CASE REPORT:
SINONASAL TERATOCARCINOSARCOMA

UNIQUE CLINICAL AND PATHOLOGICAL PRESENTATION OF A RARE TUMOUR
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Background

ASinonasaleratocarcinosarcomé@SNTCS) is an aggressive, but sarenasal
tumor characterized bynultiphenotypicdifferentiation with admixture of
neuroepithelia] mesenchymal and epithelial components.

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

AMost common symptoms include nasal obstruction, epistaxis and
headache. Cervical lymph node metastases has been rarely reported.
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AUnique clinical and pathological presentation of a patient with
maxillary sinus SNTCS
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/3-year-old male
40mm mass in the
right submandibular
region
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Treatment T chemo-radiotherapy

| Favourable
response to RX
£ %
.
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Surgery i neck dissection

Lymph node, neck dissection-necrotic
area with macrophages
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Follow up

Palatal swelling due to a
maxillary mass 18 months
after initial presentation:
Unresectable
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Histology
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Maxillary sinus mass : multiphenotypic morphology

e Whatu Ora Zlad F et al

Health New Zealand




Histology
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Loose spindly mesenchymal areas
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Glandular morphology
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Neuroepithelial morphology
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IHC

Ki 67 proliferation index Intact SMARCAA4
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H
a

ighrgrade malignant tumor with enultiphenotypic
Dpearance comprising primitive appearinguroepithelial

e

nithelial and mesenchymal elements consistent with SNTCS

mmunohistochemistry revealed intact SMARCAA4 protein

expression, but next generation sequencing studies
identified a SMARCAA4 splice site mutation

Te Whatu Ora
Health New Zealand



ASinonasaleratocarcinosarcoma
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Clinical course )

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

AShort course palliative radiation therapy to maxillary mass
12/2021

AUnf ortunately, the patientodés di
under palliative care
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Discussion

ASinonasaTeratocarcinosarcoméggNTCS$ a malignantsinonasatract
neoplasm with mixed epithelial, mesenchymal, and primitive
neuroepithelialelements

Alncidence rare, less than 20C case: reported in the literature.

ALocatior: superiol aspec of the nasa cavity with frequent extensior
Into the ethmoid, maxillary or sphenoicsinuse.s

AAge and Sey: adults (mediar age: 50 years; approximatel 80% of
patients are male.
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Histopathological features

AMultiphenotypicmorphologyrangingfrom blandto overtly malignant

AEpithelial component squamousepithelium or glandular structures frequently
demonstratinga a clearcellappearancereminiscentof fetal tissues

AMesenchymatomponent nondescripthypercellularfascicleof spindlecells,but
areasof overt muscle cartilaginousor osseoudlifferentiationrarely

ANeuroepithelial componentprimitive epithelioid cells with large, hyperchromatic
nuclel arranged in nests and sheets with a patchy neurofibrillary background and
rosette formation.
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Ancillary studies

Almmunohistochemistry

A Positivityfor cytokeratinin epithelialelementsandweakpositivity in neuroepithelialelements,

A CKo/6, p63, and p40 in squamouscomponents neuroendocrinemarkerssynaptophysinchromograninA, and
INSML in the neuroepithelialareas Markersof germ cell derivation generallynegativebut SALY expression
hasbeenreported.

A 80% of casesshow somedegreeof SMARCA(BRQ) loss,with completelossin asmanyas 70% of casesA
subsetof casedisplayaberrantnuclear -cateninlocalization

AMolecular pathology:

A Most common inactivating SMARCA alterations including frameshift mutation, nonsensemutation, splice
site mutation, copynumberloss/gain ConcurrentCTNNB mutationsin a subset RarelySWI/SNRnd DICER
implicated

Te Whatu Ora

Health N 1land



Differential diagnosis

AOverlap with a wide range of other sinonasal tumours

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

ASMARCAdeficient sinonasal carcinoma samples frequently shows a large cell or
rhabdoid cell pattern that is absent in TCS.
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Management and prognosis

ATCS is an aggressive tumour that shows frequent local recurrences within
the first z years.

ARecent literature reports of-year survival rates 50 % due to
multimodality approach including surgery and chemo radiat on.

Alnvitro models using CDKd4inhibor-targeting SMARCA4 has shown
promising results..
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CONCLUSION )

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

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