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BACKGROUND INFORMATION: Matthew, a 3-1/2%, with infantile ggpsgmﬁRusslen)
syndrome was seen today for audiological assessment. He was born at Emanuel Hospital and did
have an otoacoustic emissions hearing screening. The results of this evaluation were consistent with
hearing loss. However, parents noted that Matthew seems to be responding to a variety of stimuli
in the home environment. They do have an older child who has (Russlen) syndrome with
associated sensorineural hearing loss. R&fsums

CONDITION OF HEARING: Matthew was evaluated today using informal behavioral
observations. During testing, he was wide awake which is not considered to be the optimal state for
this assessment. When presented with a 3,000 hertz narrow band noise burst, Matthew showed no
orienting response to presentations at 60 or 90 decibels. However, when presented with a 100-
decibel tone burst from a tricorn, there was a definitive startle response. Subsequent middle ear study
using tympanometry shows normal middle ear pressure and compliance in the right ear and significant
reduced mobility in the left. On otoscopy, the right tympanic membrane could be observed while
the left canal is significantly more stenotic making visualization difficult.

DIAGNOSTIC IMPRESSIONS: Today’s test results allow us to rule out a profound low frequency
hearing loss in the better ear. However, based on his risk categories, Matthew is still at risk for high
frequency hearing loss as well as progressive hearing loss.

RECOMMENDATIONS: These test results were shared with Mr. and Mrs. Wulf. I recommend
that they have an otolaryngology consultation. This was arranged with Dr. Milczuk for April 14.
In addition, I do recommend ABR testing to further assess auditory status.

Pediatric Audiologist
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