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bnharoaapHOCTb U pacKpbiTUE
MHPOpMaLUNU

 YneH KoHcynbTaTnBHOro coseta: AB n Cochlear

e YacTnyHoe PMHAHCUPOBAHME OCYLLLECTBAANOCH:
— Mr. n Mrs. Van Witherspoon
— Amy Edge
— UNC Hospitals
— NIH/NIDCD
— Cochlear Corporation

FDA (YnpaBneHue No KOHTPOH0 32 KaYeCTBOM MULLLEBbLIX NPOAYKTOB U 1EKAPCTBEHHbIX NPENapaToB) OTHOCUT
CTBO/IOMO3r0OBbl€ MMMNNAHTbI K YCTPOMCTBAM, NPOXOAALLUM KNTUHUYECKUE UCTMbITAHUA



[Mpobnema: TYroyxoctb B AE€TCKOM
BO3pacTe

PacnpocTpaHeHHOCTb
— Y 3-4 13 1000 HOBOPOXKAEHHbIX €CTb TYrOyXOCTb
— Y 1 13 1000 HOBOPOXKAEHHbIX TAXKenas/rnyboKasa TYroyxocTtb

[MocnencTBuA

— JOoCTYynHOCTb 3BYKOB

— [MOHMMaHUE peyn n peyeAasblIKoBOE pPa3BUTHE

— JocTtynHocTb 0bpa3oBaHUA

— BO3MOXHOCTM TPYAOYCTPONCTBA M NOTEHUMAN 3apaboTKa

— be3 BmelaTenbCTBa pacxoabl rocyaapctsa Ha 1 pebeHKa B TeueHue
ero ¥XM3Hu gocturatoT 1 maH. aonnapos

* 35% - npamble pacxoapl, 65% - KocBeHHble pacxoabl (HU3KKUIN NoTeHUMan
3apaboTKka n 1.n.)

CI'IYXOBbIe dalfnapatbl N KOX/1€dpPHble MMIMJ1aHTbl

— YCTPaHAKT MHOMME U3 NepeyYnCcIeHHbIX Bbllle HeraTUBHbIX
NOCNeAcTBUIA TYFOYXOCTU U TNYXOTbl




Kpntepumn BbINONTHEHUA KOXN1E€apPHOW
MMMNNQHTAUMN y AeTeun

Taxkenasa/rnyboKana ceHcoHeBpaabHas TYroyxocTb

HenoctatouyHaa 3¢ PEeKTUBHOCTb C/AYXOBbIX
annapaToB

OTcyTcTBME "aKTUBHOM' NATONOrMUU CPEeaAHEero yxa
HopmanbHbin VIII HEpB U HaANUYUE YANTKU




daKTopbI, BANAKOLWME Ha CPOKU BbIMOJAHEHUA
MMMAAHTAUMUUN N ee pe3ynbTaThl

Cnyx

Mo3aHAA AMarHOCTMKA
[OCTaTOYHbIN OCTAaTOUHbIN CAYX
ONIOKTYMPYHOLWNIA CyX

Heﬂ,OCTOBeprIe Uanm npoTnsBopeymnBble
pe3ynbraTtbl O6CﬂeAOBaHMﬂ

PaccTpoicTBa cneKkTpa C/1yXxoBomn
HeMponaTmu

HepgocTtaTtouHoe 3BYROYyCU/IEHNE

Passutune peumn

Xopowaa AMHaMKUKa, HECMOTPSA Ha
rnyboKyo TYroyxocTb

Mpobnembl, cBA3aHHbIE C
POAUTENAMM

HeperynapHoe noceuieHume
cneunanncTos

Heuncnonb3oBaHue yctpoicts (CA nam
KWN)

HepoctaTouHbI ypoBeHb 06pa3oBaHuA
CoumanbHO-3KOHOMMYECKME PaKTOpbI

MeanumnHckme npobnembl

AHaToOMMYyecKas HeonpeaeneHHoCTb
e OTCcyTCTBME CNYXOBOrO HepBa

e TarKenble NOPOKN Pa3BUTUSA
BHYTPEHHEro yxa

ConyTcTBylOWana NaTonorua
e [leTckui uepebpanbHbin Napanny
e AyTtusm
* [lpoyee



[MTopoKu pa3BMTMFI BHyTpeHHero yXa




"Anna3ma’ cnyxoBOoro HepBa

Jackler & Luxford, Laryngoscope (1987)
Shelton et al, Otolaryngol Head Neck Surg (1989)



[ToU3HAKKU OTCYTCTBUA CAYXOBOIO
HepBa Ha MPT
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MUKPOQPOHHbIN NOTEHLMAN

Adunka u coasm., 2006, 2007; Buchman u coasm., 2006



OTcyTCTBUE CIYXOBOro HEepBa

Nelson & Hinojosa, Otology & Neurotology (2001)



MMmnnaHTMpoOBaATb UN HET?

Henb3Aa ¢ yBepeHHOCTbIO CKa3aTb,
eCTb /M B J@HHOM C/ly4ae CyXOBOM Heps



Bocnpuatmne peun (SRI-Q) npu
PA3/INYHbIX NOPOKAX Pa3BUTUSA

PBK-W

300

ESP-M

200

ESP-P

100

60 80 100 120
MpoaonxutenbHocTb ncnonb3oBaHma KU (mec)

CNC, PBK-W, ESP-M, ESP-P, MAIS = TecTbl 1 aHKETbI, OLEHMBaKOLWME Pa3bopuMBOCTb peymn
CND = anna3usa cnyxosoro HepBa; IP-EVA = HenonHoe pa3aeneHue u paclimpeHHbi Bogonposog npeaasepus; CCVA
= KUCTO3HaA KoxneoBecTnbynapHas aHomanua; CC = obwan nonoctb; SCC = gMcnnasma NOAYKPYKHbIX KaHa/10B



CTBO/IOMO3roBas C/lyxoBas
nmnaaHtTauma (CCH)

Bo3MOXXHble NOKa3aHUS Y

e QOTcyTCcTBUE YANTOK UNN C/IYXOBbIX HEPBOB g ;
— HelipodumbpomaTtos 2-ro Tuna \’/’
— BpoxaeHHoe oTcyTCTBME '!

Vittorio Colletti

— [onHasa occndpmKauma
— TpaBmaTMYECKMIN Pa3pbliB CAYXOBbIX HEPBOB
e OrtcyTcTBUe apPpeKTnBHOCTU KU

— Ta)enble NOPOKU pa3BUTUA,
nporpeccupytollaa occupukayma, apyroe?

* DHTY3Ma3M poauTesien nnm NaumneHToB Levent Sennaroglu

 HopmasnbHoe nnmn 6an3Koe K HopmasibHOMY
KOFHUTUBHOE pa3BUTUE




CTBOZ1IOMO3roBOM CAYXOBOU MMNANAHT




Yctpouctso CCU

Pa3pabotaHo William House

AHaNOrMYHO KoxneapHomy
MMMNAHTY —

YcTaHaB/MBaeTcAa yepes
oTBepcTme JIIoLWKa

N3BNneKaemMbl MArHUT




NccnepoBaHue ocywectsumoctn CCU y neteun B
YHusepcutete CeBepHon KapoamHbl

be3onacHocTb U 3pPEKTUBHOCTb MHOroKaHasnbHoro CCU
Nucleus 24

— AeMOHCTpPauynA be3onacHoCTU onepatnBHOro sBMeLlaTe/IbCTB4d
— NePEHOCNMOCTb CTUMYNALNN

— noTeHuunanbHaa 3pPeKTUBHOCTb, NPEBbILAIOLLAA TAKOBYIO NPU
MCNONb30BaHNU AaHHbIMM NaUneHTamu KA

MokeT CNAYXUTb NOAINroTOBUTE/IbHBIM 3TANOM
LIJVIpOKON\aCLLITa6HbIX KJMHNYECKUX UCTIbITAaHNN

TpebyeT KomaHAHOro NoAxoAa: XMpypru, ayamonoru,
cypaoneaaroru, 3n1eKTpoPpmu3noaoru n YneHbl CeEMbM

Pa3spelweHne FDA Ha npoBegeHne KANHNYECKMUX UCTIbITAaHNN

OnobpeHne MHCTUTYTCKOro coBeTa YHUBEPCUTETA
CesepHou KaponuHbl B Hanen-Xunn



NccnepoBaHue ocywectsumoctn CCU y neteun B
YHusepcutete CeBepHon KapoamHbl

KaHanaaThbl

 [launeHTh

— 10 npennHreanbHbIX AeTen (Bo3pacT oT 18 mecAueB
no 5 net)

— 5 noctanHreanbHbiX geten (mnagwe 18 net)

* be3ycnelwHoe ncnonb3sosaHne KN nawu
HEeBO3MOXXHOCTb YCTaHOBKU KU

e OTCcyTCTBME NPENATCTBUM B BUAE 3a4ePXKKU
PA3BUTUA NN KOTHUTUBHOIO OTCTaBaHUA

e JlocTaToyHass MOTMBALMUA YN1EHOB CEMbM



KomaHaa CCU

X1pypruyeckoe BMeLaTeIbCTBO
JleyeHne
Xvipypru O6cneposaHune

KoHTpoNbHbIE NCCNea0BaHUA

ObcnepoBaHue
3aHATHA

KOHTaKT ¢ MeCTHbIMUK cnyKbamu
NoAAEPKKN

Cypaoneparoru

AnekTpodm3nonorm

MHTpa- M nocTonepaumoHHble
nccnenoBaHuUsA

MporpammmnpoBaHue yCTPOMCTB
ObcnepoBaHue

KoopanHauma nccnegoBaHui

Ayauonoru




PeTpocurmonaanbHaa KPaHUOTOMMUA




PETpOCM rMmonaaibHad KPaHUNOTOMMWA




PETpOCM rMmonaaibHad KPaHUNOTOMMWA

MO3XKeYOK



PETpOCM rMonaa/JibHdd KPaHUNOTOMMWA

e Xopg onepauunu:
— BcKpbITHe cuHyca

— OnopokHeHne bonbLion
LUCTEPHDI

— PeTpa KUMA MO3XKe4yKa

— WunpoKoe BCKpbITUE NAayTUHHOWM
060/104KHU

— Ono3HaBaHWEe HUXHUX YepenHo-
MO3roBbIX HepBoB (IX-XI)

— Ono3HasaHue VIl n VIl yepenHo-
MO3rOBbIX HEPBOB

— CmelleHmne cocynos
— PeTpaKkuua cocyamctoro cnaeTeHuns

— PETpaKLI,VIﬂ K/104Ka nonywapuma
MO3XeYKa

— Bxopg B otBepcTHe JloLWKa
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PETpOCM rMonaa/JibHdd KPaHUNOTOMMWA

e Xopg onepauunu:
— BcKpbITHe cuHyca

— OnopokHeHne bonbLion
LUCTEPHDI

— PeTpa KUMA MO3XKe4yKa

— WunpoKoe BCKpbITUE NAayTUHHOWM
060/104KHU

— Ono3HaBaHWEe HUXHUX YepenHo-
MO3roBbIX HepBoB (IX-XI)

— Ono3HasaHue VIl n VIl yepenHo-
MO3rOBbIX HEPBOB

— CmelleHmne cocynos
— PeTpaKkuua cocyamctoro cnaeTeHuns

— PETpaKLI,VIﬂ K/104Ka nonywapuma
MO3XeYKa

— Bxopg B otBepcTHe JloLWKa
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[1pOTOKON

PeTpocurmounganbHasa KpaHMOTOMMUA

— YctaHoBKa umnnaHTa Nucleus 24 ABI
(Cochlear Corp)

—  MoHutopuHr VI, IX, X n Xl yepenHo-
MO3roBbIX HEpPBOB

— Peructpauuna KCBI1 B oTBeT Ha
CTUMYAALUIO MMONAHTOM
[NocheonepaumoHHaa KT

[legunatpuyeckoe otaesieHune
WHTEHCUBHOM Tepanuu

AKTUBaLMA UMNIAHTa Moz,
NOCTOAHHbIM KOHTPOJIEM

[JMHamunyecKana KoppeKLms HaCTPOEK
YCTPOMCTBA

OueHKa BocnpuATua peun /
peyeasbIKOBbIX MapamMeTpPoB, KaK Nnpu
KOXNeapHOM MMNIaHTaUUmn




. A 4
Vertebral Artery*- g

* No3BOHOYHaA apTepus
** Cocygmcroe cnneteHue







[locnheonepaunoHHble KT




MHTpaonepauMOHHbIE 3/IeKTPUYECKN
BbI3BaHHble NOTEHLMADI

Amnautyaa (0,5 mKB/penerue)
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Ayanonorma: nporpammmnpoBaHmne
VCTPOUCTBA

Llenb aHanorn4yHa nporpammmposaHumio KA

 OnpepeneHne anekTpmyeckoro nopora (T) u ypoBHSA
kom@opTa (C)

* PacnpepeneHune aneKTpoaos

— Co3paHue wabnoHa ctTumynaunm (KapTbl), KOTOpbI byaeT co
BpeMeHeM MeHATbCH

 [lpepoTBpalleHMne CTUMYNALUUN APYTUX YepenHO-MO3roBbIX
HEepBOB
— [loaeprnBaHue nunua
— HapyweHua paBHoBecuA (HAK/IOH roa10Bbl U TYN10BULLA)

— Kawenb, nonepxmBaHue, OLLYLLLEHUA BO PTY, [NIOTKE, A3bIKE,
HEébe

— M3meHeHnAa cepaedyHoro putma



[emorpaduyeckmne aaHHblE

- |una UNC2 UNC3 UNC4 UNC5

KU paHee/ Na/Het
B HacT. Bp.

Bo3pacTt 3,3
BbIMONHEHUSA

CCU

Mon M
CTopoHa J1

3tnonorna/  CND*/
CuHApOM CHARGE

Het/Het

2,5

b
J1

CND*/
Michel

Het/Het

3,5

M
[

CND*/
CHARGE

*Cochlear Nerve Deficiency = oTcyTcTBME CNYXOBOrO HEPBA

Oa/Aa

5,5

CND*

Oa/Aa

2,1

CND*



[Tpumep 1

HEARIHG LEVEL IH iB [AHBI 1996)
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FREQUENCY IN HERTZ {Hz)
125 250 500 1000 2000 4000 2000
750 1500 2000 6000 12000
A :
A= o AT

£ 8 g 8 8 & 8 H s

s B

B

lnarHo3 Tyroyxoctu B
Bo3pacTe 11 mec.

CuHgpom CHARGE
PaHee nonb3oBasnca KU

MeCcToBO-apTUKYNALNOHHAA
peyb




[Tonmep 2

HEARTHS LEVEL IH iE [AHBI 1996)

&

100
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FREQUENCY IN HERTZ (H:)
125 250 SO0 1000 2000 4000 2000
750 1500 3000 G000 12000
_.P|.|_ i
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AL :
A AL AL

&

100

110

120

[lnarHos npu poXxaeHum
[nyboKaa TyroyxocTb

OTCyTCTBME YAAUTKU N CNYXOBOTO
HepBa

KN He BbINO/IHANACL
ectoBasa peub




[Tonmep 3

HEARTHG LEVEL IH iB [AHSI 1996)

FREQUENCY IN HERTZ ()
125 250 500 1000 2000 4000 8000
750 | 1500 | 3000 | 6000 | 12000
AR i : _AR—t Ag-Ag
R
A.Rjrf :

CuHgpom CHARGE

PacwenneHune rybbl n HEDA
(ycTpaHeHO)

KW He BbinonHAANACL

Bce cpeacTtBa obLeHus /
}ecToBas peyb




[Tonumep 4

HEARTHS LEVEL IH iE [AHEBI 1996)

FREQUENCY IN HERTZ (Hz)
125 250 00 1000 2000 A SO0
T 1500 0040 G0 12000
AR E
i AR A . Ag L
Cl— c[\'«\ CL— = AR= AR

KU B Bo3pacte 10 1 13 mec.
Ob6HapyKeHune 3ByKoB ¢ KU

Bce cpenctsa obuweHus /
}ecToBas peuyb




[Tpumep 5

HEARTHG LEVEL IH iE [AHEBI 1996)

110

120

FREQUENCY IN HERTZ {H:)
125 250 500

1000 2000 A0 B000
G000

* KW B BO3pacTe 15 mec.
— HeT peaKunu Ha 3BYK

e JectoBada peyb




Pe3ynbTaTbl XMPYPruyeckoro
BMeLllaTeNbCTBa

eABR+

Hecnyxosble
peakumm Bo
BpemA
onepauumn

AKTUBHbIE
9NeKTpOoabl

WnpunHa
MMnNynbca

Hecnyxosble
peakumu nocne
onepauunm

OcnoxHeHuA

Mo3agHue
OCNOXHEHUA

UNC1 8]\\[op UNC3 UNC4 ]\ [01)
[a Het [a [a [a

HeTt

100-150

Kawenb

Jlnksopen

Het

HeTt

12

400

[notaHue

AcenTnyeckuni
MEHUHIUT

Het

HeTt

150-400

Het

Het

Het

Het

15

100

BectnbynapHbie

Het

Het

Het

150

BectnbynapHbie

Het

Het



OTaaneHHble pe3ynbraTthl

_ UNC1 UNC2 UNC3 UNC4 UNC5

Bo3pacT Ha
MOMEHT
UMMANAHTALUN
(neT)

AnvTenbHOCTb
NCNONIb30BaHMA
nmnnaHTa (ner)

CpegHue noporu
cablwmmocTn (ab)

IT-MAIS*
ESP-Pattern*
ESP-Word*

Cnyxosble
peakunu

30

42

70

62

HenocTtoAHHO

pearnpyet Ha Ums,

y3HaeT
OKpYKatolme
3BYKMU

35

72

25

NA

HenocTtoAHHO

pearnpyeT Ha Ums,

pearvpyert Ha
OKpYKatolme
3BYKMU

2,5

30

62

37

20

Pearnpyet Ha nma,
y3HaeT

OKpYyKatoLme
3BYKM

*Moka3aTenn 3ByKOBOCNPUATUA U Pa3bopUMBOCTM peyn

30

55

33

16

Pearvpyet Ha ums,

y3HaeT
OKpYy»KatoLme
3BYKM

32

CNT
NA
Pearnpyet Ha

OKpYy»KatoLme
3BYKU



CnyxoBble HaBblKU U peyb

_ UNC1 UNC2 UNC3 UNC4 UNC5

AnnTenbHOCTb
MCNOIb30BaHMA
MMMNJIaHTA

Cnocob
obweHuns /
Peuyeobpa3soBa-
Hue

KoMNo3UTHbIN
OWLS (85-115)

ObyyeHue
CNyLaHWIO

Y3HaBaHue
neceH

Y3HaBaHue
dpa3

KecTtoBo-
APTUKYNALNOHH
af peyb, KOHTYp
cnoB 92%,
rnacHble 53%

71

100%

100%

100%

ectoBas peub,

KOHTYp CNOB
55%, rnacHble
29%

71
0%
cny4yamHoe?

50%

5%

Bce cpeacTBa
obweHuna, CNT

77

100%

80%

75%

KoHTyp cnos
48%, rnacHble
17%

44

47%

75%

KectoBas peus,
CNT

70

0%

0%

0%



PeyeBble HaBblKM — yepes3 roa nocse
CCU

Bokanunsauuna —y 100%

ynquueHme KayecTBa
ronoca (TOHaI'IbHOCTb 7

Pa3nunyHble rnacHble —

(0]
e anvtenbHocTb) —y 80%

Mcnonb3oBaHue 3ByKoB /6/ 1
/M/ B HayanbHOW NO3ULMM NpPK
noaparkaHum cnosam —y 80%




AneKkTpodmnsunonorua (Shuman He)

e KopKoBble NoTeHLUMaNbl

— [loporu

— Mapagurmbl U3MeHEeHUA MHTEePBaJa U CMEHb
3NEeKTPoAaa



INEeKTPOoPU3N0N0rnA

e ObbeKTuBHbIE
NnoKa3aTesin:

— CTaHpgapTHOE
npeabassieHne

e Cepusa bUnNonsapHbIxX
MMMNYbCOB
anutenbHocTbio 800 mc

— WHTepBan

* [lay3a AnnTeNnbHOCTbIO
100 mc mexay aByms
cepuamm CTUMyNoB
anutenbHocTbio 400 mc

CraHpapTHble
ycnosus

Maysa 100 mc

M.

E2

100 200 300 400 500 600 700
Bpems (mc)

MNaysa
100 mc

E2 E2

1200

————

100 200 300 400 500 600 700 800
Bpems (mc)




Pe3ynbTraThl

ANUTENbHOCTD
naysbl

S2 ABl-e14

,

3 uVv / 256ms

\

900 700
Bpemsa (mc)

900

1100 1300

MoBeaeH4Yyecknii nopor (ea. Toka)

200
180
180
170
160
150
140
130

120

% 51
® s: “'
® s
A 354
& 55 ®

86
Y * @

® A
L 4

B p=0.91

L 4 p<0.01
120 130 140 150 180 170 180 190 200

Mopor 3BIM (eq. Toka)



3aKa4yeHue

B CLLUA ctBONOMO3roBasa c/IyxoBaa MMNaaHTaUMA HaXoAMNTCA Ha
CaMOM paHHeM 3Tane CBOero pa3BuUTUA

He BbI3bIBaeT onaceHumn

— JInkBopes

— AcenTuyecknMm MeHUHIuUT

[lepBble pe3ynbraThl
— Peakuwus Ha 3BYKM Y BCeX NaLMeHTOB

— OrpaHnYeHHOe BOCNpUATUE peyn
B CLUA He yganocb aobutbca pa3bopymBocTu B OTKPbITOM Bblibope
* B Typumu n Utanum nonyunnm pazbopunBocTb B OTKPbITOM Bbibope 20-30%

— PeyeobpasoBaHue
e Becbma He3HauuTesnbHoOe U c 6ONbLLUMM OTCTaBaHUEM

— OObeKTUBHbIE NOKA3aTENMN...
— [na obuweHna petam Heobxognma 3puUtesibHaa nogaeprKKa




