A Case Report of a Limited Stage Small Cell Carcinoma of the Vulva
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Extra-pulmonary small cell carcinomas (ESCCs) are rare and often aggressive malignancies, APy 2 o P
accounting for less than 2% of all gynaecological malignancies. These tumours are diverse in '8 Mg Pty

origin, are thought to arise from multipotent stem cells present in all tissues' and occur most PR SR A
commonly in the genitourinary and gastrointestinal systems'>. There are limited case reports
in the literature about ESCCs that mimic Bartholin’s gland cysts*®. Treatment approaches are
extrapolated from available data about small cell lung carcinomas (SCLCs) and, in general,
include surgery with adjuvant chemoradiotherapy?. ESCCs are generally considered to have
poor prognosis, though prolonged survival has been achieved in patients with localised
disease through aggressive multimodal therapy’.

To present a rare case of vulval small cell carcinoma.

Case Report

A 65 year-old PS5 post-menopausal woman presented with a 3-month history of a painful and
enlarging right labial lump that appeared to arise from the right Bartholin’s gland. Clinical
examination revealed a firm right labial nodule with a 20mm diameter with otherwise normal
external genitalia. Ultrasound demonstrated a heterogenous mass with internal septations
and vascularity. The patient’s past surgical history included a total abdominal hysterectomy,
a laparoscopic ovarian cystectomy, a gastric band, two lower uterine segment caesarean
sections, and previous incision of a contralateral Bartholin's cyst. Her medical history was
also significant for a current smoking status with 15 pack-year history.

Over the two-week period between initial review and surgical excision, a modest increase In
size was noted, with the mass measuring 40 x 29 x 41mm. Histopathology revealed a
high-grade malignant tumour with morphological features favouring small cell carcinoma. It
was composed of sheets and vague cords of basaloid cells with minimal discernible
cytoplasm, marked hyperchromasia and lacking chromatic detail and nucleoli (Image 1). On
immunochemistry, the cells were chromogranin and CD56 positive, with diffuse strong p16
staining (Image 2). The tumour infiltrated fibrous tissue, skeletal mass and adipose tissue
and there were positive margins. Staging CT did not reveal any obvious metastatic disease,
although noted a stable 7mm right apical spiculated lung lesion (seen on a previous CT In
2015 and felt to be suggestive of lung fibrosis), and hepatic cysts. A PET scan subsequently
showed localised disease only (Image 3). The patient completed four cycles of chemotherapy
(cisplatin/etoposide) with concomitant radiotherapy (total dose received 50.6 GY/22#%#).
Ongoing survelllance is planned — the most recent PET scan, approximately 8-months after
resection, demonstrated complete metabolic response.

Conclusion

This case highlights the importance of considering malignancy as a potential cause of vulval
masses in post-menopausal women. If extra-pulmonary small cell carcinoma is detected,
prompt referral is required as these are aggressive malignancies with significant risk of
relapse, even in instances of localised disease treated with radical chemoradiotherapy.
Given risk factors for these lesions are not well established, clinicians should strongly
consider resecting or performing a biopsy of any vulval mass in a post-menopausal woman.

References

1. Doll, D. Extrapulmonary Small Cell cancer. In Lilenbaum R (Section Ed.), UpToDate. Available at:
https://www.uptodate.com/contents/extrapulmonary-small-cell-cancer

2. Brennan SM, Gregory DL, Stillie A, Herschtal A, Mac Manus M, Ball DL. Should extrapulmonary small cell cancer be managed like small cell lung cancer? Cancer.
2010;116(4):888.

3. Berniker A, Abdulrahman A, Teytelboym O, Galindo L, Mackey J. Extrapulmonary Small Cell Carcinoma: Imaging Features with Radiologic-Pathologic
Correlation.RadioGraphics 2015 35:1, 152-163

4. Wu JC, Xi ML, Wang YQ, Tang WB, Zhang YQ. Primary small cell neuroendocrine carcinoma of the Bartholin's gland: A case report. Oncol Lett. 2018
Oct;16(4):4434-4438. doi: 10.3892/01.2018.9231. Epub 2018 Jul 30. PMID: 30197672; PMCID: PMC6126345.

5. Mirhashemi R, Kratz A, Weir M, Molpus K, Goodman A.Vaginal Small Cell Carcinoma Mimicking a Bartholin's Gland Abscess: A Case Report. Gynecologic
Oncology. 1998; 68 (3): 297-300.

6. Crowder S, Tuller E. Small Cell Carcinoma of the Female Genital Tract. Seminars in Oncology. 2007; 34 (1): 57-63.

/. Howard S, O'Regan K, Jagannathan J, Krajewski K, Giardino A, Ramaiya N. Extrapulmonary small cell carcinoma: a pictorial review. AJR Am J Roentgenol
2011;197(3):W392-W398.

8. Wong YN, Jack RH, Mak V, Henrik M, Davies EA. The epidemiology and survival of extrapulmonary small cell carcinoma in South East England, 1970-2004. BMC
Cancer 2009;9:2009.



