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Abstract

Rhabdomyoma is a benign tumor of striated muscles. It is most frequently of cephalic and cervical
localisation though its occurrence in other body parts such as the thorax remain possible. The clinical
presentation of rhabdomyoma is related to the tumor’s mass effect which may impact other organs’ functions,
as it is the case with the upper limbs when the brachial plexus is affected. The management is mainly by
surgical resection, which may be total or sub-total as the case may be. Complete recovery is possible, just as
recurrence of the tumor, especially after a subtotal resection. Therefore, total excision of the tumor is
recommended as much as possible. We present and discuss base on literature review the case of a 13-years-
old female Cameroonian adolescent who presented with a left upper limb numbness and functional impotence
evolving for two weeks. This was associated with a painful left cervico-thoracic tumefaction of spontaneous
onset, progressing over a period of seven months without fever. Complementary exams permitted to conclude
as massive paralysing cervico-thoracic left paraspinal rhabdomyoma, based on CT-scan and pathological
exams. The patient was treated by surgical resection through myomectomy. The evolution was favorable, with
recovery from limb paresis, numbness and dysesthesia after three months of management. In conclusion,
rhabdomyoma may give rise to massive muscle tumors producing compressive effects on nerves with
corresponding impairments. Clinical assessment, aided by radiological and pathological exams are necessary
for accurate diagnosis. The treatment is mainly surgical and preferably by total tumor excision. Complete
recovery is possible and may be accelerated by physiotherapy, but regular follow-up is necessary to check for
recurrences.
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1. BACKGROUND the genitalia [4, 5]. Rhabdomyoma of the head

The term “Rhabdomyoma” was first introduced and neck originate from  the branchial

by Zenker in 1864 to indicate a benign tumor of musculature of the 3" and 4™ branchial arches
skeletal muscle cells with varying degree of Eﬁl‘b dcl):r;orgm:s rf:][astolt())glgzlb dir\)/ci)(ljgtj i(r)1fto \,:;]er\évé
differentiation and maturity [1]. Over the years, y Y

further research enabled improvements in the main subtypes which are the adult, fetal and
definition of rhabdomyoma, as a rare benign genital subtypes [7]. Fetal rhabdomyoma may

tumor of striated muscles affecting the further be subdivided into the classic immature

myocardium and skeletal muscles [2]. From an subtype, and the intermediate histological

anatomical stand point, cardiac rhabdomyoma subty_pe which is chara_cterlzed by more
which is more common, occurring almost prominent rhabdomyoblastic maturation [8].

exclusively among the pediatric population and Nevertheless, a number of tumors averlap
often associated with phakomatosis, may be
differentiated from the less prevalent extra
cardiac tumors [2, 3]. Extra cardiac
rhabdomyoma affects most often, in close to
77% of cases, body parts such as the cephalic
and cervical regions, the digestive system and
occasionally the limbs, while only 14% occur in
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between these two major subtypes [8]. From a
cytological stand point, most rhabdomyomas
comprise polygonal frequently vacuolated
glycogen containing cells, with fine granular
deeply acidophilic cytoplasm, resembling
myofibril [9]. All forms of rhabdomyoma may
occur in children as well as in adults without
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discrimination of sex. The main clinical impact
due to rhabdomyomas, regardless of their
histological type and their anatomical
localisation is associated with a “compressive
effect”. This is usually progressive and may lead
to functional impairments as the tumor increases
in size [10, 11]. The treatment aims at
decompressing by reducing or removing the
excess muscle tissue so as to restore or preserve
the neurologic functions. The main challenge for
surgeons is choosing between subtotal resection
with possible risk of recurrences or total
excision which bears less risks, while taking
into account the patient’s age and the natural
history of the tumor [10, 11]. Repeated clinical
and radiological assessments are however
required for monitoring after the intervention
[10, 11].

2. CASE SUMMARY

This is the case of a 13-years-old female
adolescent, who presented with a left upper limb
numbness and functional impotence evolving
for two weeks, associated with a painful left
cervico-thoracic tumefaction of spontaneous
onset, progressing over a period of seven
months without fever.

On physical examination, the patient’s general
state. was conserved, the vital and
anthropometric parameters were normal for the
child’s age. Palpebral ptosis, miosis and
enophthalmos of the left eye were noted. A left
cervico-thoracic  paraspinal tumoral  mass
extending from the spinal levels C1-T4 was
equally noted, giving the appearance of a
gibbous hump with a pseudo scoliosis. The
overlying skin was normal, the mass was firm,
tender, mobile over the underlying tissues, well
delimitated and dull, without murmurs on
auscultation. There was ptosis and slight relative
atrophy of the left shoulder and the arm.
Dysesthesia and paresis were noted as well, all
over the said limb, extending from the shoulder
to the fingers. There were no supraclavicular or
axillar lymphadenopathy and various pulses
were felt. The rest of the physical examination
was normal.

The paraclinical exams comprised a cervico-
thoracic Computed Tomography (CT-scan)
which showed a well circumscribed left cervico-
dorsal muscular mass suggestive of a benign
tumor measuring 88x71x95mm and a slight
ipsilateral compressive distortion of the various
thoracic mediastina. The Electromyogram
(EMG) of the left upper limb showed a reduced
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neuromuscular activity in favor of paresis. A
biopsy of the mass was done, with pathological
analyses  revealing  well  differentiated,

hypertrophic and hyperplasic striated muscle
cells without cytonuclear atypia. This comforted
the diagnosis of a massive benign striated
muscle tumor known as rhabdomyoma. All
other complementary exams were without
peculiarities.

Figure 2. CT- Scan showing sections across the mass

The surgical resection of the excess muscle
mass was performed by myomectomy under
general anesthesia, with respect of adjacent
tissues. After the healing of the postoperative
wounds, the patient was re-educated by
Kinesitherapy and physiotherapy which were
practiced over a period of two months with
favorable evolution and recovery from limb
paresis and dysesthesia. Control and checking
for recurrence was practiced over a year after
surgery with no noted regrowth.

3. DISCUSSION

The clinical presentation of our patient was
predominated by a painful left paraspinal
cervico-thoracic mass producing compressive
effects on the ipsilateral brachial plexus. This
was in turn responsible for ophthalmological
signs, paresis and dysesthesia at all segments of
the corresponding limb. This presentation is
similar to Dejerine-Klumpke syndrome due to
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lesions of C8-T2 branch nerves [12]. However,
the paresis affected all the limb segments, from
the shoulder to the hand, which is a more
common sign in Erb-Duschenne palsy due to C5
and C6 branch nerve lesions [13]. Nevertheless,
the main causes of Erb-Duschenne palsy may be
more serious brachial plexus trauma than
compressive effects [13].0n the other hand,
Pancoast-Tobias syndrome may present with
similar manifestations,but resulting from the
compressive effects of an apical lung tumor on
the brachial plexus. In both Dejerine-Klumpke
and Pancoast-Tobias syndromes, ipsilateral
ophthalmological signs including palpebral
ptosis, miosis, and enophthalmos constitute the
Claude-Bernard Horner’s syndrome resulting
from injuries to nerve branches of the
sympathetic trunk [14].

Though soft tissues’ benign tumors may occur
more  frequently than their  malighant
counterparts, the rule doesn’t seem to work for
striated  muscle  tumors,  given  that
rhabdomyomas represents only 2% of all
skeletal muscle tumors [15, 16, 17].Our patient
had a thoracic extension of the tumoral mass,
which is quite exceptional as compared to the
usual anatomical localisations which are either
cephalic or cervical in more than 90% of cases
[18, 19, 20]. The low prevalence of this tumor
could be due to the fact that it may be under
diagnosed or misdiagnosed especially by
unexperienced pathologists from a first try [6].

The diagnosis of rhabdomyoma may be evoked
on the basis of the tumor localisation, the
patient’s age, clinical information about the
manifestations and progress of the tumor, which
may be supported by radiological imaging
[4].Radiological  factors in  favor  of
rhabdomyoma include the circumscription of the
mass with respect to adjacent tissues [21].
However, the definite diagnosis may only be
confirmed by pathological exams [4]. In the
present case, the patient was transferred to a
neurosurgical referral centre, where biopsy and
later on tumor resection were performed. The
diagnosis was communicated to us by phone call
and written reports from the pathologist and the
surgeon without pictures. However, the
absences of cytonuclear atypia, infiltrative
growth, mitotic activity and necrosis definitely
differentiated the benign tumor from its
malignant correlate rhabdomyosarcoma and
other resembling differentials such as
hamartoma [4, 5, 22-24]. The Malignant
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transformation of rhabdomyoma remains rare
and exceptional [19, 25].

The treatment of rhabdomyoma is exclusively
surgical by sub-total resection of the tumor, or
by complete excision of the excess muscle mass.
This is achieved by myomectomy with a
possibility to recover functional faculties [6].
The recovery process may be made easier by
physiotherapy and re-education as it was the
case with our patient.

4. CONCLUSION

Rhabdomyoma is a benign tumor of striated
muscles. The clinical presentation is related to
the tumor’s mass effect which may impact other
organs’  function  through  neurological
compressive impairments. The diagnosis may be
evoked by considering clinical information,
radiological imaging and pathological exams
which differentiates them from malignant
tumors. The management is mainly by surgical
resection, which should be total as much as
possible in order to prevent recurrences. The
complete recovery from impaired functional
faculties may be made easier by physiotherapy.
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