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INTRODUCTION
Superficial angiomyxoma (SA), also known as cutaneous myx-
oma, is a rare benign, cutaneous soft tissue tumor composed of 
myxoid matrix containing numerous blood vessels. SA was first 
described by Carney et al. in 1985, and it can appear as solitary 
or multiple lesions associated with the Carney complex [1,2]. 
With an incidence of approximately 0.008%–3%, SA is more 
common in men, usually occurring in the trunk, limb, and 
genital areas [3,4]. The recommended treatment for SA is sur-
gical wide excision, although local recurrence remains possible 
even with this treatment [4]. SA should not be confused with 
aggressive angiomyxomas, which are deeper myxomas with 
high vascular proliferation. Aggressive angiomyxomas occur 
more frequently in women and have a predisposition for the 
vulvar region with a higher recurrence rate [1,4]. SA of the pos-
terior neck has not been reported in the Republic of Korea. 
Herein, we report the case of a 6-year-old boy with solitary SA 
of the posterior neck detected with histological analysis and 
verified with literature references.

CASE REPORT
A 6-year-old boy visited our hospital with an asymptomatic 
mass on the posterior neck that developed gradually over a 
1-month period. There were no specific findings in his past or 
family history. The initial physical examination showed a 
smooth, elevated surface of a round solid mass on the posterior 
neck with a size of 2.0× 2.0 cm. Because of the patient’s age and 
the location of the mass, the differential diagnosis was pi-
lomatricoma, dermoid cyst, and lymph node hyperplasia. The 
patient underwent a complete resection without prior ultraso-
nography or neck computed tomography, and a biopsy was 
performed to develop an accurate diagnosis and treatment 
(Figs. 1, 2). The completely excised mass was 1.5× 1.5 cm in 
size and had a bright yellow color and translucent surface. The 
tumor was limited to the superficial subcutaneous layer, and 
the surgical margins were clear and well-defined. Histopatho-
logic examination with hematoxylin and eosin staining revealed 
abundant myxoid stroma with low cellularity. Higher magnifi-
cation showed uniform, spindle-shaped tumor cells with prom-
inent, thin-walled, branching blood vessels, and neutrophil in-
filtration. Immunohistochemical staining was performed to 
make a differential diagnosis of superficial myxoid lesions. 
Staining with CD-34 was positive, and S-100 was negative (Fig. 
3). Based on these clinical and histological findings, the mass 
was diagnosed as SA. The patient has not experienced recur-
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Fig. 1. Preoperative photograph. A solitary mass on the posterior 
neck of a 6-year-old boy.

Fig. 3. Photomicrographs of the specimen. (A) The specimen was a 
well-bounded mass with uniform, spindle-shaped tumor cell in 
prominent myxoid stroma (H&E, ×400). Immunohistochemical 
stain was positive for CD-34 (B, ×400) and negative for S-100 pro-
tein (C, ×100).

Fig. 2. Intraoperative photographs. (A) Intraoperative image 
showed a mass located close to skin. (B) The resected specimen 
measured approximately 1.5×1.5 cm, with well-defined margin.
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rence or metastasis to date, and we have continued to follow-up 
with him for 1 year.

DISCUSSION
SA was initially described by Carney et al. in 1985, in associa-
tion with an autosomal dominant disorder known as the “Car-
ney complex” [1]. This complex affects multiple organs, such as 
the heart, breasts, and skin, and usually comprises multiple 
myxoid skin tumors and cardiac myxomas. Endocrine overac-
tivity, such as Cushing syndrome and acromegaly, can also be 
associated with SA due to pigmented adrenocortical tumors 
and pituitary adenomas [2].

Allen et al. [5] reported cases of SA occurring without the 
Carney complex and based on the clinicopathological and im-
munohistochemical features of SA, Calonje et al. [6] reported 
that SA and the Carney complex are independent of each other. 
SA is a rare soft tissue benign tumor usually found in the trunk, 
limbs, head, lower extremities, and genitalia. The local recur-
rence rate is 30%–40%, but malignant changes or distant me-
tastases have not been reported. 

If patients with endocrine overactivity show SA at multiple 
sites, especially in the external ears or eyelids, the surgeon must 
consider the possibility of the Carney complex. Thus, a thor-
ough patient history assessment, physical examination, and 
heart sonography must be performed [7]. 

In the present study, the patient visited our clinic with a single, 
soft, slightly fixed, benign-looking mass with a clear margin and 
a clinical differential diagnosis of benign soft tissue tumor, such 
as a pilomatricoma, dermoid cyst, or lymph node hyperplasia. 
However, through postoperative pathologic and immunohisto-
chemical examinations, we determined that the mass was an SA.

Considering the rarity of SA, subcutaneous masses of this 
type are infrequently predicted accurately, as surgeons usually 
predict it as a common benign soft tissue tumor. Although sur-
geons usually perform simple excisions and biopsies, incom-
plete surgical resections and deep invasions of SA increase the 
recurrence rate [1,3,5,6,8-10]. Usually, SA have a poorly defined 
margin [11], which can lead to incomplete removal and local 
recurrence of the tumor. Wide excision is recommended to 
prevent local recurrence of SA, and surgical resection is recom-
mended, including the margins of normal-appearing tissue 
[4,12]. However, in our case, the tumor had a well-defined mar-
gin. We did not consider performing a wide excision because 
complete resection of the tumor was achieved. We suggest that 
plastic surgeons should consider additional surgical treatments 
in case of incomplete excision of the SA.
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