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Abstract
In 2003 the Dutch Muscle Disorder Society (VSN) published a rehabilitation-oriented guideline for treatment of Friedreich’s ataxia (FA). The Dutch FA patient organisation is part of the VSN and the setup of this guideline was strongly supported and organised by the VSN as one of their first diagnosis-specific guidelines.

The FA guideline was inspired by regional differences in therapeutic approaches as noticed by FA patients and by many uncertainties and questions from the professionals involved with FA. An existing guideline was not available.

For the setup, an evidence based approach was chosen as used by the Dutch health quality control organisation CBO. When charity funding became available, a 9 member taskforce was recruited, consisting of rehabilitation specialists, a neurologist and VSN staff. This task force was guided and trained by CBO staff and supported by a 14 member advisory board with expert representatives of the involved professional societies and of the FA patient organisation. The process was supervised by a 7 member steering committee with representatives of the VSN, and the funding organisation, a neurologist and a rehabilitation specialist.

Following the formulating of queries by professionals and FA patients a comprehensive search of the literature was performed, using Medline, Cochrane, Embase and Cinahl databases.

In 14 meetings over a 2 year period, the results of the literature search were discussed in the taskforce and with experts from the advisory board. The draft report was circulated to 400 professionals and the corrected draft was discussed in an invitational conference and in the annual general meeting of the Friedreich’s ataxia working group. The final guidelines were published in Autumn 2003.

The formulated questions included diagnostic assessment before the start of therapy, the availability of possible prognostic factors, the occurrence of complications and their functional implications, the co-ordinative role of the rehabilitation specialist, the evidence for drug treatment and non-pharmacological symptomatic therapy, the need for specialist centres, and the assessment and possible influencing of factors influencing social participation and quality of life.

As might have been expected, the literature data provided no answers of level 1 evidence, some of level 2 evidence, and mostly of level 3 and level 4 evidence. The occurrence of marked clinical heterogeneity and a variety of possible complications was confirmed and with the probable exception of idebenone, no proof of drug therapy was found. No studies were found on the separate items studied, which included ataxia, intentional tremor, communication, dysphagia, scoliosis, foot deformity, contractures, spasticity, muscle weakness, impaired sensation, sphincter disturbance, cardiac involvement, diabetes mellitus, visual impairment, hearing impairment, emotional development, social participation, and ADL functioning.

Based on the results, 33 recommendations and questions were formulated. These recommendations aim to improve quality of life, provide a basis for daily routine rehabilitation and suggest further studies that should be carried out.

For a copy of these Guidelines contact http://www.vsn.nl/hulpverleners/protocol_detail.php?protocol_id=17 

At present the Guidelines are only available in Dutch, but it is hoped they will be translated to English soon.

