Marie was born prematurely at 32 weeks gestation with congenital CMV. She is an identical twin and spent the first 3 months of her life in the neonatal unit.
As she was discharged from the hospital she underwent newborn hearing screening and shortly afterwards EBS audiometery and was diagnosed with a severe hearing loss.

She was fitted with 2 BTE aids which were difficult to keep in place as she weighed just 6 lbs. It became apparent that these were providing her with no benefit and more powerful aids were fitted. These provided no benefit either and further audiological testing indicated that Marie’s hearing had deteriorated to a profound level with no response even at 120 dB across all frequencies. This is not uncommon with children deafened by CMV.

She was referred for a cochlear implant at 18 months but as well as affecting her hearing the CMV had significantly affected her health. She was oxygen dependent and required continuous tube feeding and was not yet walking. Indeed she had only been sitting independently for about 4 months. It was important, therefore to ensure she was referred to a centre that could cope with her additional needs. This took some time but she was eventually referred to Nottingham.
Once it had become apparent that she was gaining no benefit from her hearing aids and that she had no access to speech her parents decided to use sign language with her. At the time the local policy was to use the Paget Gorman system which they endeavoured to learn. It became apparent, however, that this was not going to be a viable means of communication so they began to learn and use BSL. Marie, despite being a very communicative little girl, had a significant language delay. She was gaining in strength but still suffering from stretches of ill health and was considerably delayed in other areas too. However when she was well she was alert and interested in her environment and keen to be involved in everything.
As Marie entered her 4th year she was walking but rather unsteadily, was still physically small but her fine motor skills were age appropriate. She was communicative and keen to learn but had significant language delay and particular difficulties with concentration.
Marie was implanted aged 3 years and 2 months with ‘switch on’ a month later. There was some indication during the initial session that there was some physical sensation caused when electrodes 1-4 were stimulated so these were switched off and the remaining 17 electrodes were activated. She instantly responded to sound and, other than a dislike of the moments of transition from silence to auditory input during the first few days, happily wore her processor. She quickly learnt to recognise the dog barking and associated it with some one coming to the door. She also responded to music within the first month after switch on.
Marie had an optimal MAP in place by 3 months and made steady development. Her first words emerged at about 12 months and she reached all the milestones within the expected time scales but on the slower end.

She started attending the local unit provision with sign support 3 months before she was implanted. She received support from a signing LSA and a ToD. She also received weekly speech and language therapy from a practitioner who specialised in working with deaf children. 

She remained with this provision for her two years in nursey and reception year. Throughout this time she received signing support in class and concentrated on her oral language development in class. She was making steady but slow progress with her spoken language and she had gradually been reducing the amount of signing that she used. She continued to find in difficult to sit still and concentrate on a task not untypical of children with CMV.
Marie’s parents in discussion with members of the implant team and local professionals felt that she would benefit from concentrating on her oral language development. Her parents, therefore decided to move her to her local mainstream school with support to be educated along side her twin and two older siblings. There was some discussion as to whether this would be the best option for her or whether she would find it too difficult.
She entered mainstream with 17 hours LSA support and settled happily. The local school were very supportive and addressed her needs. She made good progress and her spoken language improved, she began to catch up. The local children accepted her and she made some good friends. She enjoyed the social side of walking to and from school and meeting children she knew from school in the local area. She continued to meet her deaf friends from school at the local deaf children society meetings.

Around this time a 5th electrode was deactivated during a routine tuning session as she indicated again that there was some physical sensation when noises were loud.

As she entered key stage 2 it was recognised that the pace of curriculum delivery would place further pressure on her so her support was increased to 19 hours per week with weekly visits from a ToD and Speech and Language Therapist. Marie continued to make good steady progress and functioned well within the range of achievement of the class. Her spoken language still contained some grammatical errors as did her writing but she was able to follow and contribute to class life.

As her spoken language improved and she became more fluent she began to show a renewed interest in developing her sign language skills. She had continued to use some basic sign at home to contend with noisy situations and at times when she was unable to use her processor. She was still meeting her signing deaf friends from time to time and recognised the advantages of being able to sign.
At the age of ten Marie began to recognise for herself the limitations of a single implant, she became frustrated when it was noisy and she couldn’t hear people clearly. She requested an implant in her other ear and after a year of battling, funding was made available.

The surgery was successful and she had her second implant ‘switched on’ approximately 4 months ago. All 22 electrodes were activated and within three months she was able to score as well on a BKB sentence test through audition with her new ear on its own as she had been able to 4 weeks before with her old ear on its own! She is delighted with both ears and already feels it is easier to listen. It is suspected that her new ear will become her dominant ear.
We are currently awaiting her Y6 SAT results and is expected to have achieved a comfortable level 4 in Maths, Science and Reading and is hoped she will obtain a level 4 in writing too. The challenge she is already looking forward to is her transfer to the local secondary school. She will be receiving the same level of ToD input along side 21 hours LSA support and will be carefully watched to ensure she continues to remain happy and successful within the mainstream environment.
