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Abstract

Embryonal Rhabdomyosarcoma (ERMS) is a rare soft-tissue malignant tumor that occurs mostly in the skeletal muscles of the trunk, 
limbs, etc., and can also occur in tissues and organs lacking skeletal muscle. However, ERMS occurs in the nasopharynx less See [1], due 
to the lack of early clinical features, it is easy to be misdiagnosed or missed. With the development of comprehensive treatment models, 
its prognosis is better than that of acinar and undifferentiated rhabdomyosarcoma [2].
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Clinical Data

Clinical Manifestation

The clinical data of a patient with this disease recently 
admitted to our hospital are now reviewed and the 
literature review report is as follows. Patient, male, 22 
years old, with progressive right nasal obstruction and 
right neck mass for 1+ month, left neck mass was admitted 
to our hospital on November 1, 2011. The patient had 
no obvious inducement in September 2011 Right nasal 
obstruction, no runny nose and hemorrhagic blood, and 
found a right neck mass, about 2X2cm 2 in size, without 
pain and tenderness. In the past 1+ months, the patient’s 
right nasal obstruction has progressively increased and the 

right neck mass has rapidly increased. Grow up. In the 
middle of October 2011, he began to have right eye tears 
without obvious visual changes. At the end of October 
2011, the patient found a left neck mass without pain, 
fever, hoarseness and other discomforts. He was admitted 
to our hospital’s Otorhinolaryngology Head and Neck 
Surgery After perfecting the relevant examination, 
considering the wide range of lesions, it is difficult to 
completely remove the tumor during surgery, and then 
transferred to our department. Physical examination: 
weight kg, height cm, body surface area m 2, KPS 90 
points. Right submandibular, sternocele the upper part of 
the processus muscle can be combined with multiple hard 
masses, fused into a mass, about 14* 12cm, fixed, unclear 
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borders, no tenderness, no ulceration and swelling on the 
surface. Right upper clavicle fossa, left sternocleidomastoid 
mastoid the upper part of the muscle can be palpable with 
hard mass, the border is unclear, fixed, and there is no 
tenderness. There is no abnormality in the heart, lungs and 
abdomen.

Auxiliary Inspection

Nasopharyngeal neck enhancement MRI (Figure 1–7): 
the right nasal cavity involves abnormal signal masses of 
the ethmoid sinus, maxillary sinus, and frontal sinus and 
is significantly unevenly strengthened, which is consistent 
with the performance of embryonal rhabdomyosarcoma, 
and the bone of the inner side wall of the right maxillary 
sinus Damage, right frontal base may be involved, multiple 
lymph node metastases in the right pharyngeal side, 
submandibular area, bilateral deep neck, carotid sheath 
area, right frontal sinus, sphenoid sinus, and maxillary 
sinus with effusion. Head MRI, thoracoabdominal CT 
No abnormalities were found in bone scans. A new 
biopsy of the right nasal cavity was performed, and the 
pathological diagnosis was: (right nasal cavity) embryonic 
rhabdomyosarcoma. Immunohistochemistry: Final 
diagnosis: right nasal embryonic rhabdomyosarcoma phase 
III [3].

Treatment Methods and Effects

The patient had a large mass and rapid growth, and first 
underwent CVAD chemotherapy [3],[4], specifically: 
cyclophosphamide (CTX) 800mg / m 2 d 1, vincristine 
(VCR) 1.0mg / m 2 d 1, Epirubicin (EPI) 70mg / m 2 d 1, 
Azamidamide (DTIC) 100mg / m 2 d 1–5. Every 21 days is 
a cycle, a total of 2 cycles. At the same time, cervical lymph 
nodes were treated with TF36 (recombinant human p53 
adenovirus injection) 2 × 10 12 intratumoral gene targeted 
therapy. Review of nasopharyngeal neck enhancement 
CT after 1 cycle of chemotherapy and targeted therapy 
(Figure 7) shows: after chemotherapy, local radiotherapy 
for bilateral cervical lymph nodes was arranged, with a total 
dose of 55 Gy. The patient is currently being followed up.

Discussion

The author reviews the literature related to ERMS and the 
cases reported in the past 5 years. The following discusses 
its clinical pathological characteristics, treatment and 
prognosis. 

Pathological Characteristics

Rhabdomyosarcoma (RMS) is a highly malignant soft 
tissue tumor that originates from embryonic mesenchymal 
cells [5] with striated muscle differentiation potential. It 
can occur in any part of the body, where the RMS without 
striated muscle organs is much more frequent than the 
striated muscle itself High, because the pluripotent primitive 
mesenchymal tissue metaplasia is striated muscle cells or 
early striated myoblasts ectopic to abnormal sites with 
deformities [6]. According to the clinical characteristics, 
morphology, degree of differentiation of tumor cells and 
special tissue structure this disease can be divided into five 
types: grape cluster type, spindle cell type, embryo type, 
acinar type and polymorphic type [7]. Different tissue types 
are closely related to the age and location of onset. ERMS is 
common the subtype, which accounts for more than 50% to 
60%, is derived from pluripotent embryonic cells, immature 
potential muscle tissue or undifferentiated mesoderm cells 
that will differentiate into muscle fibers. This type is related 
to fetuses at 7 to 12 weeks of pregnancy. The degree of 
development of skeletal muscle is very similar [3]. Under 
light microscopy, ERMS shows more undifferentiated 
mesenchymal cells, focal mucus-like changes, spindle cells 
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or small round cells with obvious eosinophilic cytoplasm, 
and special Textured Cells [8]. In the case of poorly 
differentiated or undifferentiated, immunohistochemical 
staining is needed to further confirm the diagnosis. Its 
immunohistochemical markers mainly include myoglobin, 
myogenic determinant 1 (MyoD1), and skeletal myosin 
(desmin), muscle-specific actin, myogenin, etc.

Clinical Characteristics

Early symptoms are usually not obvious, showing only 
nasal congestion, runny nose, nausea, headache and other 
discomforts. When local symptoms or lumps appear, the 
disease is already advanced. ERMS occur in the head and 
neck, retroperitoneum and urogenital system, and ERMS 
in the nasal cavity and sinuses are very rare [1]. They mostly 
occur in children <15 years old and infants, while adults 
>40 years are very rare. The maximum reported age of onset 
is 72 years [9]. The main characteristics are malignancy, 
rapid progress, and early invasion of adjacent tissues, early 
lymph nodes and blood channel metastasis [1]. Due to its 
cryptic growth, early detection of tumors is very difficult, 
and the special anatomical structure of the ear, nose, and 
throat makes it difficult to completely remove the tumor 
tissue. At the time, CT and MRI applications are very 
necessary, they help to define the extent of the lesion and 
the degree of infiltration around it, and can be used as an 
important basis for localization diagnosis and selection 
of surgical methods [10]. Therefore, early detection and 
early diagnosis can improve the surgical resection rate and 
prolong Patient survival is important.

Treatment and Prognosis

ERMS has a high degree of malignancy, invasive growth, 
high recurrence rate, and the prognosis is not optimistic. 
With the development of radiotherapy and chemotherapy, 
molecular targeting, gene targeted therapy, and the 
progress made in the treatment of this disease, at present, 
the treatment of ERMS Multidisciplinary comprehensive 
treatment methods such as surgery, chemotherapy, 
radiotherapy, and targeted therapy are mostly used. 

Because of the complexity of nasal anatomy and the easy 
transfer of RMS of the nasal cavity and sinuses into the skull, 
radical surgery is very difficult [11]. But as much tumor 
resection as possible is a guarantee of successful treatment. 
With the development of surgical technology, surgical 

experience Accumulation and application of intraoperative 
image navigation system have been able to remove most of 
the tumors of the head and neck, skull base and nasal-sinus 
area, ensure the safety of the resection margin, and reduce 
the recurrence rate [12]. Wurm J and other studies analyzed 
15 cases of the nose for patients with ERMS, the results 
show that the 5-year survival rate (66%) in the surgery plus 
radio-chemotherapy group is significantly improved [13] 
compared to the 5-year survival rate (33%) in the radio-
chemotherapy group alone. The range of surgical resection 
is based on the incidence of tumors Depending on the 
location; size, and clinical stage, cervical metastatic lymph 
nodes with clinical suspicion should undergo surgical biopsy 
or regional dissection. According to the staging criteria of 
the 1988 rhabdomyosarcoma study group [3], the disease 
can be divided into 4 stages: stage I It is localized, that is, the 
localized tumor can be completely resected, and regional 
lymph nodes are not invaded; stage II is regional, that 
is, localized infiltration of the tumor, invades surrounding 
tissues or regional lymph nodes; stage III is extensive, that 
is, it cannot be completely removed or only Biopsy with 
gross eyes Residues; IV period have distant metastases at 
diagnosis for I,II patients should be performed as radical 
surgery, III of patients with chemotherapy before surgery or 
cytoreductive surgery feasible, IV stage has lost the chance 
of operation.

Based on the biological characteristics of soft tissue 
sarcoma, systemic chemotherapy and high-dose radiotherapy 
can relatively prolong the survival of patients. The choice of 
chemotherapy regimen and the duration of treatment are 
closely related to the improvement of patient survival. The 
dose of the drug should be based on the patient’s condition, 
age, and tolerance. Applicable as appropriate. For patients 
with distant metastases, there are reports in the literature 
that increasing the dose does not improve the patient’s 
prognosis [14]. The current commonly used chemotherapy 
regimens are: VAC (VCR + actinomycin D + CTX), VCA 
(VCR + radiotherapy Dactycin D + CTX + Doxorubicin), 
CVAD (CTX + VCR + EPI + DTIC) [3], [4]. For patients 
who cannot undergo surgical resection and cannot tolerate 
systemic chemotherapy, superficial temporal artery 
intubation chemotherapy can be considered. Increasing the 
drug concentration in the tumor to obtain the therapeutic 
effect [15]. Accelerators are often used for radiotherapy, and 
the dose depends on the age. The total dose is generally 45~ 
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60Gy, and the course of treatment is 5 ~ 6 weeks. It is also 
reported that when using a dose of 65 ~ 75Gy It can increase 
the local control rate of RMS [16]. It is recommended that 
cervical lymphatic drainage area can be prophylactically 
irradiated at a dose of 50 ~ 60Gy [3]. 

In the past 20 years, research on the pathogenesis of 
RMS and cellular mechanisms and pathways related to 
survival rates, such as the RTK family, cell cycle regulatory 
white-dependent kinase inhibitors, insulin-like growth 
factor pathways, mammalian rapamycin target pathways, 
etc. It provides a new idea for molecular targeted therapy 
of RMS [17]. For gene therapy, the current application of 
recombinant human p53 adenovirus injection has a better 
effect on improving the short-term efficacy and survival 
rate of patients [7], [18], and Fewer side effects, safe and 
effective [19].

In summary, the combination of surgery-based and 
radiotherapy and chemotherapy-based targeted therapy is 
the key to improving the survival rate and quality of life 
of patients. Its prognosis and tumorigenesis location, size, 
clinical stage, whether surgery and other factors Related. 
Although there are many new developments in treatment 
methods, combined with domestic and foreign literature 
reports, the current overall treatment effect of adult head 
and neck RMS is poor, and the 5-year survival rate is about 
8% [20]. Thankfully, Tsung -Han Wu and others recently 
published two case reports of ERMS with long-term 
survival rates of 12 and 19 years [4].
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