MALIGNANT VULVAR LESIONS

Epidemiology

· Increasingly data suggest that human papillomavirus (HPV) may be a cause of some vulvar malignancies

· Vulvar cancer accounts for approximately 5% of all female genital malignancies

· With the exception of the rare sarcomas, this cancer appears most frequently in women aged 65-75 years, and, in some series, almost half of the patients are aged 70 years or older.

Diagnosis

· Histological evaluation is a prerequisite before planning definitive therapy for changes in the epithelium of the vulva, whether pigmentation, hypertrophy, or lump or mass occurs

· Most vulvar cancer is squamous in origin. 

· Because the vulva is covered with skin, any malignancy that appears elsewhere on the skin also can occur on the vulva. 

· Melanoma is the second most frequent histological type, but this represents less than 5% of vulvar cancers

· Squamous vulvar cancer can have many different growth characteristics. It can occur in an area of epithelial neoplasia that develops into a small nodule, which may break down and ulcerate. 
· Small, warty, or cauliflowerlike growths may arise and be confused with condyloma acuminata. 
· Squamous carcinomas can appear in a background of atrophic changes (i.e. lichen sclerosis) or in hypertrophic epithelium. 
· Long-term pruritus lumps, or masses on the vulva are present in most patients with invasive vulvar cancer.

Metastasis

· The cancer can appear anywhere on the vulva, although about three fourths arise primarily on the labia.

· Because the vulva is rich in lymphatics, metastasis to the inguinal lymph node can occur early in the process. 
· Lymph node involvement is directly related to the depth of stromal invasion, as well as to the size of the primary lesion. 
· Fortunately, bilateral inguinal nodal involvement without ipsilateral side involvement is unusual. 
· This has therapeutic indications. 
· The disease is usually localized and well demarcated; however, in advanced disease, determining the exact site of origin is impossible. 
· Multifocal patterns with invasive cancer are unusual, although kissing lesions can occur as isolated lesions. 
· Unilateral lesions appear to be the norm, particularly in postmenopausal patients

Staging

· Carcinoma of the Vulva: FIGO nomenclature

	Stage
	Characteristics

	Stage 0
	Carcinoma in situ; intraepithelial neoplasia grade III

	Stage I
	Lesion  2 cm; confined to the vulva or perineum; no nodal metastasis

	Stage Ia
	Lesion  2 cm; confined to the vulva or perineum and with stromal invasion  1 mm*; no nodal metastasis

	Stage Ib
	Lesion  2 cm; confined to the vulva or perineum and with stromal invasion >1 mm*; no nodal metastasis

	Stage II
	Tumor >2 cm in greatest dimension; confined to the vulva and/or perineum; no nodal metastasis

	Stage III
	Tumor of any size with adjacent spread to the lower urethra and/or vagina or anus and/or unilateral regional lymph node metastasis

	Stage IVa
	Tumor invasion of any of the following: upper urethra, bladder mucosa, rectal mucosa, and/or pelvic bone and/or bilateral regional node metastases

	Stage IVb
	Any distant metastasis, including pelvic lymph nodes


Treatment

· A small primary lesion on the vulva (i.e. <2 cm) with superficial invasion (i.e. <1 mm from the epithelial stromal junction of the adjacent, most superficial dermal papillae) has essentially no risk of lymph node metastasis. 

· Consequently, these lesions can be treated with wide local excision, ensuring that adequate surgical margins are present (not only on the skin but also deep margins).

· In larger lesions (i.e. stage IB or greater or with stromal invasion >1 mm), the incidence of ipsilateral inguinal lymph node involvement increases as the depth of invasion, as well as the gross size, increases. 

· Consequently, inguinal lymphadenectomy is part of the primary surgical procedure. 

· This can be performed through a small separate inguinal incision, removing the lymph nodes above the cribriform fascia and in the opening of the fascia at the fossa ovalis. 

· If the results are negative on frozen section of these lymph nodes, then a modified partial vulvectomy is the only treatment necessary. 

· If the results on frozen section of the ipsilateral lymph nodes are positive, then most physicians suggest removing the lymph nodes on the contralateral inguinal area as well

· The lesion itself can be treated conservatively, with a partial vulvectomy. 

· Performing complete vulvectomy is an outdated treatment unless the cancer is present bilaterally. 

· If clitoral involvement is present, lymphatic drainage can be direct to the pelvic lymph nodes.

· Studies have demonstrated that, even with clitoral involvement, the deep lymph nodes are not involved unless the inguinal nodes have evidence of metastasis also. 
· Pelvic lymphadenectomy is largely discontinued, even in cases of lymph node involvement. 
· A large, prospective, randomized study conducted by the Gynecologic Oncology Group (GOG) noted that patient survival rates are better if the pelvic and inguinal area is treated with radiation postsurgically, as compared to patients treated with pelvic lymphadenectomies, even when the pelvic nodes are not involved. Incidence of lymph node metastasis seems to be increased if vascular lymphatic space is involved
