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Clinical history 
 5 month old male

 Uncomplicated Vaginal delivery after uncomplicated full 
term pregnancy.

 Discharged home appropriately with mother

 A murmur noted at recent visit with no symptoms



Physical exam

 Activity and feedings levels are within normal limits

 Physical exam was unremarkable 



Cardiac MRI

Right ventricular mass 

a. Secondary pulmonary stenosis from mass.

b. Single large mass noted with no additional masses.

c. No clear invasion or extension outside the myocardium.



OP note

 Tumor was growing outside of the right ventricle beyond the 

pulmonary valve anulus to the main  pulmonary artery.

 Couple of metastatic tumors on anterior  and the posterior 

wall of the ascending aorta and one on the left anterior 

descending coronary artery.

 Main pulmonary artery was completely occupied with 

tumor tissue. 



OP note

 Tumor itself was originated from the right ventricular 

outflow tract muscle and invading into the pulmonary valve 

leaflet.

 Most of the tumor tissue was explanted except the area of 

the LAD lesion, only 5 mm away from the margin of the 

tumor. 

 The remaining tumor tissue was ablated with electrocautery.



Pathology 

Multiple specimens from the right ventricle, aorta, 

pulmonary artery and Lad.

Most of them are composed of irregular pieces of 

myxomatous pink-white glistening soft tissue fragments 

The main mass measures 4.5x2.2x2cm and weighing 7.74gm.
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Immunohistochemical stains

 HMB45 -- Negative

 CD 31 -- Negative

 CD34-- Negative

 Pan CK– Patchy Positivity

 EMA- -Patchy Positivity

 CD99 -- Negative

 INI-1 -- Negative

 Vimentin-- Positive

 Desmin -- Negative



Molecular studies

 Negative for sarcoma panel( ARMS, PNET/Ewings, DSRCT, 

Synovial sarcoma, Cellular mesoblastic nephroma/ 

Congenital fibrosarcoma 



Primary cardiac tumors

 Benign cardiac tumors
 Myxoma:  MC Benign CT in Adult  age group 

 Lipoma and lipomatous hypertrophy of atrial septum

 Papillary fibroelastoma

 Rhabdomyoma: MC Benign CT in Pediatric age group 

 Fibroma : 2nd MC Benign CT in Pediatric age group 

 Hemangioma

 Pericardial cyst

 Malignant tumors
 Sarcomas

 Angiosarcoma: MC Malignant CT

 Rhabdomyosarcoma: 2nd Most common CT 

 Other cardiac sarcomas

 Lymphoma

 Pericardial mesothelioma
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Diagnosis

Myoepithelial carcinoma, High 
Grade



Myoepithelial carcinoma of soft tissue 

 Rare malignant tumour arising in soft tissue in children.

 Analogous to myoepithelial carcinoma of the salivary gland, 
breast, upper aerodigestive tract and skin. 

 The histogenesis is unknown

 Pattern of gene expression during oncogenesis rather than origin from 
specific cell lineage 

 Myoepithelial differentiation is demonstrated by positivity for 
cytokeratins or EMA, and for one of S100, GFAP, SMA or HHF35.

http://e-immunohistochemistry.info/web/Epithelial-myoepithelial_carcinoma_of_the_salivary_gland.htm
http://e-immunohistochemistry.info/web/epithelial-myoepithelial_carcinoma_of_bronchus.htm
http://e-immunohistochemistry.info/web/Antigens/epithelial_membrane_antigen.htm
http://e-immunohistochemistry.info/web/Antigens/s-100.htm
http://e-immunohistochemistry.info/web/Antigens/glial_fibrillary_acidic_protein.htm
http://e-immunohistochemistry.info/web/Antigens/smooth_muscle_actin.htm
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 Epidemiology

Any age in childhood, including congenitally.

No gender predominance.

 Clinical features

Wide range of sites, with half of all cases on the        

extremities.

Half the cases are subcutaneous, visceral or in deep soft 

tissue, rarely intradermal.

Myoepithelial carcinoma of soft tissue 



 Macroscopic appearances

Well demarcated, often with a thin capsule but deep tumours

may be infiltrative. 

The cut surface are variably white, tan, fleshy, gelatinous, 

haemorrhagic or focally calcified. There may be focal 

necrosis.

Myoepithelial carcinoma of soft tissue 



Myoepithelial carcinoma of soft tissue 
 Histopathology

The criteria for malignancy are cytological, that is at least moderate 
cytological atypia. 

A benign precursor lesion is rare.

Lobular architecture.

 Cellularity is often greater at the periphery of lobules with cells 
forming trabecular, nests or solid sheets. 

The cells are variably epithelioid, clear, spindled or plasmacytoid; almost 
always more than one cell type is present. 

The mitotic rate is very variable.

The stroma is myxoid or hyalinized, sometimes with cartilaginous 
differentiation.

 Rarely there is metastatic ossification.
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Myoepithelial carcinoma

 Mets more commonly occurs to lung , lymph nodes and 

bone.

 Brain and bone marrow were reported. 

 No correlation between the Site , the size, the atypia or 

mitosis with metastasis or survival 



Myoepithelial carcinoma

 9 of the 22 cases tested (41%) showed complete absence of 

INI1 expression in tumor cells 

 Chromosome 22q abnormalities 



Differential Diagnosis
 High-grade extraskeletal myxoid chondrosarcoma

 Epithelioid MPNST

 Poorly differentiated synovial sarcoma 

 Epithelioid sarcoma

 Undifferentiated carcinoma

 Ewing sarcoma/PNET


