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Introduction

Spitz nevus is a type of melanocytic nevus composed of spin-
dle and epithelioid cells. Since the first description of Spitz 
nevus in 1948 [1,2], variants of Spitz nevus, such as desmo-
plastic, hyalinizing, pagetoid, plexiform, myxoid, polypoid, 
tubular epithelioid cell, and angiomatoid Spitz nevus have 
been reported. Angiomatoid Spitz nevus was first described 
by Diaz-Cascajo et al. [1] as a subtype of desmoplastic Spitz 
nevus with prominent vasculature. It is a subtype of melano-
cytic nevus and usually presents as a solitary nodule on the 
skin of the extremities or the face in young adults or children 
[1-3]. It is very difficult to identify angiomatoid Spitz nevus on 
the mucosal areas, such as the vagina or oral cavity, because 
usually there are few melanocytes in the mucosal epithelium.

We report an extremely rare case of a 42-year-old woman 
with abnormal vaginal bleeding from a vaginal wall neoplas-
tic tumor that was surgically resected and ultimately diag-
nosed as angiomatoid Spitz nevus.

Case report

A 42-year-old parous woman presented to our hospital with 

a 7-day history of persistent vaginal bleeding. Her menstrual 
cycle was very regular, and her last period was 2 weeks prior. 
She had multiple leiomyomas identified by transvaginal 
ultrasound 5 years prior and follow-up investigations had 
been performed. On pelvic examination, the uterus appeared 
slightly enlarged, and a 2×2-cm well-demarcated mass was 
detected on the posterior upper wall of the vagina. Rectal ex-
amination showed no abnormalities. Transvaginal ultrasound 
showed a 7×10-cm uterus with multiple leiomyomas and a 
2×2-cm hypoechogenic mass on the superior vaginal wall. 
Total laparoscopic hysterectomy and vaginal wall mass exci-
sion were performed, and several intramural and subserosal 
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leiomyomas were identified on the uterus. Under laparos-
copy, we visualized a 2×2×1-cm mass with abundant blood 
vessels on the posterior upper part of the vagina (Fig. 1). The 
mass was completely removed with clear surgical margins.

Microscopic examination of the vaginal mass revealed a 
dome-shaped angiomatoid Spitz nevus with a well-defined 
margin and several small vessels on the surface. Histologic 
examination revealed that the tumor consisted of hypercel-
lular epithelioid melanocytes and variable sized vessels (Fig. 
2A) and tumor nests composed of dermis tissue with colla-
gen bands (Fig. 2B). Cohesive clusters of uniform round cells 
with scant cytoplasm surrounding vessels and prominent en-
dothelial cells protruding into the vessels were observed (Fig. 

2B). The melanocytes had minimal nuclear pleomorphism, 
indistinct nucleoli, and no prominent mitosis or necrosis. Im-
munohistochemical staining indicated strong positivity of the 
nevus cells for S-100 (Fig. 2C). Only 5% of the cells stained 
positive for Ki-67, signifying low malignant potential. CD34 
was strongly expressed in the blood vessels (Fig. 2D).

The patient had an uneventful operative course and was 
discharged on postoperative day 4. During follow-up, there 
was no evidence of local recurrence and distant metastasis 
up to 3 years after the operation.

Discussion

We report an extremely rare case of angiomatoid Spitz nevus 
in a 42-year old woman who experienced persistent vaginal 
bleeding for 7 days. The lesion was surgically removed and 
diagnosed as angiomatoid Spitz nevus, based on histopatho-
logical findings. Angiomatoid Spitz nevus usually presents as 
an intradermal lesion without involvement of the epidermis 
[1,3]. Neoplastic melanocytes show epithelioid or spindle fea-
tures, as in typical Spitz nevus, and possess normochromatic 
nuclei with abundant eosinophilic cytoplasm. Thick collagen 
bundles are present on tumor nests [1,3].

In our case, the lesion was formed by soft tissue with a 
proliferation of small blood vessels; thus, it could easily have 
been misdiagnosed as a hemangioma or a malignant tumor. 
Angiomatoid Spitz nevi show many small vessels in their 
stroma. Contrary to malignant lesions, vessels are abundant 
in the upper part of the lesion [1,3,4]. The vessels form 
clusters or are distributed as solitary units. Some lesions ex-
tended into the subcutaneous junction. There is a difference 

Fig. 1. Laparoscopic images of the lesion. After laparoscopic hys-
terectomy, the vaginal mass (blue arrow) visible through the vagi-
nal orifice. Gross examination showing a 2×2×1-cm mass with 
abundant blood vessels on the surface of the posterior upper part 
of the vagina.

Fig. 2. Pathologic findings. (A) Dermis with hypercellular epithelioid melanocytes and variable sized vessels (hematoxylin and eosin [H&E] 
stain, ×200). Inlet: cohesive clusters of uniform round tumor cells with scant cytoplasm, minimal nuclear pleomorphism, and indistinct 
nucleoli (H&E stain, ×400). (B) Thin to thick bands of hyalinized collagen throughout the dermis. Prominent endothelial cells protruding 
into the vessels. (C) Diffuse positivity of the nevus cells for S100 (S100 stain). (D) CD34 expression is indicative of prominent vasculature 
(CD34 stain).
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between telangiectasias of other variants of Spitz nevus and 
angiomatoid Spitz nevus, because blood vessels of angioma-
toid Spitz nevus are larger in number and smaller in diameter. 
In addition, they show thick walls and small round lumina 
lined by plump endothelial cells without cellular atypia [4].

Clinically, most angiomatoid Spitz nevi are reported as 
lesions of the extremities of young adults [2,3,5]. Vaginal 
angiomatoid Spitz nevus is extremely rare. Al-Shraim [6] re-
ported a similar case of angiomatoid giant cellular blue nevus 
of the vaginal wall. Compared to that reported by Al-Shraim 
[6], the lesion in our case should strong immunohistochemi-
cal positivity for CD34. Our case of angiomatoid Spitz nevus 
with vaginal bleeding is the first such report in Korea. Mela-
nocytes are usually present in the basal layer of the epidermis 
of the skin, but are also found in the basal portion of the 
epidermis of the vaginal mucosa in 3% of women as an em-
bryological remnant of the neural crest cells. Spitz nevi of the 
vagina develops from aberrantly located melanocytes within 
the vaginal mucosa epidermis [5].

The most important differential diagnosis of angiomatoid 
Spitz nevus is malignant melanoma. Malignant melanoma 
of the vagina may also originate from aberrant melanocytes 
and has similar histopathological features [5]. Due to the 
architectural similarity, Spitz nevus are often misdiagnosed as 
regressing malignant melanoma [7]. However, angiomatoid 
Spitz nevus does not extend beyond the epidermis and has 
no prominent cellular atypia or mitotic activity [1,2]. Thus, 
angiomatoid Spitz nevus shows very weak immunohisto-
chemical staining for Ki-67, a proliferation index. Vaginal 
malignant melanoma often shows local recurrence or distant 
metastasis and is aggressive in nature; therefore, patients 
need additional surgical treatment, such as wide excision or 
lymph node dissection, chemotherapy, or radiotherapy [8]. 
In contrast, the clinical course of Spitz nevus is invariably be-
nign. Thus, identification of the correct condition between 
malignant vaginal melanoma and angiomatoid Spitz nevus is 
important for treatment.

In conclusion, to the best of our knowledge, this is the 
first reported case of vaginal angiomatoid Spitz nevus with 
abnormal vaginal bleeding in Korea. Although angiomatoid 
Spitz nevus has many histopathological similarities with 
malignant melanoma, the prognosis is very different for the  
2 diseases. Therefore, precise histopathological diagnosis is 
important for preventing overtreatment.
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