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ABSTRACT 

 

  This qualitative study investigated the remembered lived experiences of six individuals 

who were diagnosed with Usher syndrome, the effect that the progressive condition had upon 

their lives, and their experiences with vocational rehabilitation. Usher syndrome is an autosomal 

recessive condition that presents as deafness or hearing loss with comorbid retinitis pigmentosa 

sometimes with vestibular areflexia. The participants recalled details of their own reaction to the 

diagnoses as well as the reactions of their parents. Themes were identified in their responses that 

included independent dependence, Usher support, parental reaction, lowered expectations, hope, 

and ongoing change. The participants, three men and three women, reported periods of 

adjustment and sadness as well as hopes for their future, career accomplishments, and social 

interactions.  

 

Keywords: Usher syndrome, Usher support, parental reaction deafblind, Deaf, blind, deafblind 
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CHAPTER I 

INTRODUCTION 

The lived experiences of individuals with co-occurring deafness and progressive 

blindness can best be understood by learning from people who experience the world through 

those changing sensory filters. Usher syndrome is an autosomal, recessive, inherited condition 

characterized by sensorineural hearing loss and concomitant progressive retinal degeneration due 

to retinitis pigmentosa (RP) (Sadeghi, Cohn, Kimberling, Halvarsson, & Moller, 2013; Williams, 

2008). Individuals who have co-occurring hearing loss and progressive blindness experience 

unique challenges due to the overlay of sensory impairments and the fact that their rehabilitation 

needs will change over their lifetime as the condition progresses. Many people with Usher 

syndrome in the United States receive services through federally funded, state administered 

vocational rehabilitation (VR) and/or services for the blind agencies sometime in their life to 

assist in learning skills and techniques to live and work independently. The scholarly research 

about the lives of people in America who have Usher syndrome is not a current reflection of the 

experiences of those individuals. People are being diagnosed earlier, receiving genetic 

counseling and information about the condition, attaining success in a wide array of professions, 

and frequently sharing their journey and challenges with others who have Usher syndrome.   

Background: Types of Usher Syndrome 

 Usher syndrome is an autosomal, recessive, inherited condition characterized by bilateral, 

sensorineural hearing loss, and progressive blindness due to retinitis pigmentosa. Both males and 

females can inherit the disease if both parents are carriers of the same Usher syndrome gene. It 

occurs all over the world and in all socioeconomic groups (Kimberling, 2007).  
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       Usher syndrome includes retinitis pigmentosa, a progressive narrowing of the visual 

field with night blindness, and a concomitant mild to profound sensorineural hearing loss that is 

present at birth or shortly afterwards, sometimes with vestibular dysfunction (Kimberling, 2007; 

Pennings et al., 2004; Sadeghi, Eriksson, Kimberling, Sjostrom, & Moller, 2006; Williams, 

2008). There are three heterogeneous, clinical subtypes of Usher syndrome, characterized by the 

age at which the sensory losses occur, the presence or absence of vestibular problems, and the 

severity and stability of the hearing loss or deafness (Williams, 2008).  

  Usher syndrome Type I is characterized by severe to profound deafness present at birth or 

shortly afterwards with an absence of vestibular functioning that delays infants’ walking until 

age 18-24 months or later (Astuto et al., 2000). The retinitis pigmentosa in Usher syndrome Type 

I progresses rapidly beginning in adolescence with night blindness and increasingly restricted 

visual fields, often accompanied with cataracts and loss of visual acuity later in life (Sadeghi et 

al., 2006).  

      Usher syndrome Type II has retinitis pigmentosa and normal vestibular functioning until 

adulthood with a less severe hearing loss; Usher syndrome Type IIa has a progressive hearing 

loss (Kimberling, 2007; Sadeghi et al., 2006). 

       Usher syndrome Type III, most prevalent in Nordic countries, presents varied symptoms 

including the presence or absence of vestibular functioning, and a stable or rapid and progressive 

hearing loss with retinitis pigmentosa (Sadeghi et al., 2006). Therefore, the functional limitations 

and challenges imposed by the disease vary but include deafness or hearing loss and night 

blindness with progressively restrictive tunnel vision by early teenage years.  

      Geneticists studying Usher syndrome estimate that there are 45,000 people in the United 

States who have some form of the disease (W. J. Kimberling, personal communication, January 
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22, 2014). The National Institutes of Health estimate that Usher syndrome affects at least 4% of 

people who are congenitally deaf, and 4-6% of people who are born hard of hearing or with a 

progressive hearing loss. Diagnoses can be made in hospitals, schools, or by private physicians at 

any time in a person’s life. Molecular diagnosis of some types of Usher syndrome can be made at 

any age (Kimberling, 2007). Regardless of age, the diagnosis of Usher syndrome is traumatic for 

an individual and for his or her family (Duncan et al., 1988; Kimberling, 2007). Most people 

diagnosed with Usher syndrome have never met another person with the condition and have 

never heard of the disease (Kimberling, 2007). The diagnosis of Usher syndrome is life 

changing.  

      This dissertation strove to identify factors that were perceived as empowering to 

individuals with Usher syndrome to move forward with their lives with plans for the future and 

their perceived role of vocational rehabilitation (VR) in that process. This study replicated 

portions of the University of Birmingham Sense Report conducted by Ellis and Hodges (2013) 

who interviewed 44 adults in the United Kingdom. Their study set forth perceived aspects of 

positive mental health components from the perspective of interview participants with Usher 

syndrome. I interviewed six adults with Usher syndrome who applied for, obtained services, and 

self-reported that their cases had been closed by VR. The replication was cross-cultural. The end 

products are recommendations to improve rehabilitation counseling efforts based on insight 

gained from with people with Usher syndrome and recommendations for future research.   
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Statement of the Problem 

     Orphan diseases or low incidence diseases pose unique challenges for rehabilitation 

counselors because there is limited scholarly research on effective rehabilitation practices with 

consumers having the conditions. Persons with Usher syndrome are not statistically tracked at 

any time during their referral or progression through the systems in the RSA 911 data collection 

which records rehabilitation results (J. Wadsworth, personal communication, April 2013). The 

Rehabilitation Services Administration (RSA) 911 data are statistics and results collected from 

the state vocational rehabilitation programs to monitor program services, expenditures, and 

successful or unsuccessful outcomes at the individual and state level. The term Usher may not 

appear in their case files; in fact, the condition may be classified solely as deafness, blindness, 

hearing loss, or visual impairment or may be coded as two co-existing disabilities. People with 

Usher syndrome may receive services from counselors in the general agency if they are hard of 

hearing or have a cochlear implant, from counselors in agencies working with blindness or visual 

impairment, or from rehabilitation counselors fluent in sign language and knowledgeable about 

deafness (RCDs). The assignment to a particular agency division may be dependent on the 

primary disability, the current caseloads of counselors in a specific division, or the availability of 

funding. These determinations vary state by state and often district by district within a state VR 

program. States may have specific guidelines for the provision of services outlined in a model 

state plan for Deaf services (Hawaii and Kansas State Plans for Deaf-blind Services). In some 

states consultants in deafblindness serve as specialists available to work with any counselor 

providing services to someone who is deafblind or who has Usher syndrome. Frequently, case 

consultation is provided by regional representatives of the Helen Keller National Center (HKNC) 

who may visit with the consumer in their home, at a local VR office, or place of employment. 
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Although many professionals may contribute time and expertise during the vocational 

rehabilitation of consumers with Usher syndrome, the lack of RSA 911 tracking data precludes 

information on the outcome of rehabilitation services or the impact of services provided to 

consumers with Usher syndrome. Information on the successful status 26 closures could enable 

individuals with the condition to realize that opportunities and possibilities can and do occur. 

Research based on the RSA 911 data would also enable practitioners to improve services to 

consumers with this low incidence disability whose VR cases were not successfully closed. This 

dissertation provided insight to the experiences of individuals who received VR services.     

     Recent genetic findings now indicate that the diagnosis of a specific Usher syndrome  

genotype does not constitute specific recommendations for education or rehabilitation skills 

training because the progression of the visual and hearing losses cannot be predicted based on 

the diagnosis of a type or subtype of Usher syndrome (Malm, Ponjavic, Moller, Kimberling, & 

Andreasson, 2011; Sadeghi, et al., 2013). Some researchers have reported significant benefits 

resulting from interventions offered to individuals who have a specific type of Usher syndrome. 

Cote, Dube, St.Onge, and Beauregard (2013) determined that increased confidence in personal 

goal management was reported by French Canadians with Usher 2 who were offered skill 

training and opportunities to manage personal goals.  

Research Questions 

1. What do people with Usher syndrome think about having Usher syndrome? 

2. What is the effect of change on the lives or people with Usher syndrome? 

3. What do people with Usher remember about the diagnosis and what impact did it have 

on them? 
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4. What was the perceived role of vocational rehabilitation services in moving forward 

with future plans following the diagnosis of Usher syndrome? 

5. What do rehabilitation counselors need to know about Usher syndrome? 

 

Rationale and Purpose of the Study 

        Recent research has reported that significant benefits result from interventions offered to 

individuals who have specific types of Usher syndrome (Cote, et al., 2013; Ellis & Hodges, 

2013). These authors found that ability to personally manage goals resulted in increased 

confidence and positive outlooks for individuals with Usher syndrome. Ellis and Hodges (2013), 

who conducted 44 interviews with people around the United Kingdom who had Usher syndrome, 

found that although Usher affected their lives, it did not dominate their lives. 

       In America, vocational rehabilitation can be a significant resource for individuals with 

Usher syndrome to use for planning and implementing a future course for their life as someone 

living with Usher syndrome. It is important for rehabilitation professionals to understand the 

remembered experiences of people with Usher syndrome who have used and experienced the VR 

system as someone with the functional impairments caused by comorbid deafness and blindness.   

Previous researchers found that individuals with Usher syndrome experience significant levels of 

depression and suicidal ideation (Bodsworth et. al, 2011; Miner, 1995, 1996; Wahlqvist et al, 

2013). This has been questioned by recent studies (Cote et al., 2013; Ellis & Hodges, 2013) 

which indicate that people with Usher enjoy and move forward with life. In America, VR is a 

significant opportunity for people diagnosed with the condition to plan for their future, gain 

skills needed to adapt to life with a dual-sensory loss, and interact with professionals who can 

work with them to achieve their goals.  
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      I have chosen the approach of Sales (2007) who defines empowerment through 

rehabilitation counseling as the process of “supporting an individual in learning how and 

becoming able to gain more control over himself or herself and the environment” (p. 81). For 

individuals who cannot see or hear their environment, including many with Usher syndrome, the 

dual sensory loss can present unique and complex problems for empowerment. In my study, 

people with Usher syndrome will have the opportunity to consider if and how vocational 

rehabilitation supported or assisted them in gaining control of their lives while experiencing the 

challenges of a progressive disease.  

  

Definition of Terms 

1. “Low-incidence disability”---a disability that occurs in less than 1% of the school age 

population including students who are blind, deafblind, or hard-of-hearing. 

2. “Orphan disease”—a rare disease defined in the United States as affecting 200,000 

persons or less. Pharmaceutical firms may determine the rarity of the medical condition 

to be unprofitable for drug development.   

3. “Vocational Rehabilitation Consumer”—an individual with a disability, determined to be 

eligible for VR services under the U.S. Rehabilitation Act.  

4. “VR Status 26 closure”—successfully rehabilitated after achieving the goals of the 

Individual Plan for Employment.   

5. “VR Status 28 closure”—Unsuccessful closure after developing an Individual Plan for 

Employment and receiving RSA rehabilitation services but not resulting in a successful 

status 26 closure.   

6. “VR Status 32”—Post-employment services needed to maintain or regain employment 

after a Status 26 successful closure has been achieved.   
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7. “RSA 911 data”—statistics and tracking information of vocational rehabilitation 

programs including status of closure and expenditures collected at the individual level 

upon case closure and at the state level for all federally funded vocational rehabilitation 

state programs administered by the Rehabilitation Services Administration.  (The data 

have no connection to the events of September 11, 2001.)  

8. “Deaf (with a capital D)”—Identification with the Deaf culture and Deaf pride. A 

member of the Deaf community who typically communicates in American Sign 

Language (ASL). 

9. Non-syndromic deafness—deafness that is not accompanied by a comorbid condition 

such as blindness or renal failure.  

10. “ASL” –American Sign Language 

11.  “LSQ”—French-Canadian Sign Language 

12.   “BSL”—British Sign Language 

13.   “Canadian or English Sign Language”—A sign language used in English speaking parts 

of Canada and in England that is unlike American Sign Language 

14.    “Tadoma”—a method of lipreading wherein the deafblind person places his hand over 

the speaker’s lips and reads lips with fingertips rather than visually.   

 

Assumptions of the Study 

1. The confidentiality of the participants will be maintained and protected as outlined in 

the IRB guidelines.  

2. All participants will choose and be provided with communication methods that ensure 

their comprehension of and full participation in the interviews.  
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CHAPTER II 

REVIEW OF THE LITERATURE 

 

Chapter II contains a review of scholarly literature from a number of disciplines that 

focus on Usher syndrome. All are separate, but they overlap because each discipline reveals 

information that requires the person diagnosed with Usher syndrome to seek out specialists in 

other fields. The first part of the literature review covers medical aspects of Usher syndrome: the 

history of the recognition of the condition, ways of diagnosing the syndrome, and current and 

future goals of medical researchers. The second part of the literature review has medical and 

psychological conditions that have been observed in one or more persons with Usher syndrome. 

Counseling, adjustment, and specialized rehabilitation service options follow. 

Medical Aspects of Usher Syndrome 

     Usher syndrome was first named and identified as an inherited condition by a Scottish 

physician, Charles Usher, in 1914. The condition had been described in 1858 by Albrecht von 

Graef, a German physician, who diagnosed Usher in the Jewish population from Eastern Europe 

(NIH website).     

  There is no cure for Usher syndrome. Research is ongoing to arrest and reverse the 

progression of the unique sub-types of the disease and progression varies by sub-type. The first 

gene therapy trial is underway at Casey Eye Institute at the Oregon Health and Science Center to 

arrest the retinal degeneration in Usher Type IB caused by the MYO7A gene (Casey Eye 

Institute website). Medical centers around the world are participating in research and 

collaborating to further progress as they work for a cure. To date, at least 10 genes and three 

phenotypes of Usher syndrome have been identified (W. J. Kimberling, personal communication, 
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January, 22, 2014). Geneticists and other medical  researchers have reported the expected 

progression of the visual loss, anticipated vestibular problems, and the expected degree of 

hearing loss in each type of Usher syndrome (Moller, Eriksson, Sadeghi, Moller, & Danermark, 

2009; Weston et al., 2000). However, geneticists now believe that the disease progressions and 

functional variations presented by the specific sub-types can be markedly different even in 

siblings who have received the same diagnosis of a specific Usher genotype (Malm et al., 2011). 

The phenotypes of 13 siblings from affected families having the three Usher genotypes displayed 

markedly different variations in visual loss, ERG readings, and rod cone dystrophy (Malm et al., 

2011). 

     The medical advances in Usher syndrome research have resulted in significant changes in 

the lives of individuals and families with the conditions. Genetic research has resulted in more 

children growing up with the knowledge that they have Usher syndrome (Ellis and Hodges, 

2013; Miles, 2006). Recent advances in newborn screening programs allow infants with a 

hearing loss or deafness to be identified prior to leaving the hospital. If an infant is diagnosed 

with a hearing loss, a screening test for some types of Usher syndrome can be administered via a 

cheek swab. Early identification of hearing loss with a progressive blindness allows parents the 

option of cochlear implants to optimize their child’s hearing and opportunities for language 

acquisition. Henricson, Wass, Lidestam, Moller, and Lyxell (2012) studied children in Sweden 

who had Usher Type I and cochlear implants and found that cochlear implants can be beneficial 

to the educational outcomes of children with that diagnosis. Early diagnosis and the opportunity 

to receive cochlear implants at a young age have resulted in an increasing number of children 

with Usher being enrolled in mainstreamed classrooms near their homes rather than in schools 

for students who are deaf ( Ellis & Hodges, 2013: Miles & Davidson, 2002).  
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Co-occurring Conditions 

     To date, only deafness, retinitis pigmentosa, and possible vestibular dysfunction have 

been proven to be part of Usher syndrome. However, physicians and mental health professionals 

have observed and written about other conditions in some patients with Usher. Mental health 

difficulties of people with Usher syndrome have been observed by scholars from diverse 

geographic locations.     

     Two recent qualitative studies have tracked the quality of life and mental health concerns 

of individuals with Usher syndrome. Sense United Kingdom, the agency serving people who are 

deafblind throughout the United Kingdom, funded a report wherein 44 individuals between the 

ages of 14-56 with Usher syndrome were interviewed in England, Northern Ireland, and Wales.  

The qualitative interviews, conducted by Ellis and Hodges (2013) from the University of 

Birmingham (England), revealed that people with Usher were happier than had been previously 

reported by researchers including Miner (1997) and Bodsworth et al. (2011) who reported high 

rates of depression. The Sense United Kingdom report concluded that people with Usher might 

experience depression following diagnosis, but moved on to enjoy a wide range of activities and 

interactions. Their participants included people diagnosed with all three types of Usher 

syndrome, of varied ethnic backgrounds including Welsh, English, Chinese, African, Irish, and 

Scots. The researchers administered the Self Image Profile, a standardized self-concept 

questionnaire that includes positive aspects of one’s life. Ellis and Hodges (2013) attribute the 

ability to self-manage goals as a key factor in happiness. Cote et al. (2013) also attribute life 

satisfaction and adjustment to Usher 2 to the ability to self-manage goals and re-direct one’s life 

after the functional limitations of retinitis pigmentosa become evident. Redirecting life goals and 
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formulating and implementing an individually developed, self-directed plan for the future are 

also key components to the vocational rehabilitation process in the United States. 

        Wahlqvist, Moller, Moller and Danermark (2013) accessed the Swedish Usher database 

to recruit subjects and conduct research on the physical and psychological health of people in 

Sweden with Usher syndrome Type II. They found increased fatigue among women who 

reported straining to understand communication and assess their surroundings. They also found 

that males with Usher II had a more significant need for mental health counseling than did 

women. Wahlqvist et al. (2013) administered the Swedish Public Health on Equal Terms 

Questionnaire to 96 volunteer respondents from the Swedish Usher Type II database. The 

questionnaire measures social relationships, health, work, gambling, alcohol, tobacco, financial 

security, and living conditions. The results of the Usher II respondents were compared to a 

random sample of the 5,738 respondents from Swedish general population. Significantly higher 

rates of depression, suicidal thoughts and attempts, headaches, and fatigue were reported by the 

Usher II group compared to the general population (Wahlqvist et al. 2013). The researchers 

found that men with Usher 2 experienced an attempted suicide rate that was six times higher than 

among men in the Swedish general population.  

    Wahlqvist et al. (2013) note that to date, no co-morbid disease has been proven to occur 

with Usher syndrome but found increased occurrences of tinnitus and eczema in the Swedish 

participants. Charles Bonnet syndrome was reported by at least one participant in the UK study 

conducted by Ellis and Hodges (2013). Charles Bonnet syndrome, a neurological disorder, is 

typically diagnosed in psychologically normal, elderly individuals who experience hallucinations 

of cartoon-like men or women over a period of one year to 18 months after losing vision 

(Millichap, 2013). 
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     Jumaian and Fergusson (2003) reported that one 26 year old man with Usher syndrome 

was treated at the Queen Elizabeth Psychiatric Hospital in Birmingham, England initially for a 

depressive disorder that was unresponsive to medication. When physicians observed his 

behavior, they diagnosed psychosis and administered risperidone which resulted in reported 

significant improvements to his condition. Wu and Chiu (2006) reported on individuals with 

Usher syndrome with psychotic symptoms in one Asian family. A CT scan revealed organic 

atrophy of the brain and a decrease in the size of the cerebellum. The researchers note the need 

for further genetic study to investigate the role and effects of sensory deprivation or organic 

changes in the development of the reported psychosis within the family. Wu and Chiu (2006)  

note that two genetic loci common to Usher 1 (11q) and Usher 2 (5q) and schizophrenia had 

been reported by Koizumi, Ofuku, Sakuma, Lio, and Nawano (1988) who also documented 

psychosis in an Asian family with Usher syndrome. Luhar, Patel, Shah, Dave, and Mehta (2013) 

reported a case of psychosis observed in a 50-year-old woman with Usher who believed that 

people were taking her photo while bathing and gossiping about her while she visited her 

brother’s shop in a region of India with a dialect that was unknown to her. They observed 

deterioration in her mental state that was unresponsive to drugs. She began to isolate herself, talk 

to herself, and stand rigidly in one place while refusing to communicate with others. When 

placed in a hospital, her condition rapidly deteriorated. The investigators advanced the possible 

genetic link between Usher syndrome and psychosis because two genetic loci are common in 

Usher syndrome and psychosis. Luhar et al. (2013), like Wu and Chiu (2006), recommend 

further investigation of the genetic link possibility as well as more research into the effects of 

prolonged sensory deprivation.    
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      Slovenian researcher Rijavec (2009) documented a psychosis-like psychiatric disorder in 

a 28 year old woman with Usher syndrome who had been treated for an eating disorder and 

ADHD when she was younger. Rijavec mentions that the very limited use of sign language, 

written communication, and handwriting presented problems for the evaluation and treatment of 

the young woman. The researcher did not explore the possibility that limited, learned expressive 

and receptive communication skills could have caused or contributed to the psychiatric disorder. 

A study of 11 individuals with Usher syndrome in Portugal used semi-structured interviews to 

assess the communication changes experienced by adults as their vision deteriorated (Figueiredo, 

Chiari, & Goulart, 2013). The participants were between the ages of 20 and 57 years old. Five of 

the 11 particip+++ants reported that they had not experienced a change in their relationship with 

family and friends, six reported difficulties at work, and six said that their daily lives had been 

impacted by their restricted vision and accompanying communication difficulties.   

Counseling, Adaptation, and Adjustment 

      People with Usher syndrome may be simultaneously enrolled in vocational rehabilitation 

and in a medical research program to learn more about their specific type of Usher syndrome. 

They may be learning how to live independently with Usher syndrome while simultaneously 

enrolling in medical clinical trials to arrest or cure the condition and the resulting functional 

limitations. Life adjustments and reassessments are part of life with Usher syndrome. Godelieve 

et al. (2005) surveyed 93 people with Usher syndrome(s) regarding the impact that the condition 

had on their independence, ability to gain information from their surroundings, and 

communication. The surveys were printed forms. Those with Usher I reported more difficulties 

in their life connections and less independence than those with Usher II.   
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      Over the years, the reported reactions to the diagnosis of Usher syndrome and resultant 

foci of related counseling have changed (Ellis & Hodges, 2013). Some types of Usher syndrome 

can be identified at birth or shortly afterwards due to recent medical and genetic advances, 

enabling families to take advantage of early interventions including cochlear implants, 

communication assessments, and orientation and mobility options before the disease progresses 

(Kimberling, 2007; Wallber, 2009).  Therefore, some children do not remember receiving the 

diagnosis and have always known that Usher syndrome was part of their identity (Ellis & 

Hodges, 2013; Miles & Davidson, 2002).  The medical progress in identifying Usher syndrome 

in infancy or at an early age has resulted in a newly created gap in the literature. This literature 

was not needed in the past, because children were unaware that they had Usher syndrome until 

their teenage years. Until recently, educators rarely encountered students with Usher because 

there was no way to identify and diagnose the condition until visual restrictions became 

problematic. Parents seek advice on how and when to tell a child, when to tell others in the 

family and community, and how to answer questions about vision loss. One widely used book 

published by the New York School for the Deaf on the counseling needs of students with Usher 

syndrome was published in 1999 before many advances in medical research and travel and 

communication technology, so many educators and parents receive dated information.  

       The unique communication methods used by individuals with Usher syndrome span a 

range of visual or tactile hand-over-hand American Sign Language (ASL), fingerspelling, 

amplified speech, print-on-palm, Tadoma-a tactile lip reading method, and aural methods 

including cochlear implantation (Prickett, 1995). As previously noted, the phenotypes may vary 

among siblings so it is possible that two siblings with Usher may communicate differently—one 

may communicate orally with lip-reading until the progressive visual impairment precludes that 
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option, while another sibling may use American Sign Language (ASL). The age of onset of the 

hearing and visual disabilities, gender, age, and the societal circumstances contribute to the 

impact of the dual sensory loss and have implications for perceptions of the world and for 

rehabilitation. Communication methods will require modification when the individual is in a 

darkened room, when weather darkens the sky, or as the field of vision and central vision 

deteriorate. Individuals with Usher II who communicate orally and through lipreading often 

think that their hearing has deteriorated when their lipreading skills lessen due to worsening 

central vision acuity.  Those with Usher I may need to use supported signs when in a darkened 

room and some eventually use tactile sign language as their primary communication mode. 

Moller (2008) defined otological insecurity as the need to rely on others to relay information 

about surroundings and communication. She found that frequent changes in professionals and 

reliance on those conveying information to individuals can result in a loss of trust and self-

confidence in people with Usher syndrome.    

Counseling and Special Programs 

   Several specialized programs have been funded to provide expertise and consultation to 

professionals working with students or adults who are deafblind. The communication methods 

and skill training required by deafblind persons are not readily attainable even in urban areas. 

Counselors and mental health workers have usually never met an individual who is deafblind or 

has Usher syndrome. A registry of children who are deafblind is maintained in an effort to track 

schools and students who may require special assistance. The Perkins School for the 

Blind/Western Oregon program maintains the deafblind student registry, but does not have a 

specific count or other information about students with Usher Syndrome (D. Lolli, personal 

communication, August 23, 2013). Students who are visually impaired and have other 
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disabilities are usually listed by their primary disability on state child counts (Erin, 2007). The 

Mississippi State University National Research and Training Center on Blindness is federally 

funded to provide research and training to rehabilitation professionals working with consumers 

who are blind or deafblind. Their specialist on deafblindness provides onsite in-service training 

only to state agencies within Mississippi and provides information only to direct service 

providers due to limitations on her time (BJ LeJeune, personal communication, September, 

2013). The Federal RSA office refers inquiries regarding deafblindness to the Helen Keller 

National Center for Deaf-Blind Youth and Adults (HKNC).  HKNC was established by an act of 

Congress to provide services to youth and adults with deafblindness or progressive conditions 

resulting in deafblindness including Usher syndrome. The Center operates a national, short-term 

training program on Long Island providing residential skill training to deafblind individuals 

including those with Usher syndrome from throughout the United States. The HKNC also 

employs regional representatives who consult with rehabilitation counselors and programs 

around the country. The Center maintains a registry of deafblind individuals but does not have a 

specific count or data regarding people who have Usher syndrome (S. Ruzenski, personal 

communication, October 5, 2013). Approximately one-third of the consumers who attend the 

residential training program at HKNC have Usher syndrome according to Ruzenski. Individuals 

matriculate to HKNC based on their rehabilitation plan, available funding, and space availability 

and not on quotas determined by specific etiologies. The rehabilitation program at HKNC, and at 

some state run rehabilitation programs around the United States, provide individualized 

programs designed to meet the specific needs of consumers in communication skills, orientation 

and mobility, adjustment counseling, independent living skills, and job related skills. Personal 

adjustment counseling is available at HKNC and with some private psychologists and 
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psychiatrists around the United States. Individuals must apply for services through their local 

vocational rehabilitation offices or frequently are referred to the HKNC offices by physicians 

and schools after a diagnosis of Usher syndrome.  

      Usher syndrome is known and dreaded among people who cannot hear and who rely on 

their vision to connect them to the world (Duncan, Prickett, Finkelstein, Vernon, Hollingsworth, 

1988).  Deaf Pride and Deaf culture are identified by a capital “D” on the word Deaf. When a 

student who is Deaf is diagnosed with a progressive form of blindness, there is often discussion 

about which educational expertise and placement and vision skills are required to assure 

academic progress. This discussion between educators and parents can be the first reassessment 

of the student’s perceived self-identity as a student who is Deaf (Miles, 2004).  The topics 

addressed in counseling with individuals diagnosed with Usher syndrome, and their families, 

vary over the course of a lifetime (Kimberling, 2007; Miner, 1995). Miner (1995) indicates that 

depression is a reoccurring cycle in the lives of people with Usher syndrome and reports high 

rates of suicidal ideation and attempted suicides. Ellis and Hodges (2013) found more positive 

outlooks and optimism among the individuals that they interviewed in the UK.   

      Although professionals may work with individuals who have Usher syndrome, the 

opportunities to learn about the low-incidence condition are infrequent. Many of the scientific 

studies on Usher syndrome in America were conducted prior to the wide use and availability of 

cochlear implants, computers, iPods, and deafblind communicators as communication and 

information gathering alternatives that can provide social options and lifestyle modifications that 

are not considered in the literature.  
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     Today deafblind people, including those with Usher syndrome, have the opportunity to 

use computers, iPads, deafblind communicators, and other communication aids to connect with 

the world beyond their immediate physical surroundings. Dr. Robert Smithdas, the noted 

deafblind poet and scholar once wrote that the world began and ended at his fingertips. Today 

deafblind people still communicate with their fingertips, but once connected to the Internet, can 

connect to people, places, and news from around the world.  

      Usher syndrome accounts for more than half of all deafblindness and can present 

functional sensory limitations that result in a wide array of communication methods and adaptive 

techniques used by people who have Usher. Individuals with Usher Type II typically 

communicate orally and lip-read until visual deterioration precludes those options. Increasingly, 

people with Usher I are receiving cochlear implants which allow them to communicate orally 

rather than using sign language. Scholars have documented that some deafblind etiologies have 

comorbid conditions that could result in progressive deterioration of physical health and 

cognitive abilities. For example, in congenital rubella syndrome, the rubella virus remains alive 

in the individual and gradually deteriorates kidney function and other organs. Diabetes can result 

in blindness from diabetic retinopathy, a loss of sensation in the fingertips precluding some 

forms of manual communication, and can be accompanied by hearing loss due to advanced age.  

Bodsworth, Clare, and Simblett (2011) conducted a self-report survey that was sent to all 

identified deafblind individuals in England and Wales. All etiologies of deafblindness were 

included. The form was returned by 1 in 1000 deafblind individuals.  

      Miner’s (1995) reporting of reoccurring depression in individuals with Usher syndrome 

stemmed from her weekly group counseling sessions with individuals with Usher syndrome who 

were attending a short term training program. The individuals met others with Usher, sometimes 
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for the first time, and openly discussed problems, difficult situations, and fears at considering the 

uncertainty of life with a progressive and often isolating condition. There is value in knowing 

that others have had similar experiences and that others understand the unique problems caused 

by Usher syndrome. Many of these individuals found strength in the time they spent with each 

other and in the confidence gained  from learning new skills that enabled them to return to their 

home community, family, and often to their jobs. If they did go forward to experience successes, 

that information is not present in Miner’s work, which may leave the reader with a dark feeling 

of hopelessness and foreboding. Hopko and Mullane’s 2008 study (as cited by Ellis and Hodges, 

2013) found that interveners or specialists can greatly improve mental wellbeing if they increase 

the opportunities for community interaction, physical activity, and social interaction.    
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CHAPTER III 

METHODOLOGY 

 

Research Design 

      Chapter III contains the description of qualitative methods used in this study and sections 

that describe methodology, IRB approval, selection of participants, and procedures for data 

collection and analysis. Research questions number one to number three were used in the study 

by Ellis and Hodges (2013) and have been included here because they yielded information 

relevant to the purpose of this study. I chose the questions because they are broad enough to 

capture the unique backgrounds and experiences of the participants who live in diverse locales, 

have varied educational and cultural backgrounds, and different manifestations of Usher 

syndrome.     

Research Questions 

1. What do people with Usher syndrome think about having Usher syndrome?  

2. What is the effect of change on the lives of people with Usher syndrome? 

3. What do people with Usher remember about the diagnosis and what impact did it have on 

them? 

4. What was the perceived role of vocational rehabilitation services in moving forward with 

future life plans following the diagnosis of Usher syndrome? 

5. What should rehabilitation counselors know about Usher syndrome? 

 

      A phenomenological, exploratory, qualitative research methodology was appropriate for 

this exploratory study. The perceptions and memories of lived experiences and the emotions 
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attached to those experiences are appropriate to garner understanding of the lives of people with 

a progressive disability (Patton, 2002). The process identified the range of lived experiences and 

the meanings made of those experiences by those who lived them (Creswell, 2007). The 

comorbid presence of deafness and progressive blindness can best be understood by learning 

from people who experience the world through the changing filters of reduced sensory input. 

Semi-structured interviewing followed by more unstructured conversations of storytelling, 

captured the participants’ perceptions and rich descriptions of contextual expressions of lived 

experiences (Denzin & Lincoln, 1994). I anticipated that five to six individuals with Usher 

syndrome would be interviewed. The number of participants was determined as saturation and 

theoretical sufficiency were realized (Marshall & Rossman, 2011). Saturation occurs when new 

information is no longer being revealed through the interviews. I determined that saturation had 

been reached after I interviewed six participants.  

      Qualitative methods selected from several authors provided scientific rigor and guided 

the research protocol for this study. Marshall and Rossman (2011) recommended the writing of 

thematic and theoretical memos which are the researcher’s thoughts as she analyzes the data into 

clusters and linkages to form emerging themes. They define clustering as a creative and 

conceptual mapping of the data to generate insight and categories. Useful data is the key to 

bringing insight and meaning to the research questions. The researcher must create grounded 

theory by analytic induction (p. 220). They explain “triangulation, member checking, peer 

debriefing, intercoder reliability, audit trails, and theoretical sufficiency” (p. 221). Peer 

debriefing is the process of obtaining the opinions and advice of colleagues, faculty, or other 

doctoral candidates who review the coding and case summaries as the researcher works with the 
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data. Audit trails are detailed records of each step in the gathering, storing, and management of 

the data.   

     Weis and Fine (2000) addressed ethical considerations of conducting qualitative research 

and  the value of open ended questions which allow the participant to “unearth the ‘voices’ of 

people usually not heard and to excavate those voices across a range of life’s activities” (p. 26). 

They discussed the evolution of initial coding that can result in double or triple coding on hard 

copy and the process of moving from the initial lens of the researcher to the themes that emerge 

from, but are not identical to, the initial codes. The authors also discussed the ways in which the 

stories of participants can be misused for political purposes or to prolong stereotypes or 

victimization images that do not benefit the participants. They put forward the importance of 

including the “mundane rituals of daily living” (p. 51) as well as the more intriguing “hot spots” 

of interviews to accurately portray commonalities as well as differences in the lives of those we 

are researching.   

      The scholarly frameworks provided by the above mentioned authors were woven together 

to ensure that the ethical guidelines, validity, and reliability were integral to my study. The path 

that I followed from raw transcripts to codes and on to themes was undertaken with the utmost 

reflection and thought.  It was reviewed by the participants’ member checking, and by colleagues 

to ensure that I have accurately represented the lived history and experiences of the participants.    

Selection of Participants 

         The participants who were interviewed were adults with a diagnosis of Usher syndrome 

who live in America and have received services from the state Vocational Rehabilitation and/or 

Services for the Blind division. Six participants were selected from those who expressed an 

interest in participating in the research through deafblind social clubs, the Tucson Community 
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Outreach Program for the Deaf. Some people who were interviewed contacted others that they 

thought would be interested in volunteering to be participants for my study.  I wrote a letter 

explaining the purpose of the interviews and the study and requested that it be distributed to the 

social clubs and to counseling agencies working with individuals who have Usher syndrome. 

Professionals at the Community Outreach Program for the Deaf in Tucson informed their 

network of deafblind individuals (in an appropriate, effective method of communication such as 

ASL or print) of my study and referred interested potential participants to me. The deafblind 

social clubs informed their members of the study and interested potential participants contacted 

me. Ellis and Hodges (2013) selected participants who had varied ethnicities and ages. I selected 

participants to represent diverse ethnicities, gender, and age categories to correspond with the 

UK study.  The participants were interviewed in a location of their choice. The interviews were 

recorded using a portable video camera and tripod. Interviews with individuals with Usher 

syndrome Type II who communicated orally were audio recorded. The recording were 

suspended or stopped at any time during the interview if the participant requested (Weis & Fine, 

2000).   

        Each participant had been determined by a United States, state vocational rehabilitation 

program to be eligible for services, and reported that they had successfully completed their 

individualized rehabilitation programs. Selected participants varied by age, ethnicity, 

communication mode, and sensory ability.  

Data Collection 

      The interviews began with a discussion of confidentiality and participants were given 

pseudonyms that were used in the written reports. Since Usher syndrome is a low-incidence 

disability it is possible that participants may be identifiable. Adults with Usher syndrome Type I 
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and Type II who reported that they completed vocational rehabilitation services in America were 

interviewed.    

      I am skilled in the tactile communication methods and sign languages used by people 

with Usher syndrome, so I preferred to conduct the interviews in the communication method 

preferred by the participant and simultaneously voice record our interviews. Marshall and 

Rossman (2011) maintain that using a person other than the researcher to interpret and translate 

the signed interviews complicates the research collection process. The change in discourse 

caused and influenced by sign language interpreters has been documented in case studies 

conducted by Metzger et al. (2004).  However, the UK Sense study offered participants with 

Usher syndrome the opportunity to choose an interpreter of their choice to accompany them to 

the interview and interpret throughout the interview. Recognizing that some participants may be 

more likely to communicate openly using an interpreter of their choice, I offered this option to 

the participants. None chose to use an interpreter.  Arndt (2009)  recommends that the signed 

interviews be recorded using a split-screen technique when possible to capture the nuances and 

meaning conveyed by tactile sign or hand-guided sign language that is frequently used by 

individuals in the advanced stages of retinitis pigmentosa. The cameras that I had intended to use 

in the counseling center were broken, so I purchased an adjustable portable camera with a tripod. 

I set the camera at an angle to capture the signed communication at close range. Since the 

participants all have retinitis pigmentosa, I wore dark, solid colored clothing to contrast with my 

skin tone and arranged seating and lighting to optimize the comfort and visual comprehension of 

the people who participated in the interviews. Participant observation (Marshall & Rossman, 

2011) was used to supplement actual behaviors and data that were pertinent to the interviewees’ 

experiences. The participant observations focused on orientation and mobility in the interview 
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area, communication methods, and other details pertinent to life with Usher syndrome. The 

narratives were constructed from the semi-structured interview method (Schuman, 2006). The 

interviews were flexible to permit expression of factors influential in the participants’ views of 

their rehabilitation experience and to allow them to fully explain details that they perceive as 

important in their rehabilitation outcome or in their life experiences with Usher syndrome. I did 

not interrupt their discourse as they communicated detailed aspects of their remembered 

experiences and the emotions that they attached to those memories.  

     I made field notes as described by Bogdan and Biklen (2003) that focused on how 

participants received information through intact senses to compensate for their deafness and 

visual loss. These non-linguistic events were details that I observed during the interviews. 

Examples included tactile identification of a speaker or visitor that individuals could not see or 

hear or other sensory details that provide compensation and meaning for their connection to their 

world such as communication devices, a guide dog, or use of braille.    

Data Analysis 

      The tapes and transcripts were dated, numbered, labeled, and stored chronologically as 

recommended by Dyson and Genishi (2005) and were stored in locked files inside of locked 

offices to meet IRB privacy requirements.  

      I listened to or watched the tapes of the interviews the day that they are recorded and 

transcribed each within three days following each interview. I listened to or watched the 

recordings several times to get a feel for the flow of the conversations. The tapes were 

transcribed, word for word, double spaced with room for notes and coding, and lines were 

numbered.  I read and re-read the transcripts and highlighted and circled words or phrases that 
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expressed the participant’s views of Usher syndrome, the diagnosis, and experiences with 

rehabilitation. The participants reviewed the transcripts without the codes and labels.  

  I searched for patterns and regularities in the transcripts that pertained to my research 

questions (Bogden & Bilken, 2003).  Initially, I searched for topics related to the rehabilitation 

process, blindness, deafness, Usher syndrome, the diagnosis, emotions, and my research 

questions. Open coding was used as the initial (coding) step to form conceptual categories 

(Marshall & Rossman, 2011).   I used different colors for the various codes as well as letters 

written above words to indicate the codes. This search resulted in the initial, open coding of the 

transcriptions which were hand written.  As part of open coding, I wrote notes in the margins and 

listed descriptors with the line numbers as outlined by Dyson and Genishi (2005).  I compared 

the words and emotions found in the transcript to begin to move towards theoretical properties of 

a category.  I kept a record of the initial codes that I used and the revised codes that eventually 

emerged from the data to add to or replace the initial codes as part of my audit trail.   

      From open coding, I progressed to axial coding (Strauss & Corbin, 1998) a process of 

forming commonalities or categories of concepts. I used the tool of drawing clusters (Marshall & 

Rossman, 2011) to map the ways that concepts fit together in a pathway to form themes. 

Through Mirriam’s (2009) synthesis of organized, abstracted, and integrated communication, I 

attempted to “hold a conversation” (p. 131) and identified initial themes that presented the 

remembered aspects of the diagnosis, life with Usher syndrome, and rehabilitation experience 

that emerged from the transcribed interviews. Themes were identified, grouped into categories, 

and collapsed after analyses of the transcripts. Themes that emerged during the analysis of the 

data were grouped and used to form hypotheses for future research and direction for future pre-
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service and in-service of rehabilitation counselor education. The narratives were constructed 

from the coded interviews after I identified the themes for each of my research questions.  

       Member checking (Marshall & Rossman, 2011) is the process of enabling the participant 

to review summaries of the transcription and approve of or revise the written conversation to 

ensure that the transcribed data accurately reflects the thoughts and statements of the 

participants. The member checking was done in communication methods that permitted the 

participant to access and review the material. If the participant had residual vision and could read 

print, the transcript summary of their interview was provided to them in a font size that enabled 

them to read and approve of, or make changes to the transcription of their comments. If the 

individual had no residual vision or could not read, the interview was conveyed to them in sign 

language. If they could hear, the member checking was accomplished by reading the 

transcription summary aloud to the participant. No changes were requested by participants 

during member checking.   

Ethical Considerations 

      To maintain reliability and validity and to ensure that my own perspectives did not 

infringe on those of the participants, peer monitoring, journaling of my thoughts throughout the 

research process, and an audit trail were maintained (Marshall & Rossman, 2011).   

      After sitting through dozens of diagnoses in doctors’ offices when a family learned the 

news about an Usher diagnosis, I feel a link to each person’s experience. I know though, that for 

many, I was just a conduit of words, appropriately invisible even while out of sight. After finding 

jobs for dozens of people with Usher syndrome, and orienting them and the employer into a good 

situation for each, I feel like an insider who knew what must be present in the environment, or 

taken away, or modified, or explained to each person with a stake in the job placement. But, 
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when my work was done, I left. I went outside of their lives and places where they worked 

maintaining contact, then closing another case in a status 26 or 32.  

       As a result of personal bias, I expected to find the following information in the 

interviews: 

o A tendency for VR clients with Usher syndrome to request services more than one 

time in their lives as their functional vision decreased 

o A wide array and possible lack of available public transportation for individuals 

who cannot drive 

o Varied degrees of acceptance and communication fluency among family members 

and employers  

Proposed outcome 

At the end of this study, specific strategies will be identified that were mentioned by 

individuals as being beneficial for their growth and empowerment in moving forward in life with 

Usher syndrome.  Recommendations will be made for future research to improve the quality of 

counseling and rehabilitation services with individuals with Usher syndrome. I anticipated that 

the process of qualitative analysis will provide a deeper understanding of the experiences of VR 

consumers with Usher syndrome.  
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CHAPTER IV 

RESULTS OF THE STUDY 

 

The purpose of this study was to investigate the remembered lived experiences of 

individuals diagnosed with Usher syndrome, the impact the condition had on their lives, and the 

role of rehabilitation services in the life adaptations required by the progressive nature of their 

condition. This chapter includes findings from the responses of six individuals in the United 

States who shared their thoughts and remembered life experiences of their diagnosis, 

rehabilitation, and the impact of Usher syndrome on their lives. The results are presented through 

responses that were made to the interview questions. The responses and remembered experiences 

are organized by themes that I recognized in analyzing the data.  Although Usher syndrome is a 

low incidence condition, I identified themes that demonstrated common reactions, experiences, 

and emotions of the people who shared their life stories with me. The participants were 

interviewed separately in different states and cities. I identified participants who were willing to 

participate in the study by contacting Usher syndrome social clubs, through emailing 

descriptions of my study to other possible participants by members of the various social clubs, 

and through sending notices to people by the Community Outreach Program for the Deaf in 

Arizona. Although Usher syndrome is a low-incidence condition, themes emerged that 

demonstrated common reactions, experiences, and emotions.    

Participants 

The names and residences of the participants were changed to protect confidentiality.  All 

of the participants agreed to be taped or videotaped prior to their interviews and knew that the 

recordings could be stopped or suspended at any time during the interview at their request. Only 
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one participant made the request, due to her mother entering the room unexpectedly, and the 

interview was subsequently resumed. All participants expressed gratitude for the opportunity to 

share their experiences with their progressive disability.  

The six individuals interviewed, three men and three women, received state administered 

rehabilitation services or services from state agencies for individuals who are blind. Some 

reported that their cases had been closed following completion of their rehabilitation plan and 

others were uncertain. Vocational rehabilitation status 26 is achieved when the rehabilitation 

consumer has been successfully employed for more than 60 days. None of the participants knew 

whether their case had been closed in status 26.  Some participants relocated and had cases open 

in more than one state at different times. One received services with a Deaf RCD who 

communicated in sign language in a general vocational rehabilitation program, and one from a 

hearing VRC who signed. Two received services from a specialist in deafblindness who was 

working under the state services for the blind in addition to having their cases opened with a 

counselor at the state services for the blind. One received services from a VRC who concurrently 

served as an independent living counselor for the state agency. Two participants received 

services through counselors who were employed by private agencies under contract with state 

vocational rehabilitation programs. Two had received services from five or more VR 

professionals within three years due to high staff turnover.  Four participants had met with their 

Helen Keller National Center (HKNC) regional representative in consultation with their state 

rehabilitation counselor, and one of those individuals had been evaluated at the HKNC in Sands 

Point, New York. Three had received VR or vision services in one state, and three individuals 

had moved from one state to another for career opportunities or to join a partner in his/her home 

state. Overall, they had lived in 7 different states and 14 different cities or towns.   
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 One participant was divorced, two were single, one was engaged and one was in a long-

term partnership. Two of the six stated that they were gay. None of the participants were parents.  

Although two interviews had been scheduled with married men with Usher syndrome, their 

wives canceled the interviews. A third spouse said that her husband who had Usher was not 

healthy enough to be interviewed. Three men and three women were interviewed. One reported a 

secondary disability of a skin sensitivity limiting sun exposure and a history of alcoholism and 

drug abuse. No other secondary disabilities were reported.  Five of the participants were White 

and one was Hispanic. Two of the participants had siblings with Usher syndrome, and one had a 

grandparent and a sibling with the condition.  The others reported no known history of Usher 

syndrome in their family but knew that it was an inherited condition.  

Participant 1 

Ellen, age 51, has Usher II, is hard of hearing, lives in an urban area, and works in a large 

corporation. She is single and lives independently in an airy, upscale apartment that she 

decorated herself. Ellen has one sibling with Usher syndrome, communicates orally, and has 

moved to three different states for employment opportunities that she obtained independently 

both before and since her graduation from a Tier 1 university. Her visual fields are 5 to 10  

degrees.  

Participant 2 

Clay, age 52, has Usher II, is hard of hearing and lives alone in a large urban area where 

he is employed by a major corporation. Clay is single and the graduate of a Tier 1university. He 

communicates orally and has little residual vision noting that he cannot see the faces of those 
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around him. He reports that he is underemployed in a job that he finds mundane and without 

meaning. The employer offers outstanding benefits and retirement packages.  

Participant 3 

Tiffany is 19 years old, has Usher 1 and two cochlear implants. She communicates orally 

and in sign language. One ophthalmologist told her to stop driving and another said that she can 

continue to drive safely. She is engaged to be married and is relocating to a new state to be with 

her fiancée. Her parents enrolled her in a scientific research program on Usher syndrome that she 

finds beneficial because it allows her to keep updated on current practices and medical 

knowledge of her condition. She has restricted visual fields of 20 degrees and night blindness.  

Participant  4  

Roy, age 63, communicates receptively in sign and tactile sign language; expressively he 

communicates orally. Roy is Hispanic and worked for two years at a residential school for 

children with disabilities before leaving the job to move closer to his family. He has been 

unemployed for over thirty years, and lives below the poverty level in an urban area.   

Participant  5 

Alicia, age 48, is divorced, works part time, drives, and communicates orally. She owns 

her own home in a suburban neighborhood and drives on major freeways in urban areas during 

the day. She maintains part-time employment that enables her to qualify for SSDI and other 

governmental benefits that would not be available to a full-time employee. She is legally blind.  
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Participant  6 

Marty, was 43, held a professional job in large city, traveled with a guide dog, and 

communicated orally. He lives in a home that he owns in a suburban area. He is a skilled 

gardener and is proud of his spectacular outdoor garden area. His leisure activities include 

frequent international travel and participation in deafblind social gatherings.  

 

 

Research Procedures 

      I interviewed the six participants in person at a site of their choice. Four individuals 

requested that I meet with them at their home to maximize confidentiality and minimize 

transportation problems. One person was interviewed at a counseling center and one requested to 

be interviewed in a restaurant during off-peak hours. I presented interview questions in the 

communication form used by each participant, and they responded using their preferred method.  

One interview was conducted in hand-over-hand, tactile sign language in which the deafblind 

person receptively read my signs by placing their hands over mine due to advanced visual loss. 

Expressively, he signed to me. Three interviews were conducted in voice supplemented by sign 

language for clarity. Two were conducted orally with voice because the participants had cochlear 

implants or were hard of hearing and did not use sign language. All interviews were recorded 

using a portable camcorder or tape recorder. The sign language interviews were conducted in a 

space where the conversations could not be viewed by other individuals. The interviews lasted 

from two to three hours each. Participants received $20.00 cash for their time.  



44 

 

After listening to or watching the taped interviews, I transcribed the recordings and 

conducted member checking to allow participants to verify the accurate transcription of their 

thoughts and contributions. The member checks were conducted in person with the participants 

using their preferred method of communication. I read or signed the portions of the transcript 

that I was quoting or referring to in this dissertation to check for accuracy. 

A PhD candidate reviewed the themes that I assigned to the transcribed data. One 

discussion during our review concerned the number of times that specific words such as 

blindness were used by the participants. We noted that with some participants the frequency of 

the word indicated the significance of the term in their lives or the acceptance of the visual loss 

as part of their life. With other participants, however, the use of the word brought the 

conversation to a sudden halt because the participant did not want to discuss blindness or vision 

loss. They were not ready.  An initial code for deaf or Deaf revealed more than a hearing loss. 

For some individuals, the Deaf culture framed their identity as a person. Another participant who 

was hard of hearing referred to herself as “hearing” because she did not identify with the Deaf 

culture or with individuals with a severe hearing loss. An initial code of deaf or Deaf was used to 

lead to further evaluation of the meaning and emotions expressed by the participant when they 

used those terms. Qualitative inquiry permitted the exploration of informal participant 

observation during the interviews as notations to further investigate the meaning of pauses, facial 

expressions, and emotions related to life experiences and adjustments with this progressive 

condition. Informally, I observed the ease or uncertainty as the individuals discussed their vision 

loss, social linkages, and other life events.  

   The initial open codes included reoccurring words that appeared in the participants’ 

responses such as deaf, Deaf, blind, Usher syndrome, hearing aid, cane, parent, travel, 
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communication, job, family, leisure, fears, sad, and unknown. I chose these words not only 

because they were naturally part of the discussions of a progressive, co-morbid sensory loss, but 

also because the contexts of those words led to a deeper understanding of the participants’ 

responses to the research questions. I noted whether the individual said that he or she was part of 

the Deaf cultural community or if the person was “becoming deaf.”  Other imbedded meanings 

that I noted included a person mentioning a white cane as a valued tool that they currently used 

or as a symbol of a dreaded day in the future when they would possibly need to admit they were 

blind. As I considered the meanings intertwined with the use of those words, I drew clusters and 

sub-clusters (Marshall & Rossman, 2011) to group the messages and categories that I was 

beginning to find within the transcriptions. My drawing of the clusters changed and developed as 

I re-read the transcripts to search for further understanding of the conversations. Eventually, I 

began to form commonalities or axial codes (Marshall & Rossman, 2011) that I found or 

generated as I explored the transcripts as the participants told about life experiences, responses, 

and observations that they remembered. The axial codes began the investigation to the meaning 

that the participants made about their life changes, emotions, and challenges as they replied to 

the semi-structured questions. Examples of axial codes showing commonalities in concepts 

included parents, communication, job, blind, unknown, future, family, lonely, friend, sad, social, 

and challenges. The story telling in their answers illustrated nuances that I developed into themes 

that revealed specific ways that some responded to past or current changes as well as their 

feelings about what their future would hold. Orientation and mobility skills, communication, 

jobs, and family appeared frequently in the responses to each research question. I once again 

developed and re-arranged clusters to draft and organize the emergence of interrelated responses 

such as hearing aid and social. Themes that I found within the data included independent 
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dependence, the challenge of ongoing change, Usher linkages, parental reactions, social 

experiences, and hope. Semi-structured questions were asked during the interviews. Informal 

participant observation during our conversations and field notes added information that I 

gathered during the interview process to understand ways in which the individuals interacted 

with their environments to compensate for their dual sensory loss.      

 

 

 

Results 

The results are presented by themes that emerged from the participants’ responses to each 

research question rather than by participant to maintain the anonymity of the individuals who 

potentially could be identified by local service providers or family members. Some of the 

participants said that their names and comments could be freely used.  However, I used 

pseudonyms due to the small sample size and to avoid the possibility that a comment about a 

family member or professional could unintentionally hurt an individual’s feelings or impinge on 

their family’s private emotional reaction to life events that may have changed with the passage of 

time. The presentation of results by theme rather than by individual enabled participants to freely 

recount experiences that they may have never shared with family members, friends, professional 

service providers, or colleagues.   

 

 

 



47 

 

Research Question 1: What do People with Usher Syndrome Think about having Usher 

Syndrome? 

 Theme 1-Independent dependence.  Independent dependence is used to denote an 

activity that has been modified or adapted by the use of a new skill or the acceptance of 

assistance from another individual to carry on an aspect of active life that connects an individual 

to places, things, or people. The participants spoke about the need to rely on other people to 

perform some activities that they had previously been able to do by themselves. Mobility, 

transportation, and communication were frequently mentioned as life activities that required 

adaptation due to progressive visual loss and co-occurring deafness or hearing loss.   

Some learned to depend on strangers to provide assistance to foster their independence. 

One participant bought season tickets to the ballet and went by herself.  

I said, you know, I love this city’s ballet so I bought season tickets. I do that, I go to the 

theater by myself. I do stuff all the time. One Usher friend said, ‘I don’t know how you 

do this…’ I said you walk in with a cane. Believe me, the cane will help you. Someone 

will help you. They’ll take you right to your seat. They’ll come get you.  

Some depended on the use of a new skill or assistive device to ensure their independence.  

“My O&M instructor taught me how to use a cane. Now, I almost panic when I don’t 

have it with me.” 

 Another participant said, “My Deaf friends introduced me to vibrating alarm clocks. I 

learned to use them while I was in high school and that enabled me to become more self-reliant.”  
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Interestingly, the likelihood or willingness of a participant to learn or use a new skill or 

try an adaptive device did not seem to be related to the degree of vision loss or the duration of 

the condition. Instead, the trust and respect between the participant and the friend or professional 

discussing the steps to independence seemed to be the strongest determinant of the participants’ 

decision to try out or stay with a new technique or device. When participants believed that they 

were not being heard or respected, they were hesitant to proceed and reported the situations to be 

too stressful. But when participants felt supported, they seemed to be empowered to try out a 

new challenge or to learn a new skill.  

In some areas, public transportation was very limited or non-existent,  requiring  the 

individuals to be open to accepting a ride from a willing driver as the alternative to remaining 

homebound-- or depending on others to remain active and independent. Five participants 

reported a hesitancy to ask family members and/or friends to drive them to appointments or 

social events even though the family and friends offered to provide a ride.  

“I hate asking my mom or my friends to pick me up or give me a ride because I do not 

want to bother them. They are like, they say, ‘No, it is fine.’” 

Another participant said:  

The older I got the more problems came up with transportation, worst part of it is that I 

think that labeled me as not being a perfect person as far as my husband was concerned. I 

don’t think it was a big factor in our divorce. (pause, looks down) The older I got, the 

more I relied on him, the less he wanted to be burdened.   
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Several preferred to rely on support service providers (SSP) for their weekly errands and 

appointments for privacy, a break from family members, or as a way to keep up on news in the 

community though their conversation with the SSPs. Two participants looked forward to visits 

from the SSPs because they lived alone and had very limited social interaction. Professional 

interpreters were often used during important meetings with medical professionals, during legal 

transactions, and at job training sessions because interpreters abide by a code of ethics that 

ensures that discussions and information remains confidential.  

Guide dogs provided independence, travel safety, and companionship to two, but were 

regarded as an unwanted responsibility to two others who did not have dogs, one of whom said, 

“I never owned a pet, and to me, it’s almost stifling to think about it. Everyone thinks I should 

have one because it’s a companion, but it’s a responsibility. Do I want a dog with me all the 

time?”  Two participants expressed an interest in possibly acquiring guide dogs as their vision 

continued to diminish. Each said that they would first consult with others with Usher who used 

guide dogs. One participant said of his dog, “It was really wonderful. Ten years later, my dog 

died, so I got another one…so I had two working dogs. So now I will not get another guide dog. 

It is a lot of work and a lot of responsibility.”   

Theme 2—Social experiences 

  Five of the participants spoke of uncomfortable childhood social experiences because 

they had hearing aids and a hearing loss. One participant said: 

I went from the box kind of hearing aid to the behind the ear hearing aids. I didn’t want 

anyone to know I was hard of hearing so I would never speak because I had the 

impediment—that you sound like a hard of hearing person. 
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Two men and two women talked of styling their hair to cover hearing aids or cochlear 

implants when they were young. One man said, “I wear hearing aids. I wanted to fit in when I 

was young and was embarrassed so I wore my hair long until I was in my 30s so my hair would 

cover up my hearing aids.”  One woman said, “When I am signing, people stare—and when I 

wear my hair up—because I have a cochlear implant—but I don’t care…but my eyes…” 

Others remembered childhood experiences of bumping into tables or falling down when 

they did not see things outside of their field of vision. One remembered crying because he could 

not hear the teacher and could not see the board in front of the classroom. He reported much 

happier experiences when the principal recommended that his mother enroll him at a school for 

children who were deaf. When asked about ways that Usher had impacted their lives, not 

specifically their childhood, all of the participants recounted difficult childhood social 

experiences  they still remembered. Usher syndrome often impacted their lives before they had a 

diagnosis or name for what was happening to them. But they all went on to independently talk 

about how their lives had improved and how they learned to enjoy varied experiences.   

Theme 3-Peer connections 

Meeting others with Usher syndrome was regarded as an unexpected benefit of having 

Usher syndrome by five participants. “If I didn’t have it, my life will be totally different. I would 

never have met any hard working people with disabilities. Learning about their life…hearing 

their stories…it is amazing. I would never travel much. I love traveling and I go visit them and 

see all their stuff [assistive devices].”  

Another participant said: 
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It hasn’t been all bad. I’ve made a lot of friends through the support group. People at 

blind services have become good friends, too, so I have a support system that is really 

nice (pause) really nice because I don’t have to do this alone. I do have my pity parties 

every now and then because it is a progressive disease. I grieve for something I’ve lost. 

Three participants told me about Usher support groups. One said:  

An Usher support group—that’s where people discuss how they feel and they resolve the 

problems. They cry a lot. They do not want to be crying. They do not want to be blind. 

You know, it is hard to accept it. 

  One participant ran a support group for people with Usher II. When people with Usher I 

joined the group, it continued for a while but then disbanded due to conflicts over funding to 

support the divergent communication needs of the group. All three of the individuals who 

attended support groups said that they were valuable and helped them to know that others were 

encountering similar situations and feelings.  

Two participants have lectured at conferences or universities about their life with Usher 

syndrome, and another was asked to speak to VR clients with Usher syndrome to tell them how 

she had located potential employers and secured employment. They all enjoyed lecturing and the 

opportunity to educate people about aspects of Usher syndrome by sharing stories from their life 

experiences.   
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Research Question 2: What is the Effect of Change on the Lives of People with Usher 

Syndrome? 

 Theme 1-Ongoing change. The challenges of ongoing change and unknown future 

challenges due to deafness with progressive, peripheral vision loss, night-blindness, and other 

vision changes present plateaus of calm interrupted by the need to adapt life, activities, 

communication, and skills. A participant said: 

I’m constantly trying to figure out and overcome Usher syndrome. Isolation is very 

common. I was part of a support group that met for 10 years, one time a month. I’m not 

sure what happened but it stopped. 

Now I have light perception only—not faces. Until about 10 years ago, I thought of 

myself as visually impaired. But 10 years ago I was blind. I spent a week at Seabeck 

(deafblind camp). At the end of the week, I remember sitting there thinking about the 

different people I met there and realized that I didn’t know what they looked like because 

I had not seen their faces. I remember sitting there and knowing that I was blind. At that 

moment I used the word---blind.   

Another participant said:  

I actually wrote to Oprah one time. I said, ‘Hey, why don’t we do a story on successes by 

deafblind people? That’s a serious sensory loss and we don’t hear about them…let’s see 

some stories…can they dance? What have they accomplished in their life career-wise? I 

wanted some ideas about what I can do down the road when I can’t read anymore. What 

can I do down the road? I want to know …she didn’t answer. 
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The participants sought out, but found limited opportunities to hear about success stories 

of people with Usher syndrome. Even the participants who held very good jobs wanted to learn 

about what might happen in their future. Deafblind camps provide enjoyment and a chance to 

freely discuss topics and try out new recreational experiences with others from different cities. 

But, when the participants have time to reflect on their future they want to know more about their 

options and ways that others have made adaptations and changes in their lives. Although some 

less frequently occurring conditions, such as Hodgkin’s disease and muscular dystrophy are well 

known, the public and celebrities have not recognized or taken-up the cause of Usher syndrome 

so it remains largely obscure.  

Sometimes ongoing change occurs when a new situation is observed or when a person is 

no longer able to do things in the way that they know causing sadness or fear to resurface. I 

interviewed one participant the same day that she first observed people with advanced Usher 

syndrome communicating solely by tactile, hand over hand, American Sign Language.  

My eyes…I am slowly accepting it, because it makes me sad. The other people down 

there—I realize that their life is harder than mine. It makes me sad. I don’t want to be 

selfish. I care about them…but I don’t want to be like them. 

Driving is often regarded as a necessity in cities or states that have limited public 

transportation. A participant said: 

I gave up my car. I was driving when I was 50. I gave up my license. It’s very hard at 50 

in a new city. Can’t drive, can’t get around. Can’t go to a bar anymore—I’m just saying. 

You can’t go to places to meet people. You can’t see and you can’t hear and you’ve got a 

cane which is a repellant. 
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The interviewer asked: “A repellant?” 

Yes, unless you have a dog. Everybody wants to come to you if you have a dog. So, it’s 

very hard to make friends…very hard. If you have a dog, everyone comes up to you. You 

have a cane, everyone goes away. Think about it. They get out of your way. 

  Another participant told about the loss of driving at night. 

I was driving since I was 16 but I cannot drive at night. It sucks. It makes me sad. When 

my friends and family can drive at night I want to, but I can’t. I am sad. I am just mad 

about this. 

 Theme 2--Family. Three participants said that Usher had impacted their ability to meet a 

life partner.  One said, “It’s difficult to deal with as a single person. I never married.” Two 

participants said they could not take care of their aging parents because of their Usher syndrome. 

“Now that my mother has Alzheimer’s, I feel the depression coming back because there may be 

a time when I cannot drive her and I resent that.” One said that she worried that one day her 

parents would need her, and she would not be able to care for them. Two participants also 

mentioned caring for their parents but talked of challenges that they encountered while caring for 

them. One moved in with his mother so that he would be there when she needed him.  Another 

individual said that he flew to another city once a month to care for his mother.  

Another said that doing everyday activities took longer, and life would be less lonely if 

she had married. 

I wish I had somebody because there was this thing at the museum and I had some 

errands I have to run--- I was thinking, that would only take two hours by car, but it will 
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take me three days because I have to do this one day, I have to do this the next day, it 

takes so long. But if I had a car I could do it all in two hours because it’s all nearby. And 

it’s just sad not to have anybody in life to do that with me. Not that I want someone to do 

that for me, but it’s just sad.  

One participant reported that nieces and nephews had stolen property and money from his 

house because he could not see them. “They come into my house and steal from me. I am not 

happy so I am alone.”  

Theme 3-Safety. Participants expressed concerns about their safety. Two reported that 

they were followed and mugged. One worried about tornados at night.  

“I can travel to this place independently, but not other places, not in other areas, no 

[pause].”  

The interviewer asked, “Why? Because?” 

Respondent: “Because people rob me, and they hurt me. People are not very friendly 

because of the cane. The city bus is dangerous for me. I sit down on the bus and they come over 

and fight. I can’t tell what I’m getting into…” 

Interviewer: “It’s dangerous for you?” 

 Respondent: “Yes, they don’t care. They fight. Many are on drugs (nervous laughter) I 

can’t tell they are there. One time, they came after my guide dog. They pushed me to the 

street…they didn’t kill me, that’s good.”  The participant explained that he takes a van service 

for people with disabilities more frequently since those occurrences. Another participant, in a 
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different state, also reported being followed from a city bus, assaulted, and robbed.  Factors that 

determined the use of and reliance on skills that had been learned to foster independence were 

sometimes impacted by unforeseen situations. Two participants who were skilled in using their 

white cane and travel skills had been followed and mugged. 

One participant had learned how to use a cane, but did not use it or depend on it until she 

survived close calls with unseen automobiles.  

I almost got killed a couple times…I just didn’t see them. There were too many close 

calls. One time, they were literally this close (shows one inch with her hands) and I 

remember saying, ‘Thank the angels’ because that would have been a bad one and an 

angel certainly stopped me on that one. But then, after that, I always have the cane. I need 

it now. I definitely need it---and I struggle.  

Sometimes the dependence on or use of skills is influenced by the opportunity to travel 

with assistance from a family member or friend. One participant who independently traveled to 

work each day in a large city explained that although her sibling with Usher has the skills to 

travel independently, she preferred to run out of groceries and supplies rather than travel 

unaccompanied to nearby stores.  

She lives four blocks from the grocery supermarket and she has a bike like me—a three 

wheel bike-trike with a basket on the back. She said to me, ‘Everybody is working and I 

can’t get to the grocery store.’ I said, ‘You have a bike—get on it! You have a basket in 

the back!’ You know, these people are helpless. They think they can’t do it. But this is all 

I know, I’m by myself. I have to do it. It’s hard for me to hear the poor me, I can’t do 

this, but you have to push yourself and it’s very hard… 
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   Theme 4-Professional Life.  All six of the participants said that their choice of a 

profession or their progress in that profession had been modified or otherwise impacted by Usher 

syndrome. 

I always wanted to be a nurse my whole life—because my whole family is in the medical 

profession. So I want to do that, but I am afraid about communication. I can’t hear them 

behind me if something is going on. So I always wanted to work in a hospital so I looked 

at computers and said I can do this…so I did my internship in a hospital. 

Another said: 

I do it well, but do I like it? No. I always felt like I wanted to be somebody, or help 

contribute to help other people’s lives. Being a secretary, [sigh] when people say, ‘What 

do you do?’ I roll my eyes and say, I’m a secretary. I still do it. I’m not proud of what I 

do. It always bothers my family. We always had a professional family. We have doctors 

and dentists and pharmacists. 

A different participant said: 

I learned JAWS, a computer program, and braille. I got my degree in IT and started as a 

computer programmer technician. In the year 2000 the company decided to hire a lot of 

programmers and convert our applications to web base. I was left behind. I’m very 

unproductive. 

One had planned to be a school teacher, but his VR counselor did not think that was an 

appropriate career choice for someone with Usher syndrome.  He said, “So my life got turned 

around into a new journey.” 
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Theme 5-Hope. All six of the participants talked about moving forward with their lives 

by planning for the future and learning new things.  One took classes to learn how to use the 

iPhone. One learned ballroom dancing. Another looked forward to eventually retiring in a warm 

climate with public transportation and a low cost of living. Three attended  Foundation Fighting 

Blindness or similar events to learn about advances in retinal research. Three said that they 

believed that medical research would one day result in a cure for Usher syndrome.  

One offered this example of ways that she enjoyed new experiences while sometimes 

actually changing her journey due to Usher syndrome. “I love Savannah, but the whole town is 

cobblestones! So, walking there with a cane and Usher syndrome is difficult.”  That participant 

went on to vacation in St. Augustine, Florida where they do not have so many cobblestones.  

Research Question 3: What do People with Usher Remember about the Diagnosis and 

What Impact did it Have on Them? 

Theme 1 - Parental reaction. All of the participants clearly remembered learning about 

the diagnosis and recalled the impact on their lives. Several formed their initial opinions and 

memories of the diagnosis by watching their parents’ reactions to the news. Some seemed to lose 

hope. Four of the participants replied by describing details of the emotions or activities they 

observed in their parents or other close relatives following the diagnosis. One remembered her 

step-father spending long hours on the Internet without interacting with her, an unusual 

occurrence. “I’ll never forget that day. I got this letter saying I can’t drive—I am blind. I cried. 

My dad, something was not right. My dad was on the laptop. Then I went to see Dr. Stone.”  

Another participant recalled, “What came out of his mouth (the ophthalmologist’s) was 

‘You’re going blind.’ Freaked me out--freaked my parents out.”  He remembered his mother and 
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aunt looking through phone books, seeking information without formal contact with 

professionals.  “My aunt found a person from Ireland in the yellow pages. He had RP himself so 

he talked to us over the phone.”  

One participant said that her mother, “Felt at fault for having this. I don’t know that fault 

is the right word, but sadness.” 

Another remembered his mother’s reaction: 

My mother worried about that. It was hard to understand [about Usher] and my mother 

was concerned…my mother’s father’s sister was blind in Mexico and my grandfather had 

ropes from the house—old fashioned ropes. He made her do ropes from the house. That’s 

the generation who started it. So my mother’s responsible for me and my sister being 

blind. I understand now. 

In each of the above-mentioned reactions, parents tried to learn as much as they could to 

help their child cope with the diagnosis. The geographic location or era in which the diagnosis 

was made determined what options were available to them. The remote area of Mexico had no 

services for people who were blind, so families traditionally used ropes to connect the visually 

impaired person to their house. The Internet has opened up options for parents to find 

information and other families with the condition online, replacing the limitations of resources 

listed in a local phone book. However, all of these experiences were relayed by individuals 

currently interfacing with rehabilitation professionals and represented the vastly different life 

experiences of individuals with the same low-incidence disability.  
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Sometimes the diagnosis of deafness was made years prior to the discovery of the RP. 

One reported that her parents did not seem to be upset when she was diagnosed as hearing 

impaired. They bought her a piano so that she could train her ears and enjoy music before losing 

her hearing. But years later, upon receiving the diagnosis of Usher, her reaction along with her 

parents’ was one of devastation and guilt for the sadness that each perceived they were causing 

their loved ones to experience. She said, “…years later, when I found out about RP, my mom fell 

apart because they knew it was Usher and about the recessive gene. She fell apart with the guilt. 

She became overprotective.” 

Another participant said that his parents became overprotective. “I was diagnosed at age 

10 with RP so when people in my age range would go out at night, I never could. I always felt 

left out.” 

 Theme 2-Fear and sadness. 

Three participants knew that “something was wrong” prior to the diagnosis. One 

suspected Usher because her sister had been diagnosed with Usher the previous year. 

I was scared to get diagnosed. When the doctor told me, I had an anxiety attack…(pause, 

laughter)…it was just, ‘I think you have Usher syndrome’ I don’t remember much. I 

think he was doing the thing with his fingers (motions with her finger around her head) I 

just remember sitting in the chair and hyperventilating…pause…I was very thankful I 

was living with my brother for a few months…  

  Two remembered that the doctor who informed them was rude, said little, and did not 

answer questions after telling them that they would “go blind.” One received a letter a few days 
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later saying that she should immediately stop driving. One remembered receiving a misdiagnosis 

from an ophthalmologist who informed him that he would just need to toughen-up and learn how 

to drive in the night. His mother took him to a different ophthalmologist who diagnosed his RP.  

A third participant said, “the very first thing that the ophthalmologist said was do not get married 

and have kids because your kids will either be totally blind or will have this disease. So I went 

through three or four years of psychotherapy.”  

 Theme 3-Information about Usher Syndrome. The participants looked for 

professionals who were knowledgeable about Usher syndrome and for other people who had the 

condition.  

 Four participants had enrolled in Usher syndrome genetic research projects at medical 

centers and had received a diagnosis of a specific type of Usher syndrome following ERGs, 

vestibular testing, and/or blood tests and analysis. All four said that the diagnosis was a relief 

because they knew what it was, although three of the four had forgotten or were unsure of the 

specific Usher sub-type that had been identified. One said, “The first few seconds, I felt such a 

relief because there was a name to it. I knew what it was, where it was, and where it came 

from…it was a relief to me, a weight lifted off of my shoulders.”  All four said that it was 

reassuring to know that other people in the world had the same condition. The youngest 

participant hoped for a cure. “I have hope—there is so much work and effort. It is amazing. It is 

amazing.”  
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Research Question 4: What was the Perceived Role of Vocational Rehabilitation Services in 

Moving Forward with Future Life Plans Following the Diagnosis of Usher Syndrome? 

 The participants wanted vocational rehabilitation professionals to know that they are 

capable of success and have abilities. They wanted VR to be a link to hope for a good future, but 

that was often not what they remembered about their VR experience. 

Three individuals said that the best services of vocational rehabilitation were the partial 

payment of college costs, the purchase of hearing aids, or magnifiers. Two participants identified 

travel skills instruction as the best service, while two others said it was the worst. When asked to 

explain, they offered different reasons. 

Theme 1-Lack of Competence about Deafblindness.  One said that it was because her 

O&M instructor did not seem to care that she was terrified to cross a street when she could not 

hear oncoming traffic or the audible pedestrian signals. Another said that she was frightened and 

disoriented when her O&M instructor insisted that she wear a blindfold during the instruction. 

Eventually, they each were able to work with different O&M instructors who listened to them. 

When the professional was flexible and open to individual needs, the participants felt more 

secure and hopeful about learning a challenging new skill that would empower them to maintain 

more control over their environment.   

Four of the individuals said that their vocational rehabilitation counselor provided only 

computer links to employment listings and did not contact potential employers, did not offer 

assistance in securing interviews, and did not arrange or pay for support services for interviews. 

One said, 
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Links? Are you kidding me? Just links to job sites? I had an appointment and I showed 

up and she wasn’t there. I left messages for her and she never called me back. I escalated 

it. The supervisor said to me, ‘Why can’t you hold a job?’ and I said, ‘Excuse me… I’m 

educated and worked for major corporations for numerous years. There were 1,200 of us 

who were laid off.’ 

  Three of the individuals reported getting jobs completely on their own and did not 

disclose that they had Usher syndrome until after they had been hired. After beginning her new 

job in a prestigious company, the participant’s VR counselor asked her where she was working, 

got the address, and made a site visit accompanied by the District VR Supervisor “to make sure 

everything was alright with her consumer.”   

Before going to VR, I hate to say this, but I thought they were like an employment 

agency for people with disabilities. I didn’t know they just give out hearing aids. I’m 

grateful for the hearing aids, because with my limited income and rent, I don’t know if I 

could afford to buy one myself. I do need the hearing aids to keep my job.  

Four reported that their vocational rehabilitation counselors did not ever return phone 

calls or emails. Two traveled to the VRC’s office for confirmed appointments only to learn that 

the counselor was “away from the office.” Another said: 

My friend (with Usher) gave up calling his VR counselor. They do not return phone calls. 

I understand that they have other patients, but you have to recognize that people with 

Usher are already depressed and have low self-esteem and just give up. We should be 

more assertive. 
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One participant noted: 

They have such a turnover of VR counselors it is unbelievable. I’ve had six or seven 

counselors and even since they have deafblind specialists, I’ve had three of them. I will 

be open with one, then they close it…you have your next (vision) loss and there is a new 

person there. A couple of counselors did not know what Usher was and didn’t research it. 

Just saw RP so they automatically sent me to the blind part. 

Another participant said:  

People do not want to rock the boat…that’s the kind of person you want to help out with 

special qualities. We do not want to be at home all the time because of not being able to 

see and hear because the VR counselor did not take the time… 

  A participant from another state said: 

VR is worthless. I got myself a job and asked them to help Vincent who has Usher, too. 

Other people asked them and Vincent asked them many times. Then he just gave up. He’s 

a really nice guy, but he just lost hope now. 

One participant said that his entire state VR system kept people with Usher syndrome 

open for up to 10 years. The state VR professionals told the participant that consumers with 

Usher were permanently maintained in status 04 on the order of selection waiting list due to 

budget shortfalls. One counselor managed to send the consumer to the HKNC’s residential 

training program costing several thousand dollars while the consumer was in status 04.  
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Research Question 5 - What do you Think Rehabilitation Counselors Need to Know about 

Usher Syndrome? 

 Theme 1-Lowered Expectations. Three participants said that rehabilitation 

professionals should know that people with Usher can succeed professionally and [VR] should 

not convey lowered life or employment expectations to VR consumers with Usher syndrome. 

One participant said: 

I was diagnosed in March and was graduating in June. I had already planned to go to a 

four year university—got accepted. They recommended I go to DVR. So, here I was, top 

10 of my high school class, ready to go to the four year college. The DVR counselor, they 

felt I couldn’t handle a four year college so they said I had to go to a community college. 

They recommended I get sign language classes.  

Another participant, from a state with a large number of people with Usher syndrome 

said: 

They [VR] always said in my state, or maybe nationally, that they always wanted to do 

the test [for Usher] at age 12 years old to let the parents know they had Usher. I was just 

totally against that because if I was told I had Usher at 12 years old or 15 years old, you 

start putting—not everybody—you kind of start putting restrictions or oh, I don’t want to 

do that, I’m not going to do that---thinking I’ll be blind in five years…I’ve moved to four 

cities and now I’m here working at another major place! 

One said, “Usher syndrome is not like just deafness or blindness—it is totally different.”  

Another participant offered:  
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That it exists…I told her all about it. I told her everything. I explained everything. She 

didn’t know about it [Usher syndrome]. I told her that when I go outside I memorize 

everything like the steps when I go on the porch. I know how many steps are there before 

I go outside in the dark. 

The participant went on the say that her Deaf VR counselor did not think that she needed 

vision services to cope with her blindness and suggested getting a job that she could leave before 

darkness set in at night.  

Two participants said that travel skill instructors did not understand or acknowledge the 

impact of deafness or significant hearing loss when coupled with blindness, sometimes requiring 

the participant to forge ahead to cross streets. Participants reported fear at crossing busy street 

corners because they were unable to hear the soft, muffled noise of oncoming car engines or 

even the auditory pedestrian announcement signals at traffic lights.  One said: 

We’re unique. I’ve had training with a white cane. One thing I asked for was an O&M 

trainer who knew something about deafness. Most of us can’t vocalize because of our 

hearing loss. It takes us forever to stand on a street corner and figure out where the traffic 

is coming from. So I quit. 

“Sometimes you need to learn a new skill and shouldn’t be told to quit your job to be 

accepted into a program.” The participant who said this was employed and contacted VR to 

request training in activities of daily living, specifically training to enable him to differentiate the 

boxes of frozen food that he heats in the microwave each night. He explained that he is always 

surprised when he tastes the food because he has no idea what he is cooking when he takes the 

box out of the freezer. The VRC said that he could only be accepted for vision training if he quit 
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his job and then applied for services. Since he is three years away from the retirement eligibility 

and would lose those benefits if he quit his job, he declined her suggestion.  

Two participants said that travel skills instruction was the most valuable service offered 

by VR and two others said it was the worst. Two had been sent for guide dogs, and one had 

received a second guide dog after his first dog died. Three participants said that the provision of 

hearing aids was the best VR service.  

Participants mentioned specific skills that rehabilitation counselors should possess 

including sign language skills, knowledge of progressive vision loss, and familiarity with 

deafblindness. Three said that VR professionals should assist consumers by contacting potential 

employers, providing support services for interviews, and speaking to the consumer rather than 

to a sign language interpreter if one is used.  

 

Theme 2-Lack of Consumer Involvement. Two individuals said that rehabilitation 

professionals should regard people with Usher as participants in their rehabilitation planning and 

services. One participant who was employed in a professional setting requested post-employment 

services at his job site. He said that a specialist in deafblindness came to the meeting with a VR 

counselor. The participant was shocked when he was left out of their conversation with the 

employer and heard himself referred to as he throughout their conversation by the rehabilitation 

professionals. He had no input. The professionals decided that he was fine and did not need the 

services that he was requesting.  
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Two participants said that counselors should know that vision services may vary and be 

needed more than one time during an adult’s life due to the progressive nature of vision loss in 

RP. Two said it was important to know when a VR consumer was ready to get services. One said 

that VR should provide instruction when new adaptive technology became available. Another 

participant had received 10 hours of instruction to use an iPad but said that 10 hours were not 

sufficient for him to learn how to use the technology.   

Theme 3-Independent Dependence. The participants all reported a need for services, 

training, and assistance getting a job. All of them wanted to be able to depend on rehabilitation 

professionals to help bridge the gap between their progressive disability and life adaptations. 

Sadness was mentioned by all of the participants. However, as they talked, each one told about 

accomplishments, interests, and future plans. Many told about funny situations or activities that 

they enjoyed. They all independently mentioned a future time when they might experience a 

further loss of vision and need to make changes in their lives. They wanted to know that 

vocational rehabilitation or vision services would be available to them and that the professionals 

at those agencies would be partners in their challenge.  
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CHAPTER V 

SUMMARY, DISCUSSION AND RECOMMENDATIONS 

This study was developed to investigate the remembered, lived experiences of individuals 

with Usher syndrome who have successfully completed vocational rehabilitation plans with a 

state rehabilitation or state services for the blind agency. A qualitative analysis provided insight 

into the experiences of VR consumers who have this low-incidence disability and to the impact 

that the condition has had upon their lives. Usher syndrome is not tracked as a specific category  

through the RSA 911 data gathering system used to determine the success or failures within the 

federally monitored programs. Individuals with Usher syndrome share the dual disabilities of 

progressive blindness due to retinitis pigmentosa and congenital hearing loss or deafness, 

sometimes with vestibular involvement. The phenotype presentation of the disorder and the 

options chosen by individuals identified with the syndrome to counteract the effects, such as 

cochlear implants or the use of hearing aids, result in varied forms of communication and 

degrees of deafness. Accordingly, individuals may choose to work with, or may be assigned to, 

counselors and professionals in a general VR system or in the state services for individuals who 

are blind. Usher syndrome is not coded as a distinct disability in the VR system: rather it is 

coded as deafness, blindness, visual impairment, or as hard of hearing. The co-occurring sensory 

loss may or may not be noted in the VR records and therefore would not appear in the 911 data 

collection and resulting analyses of service provision. It is not possible to count, assess, or track 

the successful 26 closures or the unsuccessful 28 closures of VR consumers with Usher 

syndrome since they are not identified or coded: they are invisible in the 911 data collection and 

VR system.  
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 Usher syndrome is a rare disorder referred to as an orphan disease in the medical 

community and as a low incidence disability in rehabilitation and education agencies. 

Professionals in VR may be unfamiliar with Usher syndrome and may work with only one 

individual with the condition during their career. People diagnosed with the condition may never 

have heard of Usher syndrome and may never have met another person with the disability. The 

progressive nature of the vision loss results in plateaus of stable vision followed by losses that 

prevent acquired lip-reading skills to be used. For that reason, people may believe that they have 

also experienced further loss of hearing as well as a loss of vision. A vision loss may require 

modification of the communication mode used by the individual as well as training in new travel 

skills and other skills necessary to maintain safe and independent living and employment after a 

consumer’s VR case has been successfully closed in status 26.  Rehabilitation skill training such 

as cane travel instruction, with low-vision equipment, or needed job modifications may require 

that an individual’s VR case be re-opened in status 32 for post-employment services to maintain 

employment. This study was conducted to gain insight to the unique challenges and aggregates 

of knowledge that the participants identified as necessary for the successful rehabilitation of 

individuals with Usher syndrome. 

Summary 

 Six VR consumers who received state agency VR or vision services were interviewed for 

this study. The oral interviews were conducted in person, in the communication mode used by 

the participant at a location of their choice including their home or a public setting. The face-to-

face interviews lasted up to three hours, were recorded by tape or video, and were transcribed to 

provide data for this study. The themes that emerged from the data indicated common 

experiences and challenges shared by the participants. These themes included independent 
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dependence, the challenge of ongoing change, parental reactions, safety, social experiences, and 

hope.  

The interview data indicated that the participants vividly recalled the details of their 

diagnosis, and that the deliveries of the diagnoses were often remembered as the beginnings of 

ongoing change in their lives. Many of the participants recounted the emotions or behaviors of 

loved ones that they observed following their diagnoses. Their own personal reactions upon 

hearing their own diagnosis ranged from relief to panic attack. Independent dependence was 

experienced by all of the participants as they adapted their lives to learn and incorporate new 

skill acquisition and the reliance on others to provide assistance in some aspects of their lives 

that they had previously conducted without assistance. Usher support through new linkages were 

mentioned as positive sources of well-being as they learned about the condition and shared 

experiences with others diagnosed with Usher syndrome or with professionals familiar with 

Usher. Participation in Usher syndrome medical research programs, conferences, support groups, 

or deafblind social activities were included in this theme. Social experiences were recalled from 

childhood including embarrassment due to wearing a hearing aid and not being able to see the 

sign language of friends outside of their visual field. As adults, the participants talked about 

dating, interacting with people on the job, and privacy concerns. Hope was a theme that emerged 

as participants discussed possible medical advances for the arrest or cure of Usher syndrome, 

acquiring new skills, and asking for religious intervention to obtain a job or new experience.  

Discussion 

 In this section I will compare the literature with my findings. Much of the available 

literature about Usher is medical or reports of quantitative surveys of stress and illness. 
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Qualitative studies such as Ellis and Hodges (2013) report life experiences that expand to other 

opportunities to gain insight to the lives of people with Usher. 

 Ceaser, O’Connell, and Smith (2014) reported that professional in rehabilitation are 

“often unadvised, unaware, and badly informed” about Usher syndrome. The results of my study 

supported their observations. Overall, the participants in the current study expressed 

dissatisfaction with the services that they received from rehabilitation agencies and professionals. 

One reported that he had received job-placement support from VR only for a job that he held 30 

years ago. Four individuals said that they had secured their job on their own without help from 

the VR agency. Two of those individuals did not tell their employer about their visual 

impairment until they had secured the job and the disclosure became necessary when it interfered 

with their ability to do their job. The pending disclosure of their visual impairment was a source 

of stress and uncertainty juxtaposed with their self-determination to remain active or to regain 

empowerment and independence in their lives. Participants who secured jobs on their own did 

not always appreciate receiving visits from their VRC at their place of employment. Some 

worried that the VRC would discuss their vision loss with coworkers or supervisors who might 

not know about their comorbid disability. The perception of some employees with Usher was 

that the VRC held power over the employee because the counselor might share details of their 

condition that could be detrimental to their ongoing employment. One participant was pleased to 

have a visit from her VRC because she wanted to show her where she was employed.   

The Code of Ethics of The Commission on Rehabilitation Counselor Certification 

(CRCC. 2010) clearly states the responsible ethical considerations and professional practices for 

partnerships and working alliances between the VRC and VR consumer. The code includes 

guidance to work jointly to develop plans for employment, respect the confidentiality and 
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privacy of the VR consumer, do no harm, and “to assist in the placement of clients.” Professional 

adherence to these practices can empower VR consumers with Usher syndrome to regain control 

over life circumstances.     

The participants did not know if their professional service providers had received 

specialized training in deafblindness but did indicate that the deafblind specialists knew about 

dual sensory loss including methods of communication. One said that the VRC had never heard 

of Usher syndrome until the participant told her about the condition. Several of the participants 

reported stress caused by frequent staff turn-over at VR offices accompanied by periods of 

adjustment when a new counselor or specialist in deafblindness required time to learn about 

Usher syndrome or was unfamiliar with the condition. Danermark and Moller (2008) concluded 

that adjustment to Usher syndrome was more difficult when relationships with professionals 

were disrupted.  Again, the personal contact seems to be important to adjustment.  

 Computer links to job openings, the main employment placement service reportedly 

offered to participants by their VR counselors were not considered to be helpful. Individual 

involvement and counseling seemed to be a valued, but missing link in several cases. Only one 

participant receiving services directly from a state agency remembered writing the individual 

plan for employment (IPE) with the vocational rehabilitation counselor (VRC). Two did not 

remember participating in writing an IPE, and one was unsure because some of the required 

paperwork had small fonts. The IPE outlines the rehabilitation plan for service provision and 

responsibilities for the agency and consumer. The IPE was not remembered or recognized as part 

of the rehabilitation experience, thus depriving the consumer of an empowering opportunity to 

formulate plans, secure the cooperation of the rehabilitation professional, and work to achieve 

the stated goals. The significance of this finding, identifying the lack of active involvement of 
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the consumer with Usher in the development of future goals, was addressed by a study conducted 

in Canada.  Cote, Dube, St-Onge & Beauregard (2013) found that individuals with Usher II who 

actively participated in the identification and plan for achieving personal goals were able to 

adjust their “meaning of life” scores when involved in Usher group discussions of their 

progressive conditions but saw no change in the post-tests for “self-determination” and 

“serenity.” The act of writing the IPE could be a powerful and necessary step in adjusting the 

meaning of life for VR consumers with Usher II. Active consumer participation in the 

development and implementation of the IPE is also a recognized keystone in the American VR 

process.   

Every participant attached great importance to the VR process and regarded the 

opportunity to receive services as their chance to achieve a meaningful future. It is apparent that 

some participants expected their VRC to participate more fully in securing job interviews and 

providing support services. Such assistance is more necessary with consumers with Usher 

because the combined sensory loss makes it difficult to successfully complete a job interview 

without appropriate and individualized support services. Some referenced difficulty 

understanding communication and difficulty navigating new spaces as problematic and stressful 

in job interviews and said that coaching, counseling, and support services would be beneficial.  

Further research would be helpful to investigate the disparity or breakdown of expectations 

between the VR consumers and the VR counselors by obtaining the perspective of the VR 

professionals including the agency administrators.   

Each person said that they had plans for their future indicating that although adjustments 

may be needed, they were moving forward with their lives and anticipating new experiences and 

happiness. This concurs with the research by Ellis and Hodges (2013), who found that most of 
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the 44 participants in their study of people with Usher in the UK reported that they were satisfied 

with life. One participant that I interviewed said that he “was fine” and “happy” but that he had a 

history of drug and alcohol dependence which he had overcome. Five of the participants this 

study reported occasional depression or sadness that occurred when they experienced a visual 

loss or were unable to perform an activity that they were previously able to do. This contrasted 

with the findings of Wahlqvist et al. (2013) who reported depression, anxiety, suicidal thoughts, 

and suicide attempts up to six times higher among Swedish people with Usher compared to the 

general population of Sweden. Miner (1997) also reported significant suicidal ideation among 

the people that she counseled in private sessions and support groups. She reiterated those results 

during her lecture at the 2014 Usher Syndrome Symposium. It is possible that the adults with 

Usher syndrome that participated in the counseling sessions and research of Miner (1997), and 

Wahlqvist et al. (2013) expressed depression, anxiety, and suicidal thoughts because they were 

recently diagnosed or because they found themselves in a setting to specifically designed to 

encourage the discussion of  those feelings. The expression of sadness or loss in a support group 

or group counseling may express only one aspect of a person’s emotional life.  A participant in 

the current study remembered his experience in Miner’s support groups as a place to go and cry.  

It is possible that the professionals gathering the findings were not familiar with the 

accomplishments that people with Usher may go on to achieve personally and vocationally as 

they work to address the unique challenges of Usher syndrome. Perhaps those professionals did 

not encourage or explore the discussion of future or accomplished goals or career attainment. 

The results of the current study and the Ellis and Hodges study (2013) found that 

participants sometimes experienced sadness and fear, but that they enjoyed life. I believe that the 

use of qualitative interviews permitted the participants to share experiences from both 
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problematic and positive experiences. Individual with deafblindness and Usher syndrome often 

do not have the opportunity to discuss their life experiences due to communication barriers. The 

quantitative printed questionnaires recorded the self-reported check lists of health concerns 

including suicide and depression. Semi-structured oral interview questions allowed participants 

to recount experiences that they regarded as important in their lives. The qualitative interviews 

also permitted the participants to share accomplishments that were not options on a pre-printed 

form.  Often their responses began with remembering a problem but went on to include solutions 

that they had undertaken to gain control of the situation. New skills and unexpected, pleasant 

memories were frequently relayed in their replies.  

There are limitations in the article by Bodsworth et al. (2011).  They report on the 

experienced limitations of deafblind people with an age range of 18-104 and a mean age of 72. 

All etiologies are grouped together so respondents with Usher syndrome are indistinguishable 

from those with congenital or age related deafblindness. Bodsworth et al. (2011)  report that the 

completed forms were returned by one in 1000 deafblind individuals who received the survey.  

Ceaser et al. (2014) recommended psychiatrists, psychologists, and mental health professionals 

as potential ancillary support for VR consumers with Usher syndrome. Based on the study’s 

findings, it would seem that counseling support might be beneficial provided that the mental 

health professional is familiar with Usher syndrome. A number of resources are available to 

counselors, such as books including Rebecca Alexander’s Not fade away: A memoir of senses 

lost and found (2014). Alexander, a psychologist with Usher syndrome, explores the challenges 

of Usher from the inside out, including her own personal journey of life adjustments and 

accomplishments. Orchid of the bayou: A deaf woman faces blindness (Fischer & Carroll, 2001) 

is another insightful memoir written by a woman with Usher. The question of the prevalence and 
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extent of psychological implications co-occurring with the condition merits further research as 

well as the impact that employment manifests on psychological well-being of employees with 

Usher syndrome. The amount of support and assistance from VR in seeking a job and in job 

placement and the reported stress experienced by the VR consumer if these services are not 

perceived as helpful or adequate would be another area for further research.  

Employment seemed to be the factor that most impacted the social interactions of the 

participants and kept them active. Four of the participants in my study said that their employment 

provided opportunities for interaction with other people, challenges, and feeling connected or 

engaged with life. One of the four reported that during a period of unemployment she primarily 

watched television and became depressed. Overall, four of the participants reported that their 

employment afforded opportunities for independence, varied feelings of job satisfaction, and 

enabled or required them to remain engaged with the world. Five said that their current or past 

job prevented them from becoming isolated, a condition that they dreaded and had observed in 

unemployed acquaintances or friends who had Usher syndrome. The importance of iPhones and 

the Internet was recognized by participants in the current study and in the Ellis and Hodges 

(2013) report.  All six said that it was important for people with Usher syndrome to hear from, 

and know about, other individuals with Usher who had acquired and maintained employment, 

struggled with travel skills, and maintained hobbies or social contacts in their lives. All of the 

individuals said that they had been inspired by the successes of others that they met who 

overcame the challenges of the condition. Participants in the study by Ellis and Hodges (2013) 

also spoke of the importance of hearing from and interacting with people with Usher who could 

offer advice to assist with acceptance of Usher.  
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Two of the participants whose siblings have Usher syndrome reported that those siblings 

manifest different phenotypes although they shared the same genotype. Malm et al. (2011) 

reported varied phenotypes among siblings with Usher 2. This variation in the progression of 

vision loss and the reported variation in the progressive hearing loss present in Usher 2 indicate 

that rehabilitation professionals must implement rehabilitation employment plans that are based 

on the individuals’ expressed sensory losses rather than generalized service provision determined 

by the medical diagnosis of a specific type of Usher syndrome. The phenotype variations also 

support the value of single subject research. Parker (2009) advocated for use and value of single 

subject studies of deafblindness. Single subject studies could also be beneficial in the 

investigation of aspects of Usher syndrome. The in-depth investigation of the life changes and 

feelings experienced by a person adjusting to the gradual sensory changes, and ways that they 

chose to make adaptations would provide insight to service providers and people with Usher.  

The five participants who secured and maintained employment said that they had the 

initiative and confidence to independently seek out and contact numerous employers before 

securing their professional positions. They identified shy or non-assertive individuals with Usher 

syndrome who were in need of support and direct assistance from VR counselors to bridge the 

pathway to possible employers. Five of the participants independently stated that the 

unwillingness of VR counselors to assist in job placement and employer contacts is a serious 

problem that has negatively impacted the lives of “shy” or “non-assertive” individuals that they 

know who have Usher syndrome, often leading to the social isolation of unsuccessful consumers 

with Usher who cannot find employment. Five said they knew one or more individuals with 

Usher who had “given-up” because they could not find a job. All of them indicated that VR 

counselors do not, but should, assist people with Usher in making employer contacts, providing 
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needed support services for job interviews, and follow-up services to help the employee, 

employer, and co-workers feel comfortable at a workplace to avoid social isolation of 

unsuccessful job seekers with Usher syndrome. The reasons for the discrepancy in services 

received and expected services may be due to communication barriers that prevent clarification 

of expectations and roles; or it may be that rehabilitation professionals do not understand that 

consumers with Usher syndrome can be successfully rehabilitated and employed. Further 

research would be helpful.  

A major finding in this study is that the participants regarded employment as necessary to 

their ongoing independence and continued connection to the world. Petroff (2001), in a study 

conducted for the HKNC, found that 82% of 94 young adults with deafblindness were 

unemployed: only two were employed full time. The etiologies of the participants in the study 

were not stated but the statistic is well known among American parents whose children have 

Usher syndrome. It is likely that many of the young adults in Petroff’s study were congenitally 

deafblind with severe intellectual disabilities and neurological impairments from etiologies other 

than Usher syndrome.  

The Swedish study (Wahlqvist et al. 2013) of people with Usher II identified anxiety, 

depression, and suicide as “major problems” experienced by Swedish people with Usher II. The 

study does not differentiate between the occurrence of those problems among individuals with or 

without employment. The research conducted by Ellis and Hodges (2013) in the UK found 

overall happiness and social adjustment among the 44 individuals with Usher syndrome who 

were interviewed during their project. In their study, 7 of the 30 adults self-reported some history 

of depression.  
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Some of the problems shared by participants in the UK study were also experienced by 

participants in the current study. Transportation was one of the most prevalent difficulties in both 

studies. Ellis and Hodges (2013) found that some participants relocated from villages without 

transportation to urban areas where most residents relied on readily available trains, tubes, and 

buses. In America, the lack of public transportation, even in urban areas, was identified as 

problematic. The UK study participants identified problems traveling to bus stops in darkness, 

and the current hearing aids that mask background noises that prevent participants from 

identifying the approach of quiet cars (Ellis & Hodges, 2013). This potential problem was not 

recognized by one American participant’s Deaf VRC who suggested that the consumer with 

Usher would not need to acquire travel skills if she found a job with work hours during daylight. 

The importance of employment has been recognized by participants in the current study along 

with the empowering role that O&M skills served in traveling to and from their jobs each day. 

The participant who had not received O&M training regarded it as a stressful event that would be 

undertaken at a time of future difficulty in her life. Even though VR consumers with Usher may 

not experience vision problems during the day, familiarity with travel skills can be used in 

unexpected situations. The unique needs of a consumer with a combined, progressive loss of 

vision and deafness are sometimes not addressed by a counselor who has expertise in solely in 

deafness or blindness. The counselor who told the client to get a job that would enable her to be 

home before dark did not think about sudden storms that darken skies, daylight savings, or 

electrical outages that can suddenly cause blackouts in buildings or in energy efficient, low-light 

stairwells and hallways. There is a need for counselors to be aware of implications of life with a 

dual sensory loss and to empower consumers by discussing and offering to provide training, 

skills, and support conducive to successful navigation through daily life experiences. 
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When asked to recall the details of their diagnosis of Usher syndrome, five of the 

participants independently began by telling me about the actions and emotions that they observed 

in their parents when they heard the news. The sixth first told me his own definition of Usher 

closely followed by his memory of his mother’s reaction to the news. It is clear that the 

participants formed their first understanding of the implications of the diagnosis by observing 

and integrating their parents’ responses and emotional reactions to the news.  The consistency of 

their responses was a powerful testimony to the importance that they placed in their parents’ 

emotional reaction to, and eventual acceptance of, the news that the child had Usher syndrome. 

Each of the participants also relayed that they had remained close to their parents as the years 

progressed.  

Strengths and Limitations of the Study 

One strength of the current study was that I was able to directly interview individuals 

with Usher syndrome who were willing to discuss and share insight to their remembered life 

experiences with the condition. I found that knowing several forms of tactile sign language 

enabled me to directly communicate with the participants without relying on an interpreter. The 

interviews were conducted in several states allowing a broader view of services than would have 

resulted from all interviews being conducted in one state. There was a wide range in the ages of 

the participants in the study with a corresponding range of medical advances and knowledge at 

the time of their Usher syndrome diagnosis. Since I presented myself as a researcher rather than 

as a representative of an agency who would possibly provide services to them in the future, the 

participants seemed to feel free to discuss their opinions. The most valuable strength was the 

willingness of the participants to share intimate recollections of their life experiences with Usher.  
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The interviews that had been scheduled with married participants were cancelled by their 

wives. As a result, only unmarried participants were interviewed in this study. Individuals living 

very isolated lives were not represented.   

Recommendations 

 Vocational rehabilitation was regarded as an important and potentially life changing 

opportunity by all of the participants in this study. Their remembered life experiences of the VR 

experience, however, were often recalled as stressful and non-participatory. Participants who had 

received services in a state system that had consultations with specialists in deafblindness as well 

as a VRC were not clear about the roles or services provided by those professionals or about the 

services that they had received from them. Further research would be helpful to investigate the 

viewpoints and to gain the input of the rehabilitation professionals and specialists in 

deafblindness regarding their role in working with consumers with Usher syndrome.  

It is clear that rehabilitation professionals, in general, were perceived as not familiar with 

Usher syndrome or with the kinds of support that would empower VR consumers with the 

condition to succeed and progress to a status 26. Both pre-service education and in-service 

professional training on the varied phenotypes and rehabilitation options would be beneficial to 

ensure that quality services can be offered to the increasing number of consumers who are being 

identified with Usher syndrome. Further research on the experiences of VR consumers with other 

low incidence disabilities would be beneficial to understand the unique challenges of providing 

quality services to people with conditions that are rare, infrequently encountered, and largely 

unknown by VR staff.  
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There are a number of areas where more research needs to be done to add to the 

knowledge of practitioners. Current research should be done on the ways that people with Usher 

syndrome secure employment, succeed on the job, and  the services that they might need to 

ensure that they continue to do well in their careers. The role and success of the various federally 

funded resources and service agencies working with people who are deafblind and specifically 

those who have Usher syndrome would be beneficial information for both practitioners and 

consumers.    

I would encourage the continued use of qualitative inquiry to permit the essence of the 

stories of individuals with Usher syndrome to be told. I cannot imagine a questionnaire that 

could have gathered the rich imagery of the participants learning how to dance, watching their 

older relatives with Usher find their way to their Sonoran home attached to a long rope, or telling 

me about the insight they had gained that very day when they first observed the exact detail 

possible in tactile communication.   

Concluding Reflections 

There is a growing recognition among individuals with Usher syndrome that they can and 

do enjoy life and varied activities. I know of Americans with Usher syndrome who have  

completed an Iron Man competition in Texas, won bull riding rodeo competitions, rowed with 

outrigger crews in Hawaii, learned how to ballroom dance, and served great gumbo to President 

Clinton. Many more offer encouragement to others newly diagnosed with the disease and enjoy 

opportunities to talk about their life. I am grateful to those who took the time to talk with me. At 

the 2014 International Symposium on Usher Syndrome, proud parents spoke about their children 

who have Usher syndrome while researchers offered papers on new discoveries and ongoing 
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projects. I was pleased to be one of the researchers. Rebecca Alexander’s book was announced 

while people met and talked in a beautiful venue. The day after the event, after all of the research 

posters were taken down and people were making their way back to many international 

destinations, I shared an elevator ride with a family I did not know. They were obviously 

checking out of the hotel but the young boy didn’t seem ready to depart. He was wearing a smile 

and proudly displaying his name badge from the International Usher Symposium. He was 

embarking on his journey full of hope. 
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APPENDIX A:  PARTICIPANT CONSENT FORM 



PARTICIPANT CONSENT FORM 

University of Arizona 

My name is Connie Miles, and I am a doctoral student in 

Rehabilitation at the University of Arizona. I am doing a study to 

identify the experience of people with Usher syndrome. If you 

volunteer to be interviewed, we will talk about Usher syndrome and 

your life.  Some questions are: 

1. How has Usher syndrome impacted or changed your life?  

2. Tell me about your diagnosis—how did you learn about Usher 

syndrome? 

3. Tell me about your experience with VR. 

4. What should VR counselors know about Usher syndrome? 

 

The interviews will be confidential. I will change your name. I 

will change where you live. I will not tell anyone that you know 

about our talk. Some professors at the University of Arizona 

might see the video or listen to the tape.  

I will record our talk with a video camera or a tape recorder. If 

you want me to turn it off at any time, I will turn it off. If you want 

to stop talking, we will stop the interview. That is fine. No 

problem. If you change your mind, that is okay.  

 

If you agree to be interviewed, you can sign this form. If you 

have any questions, you can contact me at 

cwmiles@email.arizona.edu or you can contact the Department 

of Disability and Psychoeducational Studies at the University of 

Arizona in Tucson. My professor is Dr. Erin and her email is 

jerin@email.arizona.edu . 

 

My signature means that I agree to participate in the study.  

Name        Date 

Principal Investigator     Date 
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APPENDIX B:  INTERVIEW QUESTIONS 



INTERVIEW QUESTIONS 

 

 

 

1. How has Usher syndrome influenced your life? 

 

2. What do you remember about the diagnosis? 

 

3. Tell me about your experience with vocational rehabilitation or 

services for the blind. What services were valuable? What services 

did you need that were not available? 

4. What do you think rehabilitation professional should know about 

Usher syndrome? 
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APPENDIX C:  SAMPLE TRANSCRIPT OF PARTICIPANT INTERVIEW 



Young woman with Usher type 1 with a cochlear implant.  1 

We signed and spoke during the interview.  2 

 Interviewer:  Tell me about your life with Usher syndrome.  Please tell me how has Usher influenced 3 

your life? 4 

Participant 5 

Well I found out when I was, …I mean I kind of knew the words when I was young, maybe ten. But I 6 

really didn’t understand. I was just young. So later, maybe later teenage I noticed I could not see too 7 

much in the dark like I used to and I noticed my balance when I walked my ankles hurt a little.  I could 8 

not see in the dark in the movies-- I could just a little because of the lights on the stairs. When I go 9 

outside I memorize everything like the steps when I go on the porch,   I know how many steps are there 10 

before I go outside in the dark and I can drive. I was driving since I was 16 but I cannot drive at night. It 11 

sucks. It makes me sad. When my friends and family can drive at night I just want to, but I can’t. I am 12 

sad.  I am just mad about this. I hate asking my mom or my fiancé to pick me up or give me a ride 13 

because I do not want to bother them.  They are like, they say,  ‘No it is fine.’  Being Deaf, I do not have a 14 

problem because I have a cochlear implant (CI). When you are sleeping you do not have to worry about 15 

snoring. But, being Deaf is like not capturing all the words when people talk. When I’m sleeping I’m 16 

afraid there is a fire, tornado watch, you never know.  So, what else?  I know so.  What else? And I am 17 

tired of people trying to get my attention in public but not my friends they know it, but other people 18 

don’t so if they get all made or impatient, I want to here’s a tip--you need to let them know. You need to 19 

go up and or just go up patiently or just walk away…   20 

When I tell them, because I notice their expression. They get so angry. You know what I mean/ when I 21 

am signing people stare, when I have my hair up, I have a CI but I don’t care but my eyes I am slowly 22 

accepting it, because it sucks and makes me sad and other people down there I realize wowo their life is 23 
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harder than mine. It makes me sad. I don’t want to be selfish. I care about them.  I don’t want to be like 24 

them.  25 

I went to college and I met other people who have USH and theirs I have some friends with USH so I 26 

notice more and more.  27 

 28 

Theirs is worse than mine. I notice more and more I’m helping them.  I can see fine when in the lights 29 

out. I memorize it.  I do it since I was a teenager. Putting on makeup and things like that… 30 

PAUSE looks around  31 

I always wanted to be a nurse. Pause.. my whole life.. because my whole family is the medical 32 

profession. So I wanted to do that, but I am afraid about the communication. I can’t hear them 33 

behind me if something is going on. So I always wanted to work in a hospital so I looked at 34 

computers and said I can do this…so I did my internship at a hospital. 35 

 When I was in college, I met other people with Usher.  That made me feel happy, but I like to learn 36 

about their experiences. You know, learn about the differences.  I like hearing their stories what they 37 

went through.  ‘Be careful with that..’  something like that…You asked me about vibrating alarm clock. 38 

So I can remember learning as well. That’s how I hear things. So I remember learning that and how I 39 

hear those things. They tell me.  40 

Silence. 41 

What else? What are some other ways US has influcenced your life/or changed your life.  42 

If I didn’t have it. My life will be totally different. I would never have met any hard working people with 43 

disabilities. Learning about their life. Hearing their stories. It is amazing. I would never travel much. I 44 

love traveling and I go visit them and see all their stuff--and meet other people. If I don’t have US I my 45 

life would be totally different. Seriously. Laugh… Yes, I think everybody is amazing.  How they work so 46 
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hard and never give up.  I can’t believe it. I met these incredible people today. There is so much work 47 

and effort. It is amazing. It is amazing.  48 

 49 

 50 

 51 

 52 

 53 

 54 

 55 

 56 

 57 

 58 

 59 

 60 

 61 

 62 

 63 

 64 

 65 

 66 

 67 

 68 

 69 

 70 
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APPENDIX D: ANALYSIS OF TRANSCRIBED DATA 
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APPENDIX E: THEMES AND CATEGORIES 



Deaf 

white  
cane travel at  

night 

bars at  
night 

sign 
language 

tunnel 
vision 

Independent 
Dependence 

 
blind 

meal 
prep 

strangers 
signing 

street 
crossing 

leisure 

vacation 
travel 

makeup 
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travel 
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SSP vacation 
travel 
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talking 
on phone 

ongoing  
change 
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