MD Sam Ng 
email: s-ng@chu-montpellier.fr
  
Nozar Aghakhani 
  
PhD Luc Bauchet 
  
  
Ependymoma Discovered 8 Years after Initial Misdiagnosis as an Idiopathic Syringomyelia

Keywords: Intramedullary spinal ependymoma, spinal cord cyst, syringomyelia, incidental findings

des établissements d'enseignement et de recherche français ou étrangers, des laboratoires publics ou privés.

With the increasing frequency of neuroimaging, incidental intramedullary cavities are diagnosed more frequently. We present a case of asymptomatic incidental intramedullary cervical cavity diagnosed as an idiopathic syringomyelia as initial MRI showed an isolated cystic image without contrasted component. The patient had no subsequent MRI follow-up but eventually showed symptoms 8 years later. By this stage of the disease, the MRI appearance had changed, showing a solid and enhanced component. The patient underwent surgical resection and histopathology concluded a papillary ependymoma (grade 2). This case illustrates how asymptomatic intramedullary cavities may hide an underlying tumoral process and why these cavities should not be considered as idiopathic syringomyelia by default, except after prolonged MRI follow-up.

Main text:

In July 2011, a 57-year-old woman without symptoms was diagnosed with an incidental intramedullary cavity after a mild cervical trauma. MRI, with and without gadolinium infusion, demonstrated an isolated cervical cystic image. No solid and/or contrasted component was observed (Figure 1A and1B). Craniospinal explorations reported no other abnormalities (i.e. no Chiari malformation, other cystic formation along the spinal cord or brain tumoral process). This image was interpreted as an incidental idiopathic syringomyelia. The patient remained asymptomatic and had clinical follow-up for 5 years, without MRI reevaluation.

Eight years later, she reported progressive dysesthesias in both hands. At this time, clinical examination revealed 4 limb hyperreflexia and motor weakness. Craniospinal MRI with Gadolinium enhancement showed a C2-C5 lesion (Figure 1C and1D). Gross total resection was achieved and neuropathology confirmed a papillary ependymoma, WHO grade 2. [START_REF] Louis | The 2016 World Health Organization Classification of Tumors of the Central Nervous System: a summary[END_REF] At 6 months postoperatively, the patient had recovered from transient neurological deficits thanks to intensive rehabilitation. She received no adjuvant therapy but did have regular clinical and craniospinal MRI follow-up. [START_REF] Rudà | EANO guidelines for the diagnosis and treatment of ependymal tumors[END_REF] Intramedullary spinal ependymomas are frequently described with a cystic component, [START_REF] Dauleac | Cysts associated with intramedullary ependymomas of the spinal cord: clinical, MRI and oncological features[END_REF] however, it should be noted that recent surgical series have reported a solid component in all cases. [START_REF] Aghakhani | Intramedullary spinal ependymomas: analysis of a consecutive series of 82 adult cases with particular attention to patients with no preoperative neurological deficit[END_REF] Nevertheless, most studies have reported morphological aspects of symptomatic ependymomas and the present case suggests that MRI findings of intramedullary ependymoma at a presymptomatic stage may be associated with smaller volumes, inconsistent solid components and non-enhanced lesions. Thus, the authors propose that asymptomatic intramedullary cavities may hide an underlying tumoral process and should not be considered as idiopathic syringomyelia by default, except after a prolonged MRI follow-up. 5 Slow-growing tumors, such as ependymal tumors, may become symptomatic many years after their incidental discovery and give rise to significant therapeutic/surgical issues, while careful and repeated MRI assessment may help to determine a better timing for surgical management. Therefore, even though they have been incidentally diagnosed, long-term clinical and MRI follow-up of intramedullary cavities is recommended. 
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  A) and (B) sequences were performed in 2011: an intramedullary cavity without solid component was interpreted as an idiopathic syringomyelia.

(

  C) and (D) sequences demonstrate an intramedullary solid and cystic tumor with enhanced components in segments C2-C5.
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