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Female, 14

Rhabdomyomatous mesenchymal hamartoma (RMH) presenting with trigeminal neuralgia (TN)
Facial Swelling ® numbness ¢ pain

Surgical removal of RMH

Otolaryngology

Unusual clinical course

Rhabdomyomatous mesenchymal hamartoma (RMH) is a benign, potentially pigmented lesion that occurs in
the head and neck region. It generally consists of haphazardly arranged skeletal muscle with adipose tissue,
blood vessels, collagen and nerve fibers and is largely asymptomatic. Trigeminal neuralgia is pain due to com-
pression of the trigeminal nerve. TN may be idiopathic or associated with lesion-mediated compression.

We describe the case of a 14-year-old female presenting with trigeminal neuralgia (TN) associated with RMH.
On initial consultation, the patient presented with a history of right-sided lower facial swelling, numbness, and
pain. Evaluation by various specialists confirmed TN. Surgical resection of the lesion resolved the condition and
pathology confirmed RMH.

This is the first case report demonstrating RMH-mediated TN. Surgical resection of the RMH is a safe manage-
ment approach for this diagnosis.

Acute Pain ¢ Craniofacial Abnormalities ¢ Pediatrics ¢ Trigeminal Nerve
RMH - rhabdomyomatous mesenchymal hamartoma; TN — trigeminal neuralgia
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Background

RMH has been described as a congenital lesion of the dermis
consisting of haphazardly arranged skeletal muscle with adi-
pose tissue, blood vessels, collagen, and nerve fibers [1]. The
lesion classically presents in the head and neck region as a
palpable mass ranging anywhere from a few millimeters to
2 centimeters in length [2]. With the exception of 20.8% of
congenital abnormalities associated with RMH, RMH is large-
ly asymptomatic and are removed for aesthetic reasons [1-4].

Here, we present the case of a 14-year-old girl with a histo-
ry of intermittent right-sided lower facial swelling, numbness,
and pain congruent with TN aggravated by manipulation of
a facial lesion. No additional craniofacial abnormalities, hear-
ing, or balance disturbances were noted. The pathology re-
port confirmed the lesion as RMH. This represents a rare case
of RMH causing TN.

Trigeminal neuralgia or tic douloureux is primarily a clinical diag-
nosis and is often confused with other disease processes, such
as migraine, pain secondary to dental caries, sinusitis, referred
pain from impacted teeth, Costen’s syndrome, and traumatic
or senile paresthesia [3]. The etiology of TN may be either idio-
pathic or associated with lesion-mediated compression of the
trigeminal nerve [3-5]. TN is associated with a sharp pain on 1
side of the face, produced when a “trigger point” is manipulated.
The pain radiates in a similar pattern every time upon manipu-
lation of the trigger point [3,4]. The pain may be distributed to
any anatomical location around the trigger point [4]. Our case
represents the first reported case of RMH associated with TN.

Case Report

A 14-year-old girl was referred by her primary care physician
for a 5-month history of intermittent right ear and facial pain.
There was associated right-sided facial pain, swelling, numb-
ness, and tingling. Her medical history was significant for asth-
ma, gastroesophageal reflux, and several visits to the Emergency
Department. In the Emergency Department, she presented with
right facial pain, swelling, dysphagia, odynophagia, and diffi-
culty speaking due to pain. The pain was described as sharp
with radiation down to her jaw. The pain was made worse af-
ter she manipulated a small bump under the right side of her
bottom lip. A non-contrast CT of her head and neck with soft
tissues was performed, which was negative for any significant
findings. Tegretol was prescribed for pain management and
neurology consultation was recommended. Neurological evalu-
ation diagnosed the patient with trigeminal neuralgia and der-
matology evaluation was recommended for evaluation of the
painful lesion. The patient was subsequently referred to our
Pediatric Otolaryngology Department for further evaluation.
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Upon our initial evaluation, an 8-mm subcutaneous lesion was
noted on the right lower lip inferior to the vermillion border. The
lesion was firm, tender on palpation, and without overlying skin
discoloration. No pathological features were noted and the pa-
tient was asymptomatic; therefore, continued medical manage-
ment was recommended and the patient was advised to follow-
up in 6 weeks for re-evaluation. Upon follow-up, the patient had
persistent intermittent right facial pain, numbness, and swell-
ing. On physical exam, the facial lesion had increased in size;
therefore, surgical excision of the lesion was recommended.

The procedure was performed in the operating room under
general anesthesia. The lesion was removed en block and send
to pathology for further evaluation. Upon palpitation, no ad-
ditional lesions were noted. The pathology report indicated a
0.8x0.6-cm lesion with histologic features diagnostic of RMH.
Microscopic examination of the skin showed normal epider-
mis with disorganized bundles of skeletal muscle in the lower
dermis (Figure 1A) and extending into the subcutaneous fibro-
adipose tissue (Figure 1B). A haphazard arrangement of skel-
etal muscle bundles could be seen adjacent to adnexal struc-
tures in the reticular dermis (Figure 1C). The skeletal muscle
bundles retained normal striations (Figure 1D). At the 2-week
and 3-month follow-up visits, the patient reported complete
resolution of all symptoms.

Discussion

The first reported case of RMH dates back to 1986. The etiol-
ogy of RMH continues to be elusive but recent literature indi-
cates an association of RMH with abnormal migration of em-
bryonic mesodermal tissue [6]. RMH is frequently associated
with congenital abnormalities, such as craniofacial defects,
Goldenhar syndrome, Dellemane syndrome, and amniotic band
syndrome [6,7]. RMH may also present as nodules in the ab-
sence of congenital abnormalities. However, even in conjunc-
tion with craniofacial defects, RMH are largely asymptomatic.
Similar to RMH, the etiology of TN is also largely ambiguous.
Multiple sclerosis, vascular or lesions causing nerve compres-
sion, are associated with 50% of TN cases. The remaining 50%
of TN cases are idiopathic [8,9].

Our case was due to an extra-cranial, benign lesion compress-
ing the lower division of the trigeminal nerve. Further pain was
localized to the upper and lower face and included the skin and
soft tissues, the maxilla, mandible, teeth, tongue, and the eye
and thus involved the lower division of the trigeminal nerve
on the right side of the face. One previous study reported an
intracranial rhabdomyoma — specifically, a choristoma —in as-
sociation with TN. The choristoma does not have the charac-
teristic aberrantly arranged skeletal muscle fibers with fibro-
cartilage and nervous tissue [8].
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Figure 1. Biopsy of the skin lesion stained with H&E demonstrates disorganized bundles of skeletal muscle (arrows) in the (A)
epidermis and lower dermis at 20x, in the (B) subcutaneous tissue at 20x, (C) adjacent to adnexal structures at 40x, and

with (D) normal striations of skeletal muscle at 100x.

Pathology reports of the RMH indicated aberrantly arranged
skeletal muscle, as in our resected nodule. However, it is im-
portant to note that there are other benign intracranial lesions
that are sometimes associated with TN, including acoustic
neuromas, cerebellopontine angle meningiomas, and spheno-
petrosal meningiomas [9]. Schwannomas are the most com-
monly reported primary tumor associated with cranial nerves.
Schwannomas have been reported to be associated with the
cranial nerves Ill, V, VIII, and XII. Other tumors have also been
reported to exist with cranial nerves VIl and X [2,10]. These le-
sions are, however, rare [10]. Unlike other tumors, which rep-
resent a small subset of TN cases, our lesion was extra-cranial
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and was benign [7,9]. This is the first reported case of a RMH
associated with TN.

Conclusions

This is the first case of RMH-mediated TN in a patient. Clinicians
should be aware of this association for managing future patients.
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