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3. WFRRE

1) Auditory Neuropathy & Auditory
Neuropathy Spectrum Disorder

BRERE 2 BEZCL - EREREUAY=ERRESEEH NBEEZ

Auditory Neuropathy (BAF, AN.) &id, 1996 FIZEE L 7 A B D A, Starr DS 24 1ZHRE L% L
WEBEEEDOZ L THE. RAOHMERNRETE, BEHROBMELRE* R T PSERTHEICL
L, BEPBERETIES0% LEL (K. OAE(HFFEMS) IEH T, WBEXTIZ-SPEMTN,
WHEIRIEAERS, ABRERIGEET 5.

SRR LT, FAERBEEAZ ) —= V7%, OAE IEH T ABR EFSOEFNRIINS LD IC
20, 20084, 7T AYADIT T NARFEES Auditory Neuropathy Spectrum Disorder & V> 3 4 %
Bzl LPLEETAE, —HHZLDOLEANLZLD LGNS, LR EEABTIE, B
BB SREL LI EShbhoTEL.

| IRREAETE | D)

1996 EDM=DDHIHTDIRE

1996 £, %3 5 |3 Scandinavian Audiology &6(Z “Auditory Nerve Disease” &9 ¥ 4 MU,
FHLVWHEERENFET LI ERHRELLY. T2bb, MBI (pure tone audiometry :
PTA) CIHEEFHOBESFEELF L, FEE~FEBIIBELC LR T30 0b 6T
BEOMINFELCEL 20~40%BEE V) TEELLHERERT. MENRAETIL DPOAE
(ERAD B E2H 4T © distortion product otoacoustic emission) X IEH, MWEX CTid -SSP IXHET S
25, NIRRT A0HB0EEL (ASV, ABRIZERET, BRETHY, HEEFETIHI
1 TEHTESFRBLTAPEFEMEIN G, BEOHLEIATEKFENTELWV. &K
NEDFHD TERV., FEBIVRILZV. BERRII LV WHEEHID S SHITKET, L
A URREMIR & ) PR AN EERMVOSFET A I L 2R R L T 5,

Starr & 21X [F4E, Brain 52 “Auditory Neuropathy” &9 # £ F VT, FEROBERR 2R
THEEELRE L. 4~49R T TO 10 FOFHRE T, 3 BIA% Charcot-Marie-Tooth 7. 7 Flid ke 4
NI TIY FOEMTHo1z. MIOTOHRED?L 16 FABE, EREEFOFELED HE
KR, SEEE 7 X H OFFFEE D S Auditory Neuropathy Spectrum Disorder” & W 9 &SRR X
NTW5A. &5, AN EFORETFEEIHREIN, FERMAZAE TN,

=T 16 EEOHMER

1996 FELIFE, ANICELT, UTOE) R EFHEENIHRoTE .
QL BHEER 7 ) — =V FTHERED AN DPHFET 5 LdhhoTE7. ABRERST
DPOAE IEE 72 7-%, DPOAE 72T CHRRUHIEZ W+ 2 DIZEENH L 2 Lasbhho 7.
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Auditory Nerve Disease DEEH SO L WIHICET HRE

1. FE a. FERM
b, ®RM
2. JREEETR 4771  Auditory Neuropathy

FA 71U  Auditory and Vestibular Neuropathy
AT Vestibular Neuropathy

3. fEER a. Al
b. Al
4. PEEBBI a. WHEMBED>FTA

b, STHEE (RAHR)
7 © vestibular neuropathy & _EHIFEMR & THIEMED vestibular neuropathy [C5F D

IER A FERT AL CMUBLE~ 4 & 1k BAL ¢ cochlear microphonics), SP(IIEENL : sum-
mating potential) 25 FCE S 1L, WERIE AN OBWIZEETH 5.

OANITHEFM CHESEIET 200058\, ZO8A & L CHERBIREOMAMEIC AT
LY ERANHEZIT) L TCEBNEGE b6 T /20 THA ) LHEMEN TS,

OBIEFEEPBME SN TV A, a Otoferlin XA~ 7 A TIINABMRIZER SN T &R
T, YT TANAD Y F T ARENOFEE IS T 5B EZF Vb T b, b, Myelin protein
zero (MPZ) #{nF1d, #IRPED sensory motor neuropathy & #EFEZ 29 5. T & 1y & ik
BAEDZE L W2 R0 528, S8 BRI TEEE T 30 % Bidk LT\ 5 DAHIER, c 7
BEEL&HTH OPAl BRFLHMEEINT S, FESNEEMRO Y FTAZDH LD, I
FHEZDOSDIZHEDPRATHS.

@A.N. Spectrum Disorder : DPOAE(+), ABR(-) % /R{#EFI% AN. Spectrum Disorder” & 53459
DREVENTOADPMEN L% (v, FEE & §IZDPOAE DHEL T, REHRICE
bofh), FIZABRVHBET AL RN TAHILEFMOND LI ko7, EHIZ
DPOAE(+), ABR(-)DJESI CHESHEORENRIFLFALERINTVENLTH A,

Vestibular neuropathy OHEDBEICDINT

ZEFHEOREICIAITY v TR b EEEEA RARRREDSH 5. B R HREERE T saccu-
lus (BRTEE) | IR & b OHIEFHFEAH BT (vestibular evoked myogenic potential : VEMP)B’H 5. &5
WCHTEMIREZ Db O %3 % galvanic stimulation 253 1), BIEMRICEIVRIE—R=Z2—O 2D
HEBZERREO FEITE 272

#5513 10 BIOBERMED auditory nerve disease JEFIZDWTHANRAEZ A, O v o TR
FCWEE S UMET ~E5UL, @A ARERECLEREER & b SRS 5 WV Iid UGME
T, @ VEMP CIHERIS, @FREZFHRETI KSHET LT, ThbDEREBEN
WEZBE, HEFSBIUHE—KR=2—0 2% AN. IZfHYT 5 vestibular neuropathy & b &
AEREREOEENHEN SN Y.

FLUWSREDRR(FD

REBIZIHEREEZT TR, FHEBE2E) EFAOFESHL MR o7. EELIIER
LIZ/RY X 9 WA R % auditory nerve disease & L, Z #LI2 1% auditory neuropathy @ &, auditory
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and vestibular neuropathy DT 5 DA HF, vestibular neuropathy D& & 3 DIZ53T 5 DT Tld 7z
WA ERE L. TR etiology (R EER) % 1 2 T congenital (S5 R M) & acquired (T2 K1) 124
T5. FRAKETAESEMT 200 EL LoD *,

SEDEREE
OMBEHEORE. YT 7AREORE, WEMEOMERD 5 W IdHBOREORY, Bl
DEEAEDVET 2 &

QOEERMOBEOHEY. MEBEIREOERICEL, 2 ¥ETHEIRECORESHERED
50% LT RN DIZE Db 0T, 18 1 OXFEITRER DD

QBEFEEROVEPH L VIFEE ) VY VIERERERDO—ER D0 Y.

@& L L CATHNEFHRPHE—2 0%

(®vestibular neuropathy B DB EIIFIET 5 5. L > L DPOAE 2¥VE BHIIISRIEZ b O 5US
THBHH, HESROBREMIEOEIE T 2 R F M A REEIZ T 2w

COFERBEEAZ Y — =7 TDPOAE FHARBICHEBE L, BEL &L T L, 110
BHIE% L T/ DPOAE & ABR & 3§ 5617 &, AN. Spectrum Disorder & V9 #iE4i3 &
N HLEBPHALPIZES D).

(DA. N. Spectrum Disorder DEREX BRI 7 + 0 —7 v FIC L VEHTLLERDH 5. ERVEL
BB E I, BT ETS L EERIFND.

BREAE ZOMBEDE Y

HENEIKRE EMENEIIRE, SIERERE S HEASE T, IO TSWATEEE 225, DL
TORENRDLREIDLETHA. MEBNKRE, FBEFHEJ/IME, DPOAE, ABR, IHEM,
VEMP, haV v 752N, EEHEFRE.

e | | )
BETO71—IVERE

A

B - 1w ENEE
BE% WEHE NG, BEZESRE, ABR, IBEM, DPOAE
Wl DPOAE MEET ABR ERIS, ZDHRENBERT—SP AHET S

REMR @)

OMEHE/IME MEL IEEFPOHFEHOBMELANEDONS.
QEFWEHRE BREPEEIE20%, £30% & 50%UT

®ABR : EAEEDERS. LAL, BN ImsecDEZAIIHEEOET VD H 5.
@WER : N 1ZED VS, —SPIFHEL TV A,

®DPOAE : A& D EFESERL TV A.
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1) Kaga K, Nakamura M, et al. : Scand Audiol 1996 ; 25 : 233-238
2) Starr A, Picton TW, et al. : Brain 1996 ; 119 : 741-753
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Auditory Neuropathy & X 5/ ODEFFEIF

a. HIFHERRDR b YT AR mEYE
1. B4 32,000 ~ 41,000 1. Glutamate (Afferent)
2. WEEMEE 3,500 2. Acetylcholine (Efferent)
3. SVEEMRE 12,000
c. HRMERE d. VT TRAOEREDECATER)
1. Unmyelinated fiber 3 ~ 5 km/h 1. AEEMIE  Afferent
2. Myelinated fiber 50 ~400km/h Efferent
2. SVEEMEE  Afferent
Efferent
e. BEBERREDSY AT f. AR
1. BHBE 1. f&
2 HRER . 2. EEEE
3. Desynchronization 3. ATHNE

(BHFth, FREREN  BRE7 NS JEREEHAME. 28 3 kR, Springer, 2008 L4)

3) Hayes D, Sininger YS, et al. : Guidelines : Identification and management of infants and young children with
auditory neuropathy spectrum disorder. The children’s hospital, Colorado, USA, 2008

4) KagaK, Starr A  Neuropathies of the Auditory and Vestibular Eighth Cranial Nerves. Springer, 2009 ; 13-20

5) Matsunaga T, Kaga K, et al. : Clin Genet 2012 in press

6) BAIFM, EHBE I, BERET M5 A—JEREE L HAME. % 3 M. Springer, 2008
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OAE NEHTHRBLE EBITRE LR T2,
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TN 5, SEIF L L, SFREICBWTE ZINE L, HE Lo#ss L0292, GSIT0
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