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Case Report

Rhabdomyomatous mesenchymal hamartoma presenting as

a polypoid mass in a neonate
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Abstract

Rhabdomyomatous mesenchymal hamartoma (RMH) is a benign, rare entity that most often presents as a solitary lesion on the head or neck of a child. While the
majority of affected individuals are otherwise healthy, a significant percentage of patients have coexistent developmental anomalies. We report a case of a 2-week-old
male neonate with a polypoid mass on the chest that was present at birth. The mass was excised and histopathologic evaluation revealed a diagnosis of RMH. Surgical
excision was both diagnostic and curative. Although our patient was otherwise healthy, due to the high rate of coincident anomalies, clinicians should perform

thorough physical exams and maintain a low threshold for referral to appropriate specialists for evaluation.

Introduction

Rhabdomyomatous mesenchymal hamartoma (RMH) is a benign,
rare entity with approximately 70 cases reported since the 1980’s
[1]. This was first described in 1986 as a striated muscle hamartoma
[1]. It has also been reported as congenital midline hamartoma and
hamartoma of cutaneous adnexa and mesenchyme [1]. RMH most
often presents as a solitary lesion on the head or neck of an infant
[2]. The lesion is confined to the dermis and subcutis, and consists of
mature skeletal muscle, adipose tissue, adnexae, and nerve bundles
[3-5]. The clinical presentation is variable and consequently the
differential diagnosis is vast, including acrochordon, accessory tragus,
hemangioma, rhabdomyoma, neurofibroma, and nasal glioma [1,6-
13]. Histopathologic evaluation is requisite for diagnosis. The etiology
of RMH is unclear, but some postulate that it is the result of abnormal
cell migration of mesodermic tissues during embryogenesis [1,4-6] or a
genetic proclivity toward formation of harmatomas [2,11]. Accordingly,
it follows that associated developmental anomalies may exist. Although
the majority of patients diagnosed with RMH are otherwise healthy
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Figure 1. H&E 2x view of a polypoid mass with conspicuous adipose, adnexae, and
vascular spaces.
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infants, many sources report congenital abnormalities. Rosenberg et al.
reported as many as 40% of reported cases of RMH occur in children
with coexisting developmental anomalies [11]. Described coincident
findings include ocular irregularities, spinal dysraphism, thyroductal
duct sinus, Delleman syndrome, amniotic band syndrome, and other
limb defects [1,3-5,7-11]. Here we report a case of RMH presenting as
a polypoid mass in a 2-week-old healthy infant.

Case report

A 2 week-old full-term male neonate was referred to pediatric
surgery for evaluation of a polypoid mass on the right chest. The lesion
had been present at birth and had been seemingly asymptomatic and
unchanging. There was no overlying skin breakdown. The child’s
newborn exam and screen were normal and he had been doing
well since birth. The lesion on the chest was initially evaluated by
ultrasound which failed to reveal any communicating sinus. There
were no indications for further testing given that the child was healthy
overall. The lesion was subsequently excised under local anesthesia.
Histologic evaluation revealed a disordered proliferation of variably
sized sebaceous glands, vascular structures, both smooth and skeletal
muscle, and adnexal epithelium predominantly composed of apocrine
epithelium with only occasional eccrine structures. No evidence of
atypia, immature elements, or malignancy was identified (Figures 1-3).
The diagnosis of rhabdomyomatous mesenchymal hamartoma was
made.
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Figure 2. H&E 20x view with apocrine ducts, smooth and skeletal muscle, adipose, and
blood vessel.

Figure 3. H&E 20x view with apocrine ducts, smooth and skeletal muscle, adipose, and
vascular spaces.

Discussion

Rhabdomyomatous mesenchymal hamartoma is a rare lesion,
most often presenting in infants and young children [9]. Although
the majority of cases occur in otherwise healthy individuals, such as
our patient, many cases have additional developmental anomalies [1-
4,7-11]. Although RMH most often presents on the head and neck
region, our report highlights that RMH can occur anywhere on the
skin. Our case is also consistent with the previous observation that
males are slightly more affected than females [3]. Histologic evaluation
is required for diagnosis due to the myriad clinical presentations; the
admixture of mature skeletal muscle, adipocytes, adnexae, and neural
tissue distinguish it from other common infantile lesions such as
acrochordons, hemangiomas, accessory tragi, and nasal gliomas which
would not exhibit each of these microscopic features. Treatment need
not be aggressively pursued unless the lesion is symptomatic, causing
medical issues due to mass effect, or cosmetically disfiguring. For a
small solitary lesion, surgical excision is an appropriate option for both
diagnosis and definitive treatment, as with our patient. Interestingly,
there have been several reports of spontaneous involution of RMH,
though the mechanism for this is poorly understood. Mazza et
al. recommend that clinical observation with the possibility of
spontaneous regression is reasonable for 1 to 2 years, provided there
are no resultant functional deficits or medical problems noted [3].
Neither metastasis nor recurrence have been reported in the literature
to date [6,11]. RMH is a benign lesion; however, clinicians ought to be
cognizant of the high rate of concurrent anomalies, perform thorough
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physical exams, and refer to ophthalmology and otolaryngology for
screening in appropriate cases.
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