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] - Allelic syndromic
M, Giene Mutated protein Ay SMHL AR SNHL chromosomal SNHL
1 ACTGI Gamma actin-1 DEMAZ026 nr nr nr
2 CDH23 Cadherin-23 fr DFNBI2 nr Usher syndrome 10
k] CLDM]4 Claudin-14 nr DFNB29 nr nr
4 COCH Cochlin DFNAG nr nr nr
5 | COLI1AZ Collagen-11A2 DFNALZ nr nr Stickler syndrome
(4] DFMAS DFMAS DFNAS nr nr nr
Dieafness-dystonia Mohr-Tranebjaerg
7 DDPl peptide nr nr DFK syndrome
9 DIAPH1 Diaphanous DFNAL nr nr fr
Dentin-sialo-phospho- Dentinogenesis
10 DSPP protein DFNA39 o e imperfecta | syndrome
11 ESPN Espin fr DFNB36 nr fr
12 EY A4 Eye absent-4 DFNAILD nr nr nr
13 | GIB2 Connexin-26 DFNA3 | DFNBI nr KID syndrome,
Yohwinkle's syndrome
14 | GIB3 Connexin-31 DFNA2 # nr HIH with peripheal
neuropathy
15 | GIB6 Connexin-30 DFNA DFNBI nr KID syndrome,
Clouston syndrome
16 KOO Potasssium channel DFNAZ nr nr nr
17 MYO1A Myosin-1 A DFNA4E nr nr nr
15 | MYO3A Myogin-3A nr DFNBIO nr nr
19 MY O Myiosin-6 DFNA22 DFNB3T nr nr
20 | Myora | Myosim hﬁ"”““’“‘ DFNALI DFNB2 nr Usher syndrome 1B
21 | MyHo | Myosin ]“IT";:’H"“"“' DFNA17 nr nr Fechtner, Sebastian,
22 | MyHia | Myosin hﬁ“‘“h“"f" DFNA4 nr nr r
23 MYO15 Myosin-15A nr DFNB3 nr nr
24 OTOA Otoancorin nr DFMB22 nr nr
235 OTOF Oioferlin nr DNFBS nr nr
26 | PCDH15 Protocadherin nr DFNB23 nr Usher syndrome
27 PDZ Whirlin nr DFNB3I nr nr
POU3F4 transcription Stapes gusher
28 | POL3F4 Factor nr nr DFM svidtome
29 | POU4F3 | POU4F3 transcription DFMALS nr nr nr
30| SLC26A4 Pendrin D5 nr DFNB4 nr Pendred syndrome
31 | SLC26AS Prestin nr DFNBx nr nr
32 STRC Sterencilin nr DFNBIG fr fir
33 TECTA Alpha-tectorin DFMAS2 DFMB2I nr nr
34 | TFCP2ZL3 Transcription factor DFNAZE nr nr nr
35 | ™ | T ““;“;‘;“9“5“" DFNA36 | DFNB7/11 ar e
Tm inner car expressed
36 TMIE protein nr DFNBG nr nr
37 | TMPRSS3 Tm serine protease nr DFNBED nr nr
38 USHD Harmonin nr DFNBI1S nr Lisher syndrome 1C
39 WFS1 Waolframin DFNAG/14/38 e nr Wolfram syndrome
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Loeus Name : Gene Screening
(OMIM link) Location (OMIM link) Markers Most Important Reference
DFNEI 13gl2 GIB2 D3S175, DI3S292 Guilford et al., 19094
Kelsell et al., 1997
DFNB2Z 11gl3.5 MYOTA DI11S4081, D115906 | Guilford et al.,. 1994
(See Mote 1) Liu et al., 1997
Weil et al., 1997
DFMB3 1 7Tpll.2 MYO15 DI752196, Friedman et al., 1995
DIT7SZIET Wang et al., 1998
DFNBY Tg31 SLC26A4 D75496, DTS52459 Baldwin et al., 1995
(See Note 2) (See Note 2) Li et al., 199%
DFMNBS l4gl2 unknown D45286, DI45579, Fukushima et al., 1995
{See Note 3) D14S301
DFNB& Ipld-pil TMIE D351767, D353647 Fukushima et al., 1995
Maz et al, 2002
DFNBT 9gl3-g21 TC1 D301, DOS1ETH Jain et al., 1995, Kurima
et al., 2002
DFNBS 21q22 TMPRSS3 D2151260, Veske et al., 1996
{See Note §) D2151259 Seott et al_, 200
DFNBES 2p22-p23 OTOF D2S158, D25174 Chaib et al., 1996
{See Mote 4) Yasunaga et al., 1999
DFNE D Xlg223 TMPRES3 see DFNBE Bonné-Tamir et al., 1996
{See Mote &) Scott et al., 2001
DFMNEBILI 9q13-g21 T™MC1 See DFNBT Scott et al., 1996, Kurima
(see DFNBT) et al., 2002
DFNEBL2 10g2ig 22 | CDH23 D0s537, DI0S1432 | Chaib et al., 1996
(See Mote 1) Bork et al., 2001
DFNBI13 | 7q34-36 unknown | D781824, D752513 | Mustapha et al., 1998
DFNB14 Tg3l unknown D75554, DTS515; Mustapha et al., 1998
DT752459
DFMBI1S 3q21-q25 unknown D3S1764, D351744, | Chen et al., 1997
(See Note 5) 19p13 D3S1605, DI9S216,
95406, DI19522]
DFNBIA 15924 22 | STRC 155994 D15SA59 Campbell et al., 1997;
Verpy etal., 2001
DFHNBIT Tg31 unknown D7S501, D7S692 Greinwald et al., 1998
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DFNBI& 11pl4 15.1 | USHC D 115902, D1152368 | Jain et al., 1998; Ouyang
(See Mote 1) et al, 2002; Ahmed et al,
2002
DFNB19 18pl1 unknown D185452, D18SE43 The Molecular Biology of
Hearing and Deafness
meeting Bethesda,
October 8-11, 1998
{Green et al., abstract 108)
DFNB20 [ 11925 gter | unknown | D115968, D1152359 | Moynihan et al., 1999
DFNB21 11q TECTA D1158925, D1154464 | Mustapha et al., 1999
DFNB22 | 16p12.2 | OTOA | D1653046, D165403 | Zwaenepoel et al., 2002
DFNB23 10p11.2- PCDHI15 D1051762, Ahmed et al, 2003
(See Mote 1) q21 D10S1227
DFNB24 1123 unknown D1152017, Richard Smith,
(See note 6) D115908, unpublished
D1151992
DFNB25 4pl15.3-q12 | unknown D452632, D45S405, Richard Smith,
D45428 unpublished
DFNB26 4931 unknown D45424, D451625, Riazuddin et al., 2000
(See note 9) D451604, DIS2E]S,
DIS1619, DIS1165
DFNB2T 2q23-g31 unknown D252307, D252314, | Pulleyn et al., 2000
D25148
DFNB2& 22q13 unknown D2251045, Walsh et al., 2000
(See note 7) D225423, D225282
DFNB29 21922 CLDNI14 D2181252, Wilcox et al., 2001
D215168
DFNB30 10p12.1 MY O3A D1051749, Walsh et al., 2002
DI1052481
DFNB31 9q32-q34 WHRMN D98302, D9S1776 Mustapha et al, 2002
Mburu et al, 2003
DFNB32 1pl13.3- unknown DIS2R19, D15495, Masmoudi et al, 2003
22.1 DIS3723
DFNB33 9q34.3 unknown D951826, D9S15E, Medlej-Hashim et al, 2002
DUSIR3R
DFNB34 | | | reserved |
DFNB35 14q24.1- unknown 145258, D14577, Ansar et al, 2003
24.3 D14853
DFNB36 | 1p36.3 | ESPN | D1S2870, D1S214 | Naz et al, 2004
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DFNB37 [ 6q13 | MYO6 | D6S1659, D6S1031 | Ahmed et al, 2003

DFNB38 | 6g26-g27 | unknown | D6S1599, D6S1277 | Ansar et al, 2003

DFNB39 7qll1.22- unknown D752516, D752204, | Wajid et al, 2003
g21.12 D75644

DFNB40 22q unknown D225686, Delmaghani et al, 2003

D2251174,
D2251144

DFNB41 reserved |

DFNB42 3ql13.31- unknown Aslam et al, 2005
q22.3

DFNB43 | | | reserved |

DFNB44 Tpl4.1- unknown Ansar et al, 2004
qll.22

DFNB45 | | | reserved |

DFNB46 18pl1.32- unknown Mir et al, 2005
pll1.31

DFNB47 | | | reserved |

DFNB48 15g23 unknown Ahmad et al, 2005
g25.1

DFNBE49 5q12.3- unknown Ramzan et al, 2004
ql4.1.

DFNB50 | 12q23 | unknown | |

DFENB51 | | | reserved |

DFNB352 | | | reserved |

DFENB53 | 6p21.3 | unknown | | Chen et al, 2005

DFNB54 | | | reserved |

DFNB3535 | 4912-q13.2 | unknown | | Irshad et al, 2005

DFNB56 | | | reserved |

DFNB37 | | | reserved |

DFNB358 2ql4.1- D282970, D25112 R. Smith, unpublished
q21.2

DFNB59 | | | reserved |

DFNB60 | 5q22-g31 | unknown | D55404, D581979 | R. Smith, unpublished




