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ABSTRACT: Rhabdomyosarcomas (RMS) are among the most common soft-tissue tumors in children. 

These tumors are derived from mesenchymal tissue with a tendency toward myogenic differentiation 

that probably originates from immature and highly invasive satellite cells associated with the 

embryogenesis of skeletal muscle. The diagnosis is made by microscopic analysis and auxiliary 

techniques such as immunohistochemistry, electron microscopy, cytogenetic analysis, and molecular 

biology. We report here a case of nasolabial RMS in a 5-year-old child and provide an updated review 

of the literature, focusing mainly on the clinicopathological aspects, diagnosis and treatment of RMS 

of the head and neck. 
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INTRODUCTION: Rhabdomyosarcomas (RMS) is the most common intracranial solid tumors in 

children.1 RMS are malignancies derived from primitive mesenchymal tissues that exhibit a tendency 

toward myogenic differentiation and probably originate from satellite cells associated with the 

embryogenesis of skeletal muscle.1 RMS was initially described by Weber in 1854. The head and neck 

are the most frequently affected regions, followed by the orbit (35% of cases), trunk and extremities, 

intra-abdominal organs and genitourinary tract (23%). There are reports of cases arising in oral 

tissues, which correspond to 10 to 12% of all head and neck RMS and mainly involve the tongue, 

palate and oral mucosa.2 As a result of their aggressive neoplastic behavior characterized by 

immature and highly invasive cells, RMS are associated with high rates of recurrence and generalized 

metastases through the hematogenic and/or lymphatic routes. The diagnosis is generally made by 

microscopic analysis and auxiliary techniques such as immunohistochemistry, electron microscopy, 

cytogenetic analysis, and molecular biology.3 We report here a case of nasolabial RMS in a 5-year-old 

child and provide an updated review of the literature, focusing mainly on the clinicopathological 

aspects, diagnosis and treatment of RMS of the head and neck. 

 

CASE REPORT: A 5 year old boy came to the ENT OPD with a painless swelling over his left nasolabial 

region. His parents reported that they had noticed the swelling progressing in size since 2 months 

following a history of trauma to the same site. 

On inspection, there was facial asymmetry over the left side due to expansion of swelling on 

that side of the nose obstructing that side of the nasal passage. There was no alteration in color of 

overlying skin. On palpation, a soft - firm, non-tender mass of size 3x2 cm over the left nasolabial area 

and free from the underlying alveolus but not from the overlying skin. Intra orally the swelling had 

the same color as the normal mucosa and involved the alveolar mucosa from the left central incisor to 

the 1st left molar. Rest ENT and systemic examination was insignificant. 

On investigation, Ultrasonography of the face demonstrating a well circumscribed and ovoid 

lesion that contains a hyperechoic texture, possibly indicating an abscess with hypoechoic areas 
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compatible with a cystic cavity. Computed tomography showed a homogeneous mass in the left part 

of the maxilla involving the left nasal cavity and limited to the soft tissue (fig. 1). This was suggestive 

of nasolabial cyst with hematoma. Rest of his routine blood investigations were within normal limits. 

An excisional biopsy via intra-oral approach was done, intra –operatively the lesion had 

infiltrative appearance to the soft tissue (fig. 2) and the lesion was removed in Toto. Postoperatively a 

week later, a left submandibular lymph node, non-tender and firm in consistency of size 2x2cm was 

noticed (fig. 3). The nasolabial biopsy send for histopathological examination revealed non-cohesive 

cell aggregates with alveolar pattern areas with predominantly slit like spaces surrounded by 

irregular round to oval spindle shaped pleomorphic cells invading surrounding muscle tissue (fig. 4). 

On Immunohistochemistry; the tissue were positive for neuron specific Enolase (fig. 5), Desmin (fig. 

6) and MYOD 1. 

 

 
 

 

 

 

 

   
 

 

Fig. 1: CT PNS showing homogenous mass involving 
the left nasolabial area without any bony involvement 

 

Fig. 2: Intra-oral excision 
of left nasolabial lesion 

 

Fig. 3: left submandimandular 
lymph node 
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On the basis of light microscopy and IHC, the diagnosis of nasolabial rhabdomyosarcoma was 

established. The patient was referred to an oncologist and there he was advised 4 cycles of 

chemotherapy (inj. vincristine, adriamycin & cyclosphamide) each after every 21 days. He responded 

well to chemotherapy with resolution of submandibular lymph node. 

 

DISCUSSION: Rhabdomyosarcoma (RMS) is an aggressive malignant skeletal muscle neoplasm of the 

embryonal mesenchymal tissues, and occurs in a wide variety of sites. The incidence of RMS is usually 

younger than 15 years, with an incidence peak between 2 to 6 years of age. Approximately 35% of 

pediatric RMS occurs in the head and neck region, especially in the nasopharynx, paranasal sinuses, 

middle ear, mastoid, and facial soft tissues.3 

 In the oral cavity, this neoplasm accounts for 10%-12% of all head and neck RMS, primarily 

in the tongue, palate, mouth mucosa, and cheek.4 Intraosseous lesions are extremely rare8. In 1995, 

the Intergroup Rhabdomyosarcoma Study proposed the “International Classification of 

Rhabdomyosarcoma,” in which 4 main subtypes of RMS were established: 1) botryoid and spindle 

cell variants of embryonal rhabdomyosarcoma (ERMS) with a favorable prognosis; 2) conventional 

ERMS with an intermediate prognosis; 3) alveolar rhabdomyosarcoma (ARMS) with a poor 

prognosis; and 4) undifferentiated sarcomas, also with a poor prognosis5. Approximately 60% of RMS 

are embryonal (ERMS), and 30% are of the more aggressive alveolar (ARMS) type. 

Fig. 6: Tissue positive for desmin 
 

Fig. 5: Non specific enolase 
 

Fig. 4: H&E staining   
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The nasolabial region is an unusual site for RMS and only few cases of RMS have been 

reported.6 This tumor usually grows quickly and is infiltrative. It often appears as an enlarged, 

painless mass. Initial symptoms may be vague and are occasionally associated with pain, trismus, 

paresthesia, facial palsy, aural or nasal discharge, or may mimic other childhood and adolescent soft 

tissue sarcomas. Because of the wide variation of clinical features, this lesion is often initially 

misdiagnosed.7 

Unfortunately, RMS frequently produces distant metastases, which are associated with poor 

survival8, although a wide range of behavior is seen.9 Multidrug, multicycle, dose-intensive 

chemotherapy combined with radiotherapy and wide surgical resection when feasible improves 

survival rates in children10. In the present case, because the lesion was primary and there was no 

osseous involvement, the treatment was based only on chemotherapy.  

The effect of radiation therapy or chemotherapy on sarcomas is debatable. Some studies show 

that patients <19 years of age treated by surgery alone have a favorable prognosis; therefore, this 

may be recommended as the initial treatment in young patients when the tumor is resectable.8 The 

use of intensity-modulated radiation therapy in the treatment of pediatric malignancies is 

controversial. Radiofrequency ablation is a possible method of treatment in cases of recurrent RMS 

and shows promising results. 

 

CONCLUSION: The present report describes the case of a patient with RMS in the nasolabial region 

limited to soft tissues. It presented as an asymptomatic expansile lesion, which, when examined both 

clinically and with radiographical investigation, resembled a simple nasolabial cyst. We emphasize 

the importance of diagnosis and medical care to detect any fast-growing lesions in children and to 

establish an appropriate treatment plan aimed at improving prognosis and patient survival. 
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