
Introduction

Vulvar melanoma in situ is rare. Like oral mucosal

melanomas, vulvar in situ lesions are considered precur-

sors of invasive melanoma and the progression is often

multifocal [1]. The majority of vulvovaginal melanomas

present with relatively advanced tumors while in situ le-

sions alone are not usually recognized [2,3]. The vulvo-

vaginal junction at the introitus is a high risk site for vaginal

and vulvar melanoma. The intraoperative management re-

quires accurate and complete assessment of lesions that ex-

tend both laterally and in depth in melanoma in situ [4]. It

is not generally appreciated that melanoma of the vulva and

vagina have more in common with mucosal melanomas

such as those in mouth, which appear to be biologically dif-

ferent to cutaneous melanoma [5]. Approximately 3% of

all melanomas diagnosed in women are located within the

genital tract, predominantly affecting the vulva, followed

by vaginal melanoma [6]. Vulvar melanoma represent less

than 1% of all melanomas. Moreover it is the second most

common vulvar malignancy, as it represents from 3.4% to

10% of cases among vulvar neoplasms [7]. Melanoma in
situ in about 20-45% of cases does not present any clinical

symptoms [8]. Amelanotic melanoma of the vulva is ex-

tremely rare; in a recent review, less than 10% were found

to lack pigmentation [9]. In this paper, the authors present

a rare case of amelanotic melanoma of the vulva, without

any clinical symptoms recognized in random check up for

uterine prolapse.

Case Report 

A 71-year-old woman with a rectocele presented in 2005. In the

last period she had various complaints: gradually increasing lower

bowel pain and defecator dysfunction without any fecal inconti-

nence. The following previous operations were reported: a) a total

hysterectomy with bilateral adnexectomy, b) cholecystectomy,

and c) once umbilical hernia operation, at 30, ten, and three years

ago, respectively. The gynaecological and transvaginal examina-

tions were unremarkable. Blood chemistry showed no abnormal-

ity. Accidentally a small nodular lesion was observed in the left

labia majora. Macroscopically the features of the lesion were nor-

mal without any colour changes with a size to 0.4 cm. The phys-

ical examination detected a vulvar mass, 6×2×2 mm in size,

without asymmetry irregular borders. No ulcers or bleeding was

detected. Moreover no presenting clinical symptoms in vulva area

were referred. For rectocele repair the woman underwent a pos-

terior colporrhaphy and a vulva-biopsy. The ill-defined dermal le-

sion with extension into subcutaneous tissue was noted. The intra-

and postoperative course was uneventful. The extracted material

from left labia was submitted for a histopathological examination.

Histological examination revealed an in-situ malignant melanoma

without any evidence of invasive disease. The tumor was com-

posed of large neoplastic cells with abnormal, hyperchromatic nu-

clei, having abundant eosinophilic, often clear, cytoplasm (Figure

1). The lesion lacked melanin, necrosis or haemorrhage. There

were, however, focal areas of melanocytic dysplasia of various

degrees. A scattered mononuclear cell infiltrate was noted in the

superficial dermis. Immunohistochemically, tumour cells stained

positively for HMB-45, Melan A, and S-100 protein. (Figure 2).

The above described immunohistochemically findings revealed

the diagnosis of primary amelanotic melanoma [10, 11]. The

tumor was totally excised with adequate and histological tumor

free margins. Seven days later after vulva biopsy, a magnetic res-

onance imaging did not show any metastases. Two weeks later
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Summary

Amelanotic malignant melanoma of the vulva is extremely rare. The authors describe here a case of amelanotic malignant melanoma

of the vulva, occurring in a 71-year-old woman without any clinical symptoms. The woman had a small nodular lesion in the left labia

majora. Local excision was performed. Histological examination revealed an in situ malignant melanoma without any evidence of in-

vasive disease. All suspicious lesions in the vulva region, even if there are no clinical symptoms, should be biopsied, and if an in-situ
melanoma is identified, partial or total vulvectomy should be considered. 
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the patient underwent a partial vulvectomy. Histological exami-

nation of the surgical margins were again optimal tumor-free. The

patient will have the first follow up examination six months post-

operatively.

Discussion 

Vulvar melanomas are usually pigmented or character-

ized by a painful or bleeding identified mass. The term ame-

lanotic melanoma includes true amelanotic lesions with no

pigmentation and melanomas with minimal residual pig-

mentation [12]. Most reported cases of amelanotic

melanoma are metastatic, however they have been cases of

amelanotic melanoma of primary lesion [13, 14]. The radi-

ological diagnostic procedures which are used for confir-

mation of amelanotic melanoma, as computed tomography,

magnetic resonance imaging, ultrasound, and proctoscopy

are not specific to all cases of amelanotic melanoma, be-

cause approximately 30% them lack pigmentation. Only a

histopathological examination can confirm an amelanotic

melanoma. Histopathologically in primary lesions are found

nested and single growth of atypical melanocytes in the sur-

rounding mucosa and immunohistochemical markers as S-

100, HMB-45, Melan A, and microphthalmia associated

transcription factor. The primary modality of treatment is

surgery [11, 15].

In this case a woman with a small nodular region in the

left labia majora was presented. No pigmentation and no

clinical symptoms as ulcers or bleeding were detected. The

patient underwent a partial vulvectomy with tumor-free sur-

gical margins. It is also important to mention that in the re-

cent literature, only a few cases of amelanotic vulvar

melanomas have been published and none of these have

been found at such an early stage [10]. Furthermore other

studies referred to ulcerated lesions of the vulvar region

that was not observed in the present case. It is possible that

the present authors found the lesion in a very early stage. In

a recent study, only two cases of vulvar melanoma were di-

agnosed in situ and none was amelanotic [7]. A case of

amelanotic melanoma of the vulva is referred by Baderca et
al., which was not in situ [16].

The treatment of the vulvar melanoma is local excision

with tumor free margins. Many studies found no differ-

Figure 1. — Amelanotic vulvar melanoma in stu.

Figure 2. — Tumour cells stained positively HMB-45, Melan A,

and S-100 protein.

Table 1. — Invasive amelanotic melanomas of vulva: treatment modalities.
Shetty K.J. et al., 2012 [18] 23 years Mass 5×6 cm Inoperable/radiotherapy Mass, odour, bleeding

Baderca F.L. et al., 2008 [16] 78 years Inner site right labium majus Hemi vulvectomy, resection of 

5×2 cm clitoris/polychemotherapy Pruritus, swelling, bleeding

Oiso N. et al., 2010 [14] 80 years 20 mm left labium majus Excision of the tumor Ulcerated nodule

An J. et al., 2009 [10] 60 years 2 cm left labium minus Radical vulvectomy and bilateral Ulcer, bleeding, 

inguinal lymphadenectomy. burning discomfort

Ulmer A. et al., 1996 [19] 60 years Left labium Hemi vulvectomy, resection of Pruritus, bleeding

Hoffman U. et al., 1995 [20] 55 years 1.3 cm right labium majus clitoris, resection of the tumor Nodular tumor



Presentation of a patient with in situ amelanotic melanoma of the vulva580

ences between radical rejection of the lesion with total vul-

vectomy and lymphadenectomy and more conservative

techniques [17]. The present authors decided to perform a

partial vulvectomy although the tumour was totally excised

from the first time with adequate and histological free mar-

gins. 

It is concluded that vulvar malignant melanoma is a rare

and aggressive tumour. Standardized treatment of patients

with malignant melanoma of the vulva is required for de-

finitive treatment. Surgery should be performed in accor-

dance with the accepted standards for cutaneous melanoma,

however no treatment recommendations exist due to the

rarity of this disease. The ABCDE scheme (asymmetry,

border, irregularities, colour variation, diameter > five mm.

enlargement or evaluation of colour change, shape, or

symptoms) is very useful for early melanoma recognition

[10]. All suspicious pigmented or unusually thick lesions

in the vulva region should be biopsied for histopathologi-

cal evaluation. The depth of these lesions is critical. Table

1 presents cases of invasive amelanotic melanoma and

treatment modalities [18-20]. However current literature

research has not referred any other case of amelanotic

melanoma vulva in situ.

The gynaecologist should take into consideration that le-

sions of the vulva could be suspicious for melanoma even

when there is no melanin pigmentation and no clinical

symptoms. Amelanotic melanoma may present in a great

variety of clinical features and should be considered in the

different diagnosis of any nonpigmented lesion located in

uncommon position of the vulva. Local excision and partial

vulvectomy is recommended for patients with malignant

melanoma in situ of the vulva. Therefore, the importance of

self-examination and early diagnosis of melanoma of the

vulva should be emphasized, and accurate inspection of the

vulva should be indispensable during routine gynaecolog-

ical examination. Any lesion in vulva should be considered

likely to be a melanoma. Standardized documentation of

clinical and histopathological parameters is needed for

grouping of cases for future comparative studies. 
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