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Introduction

Abstract

Sinonasal undifferentiated carcinoma is a rare and aggressive tu-
mour of the nasal cavity. Treatment involves a multimodal approach:
surgical resection, radiotherapy and/or concurrent chemotherapy. A
58-year-old female presented with pain in the medial wall of the left
orbital cavity, persisting for one month. Computed tomography re-
vealed an expansive lesion centred in the left frontal sinus with bone
erosion with extension into the anterior cranial cavity. Magnetic reso-
nance imaging showed intracranial and infraorbital lesion expression,
causing slight brain moulding, dural thickening/enhancement and de-
formation of the extrinsic ocular musculature. The biopsy confirmed
sinonasal SMARCB1-deficient carcinoma (undifferentiated). Surgical
tumour excision was carried out using a combined approach with the
Neurosurgery Service. The tumour mass was removed in bloc. In the
postoperative period, the patient underwent radiotherapy but expe-
rienced tumour recurrence culminating in death approximately four
months after the initial diagnosis. This case highlights the high morbid-
ity and mortality associated with undifferentiated sinonasal carcino-
mas, emphasizing the need for research into new treatment strategies.
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stages [1,2], it has a poor prognosis, with a mortality rate ex-
ceeding 70% [2]. In fact, around 80% of patients are diagnosed

Sinonasal Undifferentiated Carcinoma (SNUC) is a rare and
aggressive tumour of the nasal cavity. Imaging has a good po-
tential diagnostic value for SNUC [1], as it has been shown to
have a lower Apparent Diffusion Coefficient (ADC) ratio than
adenoid cystic carcinoma, but a higher Fluorodeoxyglucose
(FDG) than esthesioneuroblastoma. These tumours arise most
frequently in the nasal cavity and ethmoid sinuses, and most
present as very large masses involving multiple sites [2,3]. Ac-
cording to the WHO, no consistent aetiology of SNUC has been
identified [3]. Despite large primary tumour size, nodal metas-
tases are uncommon but the majority spreads beyond the sino-
nasal tract to adjacent sites as the orbital apex, skull base and
brain [4]. Since most patients are asymptomatic until advanced

at the T4 stage [2].

Currently, the SMARCB1 (INI-1-)-deficient sinonasal carci-
noma is not a distinct entity according to the WHO [3]. Clinical
and histologic features are very similar to the SNUC, although
some differences can be found. Imaging features as Fluorode-
oxyglucose (FDG) avidity, hypo-or iso- intensity in T2 sequences
and restriction are similar but calcifications are more commonly
found in INI-1-deficient sinonasal carcinomas [2]. Since the loss
of INI-1 conducts to a diminished transcription on cyclin D1,
this protein is a potential therapeutic target in the future [4].
Treatment requires a multimodal approach: surgical resection
(if feasible), radiotherapy, and/or concurrent chemotherapy [2].
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Case presentation ; A

A 58-year-old female presented with pain in the medial wall
of the left orbital cavity, persisting for one month. Computed
Tomography (CT) revealed an expansive lesion centred in the
left frontal sinus with bone erosion of its walls and extension
into the anterior cranial cavity (Figure 1). Magnetic Resonance
Imaging (MRI) showed intracranial and intraorbital lesion ex-
pression, causing slight brain moulding, dural thickening/en-
hancement, and deformation of the extrinsic ocular muscula-
ture (Figures 2 and 3).

A biopsy performed via endonasal endoscopic access con-
firmed sinonasal SMARCB1-deficient carcinoma.

\\Figure 1: CT scan of the perinasal sinuses, axial view. Y.
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Figures 2 and 3: MRI showing hyperintense and heterogeny in T1 after gadolinium IV (Figure 2 Axial
\\View) and intermediate signal in T2 (Figure 3 Coronal View). Y.
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Figure 4

Figures 4-6: Lateral rhinotomy incision with supraciliary extension for naso-orbito-frontal flap
development. External partial maxillectomy, anterior and posterior ethmoidectomy (Figure 4) and
fronto-orbital craniotomy (Figures 5 and 6). In the postoperative period, the patient underwent
radiotherapy but experienced tumour recurrence with progressive worsening of her general condition,
\\culminating in death approximately four months after the initial diagnosis.
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Surgical tumour excision was carried out using a combined
approach with the Neurosurgery Service, starting with a lat-
eral rhinotomy incision extended to the supraciliary region.
This method allowed the creation of a naso-orbito-frontal flap,
enabling partial maxillectomy, anterior and posterior ethmoid-
ectomy, and fronto-orbital craniectomy. The tumour mass was
removed en bloc, and the defect was closed with a pedicled
epicranial aponeurosis flap and a titanium mesh for reconstruc-
tion of cranial vault, orbital rim and roof. The following images
illustrate the procedure.

Conclusion

The lesion’s features and clinical presentation align with
those described in the literature, namely its infiltrative nature,
nasoethmoidal location with orbital and skull base extension
and diagnosis typically occurring between the age of 50-60. The
exception is the absence of calcifications on imaging studies. Si-
nonasal undifferentiated carcinoma is challenging to treat, and
currently, there is no standard treatment protocol. This case
highlights the high morbidity and mortality associated with
these tumours, emphasizing the need for research into new
treatment strategies.
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