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Usher Syndrome
Fact Sheet
Usher syndrome is the most common genetic cause of deafblindness. It is a rare genetic condition that affects hearing and vision. It can also affect balance.
What is Usher syndrome?
People with Usher syndrome have hearing loss and develop vision loss over time. The vision loss is caused by retinitis pigmentosa (RP). RP is an inherited eye condition. It affects cells at the back of the eye that help us to see. 
RP often makes it harder to see in low light or at night. Over time, side vision may also reduce. Central vision is often kept until later in life. Vision changes at different rates for each person.
There are three recognised types of Usher syndrome:
Usher syndrome type 1 usually causes profound hearing loss from birth. It also affects balance. Vision  loss usually begins in childhood.
Usher syndrome type 2 usually causes mild to severe hearing loss 
from birth. Balance is not usually affected. Vision loss often begins during the teenage years or early adulthood.  
Usher syndrome type 3 is less common.  Hearing and vision loss get worse over time. Balance may also be affected.







Changes in several different genes can cause Usher syndrome. Usher syndrome is usually inherited in an autosomal recessive pattern. This means a child inherits a changed copy of an Usher syndrome gene from each parent. The parents usually do not have Usher syndrome themselves.

Usher syndrome and deafblindness

Usher syndrome causes both hearing and vision loss. Together, these are known as deafblindness. The combination of hearing and vision loss can have a greater impact than either one alone. Many people with Usher syndrome use hearing aids or cochlear implants.  People with Usher syndrome use many different ways to communicate. 

As vision changes, extra supports may be helpful. This can help people access information and move around safely. It can also support learning, work and daily life. Usher syndrome affects each person differently. Hearing and vision can vary from person to person. Support needs can also change over time.

Development

Most children with Usher syndrome have typical intellectual development. Many children attend mainstream schools with support when needed. Early diagnosis can help families understand their child’s needs. Hearing technology and support at school can also help. 

Orientation and mobility training can teach children how to move around safely. It can also help them build confidence and independence.

Some children with Usher syndrome have problems with balance. This is most common in children with type 1. Balance problems may mean a child learns to sit or walk later than other children. Children can continue to develop these skills with the right support.

Support needs may change as a child grows and their vision changes. Regular reviews can help make sure the right support is in place. People with Usher syndrome can study, work, have families and take an active part in their communities.

Wellbeing

Living with Usher syndrome can bring practical and emotional challenges. Vision may change over time, which can create uncertainty. Teenage years and early adulthood can be an important time. Young people may be thinking about independence, study, work, relationships and their future.

Meeting other people with Usher syndrome can help. Sharing experiences can provide practical ideas and help people feel less alone. Families can also benefit from peer support. Health, education and disability professionals can provide information and support.

Intervention in Usher syndrome

There is currently no cure for Usher syndrome. Treatment and support can help people manage hearing and vision loss. Support can also help with communication and daily life. 
The healthcare and support team may include:
General Practitioner
Paediatrician or physician
Clinical Geneticist
Genetic Counsellor
Audiologist
Ear, Nose and Throat (ENT) specialist
Ophthalmologist
Low Vision Optometrist
Orthoptist
Occupational Therapist
Physiotherapist (where balance is affected)
Orientation and Mobility Specialist
Speech Pathologist (where appropriate)
Psychologist
Teacher of the Vision Impaired
Teacher of the Deaf
Additional members of the team, where deafblindness occurs, can include:
Deafblind Consultant
Communication Guide
Specialist Consultant Teacher (Sensory Impairment/Deafblindness)

Early diagnosis and the right support can make a difference. Support may be needed at different stages of life.
Usher syndrome in Australia
Connecting with other people with Usher syndrome can be helpful. Families can also connect with each other. These connections can provide information, advice and support.
For more information about Usher syndrome in Australia, visit:
UsherKids Australia usherkidsaustralia.com
Deafblind Information Australia
deafblindinformation.org.au
Retina Australia
retinaaustralia.com.au
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