
Notes on Hearing
1997-Iowa City

Dr Brown: about hearing loss in Stickler syndrome. His response was news to me.......... "In fact most of the COL2A1 linked families actually don't have the hearing loss.  Maybe when we link the other causative gene, this will give us more clues.”  I know that researchers are working on "classifying" the different manifestations to each mutation.  But, I did not know about the hearing.  I guess this is a good reason to have the DNA screening.  

1999-Denver

Chris Suhling-Audiologist 

Chris gave a great demonstration of hearing aids and of FM systems (a one-on-one unit that a speaker wears and the listener hears "up close and personal'). She says the more you wear hearing aids, the less chance there is of more hearing loss. She also shared some financial resources for hearing aids, including SERTOMA.

2000-Seattle

Randy Bishop - Parent of persons with and himself a person with hearing loss from Stickler syndrome: Randy's kids are now 17 &15. He told stories about April's superior accomplishments on the soccer field and Mark loosing the use of 5 hearing aids in a weekend. Randy believes that we have to become our own Stickler expert. He feels ADA started some understanding of the limited. Before that, he was considered DISOBEDIENT for not hearing what a teacher said. He said that hearing tests are very accurate for those who can hear.
We should not find "fault" with those who do not understand nor should we fault ourselves. He tried being a "good guy" with the school system, for his kids, and got nowhere. He tried being a "bad guy" and got nowhere. He learned to be their advocate - to forgive others - and to keep a positive attitude. Accept all offers from the system, and then select those you need. 

Having a hearing loss is not all bad. Being able to read lips lets you tell what the coach and umpire are saying to each other at a ball game and the "handicapped" section tickets are cheaper. 

Randy dreamed of having a remote control for teachers, so he could rewind and rehear the instructions at a higher volume. Our biggest barrier is denying a problem exists. Disability gives a sixth sense and removes tunnel vision. 


2001-Montreal

Dr Shapiro, ENT:   He said that 100% of his Stickler patients have a cleft.  By age 2, 1 of 3 kids has had an ear infection and by age 6, 90%.  Tubes are NOT a cure, but he will use them on “problem” ears.  He uses a “waterproof” tube on 85-90% of his cases.

Irene Hoshko, Audiologist:   The purpose of an audiologist is to help one hear others speak.  Pierre Robin Sequence is the best Stickler syndrome diagnosis tool, along with one of the following:  Arthropathy, retinal detachment, myopia, hypoplasia, hearing impairment, or muscular -skeletal findings.

2004-Chicago

Donna Turetgen, Audiologist

Sound is transmitted through the ear canal, then the ear drum to 3 small bones and liquid in the inner ear, to audio nerves and then to the brain.  Any disruption causes hearing loss.

Hearing tests can be done from birth, and because of medical history, family history or speech delay.  Testing methods change with age.  Results used to be presented in %, but now in degrees of mild, moderate, severe and profound.  Treatments may include medications (for infections), hearing aids (as early as 3 months), cochlear implants (early as 12 months), amplified phones, classroom FM devices.  Untreated conductive hearing loss can cause senseroneural hearing loss.  Collagen is in the cochlea or the eardrum may be hyper mobile.  Even mild hearing loss can affect school performance, academic progress, and/or psychosocial well being.  It is never too early to have a hearing test and adults should be tested every 1-2 years.     


2005-Orlando

Lori Vickery: Person with Stickler syndrome have more palate problems, more total cleft, submucous cleft, just muscular weakness.  Say the word “church” to feel the muscles work.  Dialect affects nasal sounds, and play a huge role in “acceptable” sounds. 

Laws are improving to allowing a child to be seen for therapeutic services.  Case loads are high, so it takes time to get services.  “No child left behind” meant a step backwards, focuses on mainstreaming and it treats academics not limitations.  It helps if you have a syndrome, but the new law does not allow for disability.

Lots of persons with syndromes only have a 2 finger space from the bottom of the ear to the jaw; those without syndromes have a 3 finger space.

Hearing loss is checked bimonthly, by audiogram, in Georgia.

Aids go with inner ear hearing losses.  They are not for conductive hearing loss, can even make it worse.  Use an FM system for conductive hearing loss, helps with attention.  What is a “delay” vs. a “disorder” is a judgment call.  Parents need to be persistent to get therapy.  Use the word “disorder”.

A good at-home therapy, for speech problems, is sucking thick through a straw.  Name actions to the child, with past tense also.  Use lip reading and stay in front of a persons with hearing loss.


2006-Omaha

Kimberly Joyce, Audiologist:  There should be a “key” to explain symbols in an audiology diagram.  Two types of tests are Air Conduction and Bone conduction.  No child is too young to be tested.  Clefting affects cochlea hearing response.  A tymponogram tests ear pressure, middle ear fluid, or perforation.  In a VRA (Visual Reinforcement Audiometry), given from 6 month to 2 years old, the child is trained to turn to noise.  There should be a 1-3-6 plan, if a test is failed, retest at 3 months.  By 6 months of age, an intervention is needed, because speech is developed by 2 years old.  

She gave a set of:

Questions for a hearing aid sales person:

How many brands and types do you sell?

What do you charge for the different types?

What is included?

Are there warranties?

Is there a payment plan?

Can I get my money back, if it does not work for my?

Should I get a digital aid?

What features should I look for?

What do I do if I have a problem?

WWW.Hearing.org was mentioned as a reference

2007-Rochester Mayo Clinic

Dr. Jon K. Shallop – Audiologist: works with hearing loss and the cochlear implant program at Mayo. The Number One consequence of hearing loss is communication. Fatigue, irritability, tension, and avoidance are other consequences. Sensoral Neural Hearing Loss (SNH) results in loss of sensitivity, loss of the dynamic range, creates intolerance of sound, loss of temporal processing (finite speech), loss of frequency processing. SNHL includes a loss of hair cells.

Tests are Air and Bone conduction; Speech audiometry. They check for type of loss and severity of loss. Tests help evaluate treatment. A hyper mobile tympanic membrane goes “off the charts”, but may not have low hearing loss. Smaller may not be better in hearing aids. 

Assistive Aides include FM systems, where a microphone picks up the voice, a transmitter is used by the speaker, a receiver is used by the listener. Both are wireless and receiver can be built into a hearing aid. Children do not have the ability to listen like adults. They need a quieter environment and louder signals, even with no hearing loss. Induction Loop - has a t-coil and an infrared system, used in movie theatres. It has sound fields. 

All children with aids need an FM system as well as all children with cochlear implants. A wireless unit is available for the teacher and hand held units for other students.

The time for MANDATED hearing screening of newborns is NOW!


