Passable Landscapes 

Children with Usher Syndrome must be equipped to manoeuver in ‘passable landscapes’. New Danish research by Jesper Dammeyer Ph.D., in cooperation with educational consultant Bente Ramsing, shows that more than half of all children with Usher Syndrome develop symptoms of psychosocial dissatisfaction before the age of 18. 

By Bente Ramsing (bero.rn.dk), educational consultant, Center for Deafblindness and Hearing Loss (CDH), Aalborg, Denmark (www.cdh.rn). Translated from Danish by Dea Birgitte Hansen and Marie Herholdt Jørgensen, The National Board of Social Services (SOCIAL STYRELSEN)

[bookmark: _GoBack]The research supports practitioners’ experience of the development that the consultants at Center for Deaf-blindness and Hearing Loss typically observe in children with Usher Syndrome. In the following, I will provide a description of the functional issues I have been observing in practice, and I will give a number of suggestions as to what parents and professionals may do in order to support a normal development in a protected educational environment. 

Usher Syndrome 
Usher Syndrome is a recessive inherited syndrome, inherited from both parents. Mostly, the parents are healthy with the syndrome hidden in their genes. The parents are often unaware of the fact that the syndrome is found in their families. There are three types of Usher Syndrome which cover at least nine different subtypes. Usher Syndrome type 1, which covers most of the nine subtypes, is the most pervasive. I mainly focus on type 1 in this article. 

At the time of the study we knew of 20 children under 18 with Usher type 1 in Denmark. An individual with Usher Syndrome type 1 is born with severe reduced hearing or born entirely deaf. The person also has the eye disease Retinitis Pigmentosa and serious difficulties with vestibular processing. 

From deaf to hearing-impaired 
In Denmark deaf and severely hearing-impaired children, including children with Usher Syndrome type 1, are offered a double-sided Cochlear Implant within the first year of life. The Cochlear Implant, usually called CI, is an advanced hearing aid which is operated directly into the cochlea of the ears. Formerly, people with Usher Syndrome type 1 in Denmark always used sign language; but within the last 10-15 years almost all children in Denmark with Usher Syndrome type 1 have had a double-sided CI, and most of them have developed their spoken language satisfactorily. 

The fact that the children have spoken language and are integrated into the hearing world poses them with great challenges, as they are still deaf in many contexts, e.g. in very noisy surroundings, in swimming facilities, at night and in other situations, where CI cannot be used or does not function as normal hearing.

The eye disease Retinitis Pigmentosa
The eye disease Retinitis Pigmentosa is also called RP or tunnel vision. RP is a progressing disease in the retina with a slow loss of sight. Many RP patients contain a little residual eyesight in the central vision their entire life, while others go blind during their adult life. The retina is affected from the outside and in, and the person at first loses the navigational sight and the ability to see in poor lightning.

A severe sensitivity to light often means that the child, already as a newborn, will need to wear a cap and/or sunglasses. It often takes the eye several minutes to adjust to changes in the light, and every time the light changes during the day, the person will lose the ability to see properly for minutes at a time.
The vestibular sense – balance and loss of energy
The body uses the vestibular sense for receiving signals about how it is situated in relation to its surroundings. As consultants we often observe that children with Usher Syndrome have hypo-toned muscles, which, combined with poor or no vestibular sense, causes difficulties with movement and balance, which are at first manifested in a developmental delay regarding sitting up, standing and walking. The children struggle with the task of making their reduced sense of sight and hearing collaborate with a body challenged significantly by vestibular difficulties.

What is it like to exist in the world like that? Balance is talked about as a thing to be ‘found’, but it is not simply found. It must be adjusted to the surroundings, from a safe base. It requires extra energy, physically as well as psychologically, for a person with Usher Syndrome to find balance.

A boy once told me how he felt when playing a ball game: “Sometimes my foot slides and I must put it into place again, and while I do that I can’t really see anything.” The boy expresses quite clearly that he loses focus on the thing he is doing, when his balance fails, and he might even lose the ability to use his other senses optimally. I often wonder how many times during a day people with Usher Syndrome experience that?

Children with Usher Syndrome use a lot of energy every day because their senses work overtime, and sometimes their energy runs out, and they are worn out with fatigue or reacts with tantrums.
The following is a story about what happens when people face situations in which they lose orientation, overview and the ability to act.

Passable landscapes
On a winter’s day a few years ago, I visited a friend who lives in a cottage a little distance from the main road. It began snowing heavily, and when I was driving home, I got stuck in the snow after about 800 meters.

Time was dragging away, and I experienced a number of emotional states during the time I sat there. How might this day end? I tried clearing away the snow in front of the car. I sat totally still in despair, and I tried to find strategies that would get me out of there.

As time went by more cars came, and after some time, which felt like an eternity, a local resident called the local authorities. They sent a vehicle to clear the way and guide us to the main road.
Now, who was I, sitting there, stuck in the snow?

· Someone with anxiety, who did not know how it would all end (a psychiatric case)?
· Someone shoveling snow, fighting for her life (reacting)?
· Someone who despaired (a victim)?
· Someone competent, with thoughts and emotions, waiting to be guided into a passable landscape?
· Someone like everyone else, but stuck in a difficult situation?

I believe that I experienced all of the above during the hour and a half I sat there.

Let us imagine that deafblindness is a condition that puts itself between the person with Usher Syndrome and the world, or between his/her relations to others, similar to the snow between me and the main road, when the snow was falling heavily.

Let us assume that the child’s reactions such as being afraid, having a tantrum or as a victim are not psychiatric disorders but reactions to the deaf-blindness. 

Let us for a moment lean against the hypothesis that people with Usher Syndrome fundamentally are human beings who need support to travel in passable landscapes.

In the following, I will describe the difficulties we typically observe in the child with Usher syndrome type 1, and what kind of support the child between 0 and 18 years of age needs.

The small child with Usher Syndrome
When a child is born with Usher Syndrome it is my experience that you soon observe a child who has difficulties with eye contact. You see a child whose eyes roll a little in their sockets and who has difficulties focusing. This is particularly apparent when the child is in your arms and you move in different directions.

At this point the child is already challenged by the vestibular difficulties which mean that it takes longer for the child to understand the world, especially when it is moving. Therefore the child seems to prefer to lie still and contemplate the world in its first year of life. From birth the child appears to have a hypo-toned or lax body. It is difficult to determine whether the child is born that way, or if it the vestibular complications that causes the muscle strength to not develop properly.

Being a parent to a child with Usher Syndrome is difficult. The parents intuitively understand that the child prefers to lie still, but they know that the child needs to move in order to develop his/her motor function, and connect the first impressions of the world in order for the world to make sense. It will also be of concern for parents and professionals that eye contact is not very good.

The child with Usher Syndrome often sits up late, and stands and walks even later. When sitting, the child will often choose a broad supporting surface, for example with his/her legs in a W-shape or with widely spread legs. When the child is tired it often leans forward in sitting position, placing his/her upper body and head on the floor, supported by the chin to still be able to see what is going on in front of him/her.

Moreover, experience from practice shows that children with Usher Syndrome typically begin to walk when they are between 1 ½ and 4 ½ years old. According to Jesper Dammeyer the average age when children with Usher Syndrome take their first steps is 24 months.

In Dammeyer’s study, four out of the 26 children examined for Usher Syndrome do not have difficulties with the vestibular sense. Children with Usher Syndrome type 1 will often retain a very wide-based gait. 
Gait as well as running often looks very insecure, until the child reaches school age, and maybe even further. 

When the child shifts from lying down to sitting, or from standing to walking, it has to use time and energy in order to understand the world from the new position. And as the child uses a lot of energy to compensate for the loss of senses and motor function, we often observe that other functions such as language acquisition are delayed, and the development of the language is often slower than in other children with CI.

Dammeyer suggests that the combination of reduced sight, reduced hearing and delayed motor development is one of the barriers in relation to developing language and social competences. In Dammeyer’s study, eleven out of twenty six children with Usher Syndrome (type 1 and 2) appeared to have delayed language development. The extent of the delay is significantly linked to the level of deafblindness in the study. 

Most children with Usher syndrome will have integrated their understanding of body and surroundings with sight and hearing during the age of five to six years, and subsequently language begins to develop extremely fast. Some children manage to acquire language appropriate to their age before they start school at about six, while others do not have enough time between learning to walk and becoming cognitively ready to attend school. 

Case: Rachel
Rachel is born with Usher Syndrome. Because she has an older sister with Usher Syndrome, it was detected early. The first year she lies a lot and looks around, but because of her older siblings her motor function is challenged. She is able to sit up at the age of 11 months.

When she is sitting, her eyes roll a lot, and when she loses her balance she does not seem to have normal fall reflexes and falls. She quickly learns to sit with her legs widely spread and falls forward with her chin on the floor. From there she either rolls over to her stomach or her back, to fight her way back up to a sitting position. She is not very keen on lying on her back, because it is not sufficiently strong for her to be able to lift her head for a longer period of time.

Rachel learns to crawl late and stands up late. She takes her first steps without support when she is about three years old. Shortly after her CI-operation, when she was about one, she began an intensive speech therapy a few times a week. The therapy continues until she starts school. Until she is about five, her language development proceeds very slowly and is not age-appropriate.

Nevertheless her language development speeds up at the age of five to six, and her language develops twice as fast as other children at that age with CI. She starts school with a year’s delay, and at that time her language is age-appropriate. The fact that Rachel suddenly develops her language so fast suggests that the language delay was due to the complex multiple reduced sense functions and not to cognitive barriers.

Intervention for children with Usher Syndrome from the age of 0-7 years 
Rachel’s progress is rather normal for most children with Usher Syndrome and CI. However, as mentioned earlier, some children have not got enough time to develop from when they start to walk until they should be ready to go to school at age six. For other children, knowledge about Usher Syndrome in their surroundings has been scarce, and therefore focus has been on the things they were unable to do. Some children with Usher Syndrome have been assessed for learning disability, autism or other disorders prior to school.

Some are provided with a diagnosis, which may result in them being placed in a special school which does not specialize in CI and hearing impairment, but in learning disability or autism. If this is the case the child may no longer be expected to develop typically and catch up with the delay when the senses have learned to function together. Without specialized knowledge about Usher Syndrome there is a risk that many resign themselves believing that the child will not be able to learn that much. Parents and professionals thus need detailed knowledge about the early development in the child with Usher Syndrome and exhaustive knowledge about integration of senses and an understanding of the child’s motor development.

Supporting the child’s development the first seven years is about understanding the complex situation the child faces and understanding the child’s different ways of behaving and the child’s need for extra time and support for development. The child needs to be seen, understood and guided into landscapes which are passable for at small child with motor and language difficulties.


The school child with Usher Syndrome
For many children with Usher Syndrome, the age from seven to 10 years is a good and stable period of their lives. They have a fair grip of their motor function and their language develops steadily. When I have asked people with Usher Syndrome when they have had a really good spell in their lives they almost always refer to places and situations from the time when they were about seven to ten years old.

Between 10 and 14 the problems with sight may become more pronounced, and the child once again has to reorganize his/her senses and body in relation to the surrounding world.  The child becomes more reflective and needs age-appropriate explanations as to why he/she sometimes does not feel like other children and why he/she is not capable of doing quite the same things as other children.

It is thus important to externalize the deafblindness and make the child understand that it is a condition in the child’s life which may put a barrier between the child and the world, or between the child and the relations he/she wants to be part of. The deafblindness is experienced differently in different situations.

Communication may not be an issue when the child is sitting with a friend in a place with good lighting. However in a dark school yard on a winter morning, the disorder may cause the child to need support to communicate and find his/her way back into class. The child therefore develops various strategies in order to be able to live in the chaos he/she faces.

For some children this means that they develop anxiety and psychiatric symptoms, act or react with tantrums, or become quiet, gloomy or introverted. Quiet and introverted children may turn the problems against themselves or become victims of bullying. 

At this age the child often experiences a change in their social life with other children. Playing switches to talking, and it gets harder to divide ones attention between playing, a computer game, and being a part of the social communication at the same time. The child begins to understand the consequences of his or her disability, which may cause worrying, sorrow and sometimes symptoms of depression.

Case: Hannah
Hannah was born deaf and received a CI when she was about one year old. Hannah’s spoken language developed fairly quickly. She is very active and loves playing ball and other physical activities.

However, when she started school her language development was not age-appropriate, resulting in her being referred to a special school for children with hearing impairment. At school they were uncertain about her skills and her language development, mainly because she did not speak much. Yet, in a network for children with sight and hearing difficulties, she spoke a lot. At the age of ten she is became very introverted and seemed worryingly sad.  She sometimes reacted angrily and violently. She lashed out at other children and threw large objects, like computers and chairs. 

At the age of 12 she was referred to a psychiatric ward for children assessed for ADHD or autism.
Hannah had none of these conditions, but signs of depression were found, suggesting that her violent outbursts were caused by her own insistence as being a clever girl. The cause of her behavior was the chaos she experienced as a consequence of Usher Syndrome. This is rather common.

Intervention for children with Usher Syndrome between 7 and 14 
Parents and professionals are responsible for guiding children from this age group into passable landscapes; providing them with the support they need in order to prevent chaotic situations happening and to develop into competent and problem solving human beings.

The child must learn to understand and express his/her thoughts and feelings, including when situations are difficult. It is crucial to support the child in building good self-esteem and not try to shield the child from the pain caused by knowing his/her situation.

It is recommended that the child participate in types of physical activity where he/she can excel. A strong body can compensate for vestibular difficulties and for possible obesity, tensions and stiffness caused by reduced functions of the body. Ball play rarely works with this age group, while outdoor life, tandem biking, climbing, riding, swimming and yoga are better suited.

During the early years of school the child must learn to use such assistive technology as lamps for the visually impaired, optics for the visually impaired, and tele-loop. It may also be necessary to introduce sighted guide techniques.

Young people with Usher Syndrome
When the young person is about 14 to 15 years old it is important to consider his/her future opportunities. What does the young person want for him/herself? It can be difficult to want something if you do not understand your situation; everything is chaotic, and you only see limitations. Therefore, conversations and sincere explanations are crucial. It is important to be both realistic; but not to be limited by what you think is possible or impossible. It may be possible. We know people with Usher Syndrome who are highly educated, have started a family, have travelled around the world and have performed extreme athletic feats.

It is important for the young person to be in the company of other young people, who are in a similar situation. The young person needs to learn how to express their needs. 

Is it still possible for young people in this age group, who are unhappy, to be guided into passable landscapes? Is it possible to reverse a development which is ruining the young person’s self-esteem and prospects for the future? I will now tell you about Kevin, who succeeded in doing just so.

Case: Kevin
I met Kevin at a school for deaf children in Tallinn, Estonia. He was 16 years old and the only one with Usher Syndrome at the school. I participated in a meeting with his teachers and his mother, where they told me that Kevin had Usher Syndrome, but that this was not his biggest problem. “What is Kevin’s biggest problem?” I asked.

The answers were varied: “He’s not social”; “he doesn’t understand what’s going on in lectures”; “he doesn’t want to learn”; “he spends too much time at home with his mother”; “he has difficulties concentrating”; “he is immature”; “maybe he’s autistic”; “he doesn’t understand what Usher Syndrome is”, etc.

Then I met Kevin. He was a kind and polite young man who would not talk about his disability. He attended a class where I was pleased to find that the lighting was good; he was in the right place in terms of being able to see both his teachers and the blackboard. Nevertheless, I could tell how much it challenged him when the teaching took place as a discussion between the teacher and the students. He could not see what they said.

At my next visit to the school I invited Kevin to a meeting with his primary teacher, his mother, a sign language interpreter and an Estonian interpreter. I explained to Kevin that I would like to show everyone how this disease affects his vision and asked if he would help me.

In the beginning he sat a bit away from the table, a bit sullen, only cutting in to say when something did not apply to him. However, he soon took over the meeting and explained how he could see right ahead but not peripherally, and how his sight was functioning in the dark, and how difficult it was for him.

He told us that the teachers sometimes asked him to do things he could not do because of his visual impairment, and he explained that the eye specialist had told him that it would get worse. He reflected on what he might do as an adult and reasoned that he, at any rate, would be able to put products on the shelves in the supermarket. At the end of the meeting he asked whether he could borrow my materials, because he wanted to tell his classmates and other teachers about his visual impairment. Of course this was no problem, and then Kevin slumped on the table after his enormous effort. When I looked at his mother she looked at him proudly, with tears in her eyes. 

When I visited the school one last time, Kevin had given a little talk for his classmates. I had another meeting with Kevin’s mother and teachers, and now everybody agreed that Kevin’s problems were due to Usher Syndrome.

Kevin told me he had met two grown up men with Usher Syndrome. He had been provided with a mobile phone, so he was able to contact his mother, if he got into trouble when he went out with his friends. 
Kevin’s story could just as well have taken place in Denmark.

Intervention for children and young people with Usher Syndrome between 14 and 18 
When the young person with Usher Syndrome is between 14 and 18 it is important to equip him/her with the ability to find the way into passable landscapes in life; help him/her to develop an extended understanding of his/her disability, developing an understanding of the syndrome and the interplay between the senses and the body.

It is also important that the young person is supported in understanding the significance of using assistive technology when necessary. The young person must be introduced to new technology to create a worldwide network. It may be useful for a future career, when you have such a rare disability.

In addition to this, the young person must also learn to understand the essence of energy loss, know his or her strengths and the limitations inherent in the disability. The young person must learn to know and manage symptoms of stress. The young person should know the consequences if he/she does not stay in shape or is physically active.

Parents and professionals can support the young person to stay in shape in order to compensate for the losses of senses and the dysfunctions of the body. Finally the young person must have support to find and participate in relevant networks.

Summary
People with Usher Syndrome have difficulties integrating their senses and body in relation to each other, their relations and the world around them. They experience these difficulties every day, every minute, all through life, and it influences their possibilities to participate in relations and take part in society around them. Since these individuals seem to constantly face difficult situations, they need support and self knowledge to be able to revert to passable contexts. 

People with Usher Syndrome need to understand their difficulties in the light of their multiple loss of senses, including balance and vestibular difficulties, shifting and progressing difficulties with sight, reduced hearing and the use of CI and other assistive technology. They need to understand what it is like to experience extreme losses of energy because of the sensory overload. 
They need to learn strategies to be able to move forward in spite of these barriers. They need to understand themselves in the light of the many, long and dire struggles they will face during their life; including understanding what they will miss out on, when everything demands their time and energy.

It is crucial that parents and professionals are there to support and help people with Usher Syndrome their whole life. It is important that people around the person with Usher Syndrome understand, or try to understand that deafblindness is a circumstance that changes in the different situations in life. They need people around them who can communicate this in a problem solving and productive manner.

Deaf-blindness is in itself not part of the person, but a circumstance which stands between the person, his/her relations and the surrounding world – exactly like the snow that fell between me and the rest of the world.
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