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A case of mitochondrial DNA A3243G muta-
tion presenting with renal complications
and hearing impairment as the main clini-
cal manifestations.

Ayumi Tkenoue”, Yuki Nagano”, Yasuaki Ushi-
sako”, Keiji Matsuda”, Tetsuya Tono®,
Shouichi Fujimoto? '

YDepartment of Otolaryngology, University of
Miyazaki

Department of Hemovascular Medicine and
Artificial Organs, Faculty of Medicine, Univer-
sity of Miyazaki

A 33-year-old woman with proteinuria was ad-
mitted to our hospital for a renal biopsy. She had
suffered from slight hearing impairment since she
was 15 years old. Pure-tone audiometry revealed
bilateral mild sensorineural hearing loss. Although
renal biopsy revealed evidence of IgA nephropathy,
the clinical features of this patient were not typical
of this disease, as the proteinuria was not associated
with hematuria. Genetic analysis of mitochondrial
DNA revealed the A3243G mutation. Electron—mi-
croscopic observation of the kidney biopsy speci-
men revealed abnormal structures of the mitochon-
dria. When we see patients with sensorineural
hearing loss associated with unexplained protein-
uria, this type of mitochondrial disease should be
considered in the differential diagnosis, even in the
absence of a history of diabetes mellitus.
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Imaging of ear disorders seen from a viewpoint of treatment.

Department of Otolaryngolo_gy, Kobe City Medical Center GenéralHospitaI

Yasushi NAITO, M.D.

Textbooks on medical imaging usually show key images for diagnosing a certain disease,

but seldom describe its treatment and prognosis leaving them to clinical or surgical text-

books. We encounter many patients and diseases during our clinical practice. Each disease

has its unique etiology, diagnostic process, treatment and its result, which cannot be under-

stood well without seeing the stages after the diagnosis. A viewpoint of treatment is, thus, es-

sential for clinically appropriate imaging diagnosis. This article reports cases of infectious and -

inflammatory ear diseases, temporal bone traumas and inner ear anomalies, in which not only

their diagnostic key images but also their treatment findings and prognoses are described

and discussed.
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Fig.1 CT and MRI of sigmoid sinus thrombosis
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Fig. 3 Follow-up CT and MRI of petrous apex
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Fig. 4 Brain and temporal bone CT of severe
head trauma
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A Case of Delayed-onset Sensorineural Hearing Loss
with Congenital Cytomegalovirus Infection

Mieko Yoshioka
(Kobe City Pediatric and General Rehabilitation Center for the Challenged)

Yasushi Naito
(Kobe City Medical Center General Hospital)

Sensorineural hearing loss (SNHL) due to congenital cytomegalovirus (CMYV) infection can either be
present at birth or develop later in life. We report a 3 years 7 months old boy who gradually developed
speech until 3 years of age, but later showed no responses to verbal stimuli.

He was first referred to our clinic for the evaluation of motor delay at 9 months of age and was found
to have left hemiparesis. Brain MRI revealed polymicrogyria in the right frontal region. Epileptic seizures
began at the age of 13 months. Verbal development was assessed annually using intellectual function
testing. He responded to his name at 9 months of age, and imitated words and pointed to objects when
asked at 21 months. He could speak several words at 34 months of age. However, around 3 years of age,
he stopped saying meaningful words. Audiologic evaluation revealed severe SNHL at 3 years 7 months
old. There was no family history of hearing loss, past medical history of ototoxic medications or bacterial
meningitis, or craniofacial/auditory anomalies, as possible factors related to the hearing loss. At the age
of 7 years 5 months, examination of a dried umbilical cord specimen revealed the presence of CMV DNA.
Thus, this patient was diagnosed as having delayed-onset SNHL with asymptomatic congenital CMV
infection.

A prospective study is necessary for early detection of delayed-onset SNHL in patients with
asymptomatic congenital CMV infection. Testing for the presence of CMV DNA in' neonatal urine is
performed in cases in which pregnant women are seronegative for CMV-IgG antibody or seropositive for
CMV-IgM antibody during the first trimester of pregnancy. Infants diagnosed as having congenital CMV
infection are evaluated by a newborn hearing screening test, head CT, ophthalmologic evaluations, and
intellectual function testing. Follow-up hearing assessments are performed by both the auditory brainstem
response and behavioral audiometry.

' Keywords : delayed-onset, sensorineural hearing loss, congenital cytomegalovirus infection, intellectual
function testing, dried umbilical cord
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