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Introduction 
Rhabdomyomas are benign mesenchymal tumors 
composed of skeletal muscle that are classified as 
either cardiac or extracardiac. Cardiac 
rhabdomyomas have a prevalence of 0.09% in 
children and are typically associated with various 
neurocutaneous congenital disorders, such as 
tuberous sclerosis [1,2]. Compared to cardiac 
rhabdomyomas, extracardiac rhabdomyomas are 
considered as true neoplasms and are subdivided 
into three types: adult, fetal, and genital types. Adult-
type rhabdomyomas are the most frequent among 
the extracardiac subtypes and typically present as a 

solitary lesion, but up to 15% of cases can be 
multicentric [1,3]. This type of rhabdomyoma is 
commonly seen in elderly men with a predilection 
for the head and neck. 

We present an elderly patient with a slowly enlarging 
subcutaneous nodule on the inferior mentum that 
was diagnosed as a cutaneous rhabdomyoma by 
punch biopsy. Conservative complete excision was 
recommended by pathology to evaluate the entire 
lesion. The patient subsequently underwent 
complete surgical excision with marginal evaluation. 
Although isolated rhabdomyomas are benign, 
excision is often recommended to prevent local 
tissue destruction and morbidity related to local 
invasion and neurovascular compromise. 

 

Case Synopsis 
An 82-year-old White man presented to the clinic for 
an asymptomatic, slowly enlarging subcutaneous 
mass on his mentum (Figure 1). Past medical history 
was significant for two intracranial rhabdomyomas, 
as well as multiple nonmelanoma skin cancers on the 
bilateral arms and legs. The intracranial 
rhabdomyomas were identified on computerized 
tomography imaging after the patient presented 
with right-sided hearing loss worsening over the 
previous 10 years. He subsequently underwent a 
biopsy in 2006, which confirmed the diagnosis of 
intracranial rhabdomyoma. Treatment was opted 
against, given the risks of intracranial tumor removal 
and indolent growth pattern of the neoplasm. He 
does note 80% loss of auditory function in his right 
ear, for which he wears a hearing aid. He denies any 

Abstract 
This case highlights a primary cutaneous 
rhabdomyoma presenting as a slowly enlarging 
subcutaneous nodule on the mentum of an 82-year-
old White man with a medical history of two 
intracranial rhabdomyomas. Although they are rarely 
syndromic, it is important to note that the most 
common demographic for presentation of 
rhabdomyomas includes older males presenting as a 
subcutaneous nodule on the head, neck, or oral 
cavity. They are most often seen in isolation but can 
be multifocal in up to 25% of all cases. Being a rare 
entity, there is no generally recognized treatment 
consensus; however, complete surgical excision is 
recommended to prevent recurrence and morbidity 
from local tissue destruction. 
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family history of tuberous sclerosis complex or other 
isolated rhabdomyomas. 

A punch biopsy of the subcutaneous nodule on the 
patient’s chin was performed, which revealed a 
diagnosis of cutaneous rhabdomyoma with 
involvement of the base of the biopsy specimen  

(Figures 2, 3). Immunohistochemical staining 
showed positivity for desmin and negative staining 
for S100, cytokeratin AE1/AE3, SMA, and Melan A 
(Figure 4). Conservative complete removal was 
recommended to evaluate the lesion in its entirety. 
The patient underwent conservative excision with 
3mm margins, resulting in complete removal of the 
tumor and clear margins on histological 
examination. He was contacted for follow-up one 
year after excision and noted no evidence of tumor 
recurrence. 

 

Case Discussion 
Rhabdomyomas are benign tumors of skeletal 
muscle differentiation. They are commonly seen as 
intracardiac tumors presenting in children before 
one year of age in association with congenital 
abnormalities, such as tuberous sclerosis. Cardiac 
rhabdomyomas are the most common pediatric 
heart tumor and are typically localized to the 
interventricular septum, ventricles, and/or the 
atrioventricular valves [4,5]. Extracardiac 
rhabdomyomas are much rarer than their cardiac 
counterparts and can be subdivided into adult, fetal, 
and genital types [6]. 

Figure 2. H&E histopathology of the rhabdomyoma showing an 
encapsulated dermal proliferation of skeletal muscle fibers, 2×. 

Figure 3. H&E histopathology of the rhabdomyoma showing a 
dermal proliferation of skeletal muscle fibers, 20×.

Figure 1. Clinical image of a rhabdomyoma as a skin-colored 
subcutaneous nodule on the mentum. 
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Among extracardiac rhabdomyomas, the adult 
subtype is most common and tend to develop as 
painless, slow-growing, solitary masses in the head 
and neck region. These tumors are believed to 
originate from the branchial musculature and have a 
recurrence rate of 42% if not completely excised [6]. 
Adult rhabdomyomas most commonly present in 
elderly men, with a median age of 60 years old. Due 
to these tumors commonly presenting in the 
parapharyngeal space, dysphagia or hoarseness are 
often presenting symptoms [1]. As of 2021, there 
have been 33 cases of multifocal adult 
rhabdomyomas reported in the literature, all within 
the head and neck region and without cutaneous 
presentation [3]. 

Fetal extracardiac rhabdomyomas are exceedingly 
rare and share a predilection for the head and neck 
region of males, with a mean age of presentation at 
2.1 years old. They present nearly identically to their 
adult counterparts as well circumscribed, mobile, 
non-painful nodules, but have a different 
histological presentation [7,8]. Adult rhabdomyomas 
are characterized histologically by the proliferation 
of large polygonal cells with eosinophilic cytoplasm, 
small nuclei, and uniform nucleoli. The cytoplasm of 
these cells may contain cross-striations or may be  

vacuolated [8,9]. These cells represent mature 
skeletal muscle cells, which can be confirmed by 
positive immunohistochemical staining for desmin, 
muscle specific antigen, and myoglobin [6]. 
Histological differences in fetal rhabdomyomas 
include irregular bundles of immature skeletal 
muscles with a myxoid background and similar 
immunohistochemical profile [8]. In both adult and 
fetal rhabdomyomas, positive markers for S100 and 
smooth muscle actin have been observed, while 
negative markers include glial fibrillary acidic 
protein, cytokeratin, epithelial membrane antigen, 
and CD68, along with a low Ki67 mitotic index [8]. 
Histological examination of these lesions is 
exceedingly important to evaluate for the presence 
of cellular atypia and mitoses that may suggest a 
diagnosis of rhabdomyosarcoma, which is 
surprisingly more common than its benign 
counterpart [3]. 

A standardized treatment algorithm for cutaneous 
rhabdomyomas has not been elucidated due to the 
rarity of these lesions. In one case of fetal cutaneous 
rhabdomyoma, surgical excision was recommended 
due to cosmetic concerns and complete histological 
examination to rule out well-circumscribed 
rhabdomyosarcoma, while another case opted for 
close clinical monitoring [7,10]. The literature 
suggests that small, asymptomatic adult cutaneous 
rhabdomyomas can typically be clinically monitored, 
however, surgical excision with marginal evaluation 
is often recommended to prevent morbidity related 
to growth and compression of underlying 
neurovascular structures [3]. 

 

Conclusion 
This case highlights a rare multifocal rhabdomyoma 
presentation, including both intracranial and 
cutaneous neoplasms. It is important for 
dermatologists to be aware of the various 
presentations of rhabdomyomas, which can be 
cutaneous in nature as evidenced by this case. 
Histological evaluation is used to confirm the 
diagnosis of rhabdomyoma and helps differentiate it 
from malignant histological mimics, such as 
cutaneous rhabdomyosarcoma. Complete excision is  

Figure 4. Positive immunohistochemical staining for desmin 
within the cells of the dermis in the rhabdomyoma, 20×.



Volume 29 Number 3|May/June 2023| 
29(3):8 

 

 
- 4 - 

Dermatology Online Journal  ||  Case Presentation 

typically used to treat rhabdomyoma to provide 
symptom resolution, preserve neurovascular 
structures, and maintain the cosmetic appearance of 
the patient. 
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