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del(GJB6-D1351830):

F1: 5>CACCATGCGTAGCCTTAACCATTTT-3’
R1: 5-TTTAGGGCATGATTGGGGTGATTT-3’
del(GJB6-D1351854):

F2: 5’-CAGCGGCTACCCTAGTTGTGGT-3’
R2: 5-TCATAGTGAAGAACTCGATGCTGTTT-3
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F3: 5’-CATGAAGAGGGCGTACAAGTTAGAA-3’
R3: 5’-CGTCTTTGGGGGTGTTGCTT-3’
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, DFNB3 A Je A J&/ 4(Short tandem repeats)
-DFNB7/11 .DFNB4
5CX26 05 sl Ligr sy s Sl 4 g0
S sn oo 5 4 3 b 51 CX30 sle Lol
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438 bl sle iy, 4 PCROY pamme

L0110y sT op 05 oS ,8)

{CX30) GIB6 *{LUAY [Exy EZR~UE T+€]

» D13S1854 5 D13S1830 (sl Cod>

RN oy o:‘j\:’- JA )‘ JL@.;.! d.g_v. Js‘-l:— S

BN .u\ibjf oslatul 2 9 Cuie J 8 JIPCR s

()Y) A& o3lizel PCR (Multiplex PCR) 257,

Ml{@“}iscﬁgasl@u! sy sl sl s
:(VFAY)


www.sid.ir
www.sid.ir

OLBs )8 LD ol tazo

Simwalk version 2.91 4 Superlink versionl.6 jl . ;
H 3 A 0550, 50 oS58 Sl A el
358 (o535 dhe Sy G pmen b 3 5
oA el S M Gl s i (Sss el
S S (55 4o seme) Gshle s A3 S
Haplopainter version 029.5. ,/ 3! ST L () gloes

b a8l

GJB6 AIB2 EZAf{SA fANATL €] Ef¢

3552 ARNSHL oi Y g geme Sl

A3 CX26 05 5 Ligr lols o,omd § candlas
GIB6 0 s Code oy coliledl 02 Yoy
Sl O 3 31 31 (1 ol S3 4 03Y 5 8 pln]
S5k e WYY amb s (o3, ,1 AL, GIB6

S

ST SR B COR U | TSR PRC N, 0 S KAV
g L3l s 7 4l 55 del(GIB6-D13S1830)
Cib i 0FF a4l 5 del(GIB6-D13S1854)

paﬁ;,pdﬁaﬁe&.»}_?@w\_»m

¥4 eSS 05 s Blm 93 g 3 030l g
i b i) gl 53b L gl el gl s GIBG
TA dal Jo STy 5 655 2 (ARNSHL) o ghta
sl ol 3) o 50 Sl (o i 6T S )
S5 oy ot S T (ONA Gt PCR 257,
G i TYY I 3 5 (del(GIB6-D1351830) )
S GIBB O pee g L

A
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[ ] O

117 120
D9S1799 67.93 2 3 1 3
D9S301 67.93 1 2 3 2
D9S1806 67.94 1 2 3 2
D9S1837 67.94 1 1 2 1
D9S1124 67.94 2 2 1 2
D9S1876 67.94 3 1 2 1
D9S769 67.94 2 W3 1 3
115 116 118 119
D9S1799 6793 3l 3 Y 1 K Y 1 K 2 3
D9S301 67.93 2 2 2 2 2 2 22
D9S1806 67.94 2 2 2 2 2 2 1 2
D9S1837 67.94 1 1 1 1 1 1 1 1
D9S1124 67.94 2 2 2 2 2 2 2 2
D9S1876 67.94 1 1 1 1 1 1 3 1
D9S769 67.94 3 3 3 3 3 3 2 3
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Background and aim: The incidence of prelingual hearing loss (HL) is about
1 in 1000 neonates of which, more than 60% of cases are inherited. Non-
syndromic HL (NSHL) is extremely heterogeneous: more than 100 loci have
been identified. The most common form of NSHL is the autosomal recessive
form (ARNSHL). Here, we have investigated CX26 (GJB2) and CX30
(GJB6) gene mutation and linkage analysis of 3 known loci in Iranian
families.
ICorresponding author Methods:. A cc?hort of 36 big ARNSHL pedigrees .from 7 provinces of
Cellular and Molecular Iran was investigated. All of the families were examined for th@ presence
. of GJB2 and GJB6 (del D13S1830 and del D13S1854) mutations using
Research Center M_edlcal direct sequencing and multiplex PCR, respectively. The negative
Faculty. Rahmatieh, mutations pedigrees for the above- mentioned mutations, were then tested

Shahrekord, Iran. for the linkage to the 3 known loci, including DFNB3(MYO7A),
Tel: DFNB4(SLC26A4) and DFNB7/11(TMC1), using STR markers and

0381-3346692 conventional PCR and PAGE.
E-mail: Results: Six families had GJB2 mutations. No GJB6 mutation was found.
mchalesh@yahoo.com Totally, 3 families showed linkage to DFNB4 and 1 family was linked to
DFNB7/11.

Conclusion: DFNB1 (GJB2) and DFNB4 are the main causes of ARNSHL
in our study samples and GJB6 mutations are apparently absent in the
Iranian population.

Keywords:GJB2 (CX26), GJB6 (CX30), Hearing loss, Linkage Analysis.
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