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Clinical Question H¥K
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1. BaT2HOER

Clinical Question
BB TFRZED LB R DD
[#He3E3r]

BERAAIC L, HA 1000 A2 1 AOFIETEEHEEENM EEN TS S, 205
B 50%INELEFREE L TCWA LEEINTWD, 0k D R RIEEEEDIAMT b 1% R
BE, ETHEOEREDO I L BEHEOHEAEEN TV L AREMEN D 5,

IR L Vo Th, BECKEC, BRORBRE, B#TOEAV., £FRBEHER - ADHE.
RERRAThD, BETEW CERICEEORRZ DEZ L DI LITL Y, FOHBEOREE
DFIR, HREOFHR TR, 5B ERIINDFRRECHHEMELRELHBTH LN TE
D AEREMED B,

[#z7k]

Pendred JEMRELITBEERBO— DT, HREAKLELEHN TH D SLC26A4 BI-FER
NERTHD, ZOBEGCTFERIT, IBEEEOREKBENECREE LEZ BN TS, £
ITAERMEHFECRIE L, BT TRET IO EVERE 2T 5, Pendred JEFEREDEE. /I
IRHACARE R ARAE-C R IR IR TIEZ B X B LT B 2 ¢ B8 o T\ 5, (7=, FEERS}
ERA MR, BB LV FRTEROBERALNDZENDH D, ZDLIIC, B-Fe
WiEiT5>F T, WERTTHIFRZIMY R ERARET, TMRRBRBORBICK L
TEHNOHIEEZID Z L AL/ > TL 5,

[ciR]
1Kimberling WdJ. Hereditary deafness Am J Med Genet. 24:121-2,1999
2)Everett LA, Glaser B, Beck JC et al. Pendred syndrome is caused by mutations in a
putative sulphate transporter gene (PDS). Nat Genet. 17:411-22.1997

[#2x]
WA FEFH
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2. BaTRHOBEL

Clinical Question |
ED XD RIEFIPBIZFRBT OBISIZR D E3H
[#E5231]

FERBRIB S O 5 BERVER], R KEIERZ M S BRESIIRCEIS 2B 5, o, HEV
ERETOHIES. 0P CHRmERELN CEREMICKFEELZ R 40, EITRS
LIS LT W EEIE FICERRETTH b IS Th 5, BIEKEIERZ LS /NEEERERE S <
T, FRBEIIRIERE L TORVEFANE L SHBTRIL 2 2RB0BEICOVWTOERER
BFHREZZ CERVEILTH B,

(]

Pendred JEMRRE & AIEEKEILR % 5 BRVEF O REBEFIX, & bICF—0 PDS #ETF
(SLC26A4 #IET) THHZ L SHE SN TV 5, Pendred JEMFRE b BIEA B2 M 5 B
BOEGb, BARIEHEREL CETMICAREEERO 5 b ONMIHIT, FHTHES SR
B LR 0L, ©F, BEOEITNEDN TV 5, Pendred EEREODUTENE, B
B8 & FIRERIE, 5 — FABILIEE ( Perchlorate MUHRBREGME ) NHBEF BN TVB23, B
RN IX R ARIE Z D 72 5|2 Perchlorate fHRBREMFIOHE S H Y, PDS BETF
(SLC26A4 BInT) ZROFEWEHGRT D Z L BWT LEE L 225, B FIRIRIEIT 10 5L
BeTOHENZE L, D 7/NREITIIRTE FIRIRIEZ Z0E L TR0, ki BORIREE
FAOTRNELRT = & CREFCANCERFBEL, BHRE - WISATIRICR 5, $78
IEF2WEITH 2 & T, BERITHES 2% L L THEDOLEERD T VO HE., HEENETT S
ATREMES B = L bBBICE | AARCIER A MET 5 2 L A TR 5, Hio, BEABEICES
LIeBEDATINEDEMENRENTWD Z & bARRFERE L CREESAANCEST
BZEMTES,

[cik]
DHRE B, EBEEN. BE B BB AREKEIEARE- Ly NEERE O
Bf% - HAREZEHH 2008 ; 4131 : 9-14
2)Tsukamoto K, Suzuki H, Harada D, et.al.: Distribution and frequencies of
PDS(SLC26A4)mutations in Pendred syndrome and nonsyndromic hearing loss associated

with enlarged vestibular aqueduct: a unique spectrum of mutations in Japanese. Eur J
Hum Genetics 2003 ; 11(12) : 916-22

(4]
A KRET
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3. Bi=FREOLE

Clinical Question

Pendred JEIEEEDOBIZFZHIICIZED X 9 foi‘ﬂa{ﬁ%*ﬁﬁﬁh \Eﬁ
[#EEC]
xtgE DS ) 5 DNA O SLC26A4 B FOETXY v 21 =XV V) B J:U%:nﬂ% / NZ))
;<7°7/( AEL (XY v OBERICERT S 10-20 EEDA » tr ) % PCRIETER
ei%rba L. %@ﬁ%ﬁaﬂ % HE LY — 27 =P —ick Y %ﬁeﬁﬁ“é ms‘%me;%w; 5,

[ﬁ@?ﬂ
Pendred JEfERED KERS X SLC26A4 B FOEENFRTH D (Everett et al 1997) =
ARANTIE H723R (2168A>G) L WO ERDHENH WA, LU H %ﬁ*iﬂ@%{%#
SLC26A4 BETFDIFIEETXF YV EZDX Y UV DRAT T A AEMLITIAEIZHMHM L TND
(Tsukamoto et al., 2003), Z D= OMERZEOZDIZIZ, KBEETFOLETX Y V/BLU%
~m%//@x774Z%ﬂ@ﬁ%ﬁﬂ%&i#é%%#%éue@ﬁ$TMTO&6wwﬁﬁ
DY I UPETHDWVIIREDBREKETCTERE L TWLERITRETERY, DX 5%
CEREPBRHTAZDICE. EEK PCR. MLPA(multiplex ligation-dependent probe
amplification). CGH(comparative genomic hybridization) 7 L 72 KO FERFV NS,
7272 L SLC26A4 B F TIXZ DL 5 RERIIBD THTH S (Pera et al;, 2008),
RPN DFEE LTRERELIRZMTHERREL LT, BEDEEDLEMEITT D
FHERS D, £z, A7 UV —=227¢ LTJAdHPLC (denaturing high performance liquid
‘chromatography) 2 L3 ~7T v ZAEHOKRHEEZ A WS HEDH DX SSCP (single strand
conformation polymorphism)iZ L5 —AEHa VR A= a VEROBRHER WS FIEIZLD
BEEPROTEEEOHIERRSNZRET MR H B, :

[ciR]
1)Everett LA, Glaser B, Beck JC, et al. Pendred syndrome is caused by mutations in a
putative sulphate transporter gene (PDS). Nat Genet 1997 17(4):411-22.
2)Tsukamoto K, Suzuki H, Harada D, et al. D1str1but10n and frequencies of PDS
(SLC26A4) mutations in Pendred syndrome and nonsyndromic hearing loss associated
with enlarged vestibular aqueduct: a unique spectrum of mutatlons ind apanese Eur J
" Hum Genet. 2003 11(12):916-22. ' g
3)Pera A, Villamar M, Vi&ntilde;uela A, et al. A mutational analysis of the SLC26A4 gene
in Spanish hearing-impaired families provides new insights into the genetic causes of
Pendred syndrome and DFNB4 hearing loss. Eur J Hum Genet. 2008 16(8):888-96.

EE)
Ak ERE
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3. BTRUTOHE

Clinical Question
Pendred JEEREDBLETFHREIZE D L 5 223 B2 AV 5 0
[#E3ExC]
FERIMBRMLIZ XV MiREUR & BRER, MERSTEEIC X 0 BBk E 72 1T B kiiRa (U o Bk & BEk)
ZEUL, £LTT7 =/ —)v—7aaiVAER EOFETDNA 2 L CEEFREORE
ETDONRHEERTH D,

[fEa]
DNA FFRMN S5 7=/ — A —7uaa RV AhE2ZAVWTHET 2008 EETH S
(Grimberg et al., 1989), KBEFHFTOLTHIUIZ 2mlIEE (HDHWVITFNLT) D&M
THAFRETH L, MIKPEET S & +47 DNA 2E 572z, EDTA 7 K oHugEEH|
ERMLUZBRLEZRAVD, E7, SRMICEEMA 2305 L ROEIC AN DENCEERBLTL
FV, TORICHERFISERALTCHLIEE SR\, BREATILERD S,

[sziR]
Grimberg J, Nawoschik S, Belluscio L, McKee R, Turck A, Eisenberg A. A simple
and efficient non-organic procedure for the isolation of genomic DNA from blood.
Nucleic Acids Res. 1989 Oct 25;17(20):8390.

[#E4]
MK ERE
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3. BR=T2WolE

Clinical Question

Pendred JEfEFEO B FREBRIZED X S LHEU/UEé?}’LZ) 0)753
[#E3E ]
- XREF D SLC26A4 Bin T DEERFSIZFH LT, Pendredfﬁﬁ%i%?l%fé. @"Eﬁe@ﬁ‘m%

DITOEEZLVHETT D, 20X RERN 2 OOIMMERLET (7 L) IZHE Pendred
EERHEORRE & 725,

YU EEHE R OB WIEICFIZET S, 1) BERRECTEORENRBZ|EEZ T2

RENTWS, 2) 1D Pendred JEFEELEFE TIH Lwiﬁwﬁwéi’bflﬂé 3) %‘?ﬁ@ﬁyfw’r
BCehsd (BEICBRICEBDVEREANEDOLND), 4) 100 ABREOERHMBEMIIED
BNRWHERERTHD, b) BEREAOMENKRBEZSIESETRELZRD,
- RBERBERIITEERROEROMERYET S, 1) BaFEEORE, U/ AE
B V=LAV T7h, 2) A2 brrOllildh3RFES GT-AG 22{LSEHEE, 3)
B 54EYFED SLC26A4 BEETOBMTREINTWAT IV BEELIELEE, 4) R
TR T X BERE (BT /@75%#@&7 JB~DBEWZE), THh5D,

[fg#)]

Pendred fERREILHE Ytalk s r_%zg{f:ﬁ BChHD, o T D7z SLC26A4 :ﬁ{zﬁ“ﬁ 2 DOXILE
f5F (T VL) WZERRHDE Pendred ERBHOREE LR S, EBEITIX, ZNETOWEHAD
Pendred fEMEEEEBE O SLC26A4 BIEFOMETTIX, 100%T2 7 1//1/ WCERBPBEO NI &
WHRERHH DA (Pryoretal, 2005), 35%72% 2 7 Lk, 30%A 17 Lk, 34%%30 7 L v
EWV O FER (Azaiez et al., 2007), BENGT% N 2T L, 33%B 0T LW R (Pera
et al., 2008) H&H Y. HAA Pendred SERRFHEE TIL 91%252 7 Lk, 9%230 7 Lb &L
IFERTH o7 (Tsukamoto et al., 2003), 2 7 LV TEENRED LILAHEED 100% T2V
=T E _ﬂﬁg@*ﬁﬂf’cmﬁéh'm\&b\j’u%— —HEI S BT A v b R DETER X
TIA RELICE RN H B, F721% SLC26A4 BE T LIS Pendred fEERE D REBIE T3 H
BEVWIBMANTE B, A%, SLC26A4 BETFO~T S L FOXI1 BEFH 2V
KCNJ10 B FO~T uBEE DO ZE~T S ThH Pendred SEERHDRER 25 Z L AL
& 72 o7 (Yang et al., 2007, Yang et al., 2009),

[ciR]
1)Pryor SP, Madeo AC, Reynolds JC, Sarlis NJ, Arnos KS, Nance WE, Yang Y,Zalewski CK,
Brewer CC, Butman JA, Griffith AJ. SLLC26A4/PDS genotype-phenotypecorrelation in
hearing loss with enlargement of the vestibular aqueduct (EVA):evidence that Pendred

syndrome and non-syndromic EVA are distinct clinical andgenetic entities. J Med Genet.
2005 Feb;42(2):159-65.

2)Azaiez H, Yang T, Prasad S, Sorensen JL, Nishimura CJ, Kimberling WJ, Smith RJ.
Genotype-phenotype correlations for SLC26A4-related deafness. Hum Genet. 2007
Dec;122(5):451-7.

3)Pera A, Villamar M, Vi&ntilde;uela A, Gand&iacute;a M, Med&agrave; C, Moreno F,
Hern&aacute;ndez-Chico C. A mutational analysis of the SLLC26A4 gene in Spanish
hearing-impaired families provides new insights into the genetic causes of Pendred
syndrome and DFNB4 hearing loss. Eur J Hum Genet. 2008 Aug;16(8):888-96.
4)Tsukamoto K, Suzuki H, Harada D, Namba A, Abe S, Usami S. Distribution and
frequencies of PDS (SLC26A4) mutations in Pendred syndrome and nonsyndromic hearing
loss associated with enlarged vestibular aqueduct: a unique spectrum of mutations in
Japanese. Eur J Hum Genet. 2003 Dec;11(12):916-22.

5)Yang T, Vidarsson H, Rodrigo-Blomqvist S, Rosengren SS, Enerback S, Smith RJ.
Transcriptional control of SLC26A4 is involved in Pendred syndrome and nonsyndromic

30



enlargement of vestibular aqueduct (DFNB4). Am J Hum Genet. 2007 Jun;80(6):1055-63.
6)Yang T, Gurrola JG 2nd, Wu H, Chiu SM, Wangemann P, Snyder PM, Smith RJ.
Mutations of KCNdJ10 together with mutations of SLC26A4 cause digenic nonsyndromic
hearing loss associated with enlarged vestibular aqueduct syndrome. Am J Hum Genet.
2009 May;84(5):651-7.

[#]
fak R
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4. BEETFREROBREA

Clinical Question | e T
BIEKEVEROZEROW=b L, E LB FRETLINLEND D
D
[He2#c]) ;

Pendred JEERE CIXFRIBIEZ S FT D REMERH D SiDEF L FRIBAR AV EORE
BREDTOENDZ LD 2y, BEFRENICT, 29 L TRIZNHREIZ/R D,

*7-. B CRIEKEILRIETY,. Pendred JEFERE & FE Pendred fEERETIX, BATRICE
BHAHTD, FROFEHEHET HT-DICBETFRETIEHTH S,

[#E75i]
BE TR IIRIEKE DIEREBESCHY VRV R T AL OFEEIE <. Pendred JEERENIE
Pendred fEfEEED>, WD Z L LITHEERH o L SN TW3,
Colvin HIXRIEKEIERZ - - B O KK Z2BES1IFE Pendred SEEEET 70.5dB.
Pendred JEfERE T 94.0dB L E L TR Y | FEROBEIMBOHEE, RISRKITESLD,

[>c#R]

Colvin IB,et al: Long-term follow-up of hearing loss in children and young adults with
enlarged vestibular aqueducts: relationship to radiologic findings and Pendred syndrome
diagnosis. Laryngoscope 116:2027-36, 2006

(4224
K T
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5. BiaFREROBY

Clinical Question
Pendred SEMEREIC I\ CEERES HER -2 R
[#52c]
BIFEE/KEYEARIEITHI 30%728 FRIIE L & 0f L. Pendred SEMREE & M 5, HREOE2E( L
BOENWEHESOTERIDZLAEH Y, IR LZRIEKEZE L CURESANEIED D NEER
EEZITHOLEEZ LN TNA,

[##3i]

AR ELIEI FIRBRIEZ & 6F L7 b D72Y Pendred SERFECTH D, FIRIRIEIZERLLL
BEICHET 50T, RRBROMZEZITORRBECHEL S5, BIEKELER TIHEFROR
BFEZ2MH BEREEORTHEL S b, HIRIIER LN E#TT 22 ERE, ER
DFTEERIME. HDHVIIA DLV R 2 X 5T ICEIENELT 2 Z & B3 H DM, IER LRIEEAK
FErBL UNESAEEDLYNFEREZEZTHOLEI LN TS, KETDHHENRIE
CEERE - BIR A, BB L TWKBERIIRERE D,

[#]
& FHE
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5. BETHREZROHHA

Clinical Question

BT 0D RFL & Rl
[3#:32c]

Pendred JEMEEE % & To. BIEKENLK (EVA) % b AN RT I KB EEE (A-B Gap)
O BEEENOHEA AT, BHOZ X, mAlE, SRET, ProEEORETHEC
B5IERBV, BBIC, KEOEGIIIETETHH B, BEE 2 FMBICETHENE
FTHET2L0RH5, £, RBTIC, BEE@&0IETN, KEETL LN, BHDOES
X, BEEFTEEE ORISR ETH L ENAN, LT LLBAERE oNT R bRV LD

b3, «

[f7a%] ;

Pendred fEfRAEE % & TeRIEE/KEIER (EVA) & b ERNIL, IEFIRICKEREZ (A-B Gap)
B BEBEROERERT, TOREXFNLEEHERE T, MAETH D, HiT, BT
MERERE T d B 25, IRTFIRIC 15-21dB D A-B  gap ZEE S ERH D, T, Tk L7z BIEAE
73, thied window & UK 225 LEBAESNTWS, BEHORBICE LTI, B2 5 EVA
IR 164 B 80%MSIEEITIETH V. 0% EITIHEERE L ST W5, & bIT, FEEITIHEEE
D 34%., ETHHTED 50% CHADEEIZHED L OWMERH YV, LT LHHEALB 245
ITHEDEEEZ R HIOBEE IR < 72V,

BEIDEBNZOWTIL, BEHFTEE 2 EARRIKICBEE L TRET L OB H S8, AL
NRFRERBDTICRET ST L HE, Pendred MEEERE LB EIN-BIL. £ 5 TEW
WA, B ORENEERBINRLZ N,

¥ 7z, Pendred JEERE TR—® SLC264A DB TFERZBORERAITL, OB HEE
FROBE, BHEBOFEICEEZRD, BRFIOR—D SLC264A DBEEFEREZETD
IR CH., 8 BB AT o 7olifild, FHERSC 50dB &8 %2 2 A B & W E BN
BT MBI, DT NIEFTIRICEHEZRBD DDA THIEOEITHLRO o7, DTS .
EEEZBRVEBELEBELS 9FEFIEFARERIETERD RN oT,

Pendred JEER 2 &1 EVA 2R TEHBEROBHORBIIZHETHY . 2ORBITFE—D
SLC264A DBETFEEZRDZREIZBNTHR—TiXR2d o,

[ciR]
1) Mori T,Westerberg BD,Atashband S,Kozak FK: Natural history of hearing loss in
children with enlarged vestibular aqueduct syndrome.J Otolaryngol Head Neck Surg. 2008
Feb;37(1):112-8.
2) Zhou G, Gopen Q, Kenna MA.: Delineating the hearing loss in children with enlarged
vestibular aqueduct.Laryngoscope. 2008 Nov;118(11):2062-6.,
A — : Pendred SEMEEED 3 4 L TEHFE. EASBRLHERFHIESEMNERES ;
42-45, 2011.

(23]
PRAS {E—
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5. BEETREROBY

Clinical Question

RO B & T A T2 DICEHE T & ST hs
[#EEC]

Pendred MEEREIZRT D EETRIITELITEECA VAR R ML LTEALTAZ B H B,
P> CEEE A~ DEBRSCEERERI O SN A R — Y 18T, SHEOBEL0HDENE BR LZBICIX
HRELEIIIZZTHZENEELY, LoL, BRAZKEAETABIDZ L HE, /-
FEEMEDOHEFROTRTERT D2 LIXTEXARY,

65|

Pendred fEEREOHEFEIIEE L, Z2RIC, 3R~ BT 5, BHENOBERER L LTix
BEERTHECIE L\ VERD, REETITEE, 7°“—‘/1/03ffb0ﬁ\<7f BMLWEZL LA e EHKE. 58

%@%mxﬁg\xbvxﬁaﬁ%%éhfméoﬁﬁw%ﬁ%%(~&%%)&LT@:
FLTEBREZBT DI ENFTONDIN, TOTRTEBT D LIIRARETHD, /-, B
FIIEOFR RS BTS2 L bE0, BENICITETOIMEE 72D BT B Z L FHE
T T AMECEEEEOZWNWAR—Y EBEICIT) Z8I8IT5 2 &, R OREITT
RETHDHEEBEZLND, HEOBRHRER - BHNE (TRTH) & LTI, BHOERD
F, HEROICEEL, O FWVRBERICITETZZEEL TR Z &, BERHNITESHIC
ZRTHZLERET L, BIUNETIHREE ~DERPEETH D, BILREOIBE, B L
TeHRRC T ARMBEMEER (ST oW T IEIZE S,

[>ziR]
DREJIZE=, fih : RIEEKEILNE, JOHNS 21, 1199-1201, 2005
BEIRTRC ., L« BIEKEILRICHE O BEFRDO RIS, Audiology Japan 43, 169-174, 2000
3)Colvin IB, et al: Long-term follow-up of hearing loss in children and young adults with
enlarged vestibular aqueducts: relationship to radiologic findings and Pendred syndrome
diagnosis. Laryngoscope 116:2027-36, 2006

[#]
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5. BiaTFREROBH

Clinical Question
Pendred JEBRREDEREDIGRIEITIZIED L 712 b 0)7§> ?}?) 5 75> -
[#e3Ex]

mEmAwﬁkkEk&W)/A%@ﬁf#%@fé%%\@ﬁfa%ﬁmzm&%zan
TWNWD, FOAA=ZALE LT OO ZEBBREINTND, —DIFBEHFEREICL 2K
RBETRZRBEEBENEOEENBANY o 8 BIEKE 28 U TR, M4 K UM 1 IR2K
DOWfEEFR-TZETHY, b O —DFXRBRBEDOANY L 3FEORN Y U ARRFICHFR L T2
w%%%%%#é:kﬁ%z&nfméowfﬂm%ﬁwomf%ﬁ%%@%@®@%mﬁ%
RNDT, EREEREOIRE & FRIC 2V F iR . EXREEREAEELTATrA K, B
JEBRICIAREN IR TS, %W@@&Tma%mﬁ@ﬁkaﬁnﬁklmﬂﬁﬁﬁf
H5, : , o :

6578

AT A R %éwim%m&awfﬁw Egﬁbfkﬁﬁmwﬁﬁ%@ﬁ
LTIThivd, £z, REBRFRELAEME, BHROEENMEESNS Z L 2HFF L TT
bhva, —IR, FIHICETEKE OFRZEN. H2WIENY U NBOBEMRARAS LN Z & A3
,&6ﬂ\%%iﬁahf Ho TEROBIALT AR H Y . B TONRV, TOERBTA
THNEOEADRITI—BRITHEY BIFTH S,

[cik]
1A. Asma, H. Anouk, V.H. Luc, J P.L. Brokx, U. Cila, P. Van De Heyning Therapeutic
approach in managing patients with large vestibular aqueduct syndrome (LVAS).
 International Journal of Pediatric Otorhinolaryngology 74 (2010) 474-481 :
2)D.F. Wilson, R.S. Hodgson J.M. Talbot, Endolymphatic sac obliteration for large
vestibular aqueduct syndrome, Am. J. Otolaryngol 18(1 (January)) (1997) 101 106,
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5. BIETFHREROBHN

Clinical Question
RIEKETERIEDEEFEIZ AT v A FEIEIXEZH
[#e3E3C]

—&IZ Pendred JEFEADOBMEDORKFEIIIK L TCORT A, FREIEYD THoTE VD
WENZW, 2L, FIEKEEEOCSHERETHIIIERBELZL ALNEDT, AT
A F#&5#f & IER G D controlled study 2SMETH B, —higk COEFER DL Fz.
HIRHOHRE CH 720, EMRFEIFMBZE L VO TEOEEIZ OWTOEHETE 2HE
TR,

[#&7i]
—RICBHEOHBEEZICH L TAT oA RBFRHE SN TWEOT, FIEKEILKEDORME
BEHIICH L TAT A FEAWD Z LI R-oTW5, 7272, BRIZBB X FHEHR
BETAHZENRENILEHMOENTNS, EBICZIDX I R DRBDOKREHENINETH D
DTARATuA FOKRE, RHIITZOLbNS, £/, BRHRBEOFR CTAT oA REHIEOEST
FRILIZEATH o7z WO HEL 2, BARRCEBEEHIEICNT AT n A FIgEIZET 3
meta-analysis TZDFAHKICEMEZETr2MELH 5,

[ciRk]
1)Johannes Fredrik Grimmer, Gary Hedlund, Albert Park. Steroid treatment of hearing
loss in enlarged vestibular aqueduct anomaly. International Journal of Pediatric
Otorhinolaryngology (2008) 72, 1711-1715
2)Chun-Yu Lin, Szu-Lan Lin, Chun-Chu Kao, Jiunn-Liang Wu . The remediation of
hearing deterioration in children with large vestibular aqueduct syndrome. Auris Nasus
Larynx 32 (2005) 99-105
3)A.E. Conlin, L.S. Parnes, Treatment of sudden sensorineural hearing loss: I1. A
meta-analysis, Arch. Otolaryngol. Head Neck Surg. 133 (2007) 582-586.,
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5. BETFREROHH

Clinical Question S T

- Pendred JE{ERE OEST L 72 BRI A TN EIXA 2

[#e22x] o
BERTHD, oRNEAFEERR, SERE tt:L/C%%%HE«E«a‘%%%&ﬁ%‘*@%éo: ErN

BB A L oo, BARERLEL S RIRICELTIE 2REOERTH ATHEDHEN

wu\y) 6%5 ; i - - .

(&)

BITRE R EHEIIE DEERRI I A AR II R RV ETHEEERE & B 2 b 5 0T, B ORI
BEFTHLZ EBRHREND, Fiz, BREZ TR LDRHb H oz L B s O THER b
HOLBERRIN TS LEDND, >T ATABEORIIMOBEMRBENLL L TR
HThD, 2L, FIOBROWRAFBRERIC—@tEnst Y //\@%Ef&ﬁ&%ﬁéODTEf?ﬁ)
ETHD, WEOHDEVEIL2, 3HTHEY, BETHD, :

[cir] ~

1)Joseph Q.Ta MlguelKrlshnan -MarkR. Rowe ,
Non- syndromlcbllateralenlargedvestlbularaqueductsmtwosﬂ)lmgs Internatlonal dJ ournal
of Pediatric Otorhmolaryngology Extra, In Press, Corrected Proof, Available online 18 June
2010

2)A. Asma, H. Anouk V.H. Luc J.P.L. Brokx, U. Clla P. Van De Heyning. Therapeutm
approach in managing patients with large vestibular aqueduct syndrome (LVAS).
International Journal of Pediatric Otorhinolaryngology 74 (2010) 474-481 .

, 3)R.T. Mlyamoto B.G. Bechey, M.K. Wynne, Cochlear 1mp1antat10n Wlth large
vestibular aqueduct syndrome, Laryngoscope 112 (2002) 1178-1182.
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5. BiaTFHREROBY

Clinical Question
BT T Pendred SEMERE & Wiz, FRRIREIR WV SE S HER
B, BB LSS O GIE

[#e3Er] ,

Pendred JEBRED/NE TRUIRBEIX 10 sUABICHIRT A Z L RZNEEbhT0Ed, L
2L, 10 AR TH FRBEICKM P NDZ ER83H D, FERBICE Azt 0®EL H
DVET, FRBESHELRZVWIE HHY 7,

FRIBERNHE L7256, BREMI DO RRBIVEVRAINEESLE S, Ll
ZORRIIEETIID Y A, FIRBENRES RVEELEE LIEHACER LOBEBT
FRIBOFHRITONDZ LB ET, ‘

[fzi]

Reardon &%, E&F#EHE & perchlorate discharge test 4 (FHH =R 10%#8) DF % Pendred
SEMEREE LT, FRIBEOREZRELE Lz, 52 AF 43 A (83%) ICHRIRIEZRDE L
7eo FRIRMEICKAT 72 RERI, 17 A0T 10 sisRi, 17 A1 10~15 5%, 8 AiX 15 BT
L7, ~
SERMERFRBEERTEZRETIFHEIRRAY V—=0 7 THRA SN Pendred JEEFED
/NR3 A 2 NIFFTERICIT o BT RBRE CHRBESA BRI TCWELE,

FRBECHEIZIRE TOI— FOBBUIERT S L &N, 33— FOBRENZ WV L BRIR
JEOHBBEE IXEDN Wb T ET,

FORIRESHIR L 7256, FRIEOHE K Z M2 5 72 DI FIRREEIE T2 72 < TH BRI
RVEVEBINEGINET, UL, FRIBENBHET2Z L 0HV TR Z0ORIIMEE
T ERA, BEPEECTHBEINZIEEDRIREVEVDRTVET,

FRBENRKELS 2V, RELEB LHREELA USG5 AICIEFRBALEIC R £3, &
DERTIIBEET A2 2 RSB N EENTVET, ERLOMBETTRNHEEINDZ LD
D ET,

[ciR]
1)Reardon W. et al. Prevalence, age of onset, and natural history of thyroid disease in
Pendred syndrome. J Med Genet. 1999; 36: 595-598.
2)Banghova K. et al. Pendred syndrome among patients with congenital hypothyroidism
detected by neonatal screening: identification of two novel PDS/SLC26A4 mutations. Eur J
PPediatr. 2008; 167: 777-783.
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5. BEFREZOHHA

Clinical Question i Lenbenil]
- BB THRET Pendred SEBERE L Wbz, FIRIEERRIZE 5725 D
7> :
[#5E3C] :
Pendred JEERED FIRREAE X euthyroid AL Wb TWET, UL, hypothyrmd
DEFEHH Y £T DT, Pendred FEGEREDEONT O FRBESREOMRELZ T2 Z L BXHLET
7, Hypothyrmd TIEHFRBARALE VBRI BT E SVE T, Euthyroid T FARIREOHE K%
Wz B0 Eﬁ«ﬁ(ﬂ%‘i‘ﬂx%/@%ﬂ%iﬂﬁ&?‘é EBRBHYET,

650 ‘

Pendred JEMEEETIZ euthyroid ZRTHITKREL VDR TWET, Pendred SEER TIX
Pendrin D EZE D= HERNICEV AENT I — FORRBRR~OEENEEI N, I—FF
BLEENAE L TEET, TWWIRRBANVEVOEAZBLIED L) &CV?% LEd, La
L., 3= FF¥ RNV EEIO I — FEEEELARELETO T, 3— FOBERE Tl
Na— FBEMET LR 812 hypothyroid & 725 & D& 2 13H Y £9°, Pendrin DELEF
ERIREDO I — FEREREL ST HONDLEEICHERELZ LRI LOETHD L bRT
WEY, , ' :

FOIR AREE RERRZE CilElE T4, T3 2METF L TV hypothyroid & L CIRENSKE T, HEE
- T4, T3 BIEHF TH TSH 28 EF L TWiuX, subclinical hypothyroid & Z 2 EEEEZE L%
T, IBETHLVAFuexI M) vAO 1 B 1E®REMTOIEY, —&RICmE TSH ER
IEFEEAN, E8E T4 P IEE ERICR D X5 ICEEZAE L EY, Pendred JEEREL BRI SND
NEEDNE L, FRIBOBEICHELVWEMOREE2ZT5 2 ERLBRETY,

[#24]
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