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Abstract  Objective: To investigate imaging and audiology features of temporal bone and analyze the classification
and prevalence of inner ear abnormalities in children with sensorineural hearing loss. Method : Children who were diagnosed
with sensorineural hearing loss were examined by high resolution CT and the inner ear fluid of MRI. And each chart was
retrospectively reviewed to determine the imaging and audiology features. Result: There were 125 patients(232 ears) found
with inner ear malformation in 590 children with SNHL. About 21. 71% of the inner ear malformation occurred in severe
and profound hearing loss ears, and 12 85% occurred in r moderate hearing loss ears. The inner ear malformation rate in
normal hearing ears were 13, 59 %. Conclusion;: CT and MRI examinations of temporal bone are important diagnostic tools
to indentify inner ear malformations. Inner ear malformations are almost bilateral and hearing loss are profoud. Cochleo-
vestibular malformations and large vestibular aqueduct are the 2 most frequent deformities. Among the children with
SNHL,deformity rate in the severe and profound hearing loss ears is higher than that in moderate hearing loss ear. Inner
ear malformations can exist in people with normal hearing.
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Abstract Objective: To investigate the mutation characteristics of common deafness gene from 127 non-syn-
dromic hearing loss patients in Guangxi province. Method: Deafness-related gene mutations detection kit was used
to detect 15 mutation sites in four deafness-associated genes,and a total of 127 hearing impaired patients were test—
ed. The samples that could not be diagnosed with DNA microarray were subjected to PCR and sequenced to detect
other mutations. Result: Among the 127 patients with non-syndromic deafness, the total mutation rate is 8 66 %
(11/127) ,including GJB2 235delC homozygous in 3 cases (2. 36%), 235delC single heterozygous mutation in
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