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1. BBLY T2 78

Clinical Question
IR RN BIE & 2T T E D DI

[#e5E]
PIE MRI CISS £ Tid. WEEOBEICIFMERNHER TE RVEA, BRA2ET5,
Ll MRS HBICHE SR &b, MIVERBHENERT L TV D FIEEEIREE TE RV
O, BRREZHTAZ LT LY, fEREC T CIRFHREN<LAmm TH D & &, BEmmR
BT E T TR R 2 Z LIXTE 5, ENITHRFEHRE IR THNEROFRE M H &
NN EBRHEIN TN,

[t
MRS R SN & MO 2 B A THEE LR T 5, Okt
HEREDSHIT VT A E OMEE DI 22 270D, WRAMRE SO =MRERIERRE RS Z LT
FRETH Do Lo L, BEMREIESITEROEYE, MAMREIERHEOE £, MROL MM,
BHE L7l b s SN TS 7280, RFRHRAME R & L PRFmRENM, &0 ) EEIT
FR Y SLTZ7200,

[#84]
SESN 2
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2. WRERE

Clinical Question

WRAFRRRTE AN EE COMETNIREL L ORETHAIBMEOIT RIX
[H#edEC]

MERENHE CIIEEORS ;-é‘ﬁﬁ LB EMBVN, BPEEORTHIEG G H D, P

BITIIA—VA 77 (IR EREEENZ ), BEEARETIL, MEBEA LIS UET TR

ENRRR LD,

[#E7]
WA AN S BV CMIE IR E 2 — A 14 61, MRAME 2 GllcfFom e 25, —fItE 5
B, WHAE 161 1 BRI OSEEEESTE S L UL 60dB LT Ch o7, ETREHRE TI3%
REEHEEE DO AL DI, MBIV~ LET THRENRRETHDE Z ENEhoTr, &
BTRENRGFRHAITYH, BEHAREHRTE LV roll over 4 bz,

[#E4]
/I FHME

Clinical Question

WA AR B AE T ABR BT R

[#22x]

AR AR SAE CIX ABR [JIRIUS £ 25 2 2550, ABR TV SN T bk
PEREE (MEREAICH~BHEAE, VEERNER LTS, 2E) OFRERT,

[#zs])

IR AN EAE I BV C ABR BRE Z —AIME 12 B, WmRIHE 4 6lc4T o7 & 2 A, mAED
55 3 BiliL click 105 dBnHL I TS, 1 HHIMAAE b BED 100 dBnHL T -7, —alHE
TIL 9 BIDERIS TH o720, 3HITVESHRH S, BEX 70, 90, 30 dBnHL Toh -7, ABR
BIfEZS 70, 90 dBnHL O fI Tk, MEREIRE COLFRTHE S L ANRZEFNEN 41, 35 dB
T, MEFREICHE~ ABR BHMEIZ EA LTz, BHE 30 dBnHL O4#ix ABR D4 A5 & Bl
TVEERPERIER L T\, WTH b BERRMEEELRRTEH0LEL b,

(4]
R’ FHE
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2. BEERE

Clinical Question
W AR T B R 2 C O BB B R O T R

[#22c]

IR AR AR 2 E TG < T DPOAE 2Bt S, ZOBRBIIAREHENEE THS S
DEHEEEND, DPOAE ORJENRREZRFNCONTIT, WBEHREERASE CInE%H 5 0
WXR4- D microstructure DEER - TNAZ EREZ BNS, DPOAE I X A ARG X 7
U —=7NWAl pass T o> THAAOIRFIR ARSI & IR L6l <, SRR R
DPOAE RNEAER IS CThH o7 Z ERHAD T, NEEENBETETL TS A2 H VB S,

[#&7L]
MR A LRE CIA B R BHEEETHAD T DPOAE IZIER & 2313 Th A M, EEBIZ
X DPOAE % J5f1 1%, DPOAE 23 H SN A FI0FES BAF L3[R &3, — 4T DPOAE
BHENTZ6 HED 55 5 Hix 90dB LL FOBEFEN L S5z,

[#E4]
w®H HE

Clinical Question
IR AR TE AN 2 C ASSR RREDERIT
[#E3x]
AR FREESE D & 5 V2 TIiX ASSR MAEITMRFMHRIBERA S BV TSR I EE
DOREZTMT2 LTHEATHD, E-FH TO ASSR BREIC XV HTEERE AR OB 2 3149
HZEBABETH D,

o)
PR DM HREE A RIE CEEHE L 2o TV ARE, BEEARLIVEATAEFTOME
Ik 72055, ASSR BMEA WA 120dBHL LA EO#I T, #HlEEsEEA TD ASSR BIEN LR
RO ANTREELAME 21TV, KWERBE/ELNAIDRH o1,

[#Ex4]
w®’Hh FHE
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3. EERYRMER. FEEOFH

Clinical Question
MR AR R AN 2 TlX, BEEENICE SRR LN 5 )
[#e52C]
PR IR A AR AR ERE B D 40% 12 MRI CTEEZEMEICEMOBE RO b b -H, IE
FHRIERASEORE & & CMRIWC L AHEENMEALETH S,

[fEa]
PR AR AR T B AR 2RE B DR 40%1Z MRI THEERN., BICBEMOBRENBDLNE, BOD
KL, pontine tegmental cap dysplasia &MEHENAFTRATRD B 2 L BNL%,

[scir]
Huang BY, Roche JP, Buchman CA, Castillo M Brain stem and inner ear abnormalities in
children with auditory neuropathy spectrum disorder and cochlear nerve deficiency. Am J
Neuroradiol31:1972-79,2010

(#E3]
e 2r

Clinical Question
OEPHE., BUFFENIRD LD )
[#E3EC]
HMOAELZET IR TORMENREONLTND,

[#&5]

21-trisomy, CHARGE association, Turner JEf&H. cornelia-de lange JEMERES TOHREH
H %, —iltE Auditory Neuropathy @ X 91z, REE, EHAKER, BL) v rmfERET
DIETFBD HIL TR,

[>ciR]
1)Adunka OF, Roush PA, Teagle HF, Brown CJ, Zdanski CJ, Jewells V, Buchman CA
Internal auditory canal morphology in children with cochlear nerve deficiency. Otol
Neurotol. 2006 Sep;27(6):793-801.
2)Huang BY, Roche JP, Buchman CA, Castillo M. Brain stem and inner ear abnormalities in

children with auditory neuropathy spectrum disorder and cochlear nerve deficiency. AJNR
Am J Neuroradiol. 2010 Nov;31(10):1972-9. Epub 2010 Jul 1.

[#4]
hEr T
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4. FREEROERM

Clinical Question
TR AR P AR A R B AN 5 D # B &R D 2E R I DWW T
[#e320]

TR AR 2R 1. PO AR OTERAE D LS RBERL, PEEND EE,
BHEORBHELET 2085, £7-. NEERZE, BFEHATFE. BERRAER ERNE
HEEHEIBELSZY, £/, CHARGE JEEMR EOEFEMIZES bOLERICE D L., BEE
EEZLOFLE, 207D, BHOFEARBIICESIZTERWEE LD 5, BIRICK LT,
M AR A, TEX AR EIICHIESREROBRBNEENS, UL, EAREIL, Sk
HEETH, BERESROESIERES LSV, WESEOHH. FM M. BEEM I, B
BHMEROIEROEBRTALER DD, HHESRIAR o720, ATRELRALALATWS,

[#z)

T AIPERR AR T AN 2L, MR ORFHFROERAED LS RBERL, FEENLHE
A E2ETAZLEDEWERTHD, 2L, MRI 12X 5, W4FHROREICL Y 2 a0,
T, EofFRE CT Ik, WEEREL /-, NWEERZE, BFRRAE. MEERALR Y
NEZHEESIEFLLY, F2, ¥ dE, VATER 4. CHARGE JEEREAR & OREGERACE S
HDOLERIIROON, BEEEZ L OHDEZ, Z0d, BEOMBELY., HHSROERD
REE2FILRBO OND, Fio, WBFHEN, BEZHCIVRETE 2WEID22 TS, EABR
TRIGDELNAFRH Y, ZTOBAICATHNEOEADENE LN Z L AHE STV,
U EXY ., MR R A SEICAE S . RS HREOMIEY, REE2EI N, a3a=p—
va VOO, BN HREROERL., ARERLMA T, P2 LRBEERHERESL
%, BERGITH AR SRR A 22RO 5, PEEREEHED CHARGE EFEREFICRT L
T, BHICHIRROLER, BEELAHRL., EFaB0EBIIEAERBRL VD, ZOHT
b, BNHFRICLA2AHESOEERZE, FMAESREZER LT F AR EE2RAT-,

[seiR]

1)Adunka OF, Roush PA, Teagle HF,et.al : Internal auditory canal morphology in children
with cochlear nerve deficiency. Otol Neurotol. 2006 Sep;27(6):793-801.

2)Kutz JW Jr,Lee KH, Isaacson B,et.al:Cochlear implantation in children with cochlear
nerve absence or deficiency. Otol Neurotol. 2011 Aug;32(6):956-961.

3)Lalani SR, Hefner MA, Belmont JW, Davenport SLH. CHARGE Syndrome.
Seattle(WA):University of Washington, Seattle;1993-2006 Oct2.

DPRAVE—, KEHET . CHARGE association OFEREE OFLMIC 331 5 Btk E % Kt (ASSR)
D M & B A, Audiology Japan.53(5)467-468.
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5. ALREOEH

Clinical Question

IR AR AN RE T & 5 S E I A TN EITA )
[HEEC]

—RIZIR AR A DE IR AN L DAEKETHY | BRBEOHMECHADOTATHNE
DARITRER L EZ HRETH D, EL, TOPRITEFICL VI &Ry, &< F
BOBOLABRNEONG, FHEMHE CEEEMENTRERLDETH S, KL MRI Tt thik
DR CTE R EBDATRETCOEKIIEETX B,

[#z3]

ANTABOHRDZEINTEIO CT, MRI ZAVTH IR OREL BT 2N &
CE D, MFEEPNFETIITREMEREFEL TT 50 TH 525, MRI TIEFHENRIETX 72
WZEbHD, MEERBOGEIMFHRIIZNEEZ TRV, EEL, FRABLNLEZ L
ME, R, MFMREERASEREICS O THO ATNETREN TREH 2 BDERESND
EBZTIVOT, WRNCRAE+0EE Lz ECFENEERTS 2 L 255 5 50T,

[cik]
1)Waheeda Pagarkar,Roxana Gunny, Dawn E. Saunders, Wai Yung, Kaukab Rajput. The
bony cochlear nerve canal in children with absent or hypoplastic cochlear nerves.
International Journal of Pediatric Otorhinolaryngology (2011)Jun;75(6):764-7783.
2)M.S. Sakina, B.S. Goh, A. Abdullah, M.A. Zulfigar, L. Saim. Internal auditory canal
stenosis in congenital sensorineural hearing loss. International Journal of Pediatric
Otorhinolaryngology (2006) 70, 2093-2097
3)Adunka OF, Jewells V, Buchman CA. Value of computed tomography in the evaluatio of
children with cochlear nerve deficiency. Otol Neurotol 2007; 28:597-604.

(#E4]
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6. A a=—varvEEDOINEYT—a v

Clinical Question
I a=—a B EEEZSBERMFAMBRIERARAEEDT A T TE
MREEELEL LW TTH

[#edgc]

I a=f—va CORERETBEESCENEOSR B CEANRMIREIZ RV, AAEDHA
A RIOBEA MR IERE ThiVL e IRV, MRS, CT TREENZER2ICRB LT
550556, ZOBAEFREHIGHERENERICL Iz Ia=r—Ta V2EELTEL,, HAl
BEOERMRTH MRI CTHRFHESRECENWEIATNEEZ +O0EE T I LAAHEICES
TELRRBEEEZTH,

(1]
E KW

Clinical Question
WRFRRIG A EE E 2B SN BRO B KMol o = — g U RE
DYNEYT— a3 SXRATT M

[#5E]

4R 75 B R EEE O R R IR AR AR SE THO MO R FTHERMIZIZY e Y F— g

Y TCDERITR, BERANTITE TH < (hear)ZiF T2 <, IMTHE< (listento) Z & 2E#T
X029 5, BWREREZT T, IEEE, & ICBEREL SR (RER) NEELR
B, Fle, BERIFOZBROBATH S, EENICITFOREK, BB, VAL (¥ FF—¥
a) &on & off DAL IR D,

[#4]
RE 3R
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7. RiE~OH T YT

Clinical Question _
FIRA~DAT ) 7%, HERITHIRETLL O
[#E3Ex]
HRMGHE, SERELET TR, NEHRERE, Y-y U —b—, REEYER
ERIEBRDD TN TOBERERELE L7z LT, BEROBENBIML TIT 5> RETh 5,
FREZZGIE, RS BBICHR TE 2RO ZERBEMNICRIT A Z ENEE LU,

[#Ewi]

FRAPEDSEE, BEERELZ MY & ENFAIMEICES L2y, BREMAR JOMMERFE & 5%
HEL, BEEREEOTTIV VR VI RITIRETH D, E0OEE, EESEOEA &
Fik, HICHERBRA Y ) —= 0 JHOBEICHEZM SN EE1013. TEEORSRE
WIS TE 2ROV LEKLEHERT I Z L AKRETH B,

[#E]

Clinical Question
RE~DA T ') T THETRE AT

[#E52xC]

WA AR AR EEDIRIL, SEN O EEOHIEE Sk LERBOERMEDS Lo &4
2V, —H CHAIRHEBRRZNTOEPILEFEET S, EREEEEOH LR B L, FBEOR
Eblkc Th s,

P> T, BWRHORATOE—MZPH BT, FEBESTHRESNAFREEIC SV CERY
FHRIR L, HWERBRETEB L HICTRETH D,

(&35t
—RAICEHEPDEEOHIEEZ R L, MEROEADENZ LV ERE,
L L—ETiEH 50, PEEREREVIIETFEEECAROEEL RI6 b EET 5, -
HEEEDOH M H 200, —FH CREEEOR2VG, MEROEANREDH B0 b EET 5,
TEFIORRE 2 +40ICBE L, BFRTOFBEMERE SR LEN R T v ) v Z i 5,

(4]
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REBRROTUTICE T 2 —ERLV AT U b

e 53
FERA | RXSA bvE EESEO | E OB 4 |[HERHES | iR |HRE | —Y
TmEHE 4
PATKERE [BACEERE & B VNI A | K< o 2BEKIFEE KR 2010 [344-348
iy B IS EE—EE L F
DT _T—
PR EERE | IRFR SBOBEROT|BRAT [BHE 2012 [505-507
DT i’ffl’ K7 |1 A2 VE
A UHERRER 5
2019
HRERL X E A MVA RREA BE | U |[HRRE
Mizutari K, Matsunaga T, \Vestibular dysfunction i|J Neurol Sci | 293 | 23-28 | 2010
Tnoue V, Kaneko H, Yagi H,[ @ Japanese patient wit
h a mutation of the gene
Namba K, Shimizu S, Kaga K, | OPAL.
Ogawa K
Morimoto N, Taiji H, Risk factors for elevati|lnt J Pediatr| 74 |786-790| 2010
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