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Background

ÅSinonasalteratocarcinosarcoma(SNTCS) is an aggressive, but rare sinonasal
tumor characterized by multiphenotypicdifferentiation with admixture of 
neuroepithelial, mesenchymal and epithelial components. 

ÅThe diagnosis can be challenging due to morphological heterogeneity 
overlapping with wide range of other entities, especially in small biopsy 
samples. 

ÅMost common symptoms include nasal obstruction, epistaxis and 
headache.  Cervical lymph node metastases has been rarely reported.
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ÅUnique clinical and pathological presentation of a  patient with 
maxillary sinus SNTCS
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Case report



73-year-old male 
40mm mass in the 
right submandibular 
region
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Presentation



FNA, cell block 
preparation: small 
cell neuroendocrine 
morphology
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Cytology



Favourable
response to Rx
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Treatment ïchemo-radiotherapy



Lymph node, neck dissection-necrotic 
area with macrophages
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Surgery ïneck dissection



Palatal swelling due to a 
maxillary mass 18 months 
after initial presentation:
Unresectable
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Follow up



Maxillary sinus mass : multiphenotypic morphology
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Histology



Loose spindly mesenchymal areas
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Histology



Glandular morphology
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Histology



Small cell neuroendocrine morphology
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Histology



Neuroepithelial morphology
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Histology



Synaptophysin
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IHC



TTF 1 SALL4
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IHC



Ki 67 proliferation index Intact SMARCA4
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IHC



Maxillary mass debulking

uHigh-grade malignant tumor with a multiphenotypic
appearance comprising primitive appearing neuroepithelial, 
epithelial and mesenchymal elements consistent with SNTCS.

u Immunohistochemistry revealed intact SMARCA4 protein 
expression, but next generation sequencing studies 

identified a SMARCA4 splice site mutation.
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Summary



ÅSinonasal teratocarcinosarcoma
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Diagnosis



ÅMultiple lines of chemotherapy between 11/2021 and 12/2023

ÅShort course palliative radiation therapy to maxillary mass 
12/2021

ÅUnfortunately, the patientôs disease progressed, and he is now 
under palliative care
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Clinical course
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ÅSinonasalTeratocarcinosarcoma(SNTCS)isa malignantsinonasaltract
neoplasm with mixed epithelial, mesenchymal, and primitive
neuroepithelialelements.

ÅIncidence: rare, lessthan 200casesreportedin the literature.

ÅLocation: superioraspectof the nasalcavity,with frequent extension
into the ethmoid,maxillary,or sphenoidsinuses.

ÅAge and Sex: adults (median age: 50 years); approximately80% of
patientsaremale.
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Discussion



ÅMultiphenotypicmorphologyrangingfrom blandto overtlymalignant.

ÅEpithelialcomponent- squamousepithelium or glandularstructures frequently
demonstratinga a clearcellappearance,reminiscentof fetal tissues.

ÅMesenchymalcomponent- nondescripthypercellularfasciclesof spindlecells,but
areasof overt muscle,cartilaginousor osseousdifferentiationrarely.

ÅNeuroepithelial component- primitive epithelioid cells with large, hyperchromatic 
nuclei arranged in nests and sheets with a patchy neurofibrillary background and 
rosette formation.
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Histopathological features



Ancillary studies

ÅImmunohistochemistry

ÅPositivityfor cytokeratinin epithelialelementsandweakpositivity in neuroepithelialelements,

ÅCK5/6, p63, andp40 in squamouscomponents,neuroendocrinemarkerssynaptophysin,chromograninA, and
INSM1 in the neuroepithelialareas. Markersof germ cell derivationgenerallynegativebut SALL4 expression
hasbeenreported.

Å80%of casesshowsomedegreeof SMARCA4 (BRG1) loss,with completelossin asmanyas70%of cases. A
subsetof casesdisplayaberrantnuclear -̡cateninlocalization.

ÅMolecularpathology:

ÅMost common- inactivatingSMARCA4 alterations including frameshift mutation, nonsensemutation, splice
site mutation, copynumberloss/gain. ConcurrentCTNNB1 mutationsin a subset. RarelySWI/SNFandDICER1
implicated.

Å
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Differential diagnosis

ÅOverlap with a wide range of other sinonasal tumours

Åolfactory neuroblastoma, squamous cell carcinoma, adenocarcinoma, 
neuroendocrine carcinomas and various sarcomas when not all components are 
sampled.  

ÅSMARCA4-deficient sinonasal carcinoma samples frequently shows a large cell or 
rhabdoid cell pattern that is absent in TCS.
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ÅTCS is an aggressive tumour that shows frequent local recurrences within 
the first 2years. 

ÅRecent literature reports of 5-year survival rates >50 % due to 
multimodality approach including surgery and chemo radiation. 

ÅInvitro models using CDK4/6 inhibor-targeting SMARCA4 has shown 
promising results.
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Management and prognosis



CONCLUSION

ÅFirst case of SNTCS presenting as cervical lymph node metastases 
with an initially occult maxillary sinus primary site.

ÅSNTCS is a highly aggressive malignancy with potential for 
misdiagnosis due to morphological heterogeneity, particularly in small 
biopsy samples.
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Thank you!
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