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Fig. 1. Preoperative hearing test. Pure tone audiogram showing total deafness on both ears (A). Auditory brainstem response showing
no response on both ears (B).
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1: Patient (POU3F4)

Fig. 2. Images of temporal bone CT
(A, B and C), temporal MRI (D) show-
ing an incomplete partition Il anom-
aly. The white arrow indicates fistu-
lous connection between the basal
turn of the cochlea and internal au-
ditory canal (IAC)(A). Shows incom-
plete turn of the cochlea (B). Shows
bulbous dilatation of the IAC (C and
D).
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2: Patient's mother
3: Male normal control

4: Female normal control

N: Negative
AL359972 79120 Fig. 3. Deletion analyses of the Xq21
. region. PCR performed using the
Chrx 82560 DXS 995 primers indicated (A). Schematic
Chx 81515 Chrx 81550 SHGC 86167 sHGC 83191| representation of the Xq21 region.
] | [ | Ll /21 Dotted lines represent the regions
%0 KD 24 that are deIete;d in t.he patients. Eﬁm-
203K ers and physical distances are indi-
B J;?(,USZF z) cated as bars and numbers (B). PCR:
polymerase chain reaction.
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Fig. 4. Postoperative modified Stenver’s view (A). Temporal bone
CT shows that the electrode is inserted in the basal turn of the co-
chlea (B). Cochlear implant-aided pure tone audiogram two years
after the cochlear implantation (C).
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