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Changes in professional practice following the diagnosis of Usher syndrome in younger children

Introduction

A service to and for Usher people has existed within Sense since 1983.  During the past 25 years, however, the focus of the service and the way we operate has changed to reflect the perceived change in the Usher population.  Although the actual Usher population in the UK was probably very similar back then, the diagnosis of Usher syndrome of all Types is now routinely taking place in childhood and the younger teenage years.  This was hardly ever the case when the service was set up in 1983, when the Usher diagnosis was usually given to people who were in their older teens or who were already adults.
Outline of Workshop

· Background of services for Usher people in the UK
· Work practice up to 1999
· Why did work practice start to change in 1999?
· Changes in work practice since 1999
· New challenges and positive outcomes
· Plans for the future
Here is a summary of what we will be covering during this workshop.  I should warn you that you will have opportunities to contribute from your knowledge and experience, so please stay with us!
Background of services for Usher people in the UK

1983
Usher Information and Awareness Project, mainly for teachers of pupils aged 13 years or more who have Usher Type 1  
1987
Increase in services to Usher people themselves
1993
Project is renamed Usher Services, Support Worker appointed 
Mary Guest, who retired last year, set up a 3-year Usher Information and Awareness Project within Sense because teachers of deaf children found that they had Usher pupils in their class. However, there was no information about Usher available to enable them to understand their pupils’ needs within the classroom.  The project was primarily aimed at providing information for professionals who were working with pupils who had Usher Type 1.
As the Usher Project became more well known, Usher people themselves started to contact Sense, asking for information about their condition and help with a variety of issues, such as mobility, communication, welfare benefits and so on.  So, by 1996, the Project, which by now had received permanent funding from Sense, became more services focused as well as remaining a valuable source of Usher information.
In 1993, the services aspect was recognised and the Education and Awareness Project became Usher Services, with a Support Worker appointed to manage the ever increasing workload. 
Work practice up to 1999

· Services are mainly for adult Ushers
· Increasing numbers of people with Usher are referred, particularly those with Usher Type 2
· Usher Type 3 is recognised
· Little contact with Sense’s Education Department
Following the appointment of the Usher Support Worker in 1993, direct services to Usher adults were expanded. We noticed that more and more people with Type 2 were being referred, probably because more eye and ear specialists became aware of Usher.  However, most referrals to Usher Services were adult Ushers, although some teenagers were now coming to our notice.  We received very few referrals of people with Usher Type 3.
Because of the lack of referrals of younger children, we had very little contact with Sense’s Education Department. 

To summarise, by 1999, Usher Services received an increasing number of referrals of people with any Type of Usher but particularly those with Usher Type 2 but they were almost all adults with just a few teenagers with Type 1.  Usher Services, then, was still concentrating primarily on adults
Why did work practice start to change in 1999?

· Cochlear Implant screening tests on young children discovered early signs of RP
· Better Usher awareness among medical staff led to earlier diagnosis of Usher Types 2 and 3
· School staff needed help with Usher pupils
· Neonatal screening for hearing loss began in the early 21st century
One of the main reasons for the change in practice around this time was the increasing use of cochlear implants, especially with very young children.  As part of the screening test, a thorough investigation of the eyes was done.  This led to finding early, often pre-symptomatic, changes in the retina which, in turn, led to a very early diagnosis of Usher Type 1.
The increase of awareness for Usher Types 2 and 3 grew, leading to more and earlier diagnoses of these Types.  Therefore young people who were still at school had often received the diagnosis and most, but not all, had been told they had Usher.
As a consequence, Usher Services received an increasing number of requests from schools for Usher Awareness training for teachers and, if necessary, for residential staff and classroom assistants also.
Finally, neonatal screening for hearing loss has become commonplace in the UK.  This has linked in with the fitting of cochlear implants in babies and young children and has reduced even further the age at which early signs of RP can be recognised. 
Changes in work practice since 1999 (Part 1)

· Work with schools:
· Staff training
· Discussing Usher with the Usher students
· Formation of Usher groups within schools
· Work with paediatric services:
· Cochlear implant teams in hospitals
· Cochlear implant programmes
· Staff training
Although Usher Services, under its original title of the Usher Information and Awareness Project, has always worked with schools, the focus of the work has changed from informing the professionals to working directly with the young Usher person, along with continued staff training.  Sense reorganised in 1999 and Mary Guest moved over to become the Principal Research Officer, Usher.  I, then, in the newly created post of National Usher Coordinator, recruited our first Usher Information and Outreach Worker in 2001.  One of her roles was to work with Usher students and, if possible, to facilitate groups of Usher students within the same school.  Two positive consequences of this were that the young people could talk about Usher among themselves and also it overcame the isolation that Usher, as a rare disorder, can bring.  The whole issue of if, when and how to tell young children that they have Usher is a huge one and merits a workshop if its own, although we will comment briefly on this area shortly.
Another area of work which we had had little reason to be involved with up until this time was to link with paediatric services in hospitals, for example at Addenbrookes Hospital in Cambridge and Great Ormond Street Hospital in London, and also with cochlear implant programmes for young children, such as exist in Nottingham in the Midlands of England.  This opened the door to more staff training and a general awareness of Usher among professionals who worked with even younger children. 

Changes in work practice since 1999 (Part 2) 

· Working with the families of younger children

· Understanding Usher

· Telling the child or children they have Usher

· Liaising with Sense colleagues who specialise in working with children

· Keeping them up to date with Usher information

· Sharing our Usher workload 

A major change in work practice when taking on this younger age group is that, instead of working directly with an Usher adult, one is working with the parents who can be in a dreadful state of shock.  Instinctively, they want to protect their child or children and don’t want their children to know that they have a deteriorating eye condition.  However, we know from experience and from what adult Ushers tell us, that ignorance is not the best policy because most young Ushers often realise that there is something wrong and some may have already been told by their school friends that they have Usher.  We therefore talk things through with the parents and advise them to let their children know that they have Usher.  However, some parents choose not to inform their children and, in that case, we have to respect the parents’ wishes.
Another development is that we have got to know some of our Sense colleagues in the Family Education and Advisory Service (FEAS).  We meet to share our expertise regarding Usher.  We also discuss who does which piece of work with the child, the school and the family, in order to promote best practice and to avoid duplication of effort. 

New Challenges

· Isolation of Usher young people in mainstream schools
· Lack of knowledge of and specialist equipment for Usher pupils
· No specific Young Usher group for teens within Sense
· Few publications for young Ushers
· More work for Usher Services!
Because of the changes within the education system in the UK, more pupils with disabilities are being taught within mainstream schools.  Because of the rarity of Usher, the young person is likely to be the only Usher child in that school.  They will therefore be isolated and will often think that they are the only Usher person in the world.
In addition, most mainstream school staff will, understandably, have no knowledge of Usher.  Consequently, a partially hearing child who might have been adequately catered for within the mainstream may be less well provided for if they develop an eye condition too.  Although a visiting teacher of visually impaired children will no doubt be called in, and Sense will probably become involved, managing the pupil’s combined hearing and sight loss, and the practical and psychological challenges associated with this, will be a major challenge for all concerned.
Sense does have a group called Young Sense for 13-25 year olds with any type of deafblindness.  However, the funding for Young Sense is dependent on the group being for young people with any form of deafblindness and many of this group have learning disabilities and possibly physical disabilities too.  There is therefore no specific group for young Ushers within Sense and the existing Young Sense may not be suitable for able-bodied Usher children who will probably have average or above average intelligence.
Usher Services would like to create more publications targeted at young Usher people.  We do have one booklet, “Usher, Cochlear Implants and You” but not every Usher wants or needs a cochlear implant.
Finally, because we never lose an Usher case once they come onto our books, a referral of younger Ushers gives Usher Services more work!  This leads to the ever-present problem of funding, which I’m sure your country shares too. 
Positive outcomes from the changes in work practice
· Earlier diagnosis:
· Usher person and their family are more knowledgeable and will pull together
· Realistic preparation for the future
· Education:
· More staff awareness
· Usher young person will get appropriate help
· Social:
· Better social and support network
Despite the challenges, there are several positive outcomes from the changes in work practice.  Although the early diagnosis is very hard on the parents and the young Usher person, it does lead to an accumulation of more knowledge about Usher.  Because there are no secrets, assuming the child knows they have Usher, the family will be pulling together to make sure that the child has the best chance both in their education and in preparing for the future.
Within the education system, a positive outcome has been that the teachers and ancillary staff will be much more aware of Usher and will be able to help all young Usher people who come their way.
Finally, many young Ushers and their parents and siblings will be able to join Usherlife, the e-group for all Usher people and their families.  Although this group is for adults (over sixteen), parents are welcome to join if their child is too young.  This is an international group and more details will be given at the end of this workshop.  We also have a social and support group for hearing and sight impaired people, many of whom have Usher.  This is based in London but we do have email contacts with people who live outside the UK. 

Plans for the future

· Increased work within primary schools as well as secondary schools as the age of diagnosis gets lower
· Increased liaison with the Sense Family Education and Advisory Service
· Production of new leaflets and information for young Usher people
· Setting up a more appropriate social group for young Ushers
As the age of Usher diagnosis gets ever younger, we plan to work not only with staff of secondary schools (for young people between 11 and 18 years) but of primary schools (4 to 11 years) also.  Along with this, we will be working more closely with the Sense Family Education and Advisory Service to provide as comprehensive a service as possible for young Usher people and their families.
We very much want to produce more age appropriate information for Usher children and young people, including information on the Sense website, as well as to update our leaflets for parents and families.
Finally, we aim to work with our Sense colleagues within the Groups and Membership section to form a young Usher persons’ group, which would include an opportunity for a group of them to go on holiday together.
Usher Services prides itself in adapting to the current Usher situation.  The need for a service for younger Usher people is a challenge for us which we believe will be of benefit to Usher people as a whole, who will see themselves as part of an extended Usher family.
A new era in working with young Usher people has begun; we look forward to where the new challenges may take us.
Contact Details

Marylin Kilsby, National Usher Coordinator (and for information about HSI UK)
Marylin.Kilsby@sense.org.uk 
Tamsin Wengraf, Usher Information and Outreach Officer
Tamsin.Wengraf@sense.org.uk 
Emma Boswell, Usher Information and Outreach Officer (Currently on maternity leave)
Emma.Boswell@sense.org.uk 
Usher Services (all Usher staff) usher@sense.org.uk 
Usherlife website (for e-group) http://www.usherlife.co.uk/ 
