Nasal fossa tumor

Description

A 57 year-old man presented in the ENT department with left nasal obstruction. He had type-2 diabetes, but no other history, and was consulting for a nasal cavity tumor that had been present for 15 years but had recently increased in size (Figure 1A). Right nasal cavity endoscopy, neck palpation and intraoral examination were normal; left cavity endoscopy was not possible. Facial MRI found a 26x25x21mm non-infiltrating granulating lesion with sharp polycyclic contours, in hyposignal on T1 sequence with moderate heterogeneous contrastmedium uptake (Figure 1C) and heterogeneous hypersignal on T2 (Figure 1D). Contralateral maxillary sinus obstruction was also seen. Biopsy under local anesthesia was performed and histology found tumoral proliferation (Figure 1B).

Question

What is your diagnosis?

Reply

This is a rearranged submucosal PLAG1 pleomorphic adenoma without malignant transformation. As well as the right maxillary obstruction, due to maxillary sinusitis that responded to antibiotic therapy, treatment was beset by several difficulties. Firstly, the location was atypical, as pleomorphic adenomas are located in the major salivary glands (parotid and/or submandibular). Secondly, the macroscopic aspect, both granulating and exophytic, did not suggest malignancy. Thirdly, the MRI characteristics, with heterogenous hypersignal on T2 and moderate gadolinium uptake on T1, were not typical of pleomorphic adenoma. And lastly, biopsy under local anesthesia failed to provide definitive diagnosis.

Given the discordance between the clinical/histologic data and MRI, intranasal endoscopic resection under general anesthesia was scheduled. Intraoperatively, the lesion base was clearly identified on the nasal septum and subperichondral monobloc resection was performed. Pathologic analysis of the specimen confirmed the diagnosis of pleomorphic adenoma without any malignant transformation; resection was complete, with safe subcentimetric margins. The lesion comprised epithelial and myoepithelial components.

Immunolabeling with cytokeratin (CK)5/6, CK7 and (p)40 and p63 protein confirmed the entanglement of the two components within the tumor. There was no marked cellular atypia or necrosis.

The clinical and MRI characteristics of the lesion suggested several possible differential diagnoses: malignant tumor (cystic adenoid carcinoma, MALT lymphoma), infection, or inflammation; on the other hand, the heterogeneous moderate contrast uptake matched the various criteria of benign status: localized, rounded lesion with clear contours. Moreover, although history was difficult to determine precisely, slow progression also suggested a benign or weakly aggressive lesion. MRI, performed for the sinus lesion, did not use diffusion or perfusion sequences, and it was not possible to properly characterize a pleomorphic adenoma, which usually shows in T1 hypo-or iso-signal and T2 hypersignal, well delineated, without restricted diffusion and apparent diffusion coefficient >1.3 m 2 /s. The perfusion curve shows a type-A ascending plateau, and a bilateral or multifocal aspect is exceptional. Lesions in T2 hypo-or iso-signal with respect to the parotid gland were reported as probably not being related to pleomorphic adenoma. On an interpretable sequence, a diffusion coefficient <1.10 -3 mm 2 /s seems to be incompatible with pleomorphic adenoma [START_REF] Espinoza | Perfusion in ENT imaging[END_REF].

Nasal cavity pleomorphic adenoma is rare [START_REF] Manucha | Metastasizing Pleomorphic Adenoma of the Salivary Gland[END_REF]. Although pleomorphic adenoma is the most common benign salivary gland tumor, no more than 8-10% of locations are in the minor salivary glands [START_REF] Manucha | Metastasizing Pleomorphic Adenoma of the Salivary Gland[END_REF][START_REF] Rha | Sinonasal pleomorphic adenoma: A single institution case series combined with a comprehensive review of literatures[END_REF]. In theory, pleomorphic adenoma could develop in any region harboring minor salivary glands. In a recent meta-analysis, nasal cavity pleomorphic adenoma was reported only in case series, with 42 indexed articles, 32 of which were simple case reports [START_REF] Rha | Sinonasal pleomorphic adenoma: A single institution case series combined with a comprehensive review of literatures[END_REF], the largest series comprising 10 patients [START_REF] Vento | Pleomorphic adenoma in the nasal cavity: a clinicopathological study of ten cases in Finland[END_REF], for a total of 101 patients for the period 1966-2016 [START_REF] Rha | Sinonasal pleomorphic adenoma: A single institution case series combined with a comprehensive review of literatures[END_REF]. Within the nasal cavities, the most frequent site was the septum [START_REF] Rha | Sinonasal pleomorphic adenoma: A single institution case series combined with a comprehensive review of literatures[END_REF]. The most frequent symptom was unilateral obstruction; others comprised epistaxis, external deformity, mucopurulent rhinorrhea and epiphora [START_REF] Rha | Sinonasal pleomorphic adenoma: A single institution case series combined with a comprehensive review of literatures[END_REF]. The literature also reports a 6% risk of malignant transformation, increasing over time, and higher in women, with a sex-ratio of 7:1 [START_REF] Rha | Sinonasal pleomorphic adenoma: A single institution case series combined with a comprehensive review of literatures[END_REF]. In 8 of the 101 patients managed by resection, transformation from pleomorphic adenoma to carcinoma had already taken place, including 2 patients in whom preoperative biopsy found simple pleomorphic adenoma with no suspect cells [START_REF] Rha | Sinonasal pleomorphic adenoma: A single institution case series combined with a comprehensive review of literatures[END_REF]. Preoperative biopsy is thus an important step in diagnosis, but complete resection and histologic analysis should be systematic, enabling molecular biology study, with PLAG1-CHCHD7 fusion confirming diagnosis. In subcentimetric lesions, MRI is not systematic, lacking sensitivity and specificity.

CT or PET do not have a role to play in diagnosis [START_REF] Vergez | Guidelines of the French Society of Otorhinolaryngology-Head and Neck Surgery (SFORL), part I: Primary treatment of pleomorphic adenoma[END_REF]. The treatment of choice for nasal cavity pleomorphic adenoma is complete resection with safe margins, as in parotid tumor [START_REF] Vergez | Guidelines of the French Society of Otorhinolaryngology-Head and Neck Surgery (SFORL), part I: Primary treatment of pleomorphic adenoma[END_REF].

Possible approaches comprise endoscopy, midface approach, lateral rhinotomy and partial maxillectomy. The technique should be chosen according to size and location [START_REF] Rha | Sinonasal pleomorphic adenoma: A single institution case series combined with a comprehensive review of literatures[END_REF]. An endonasal approach is feasible in a large majority of cases, with the advantage of providing good margin visualization and low morbidity [START_REF] Rha | Sinonasal pleomorphic adenoma: A single institution case series combined with a comprehensive review of literatures[END_REF]. As well as malignant transformation, the other main risk is recurrence; this may occur several years after initial treatment. Monobloc resection seems to reduce the rate of recurrence, while sinus locations are at greatest risk as exposure can be difficult [START_REF] Rha | Sinonasal pleomorphic adenoma: A single institution case series combined with a comprehensive review of literatures[END_REF].
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