time of admission have completely resolved. In the 6-month follow-up period, no recurrence was observed.


[image: Figure 1]
FIGURE 1
 (a) A soft, fleshy, well-defined mass (leiomyoma); (b) The mass (leiomyoma) was excised intact.




2.2 Histopathological examination for Case 1

Macroscopic examination revealed excision material measuring 3.5 × 3 × 2 cm with a smooth surface and nodular appearance. Microscopic analysis depicted a gray-white swirling pattern. The microscopic examination further revealed normocellular spindle cells displaying eosinophilic cytoplasm, cigar-shaped nuclei, and inconspicuous nucleoli. No atypia or necrosis was evident (Figures 2a, b). Very rare mitotic figures (<2/10 high power fields) were observed. Immunohistochemical assessment exhibited positive reactions with Desmin (Figure 2c) and H-Caldesmon (Figure 2d), while S-100 (Figure 2e) and CD34 (Figure 2f) showed negative reactions. Based on the histopathological and immunohistochemical findings, a diagnosis of leiomyoma was established.


[image: Figure 2]
FIGURE 2
 Hematoxylin and eosin staining revealed intersecting fascicles of monotonous spindle cells with normocellular, eosinophilic cytoplasm, cigar-shaped nuclei, and diminutive nucleoli under microscopic examination [(a), 20x and (b), 40x]. Immunohistochemical examination showed positive reaction with desmin [(c), 20x] and h-caldesmom [(d), 20x], while S100 [(e), 20x] and CD34 [(f), 20x] exhibited negative reactions.




2.3 Case 2. Vaginal leiomyoma mimicking cystocele

A 36-year-old woman, gravida 3, parity 3, was admitted to the urogynecology clinic due to the recent onset of a palpable mass on the anterior vaginal wall, accompanied by complaints of dyspareunia, dysuria and urgency. No family history of cancer, weight loss, fever, or discharge was present. She had not undergone any past interventions or surgeries. She had had three vaginal births. During the gynecology examination, a mobile mass measuring 5 × 3 × 2 cm, suggestive of a cystocele, was detected on the anterior wall of the vagina, ~1 cm away from the urethral meatus (Figure 3a). The descent of the palpable mass increased with the Valsalva maneuver. Under spinal anesthesia in the lithotomy position, the mass was completely excised via a vaginal approach from the anterior vaginal wall. The mass was excised intact and sent for histopathological analysis (Figures 3b, c). Total operation time was 30 min. There were noxperioperative or postoperativeicomplications noted. On the first day following surgery, the patient was released and experienced an uneventful recovery, resuming her daily activities within the subsequent day. She recovered well after the operation, with complete resolution of the symptoms present at the time of admission. In the 6-month follow-up time frame, no recurrence was seen.


[image: Figure 3]
FIGURE 3
 (a) Clinical presentation of the mass (leiomyoma) before surgery; (b) A mobile mass (leiomyoma) suggestive of a cystocele. (c) The mass (leiomyoma) was excised intact.




2.4 Histopathological examination for Case 2

Macroscopic examination unveiled a nodular excision material measuring 5 × 3 × 2 cm with a smooth surface texture. The sections exhibited a distinctive gray-white swirling appearance, with certain regions displaying edematous and hemorrhagic characteristics. Microscopic analysis revealed normocellular spindle cells characterized by eosinophilic cytoplasm, cigar-shaped nuclei, and small nucleoli, predominantly observed throughout the specimen. Additionally, areas exhibiting pronounced edema and a heightened presence of vascular structures were identified. Notably, no atypia or necrosis were evident (Figures 2a, b). Very rare mitosis was seen (<2/10 high power field). Despite the absence of epithelial components in the histopathological examination, the incomplete architectural features, edematous stroma, and heightened vascularity observed in certain regions prompted consideration of superficial myofibroblastoma, cellular angiofibroma, angiomyofibroblastoma, and solitary fibrous tumor within the realm of the differential diagnosis. We performed an immunohistochemical panel for these differential diagnoses. We utilized Desmin, H-caldesmon, CD-34, S100, MUC4, and STAT6 in the analysis of the case. We found a diffuse strong positive reaction with Desmin (Figure 2c) and H-Caldesmon (Figure 2d) and a negative reaction with CD-34 (Figure 2f), S100 (Figure 2e), MUC4 and STAT6. Based on comprehensive evaluation incorporating both immunohistochemical and histopathological assessments, the conclusive diagnosis of leiomyoma was rendered.




3 Discussion

Vulvar leiomyomas are uncommon, benign, monoclonal growths that commonly occur in the fourth and fifth decades of life (7). These are typically asymptomatic benign mesenchymal tumors, rarely causing swelling and local discomfort. The majority of vulvar leiomyomas are clinically misdiagnosed as Bartholin cysts or abscesses at first (8). Unlike solid tumors, which usually present as painless masses that progressively enlarge, Bartholin's abscess appears as a painful lump that may fluctuate over time, accompanied by local inflammation and fever. On the other hand, the less painful Bartholin's cyst, is commonly linked to a background of recurring Bartholin's abscesses and might produce local discomfort. Histological evaluation is indispensable for diagnosis, particularly when clinical features hint at malignancy, such as accelerated growth (8–13).

Vaginal leiomyomas are frequently observed in women aged between 35 and 50 (14). Typically, they manifest as a solitary, well-defined mass originating from the medial anterior wall, as demonstrated in our case, and less commonly from the posterior and lateral walls (15). While often asymptomatic, they may present with chronic pelvic pain, lumbar discomfort, vaginal bleeding, dyspareunia, urinary symptoms such as pollakiuria and dysuria, or other indications of urinary obstruction, depending on their location of origin (16). Because the tumor can be mistaken for Skene's ductiabscess, urethrocele, cystocele, urethralidiverticulum, Gartner's ductxcysts, vaginalxcysts, or a malignant vaginalxtumor, a clinicalxdiagnosis of vaginal leiomyoma necessitates a high degree of skepticism (17, 18). Most of such tumors typically range in diameter from 3 to 4 cm. They are commonly solitary, benign, and characterized by slow growth. However, instances of sarcomatous transformation have been documented (19).

Various reports emphasize the importance of imaging modalities for evaluating vaginal or vulvar masses, as they can confirm the presence, location, and size of the tumor, as well as aid in its characterization. Due to its accessibility, cost-effectiveness, and non-invasive nature, the most commonly employed diagnostic technique is ultrasonography. Pelvic magnetic resonance imaging and pelvic computeditomography are employed less frequently and typically reserved for challenging occasions or in case of the presence of suspicion for malignancy or local spread. In our cases, we did not utilize any of the aforementioned imaging technologies. Given that the tumor was solitary, well-circumscribed, and lacked suspicious features upon clinical evaluation, a benign neoplasm was strongly suspected, rendering imaging investigations unnecessary. On the other hand, the role of various imaging methods in both positive and differential diagnosis of vaginal or vulvar tumors remains unclear. There is currently no consensus regarding the preferred method or defined criteria for a positive diagnosis (4, 8, 20).

Opinions regarding the risk of recurrence of vulvar or vaginal leiomyomas are contentious. Researchers advocate for long-term close monitoring due to the heightened risk of recurrence. The prevailing approach in the literature suggests that complete enucleation or excision of the tumor, along with the surrounding normal tissue, can mitigate the recurrence rate and improve the 5-year survival rate. However, owing to the limited number of instances and the scarcity of follow-upidata available, it is unknown how vulvar or vaginal leiomyomas will behave clinically over the long run (4, 20, 21).

Spindle, epithelioid, and myxoid or myxohyaline are the three primary histological patterns of vulvar or vaginal leiomyomas that have been found, while mixtures of these may also exist (4). Management is similar for all histological types. The current spindle pattern in our instances is a rather typical kind of leiomyoma, which is defined by a lot of eosinophilic cytoplasm and fascicular proliferation of spindle-shaped cells with elongated nuclei (4, 21). The histological differentiation between benign and malignant forms, such as leiomyoma, atypical leiomyoma, and leiomyosarcoma, primarily relies on a set of criteria described in the literature (4). Smooth muscle actin, desmin, and caldesmon are positive immunohistochemical markers of smooth muscle cells seen in both leiomyomas and leiomyosarcomas. But leiomyosarcomas also show immunopositivity for cytokeratin and S-100. Histological examination and immunohistochemistry can be used to distinguish leiomyoma from other mesenchymal tumors, such as aggressive angiomyxoma and cellular angiofibroma. In particular, the absence of extensive staining for smooth muscle markers, notably h-caldesmon can be used to make this distinction (22, 23). The role of estrogen, progesterone, and androgen receptors in the formation of these cancers is not well understood, but some of these tumors may express these receptors (24, 25).

In conclusion, it should be kept in mind that extrauterine leiomyomas or their malignant transformations may be present in the differential diagnosis of only conventional diagnoses in our clinical practice, such as cystocele and Bartholin cyst. Although we did not use preoperative imaging methods in our study, they can be used both in differential diagnosis and in cases of suspicion of malignancy. The primary treatment approach includes surgical excision followed by histopathological evaluation. We did not detect any recurrence in the short term in our study. We will continue to follow-up patients in the long term. There are currently no established guidelines determining their management. Additional data are needed to improve understanding of prognostic considerations, best practices for care, and diagnostic standards. In general, since clinical experience regarding the diagnosis and treatment of vulva or vaginal leiomyomas is limited, it is best to carry out diagnosis, treatment and follow-up in experienced multidisciplinary centers. We believe that multicenter studies conducted with a standardized patient management method will contribute more to the literature.
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