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previously.»? No sequence variants were detected in
GJB2. The patient had a missense mutation in SLC26A4
(p.Ala434Thr; ¢.1300G>A in exon 11) (Fig. 2f). The
patient's mother did not have any mutations in this
gene, and we did not examine the father's DNA.

The patient was prescribed several topical therapies,
including steroid and urea ointment, but the skin
eruptions were still visible on the palms, soles and
wrists at follow-up 8 years later, at the age of 15 years
(Figs 1c,d).

Cutaneous features, such as palmoplantar keratoder-
ma, are sometimes associated with sensorineural deaf-
ness.® These skin disorders led us to consider conditions
associated with mutations in the GJB2 gene, which
encodes connexin 26, such as keratitis-ichthyosis—
deafness syndrome and Vohwinkel syndrome.® There
have been many reports describing deafness caused by
other gene mutations, including SLC26A4.* Mutations
in SLC26A4 cause autosomal recessive deafness;
Pendred syndrome (hearing loss with goitre) or DFNB4
(nonsyndromic hearing loss with inner ear abnormal-
ities).*

Although over 150 mutations in SLC26A4 have been
described  (http://www.healthcare.uiowa.edu/labs/
pendredandbor/)® our patient had a novel mutation,
which has not been published previously, to our
knowledge. In addition, there are no reports of Pendred
Syndrome or NSHL, accompanied by skin lesions. It is
difficult to clarify whether this heterozygous mutation is
pathogenic. Yuan Y et al.® reported that some patients
with inner-ear malformation carried only one missense
mutation in 2009, thus it seems that such mutations
can have a dominant-negative effect and/or produce
different phenotypes.

SLC26A4 encodes pendrin, which is a member of the
anion transporter family. Anion transporters play crit-
ical roles in the formation or preservation of gap
junctions, which are related to the exchange of ions
and small metabolites between adjoining cells in the
epidermis of skin.” This intercellular communication
system plays an important role in control, coordination
of tissue morphogenesis, differentiation and growth.®

Furthermore, ion channel-related drugs, such as
calcium-channel blockers, are well-known causes of
LP.° Therefore, these facts indicate that abnormality in
the exchange of ions in skin tissue can cause skin
diseases, including LP.

In conclusion, we report a patient with LP in whom a
novel mutation of SLC26A4 was identified. Further
study is needed to confirm the links between LP and
disorders of ion channels.
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Effects of ossiculoplasty on postoperative bone conduction thresholds

Shinya Satoh, Keiji Matsuda, Hirokazu Kawano, Tetsuya Tono
Department of Otolaryngology, Head and Neck Surgery. University of Mivazaki

Postoperative hone conduction threshold, as well as postoperative air conduction threshold. is frequently
examined, because one of the aims of hearing improvement operation is to close the air-bone gap. We evalu-
ated the effects of hearing improvement operation on postoperative bone conduction thresholds. A total of
207 cars of 201 patents underwent [irst time operations for hearing improvement [rom January 2007 Lo
December 2009, Audiometric evaluation was based on pure tone audiograms, taken before and more than 6
months after surgery.

The mean postoperative bone conduction threshold at three speech frequencies and the mean postopera-
tive air conduction threshold improved significantly by 2.8 dB and 16.6 dB compared with preoperative hear-
ing levels, Eighty-five our of 207 (41%) cases showed more than 53 dB improvement of the mean hone conduc-
tion threshold alter operation. The mean postoperative bone conduction thresholds showed significant
improvements at 1000Hz and 2000Hz but not 500Hz and 40001z In bone conduction thresholds of each mid-
dle ear disease. greater than 10 dB improvement rates after operation were as follows: chronic otitis media
552 (&, 6%), pars flaccid cholesteatoma 4743 (9. 3"0) otosclerosis 10-28 (35. 7%). chronic otitis media with tyni-

~”

panosclerosis 3722 (13.6%). tympanosclerosis 714 (28, 6%). ossicular malformation 314 (21, 4%), adliesive otitis
media 0713 (0%). pars tensa cholesteatoma 279 (22 ""n) congenital cholesteatoma 0:6 (0%). and secondary
cholesteatoma 276 (33.3%). At 6-12 months after operation, the mean postoperative bone conduction threshold
improved significantly by 1.7 dB compared with preoperative hearing levels. At more than 12 months after
operation. the mean postoperative bone conduction threshold improved significantly by 3 dB.

These results showed that the postoperative air and bone conduction thresholds improved significantly
compared with preoperative hearing levels in each middle ear disease, and postoperative air and bone conduc-
tion thresholds at more than 12 months after operations improved compared with at 6 ~ 12 months after oper-
ation. Thus. the evaluation of hearing improvement operation is recommended to examine air and bone con-
duction threshold at the same time at more than 12 months after operation.

Key words . bone conduction threshold. air conduction threshold, tympanoplasty,
stapes surgery. hearing gain
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The Miyazaki Newborn Hearing Screening (NHS) program : Results
and the Hearing Center for the Deaf in 2010

Miho SHIRANE, Mayo Y AMAMOTO, Kanako KONDO, Yuki NAGANO, Yasuaki USHISAKO™ ** and
Tetsuya ToNO*

*Department of Otorhinolaryngology-Head and Neck Surgery, Faculty of Medicine, University of Miyazaki,
Miyazaki 839-1692, Japan

“Hearing Center for Deaf, Department of Otorhinolaryngology-Head and Neck Surgery, Miyazaki Medical College
Hospital. Mivazaki 889-1692, Japan

The Miyazaki Newborn Hearing Screening (NHS) program comprises the Miyazaki NHS Center and the
Hearing Center for the Deaf. The Miyazaki NHS Center manages the infauts needing help from ENT specialists.
The Hearing Center for the Deaf is an intervention institute that supports the audiological amplification and speech
training of deaf children. A total of 10,324 out of 11,884 newborns (86.9%) underwent the NHS, and 56 (0.54%)
were judged to require closer examinations in 2010. Twenty—-one (0.2%) were diagnosed to have bilateral hearing
loss and needed to have speech training at the Hearing Center for the Deaf. Finally, 11 (0.1%) children were
diagnosed with severe hearing impairment and 8 of these 21 children started wearing hearing aids.
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Electrical Stimulation Test for Acquired Retrocochlear Diseases

in Cochlear Implant Candidates

Tetsuya Tono, Yuki Nagano and Takumi Okuda

(University of Miyazaki)

One of the problems in considering the indication for cochlear unplantation (CI) is the lack of a reli-
able retrocochlear function test when cochlear loss is combined with retrocochlear diseases. We have
used a promontory and/or an extratympanic electrical stimulation test (EST) as an exclusion criterion for
such candidates with a complete absence of auditory perception at any stimulation levels. The side for CI
surgery could be thus decided in case where a nonresponsive ear was found on one side. Bilateral abnor-
mal EST responses, such as “adaptation”, were found in adult auditory neuropathy patients whose per-
formances with Cl were suboptimal. Bilateral absence of the EST response was found in a patient with
superficial siderosis. On the other hand, we have experienced a patient with hypertrophic pachymeningi-
tis, who showed distinct responses both to preoperativeEST and to electric stimuli during mapping but
no speech perception at all with the activated implant. It is concluded that a positive EST may be a nec-
essary condition for open-set speech recognition but still be insufficient to indicate that a given patient

will have an optimal performance with ClL.

Keywords : retrocochlear diseases, cochlear implantation, electrical stimulation test
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