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Audiological Findings of Congenital
Ichthyosiform Dermatosis with
Sensorineural Hearing Loss

Tae Hee Han, M.D., Jin Taik Chei, M.D.,
Kwang Hyun Kim, M.D., Chan I1 Park, M.D.

Department of Otolaryngology, College of Med icine,
Chung Nam National Univ.

The ichthyosiform dermatosis is consisted
of a heterogenous group of hereditary disor-
ders.

Authors report a case of 26 year old female
patient who has congenital ichthyosiform
dermatosis associated with sensorineural he-
aring loss, neovascularization of cornea,
partial alopecia and abnormalities of nails
and teeth.

The audiological findings of this patient
were as follows:

1. Bilateral severe sensorineural hearing
loss.

2. SISI scores : 1009 at 1, 000Hz and 4, 000
Hz on both ear.

3. Tone decay test : 25 dB decay at 1,000
Hz and 4,000 Hz respectively on both ear.

4. SRTs:85 dB on both ear.

5. Speech discrimination scores : 80% at
95 dB hearing level(MCL) on both ear.

With above results, cochlear lesion is sus-

pected in this syndrome.
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Proximal Symphalangism and Congenital
Stapes Fixation

Department of Otolaryngology, College of
Medicine, Seoul National University

The combination of congenital stapes fix-
ation and proximal symphalangism has been

described in several kindreds. It exhibits.
autosomal dominant inheritance.

A patient, 11-year-old female,
partment of otolaryngelogy of SNUH in De-
cember, 1980. Her complaint was bilateral.
hearing loss since birth. Physical examina-
tion revealed fusion of proximal interphala--
ngeal joints of both 4th and 5th fingers.
Tympanic membrane was normal. Temporal.
bone X-ray was normal. Pure tone audiog-
ram revealed about 60 dB conductive loss
with horizontal curve. On exploratory tymp--
anotomy of right side, bony fixation of sta-
pedial footplate was found. So, stapedectomy
with connective tissue wire prosthesis was

visited de-

performed. As a result, marked improvement
of hearing was obtained with 5 dB A-B gap
on operated side.

Radiographic Evaluation of Adenoidal
Size and Assessment of Impedance
Audiometry in Children

Ju II Kim, M.D., Chul Woo Kim, M.D.,
Byong Hee Lee, M.D., Kyung Doo Chun, M.D..

Department of Otolaryngology, Presbyterian
Medical Center, Jeonju, Korec

Tonsillectomy and adenoidectomy are the
most common operations in the ENT f{ield.
Recent emphasis on careful selection of pa-
tients for these procedures derives from con-
cern for complications of surgery, as well
as the immunologic and anatomic functions
of tonsils and adenoids.

Adenoidectomy can relieve nasopharyngeal
airway obstruction caused by enlarge aden-
oids, and can prevent complications such as
heart failure and recurrent or chronic otitis

media.
We researched 117 cases of tonsilloadenoi-



