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    Abstract



Background Superficial siderosis of the central nervous system (SS) is a rare condition caused by a chronic or intermittent bleed into the subarachnoid space, resulting in chronic deposition of iron in glial cells. It is characterised by ataxia, sensorineural hearing loss and pyramidal signs. Diagnosis can be confirmed by magnetic resonance imaging (MRI) yet further tests may be required to identify a bleeding source. There is no consensus and little evidence to guide treatment but iron chelating therapies have been suggested in the literature.




Methods We retrospectively reviewed the notes of patients with SS in our unit and performed a service review of the management of this condition.




Results 11 patients with SS were identified. The most common presenting complaints were ataxia (82%) and sensorineural deafness (64%). 64% of patients had MRI as their first–line investigation and all patients had MRI at some stage. The majority of patients underwent treatment with intravenous desferrioxamine infusions (81%) and 27% of patients also had physiotherapy. Patients' response to desferrioxamine treatment was measured by changes in Berg Balance Score (BBS). Only one patient described a benefit from desferrioxamine (11%).




Discussion The results of this review indicate a relatively standardised approach to the management of SS in our institution. Desferrioxamine infusions were used in the majority of patients yet there was little evidence of benefit. The use of BBS measurements may be an insensitive tool to assess these patients.




Conclusions In the absence of high grade evidence to guide treatment we suggest an empirical framework for the management of SS. This involves early use of MRI to confirm diagnosis and search for a bleeding source. Based on the available evidence and our own experience we do not recommend Desferrioxamine use.
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