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3ABUTKA: MULTUM IN PARVO.
YACTHUHA IIEPIIA

Hayionanvnuii meouunuii ynieepcumem imeni O.0. bocomonvys

Haparo Garato moB’si3aHO y JIIOAMHU 31
CIIyXOM, 1100 BBXKATH LIEH BUI YYTTS «OpyeUuM
nicas 30py» (ous. [1]). Came cinyx yMOKIIHMB-
Jr0€ HaWCKIagHily (opMy MIXIIIOJACBKOI KO-
MyHIKalii — MOBY; 13 UMM BHJOM YYyTTA
MOB’s13aHa YM HE IMOJIOBHHA YCHOT'O MUCTEITBA
— 1 He JHIIe My3UYHE, a § PUTOPCHKE, MOBJICH-
HeBe [2]. | Tomy came ciyX HaliHTUMHIIINM
YHHOM TIOB’SI3aHUI 13 0COOMCTICHO-CIIOBECHOIO
CEpIIEBHHOIO ()eHOMEHY JItoIuHHM [3].

Cranom Ha 2018 p. po3paxyHKOBa IJIO-
OanbHA TMONIUPEHICTh CEPUO3HMX, 1HBATIIU3Y-
BaJIbHUX TOPYIICHb CIyXy (anen. — disabling
hearing loss) cknanana 466 MIIH 0ci0, 3 OUIKY-
BaHUM 3HaueHHsM y 2030 p. — Ha piBHI 630
MJIH oci0, a y 2050 p. — Ha piBHi Oinbie 900
MJIH 0ci0, mpuaomy 90 % ocib i3 cepeaHboro i
TSDKKOIO (hopMaMM TOPYIICHb CIYXY IMPOXKH-
BalOTh y KpaiHax i3 HU3BKUM YH CEpPEIHIM PiB-
HEM J10Xoay HaceleHHs [4]. A KUIBKICTh OCi0
Ha IUIAHETI, KOTPl CTPaKJAIOTh MOPYILIECHHIM
CITyXy, BKJIFOYAlOYM HOTO JIETKi 1 OJXHOOIYHI
¢dopmu, y 2017 p. ckmagana 1,4 mupn [4]. Di-
HAHCOBO-€KOHOMIUHA CKJIaIoBa MpOOJIeMH HE
MEHII MacmTabHa [5], a mpo COMio-KyJIbTypHY
— TOJ1 i TOBOPHTH.

bynoBa oprany cinyxy Bpakae XUTpOMY-
JPIiCTIO, JApaMaTUYHUM TIO€THAHHSM JIAKOHIY-
HOCTI 1 CKJIQZHOCTI, 3a4ila€ HECHOIiBaHICTIO
pilieHp, 6araTo 3 SKUX HaM e HAJICKUTH 30a-
rHyTd. HaBith ocoba 3 mocepeaHiM ecTeTd-
HUAM 1 IHTEJEKTyaJbHUM YyTTSM TICJIS O3Ha-
WomiieHHsT 3 OyZOBOIO 1 (PYHKIII€I0 Byxa, Ma-
OyTh, HE 3AIUIITUTHCS JITETIION.

VY it cratTi ME cripoOyBaid KOHIICHT-
POBaHO 3MaJIOBaTH CTaH 3HAHb MO0 MOJIEKY-
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aspHOi (1310710T1T TepudepiiiHOl YaCTUHU CiIy-
XOBOTO aHai3atopa, abM 3rofloM BiJIMOBICTH
Ha IIpocCTe, aje 3acajJHuue NMUTAHHA YCiel ayai-
OJIOTIi: YOMY NpHU BAaBaHIA MPOCTOTI yJALITY-
BaHHs CIIyXOBUX PELENTOpIB 1 MI3epHIM iX Ki-
JBKOCTI BTPAYEHUH CITyX HE BITHOBIIIOETHCS?

Mema podomu — OTISIHYTH 1 y3arajlbHU-
TH aKTyaJibHI JaHl I0JI0 MOJEKYJSpHOI ¢izio-
Jorii peuentii CIyXOBUX IOAPA3HUKIB BHYT-
PILIHIMH BOJIOCKOBUMH KJIITHHAMU 3aBUTKH.

Memoou: y HasBHUX HayKOBUX 0azax
JIAHUX 3JIHCHEHO TOIIYK i BiIOIp JIPYKOBaHUX
npaik 3a KIIOYOBUMH CIOBAMH «MOJICKYJISIPHA
¢izionoriss  CIyxy», «BOJIOCKOBI KJITHHN,
«CHIpaTbHUNA  TaHTIIN», «EHIOKOXJICAPHUIA
HOTEHLIa», «MEXaHOPELENTOPH BOJIOCKOBHUX
KIIITUHY, «CTPIYKOBHIA CHHATIC) TOLIO.

Po3mipu 3ae6umku i 0CHOBHUI KACKAO

nOOIll CIYX06020 CRPUTIHAIMM A

3aBUTKa — MIHIATIOPHUN OpraH, y J10pOC-
noi  mrogmHuM i1 po3mipu  (Ooearcu-
Ha Xwupuna xeucoma) — ~8,75%x6,53x3,26 MM
[6]. JoBkrHa KICTKOBOT'O TYHEINIO 3aBHTKH, 32
PI3HUMH JaHWMH, CTAHOBUTSH Bix ~32,45 MM [6]
10 40,9+2,0 mm (Ous. [7]) um HaBiTH ~42,0 MM
(ous. [8]). HiameTrp 3aBUTKH Bapiroe Bimx ~2,5
MM Yy OCHOBI 710 ~1,5 MM y BepxXiBIli, KUTbKICTb
BUTKIB, 3HOBY X TaKkH, 32 PI3HUMHU JaHUMH —
Bix 2,5 no 3 [7]. Ilpu mpomy BucoTa HyHKITIO-
HAJIbHOI CEPLEBMHH 3aBUTKH — CHIPAIBHOTO
opra"y — ckjanae Bim 66,02 MKM y OCHOBHI
qacTHHI 10 62,69 MKM y BepXiBKOBIi [7].

TouHICTh aKyCTHYHOTO CHPUNUHSATTS I[HO-
T'0 MIHIATIOPHOTO OIOMIPUCTPOO HETIepeCiuHa: y
Jianma3oHl 9acTOT 1 TYYHOCTI, Y SIKUX CIyXOBE
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CIPUHHATTSA Haiikpame (6ionosiono, ~500-
4000 I'y ma ~35-80 ob pisusa 38yk06020 muc-
Ky), JMIOAMHA MOXE PO3PIZHUTH 3MiHY pIBHA
3BYKY (anen. — sound level) mpubmu3HO Ha
OIMH Jenuben Ta 3MiHY TOHAJIBHOI YacTOTH
(anen. — tonal frequency) mpuOIU3HO HA TIBBI-
ncotka [9].

VY cxemMaTW4HOMY BHKJIAJl MEXaHI3M
CHPUAHSTTS CIYXOBOTO TOJPa3HEHHS HACTYII-
HUM. AKYCTHYHI KOJIMBaHHSA, OTPUMYBaHI pi-
nuHowo  (perilympha) OGapaGaHHMX CXOJiB
(scala tympani) Bin OGapaGaHHOI NEPETHUHKU
(membrana tympanica) 1 KICTOYKOBOTO KackKa-
Iy 4epe3 OCHOBY CTpeMiHls (basis stapedis),
BCTABJIEHOT'O y OBaJIbHE BIKHO (fenestra ovalis
s. cochleae), nepeTBOPIOIOTHCSI HE BIIOBHI 3pO-
3yMUIMMH T1IPOAMHAMIYHUMHU MeXaHI3MaMH y
KOJINBAHHsSI OCHOBHOI (6a3unspHoi) MeMOpaHU
(membrana basilaris ductus cochlearis, lamina
basilaris), po3TalIOBaHOTrO HA Hill CHIPaJILHOTO
oprany (organum  spirale), eHnonmMdu
(endolympha) 1  mnokpuBHOi  MeMOpaHU
(membrana tectoria), 1m0 pa3oM OOYMOBIIOE
KOJIMBAHHSI CTEPEOLIMIIN BHYTPILIHIX BOJIOCKO-
BUX KJIITHH, BIIKPUTTS BOYJOBaHHX y HUX Me-
XaHOIICTITUBHUX HOHHHMX KaHAJIB, BXiJl y iXHIO
[UTOIUIa3My HOHIB KaJlito 1 KaJbIIif0, JCTIOS-
puzamito 1 30yJDKEHHS IUX KIITHH, BKpai
IIBUJIKEC BUBUIBHEHHS iXHIMU 0a3aJIbHUMH Yac-
TUHAMHU TIFAHTCHKUX KUIBKOCTEW TIyTamary y
CHHAIITUYHI INUIMHYA 1 aKTUBALIKD HOCTCUHAII-
TUYHUX JICHAPUTHHUX BIAPOCTKIB YYTJIUBUX
HEHpOHIB cmipaidbHOro By3na. Lli HelpoHu i
HECYTh TIEPBUHHO KOJOBAaHUH Yy TaKHil cIocio,
€JIEKTPO-XIMIYHUI EKBIBAJICHT aKyCTUYHOTO
MOJPa3HEHHS Y MO30K, JI€ 3/1HCHIOETbCS HOro
OaraTopiBHEBE NEPETBOPEHHS 1 OMPALIOBAHHS.
VY kiHUEBOMY BHUCIHIAI (OPMYIOTBCS KipKOBI
KOPEJSITH CIIyXOBOTO BITUYTTS 1 — MU 4y€EMO.

3ynuHIMOCh Ha BY3JIOBHX MOMEHTax
IBOTO KacKay MOJIN TeTalbHiIIe.

Bonockogi knimunu

OCHOBHUMH  KJIITHHAMH-PELETITOPAMH
CITyXOBOTO aHai3aTopa BBaKAIOTh BHYTPIIIHI
BOJIOCKOBI KJIITHHH, JOJATKOBHMH — 30BHIIIIHI
[10-12]. OOuaBa BHOHM BOJOCKOBHX KIITHH —
cepeHLoro/Maoro po3Mipy (orasHyTo y [13];
IUB. TakoX [14]), BUIOBKEHOI, IIMITIHIPAIHOL
YW MPU3MATUIHOT (POPMH, pO3TaIIOBaHI MTOMDK
CHEIiaIbHAX MIATPUMYBIBHUX KIIITHH CITipa-
JLHOTO OpPTaHy y JOBOJI YITKOMY TUIOIIMHHO-
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My mopsinky [12]. Bonu Biapi3HSIOTECS po3Ta-
IIYBaHHSAM Ha 3BUYHOMY, pajiapHOMY 3pi3i
CripanbHOTO OpraHy (nmB., Hampukiam, [15,
16]): BHyTpilIHI BOJOCKOBI KJIITHHU PO3TAIIO-
BaHi OJIMKYE IO CTYNHIIEBOI YaCTUHU 3aBUTKU
(modiolus cochleae), no cripanbHOTO By3I1a, 10
criipanbHOTO KaHTy (limbus spiralis) 1 BHyTpi-
IHBOI cripanbHOi O0po3HM (sulcus spiralis
internus) 1 10 KOpeHs IOKPUBHOI MeMOpaHU
(membrana tectoria), 30BHIIIIHI BOJIOCKOBI KIIi-
THHU PO3TAILIOBaHIi Jalli BiJl CTyMNeleBOi YacTu-
HU 3aBUTKU 1 OJIK4e 1O CYIMHHOI CMYTH
(stria vascularis). IIpote ocHOBHOIO MOpdOII0-
TIYHOI0 OCOOJIMBICTIO 000X KIITHH, BimoOpa-
JKEHOI0 y iXHIM Ha3Bi, € amiKaJIbHUN HIITKOIIO-
n16HMHM mydok 3 50-100 muIiHAPUYHUX BUPOC-
TiB — cTepeoriii [12]. Y 30BHIIIHIX BOJIOCKO-
BUX KIITHH JiameTp crepeonuiiii ~200 HM
[12], y BHyTpimHIX — BABIYlI Ouibmmi [17],
JIOBKMHA CTEPEOIHIIINA Bapitoe 1 CKIalae Kilb-
ka MmikpomeTpiB [14, 18-20]. Crepeonunii 3a-
3BMYail MIUIBHO 3rPYNOBaHI Yy CIUIOLICHUH 1
4acTo 3IrHyTHH y BUrsAal jgitepu V un W an-
camOJ1b, MAOTh CKJIAIHY BHYTPIIIHIO CTPYKTY-
pYy 1 HE HaIeXathb 70 CHp&B)KHiX BilloK (cilium)
[12]. H_[onpaB;La y Hezpumx CIIyXOBHX BOJIOC-
KOBHUX KJIITUHAX 1y 3PUIMX BOJIOCKOBHUX KIIITH-
Hax BeCTH6yJ1$1pHoro amapary ccasiis [11, 21]
MOMDK CTEPEOLMIIISIMHA, Y IICHTPI aHCaMmOJIro
pos3TaioBana HalBHIA 1 CIIpaBXKHS Bilika —
KIHOLIWJIis, KOTpa MICTUTh XapaKTePHHH IS
ycix Biiiok Habip MikpoTpyOouok [12].

Crepeoumnii BHYTPIIIHIX BOJOCKOBUX
KJIITHH JIIOJUHY Y KUTbKOCTI 41-64 (8i0nosiono,
8i0 ochoeu 00 cepedunu 3asumku) [14, 22]
PO3TalIOBYIOTECS Yy 2-3 psiAa, KOPOTIIi po3Ta-
HIOBaHi OJIMKYE JIO CTYNMHULIEBOI YACTUHU 3aBH-
Tku (modiolus cochleae) [23]; crepeoummii
30BHIIIHIX BOJIOCKOBHUX KJIITHH y KUTBKOCTI 46-
148 (8ionosiono, 6i0 eepxisku 00 OCHOBU 3a-
sumxu) [14, 22] dopmyrors V/W-nonibHy cTi-
HKY 3 3-5 psniB [14, 23], po3kpuTy y HAaPSIMKY
CTYNEIeBOi YaCTWHHU, NMPUYOMY KOPOTIIi CTe-
peoImIIii TeX po3TalroBaHi OJMKYE 0 CTYITH-
mi [14, 23].

Opna 3aBUTKAa JOPOCIOi JIFONWHHU MicC-
tuth ~11000 [10], ab6o 10945-16000 [22, 24],
gu HaBiTh 7213 (ocoba 70 pokie 3 HopmanvHuMm
cayxom) [25] 30BHIMIHIX BOJIOCKOBUX KIIITHH.
BHyTpinHiX BOJIOCKOBHUX KJIITHH Yy OJIHIN 3aBH-
TIII JOPOCIIOT JIFoIMHU Beboro Jum ~3500 [10],
a00 2695-4400 [14, 24] uu waBith 2600 (0coba
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68 poxis 3 HopmaneHum cayxom) [25]. Maca
OJIHI€T 30BHILITHBOI BOJIOCKOBOI KJIITHHH JIFOU-
HH — ~2.62107 T, BHYyTpimHBOT — ~7.3¢107 T
[13].

B310BkK TyHENIO 3aBUTKH BHYTPIITHI BO-
JIOCKOBI KIIITUHH Y CIHipajdbHOMY opraHi ¢op-
MYIOTh OJTUH PsIJT — BiJ] Oa3aJIbHOT 10 BEPXiBKO-
BOI YaCTHMHH TYHEJO; HATOMICTh, 30BHIIIHI
BOJIOCKOBI KIIITUHM 1HKOJM pO3TAlIOBaHI Y
IIaXMaTONoA1I0HOMY HOPsIKY 1 popMyroTh 3-4
no3noBxkHi  psau  [10]. JlimiiHa rycTuHa
B3/IOBXK TYHEIIO 3aBUTKH JIOIUHU JUTS BHYTpI-
IIHIX BOJIOCKOBHX KJIITHH cTajia 1 ckiagae ~86
(82.79-96.25) onuunip Ha 1 MM oBxkuHA [24].
Jlns 30BHINIHIX BOJOCKOBUX BOHA CKJIAIaA€
~250 Ha 1 MM y OCHOBI 3aBUTKH, cArae ~370 Ha
1 MM moOGnau3y BEpXIBKH, y 30HI CHPUHHATTA
yactoT ~1 kI, 3akiHuyeTbes Ha piBHI ~300 Ha
1 MM y BepxiBII 3aBUTKHU [26], 1y cepeIHbOMY
Mo BCI JOBXHMHI TYyHENIO CKiagae ~343
(334.34-390.89) onuunip Ha 1 MM [24].

Mexanouenmopu 60,10CK08UX KTIMUH

Cycimgni crepeorwii 3B’s3aHi MDK CO-
000 HUTYACTHM KOMIUIEKCOM KaJrepHuHy-23 i
npoTokaarepuny-15, nosxkuHoto ~150 ©HM
(amen. — tip link) [11, 27]. 3 cepenuHu 1UTOIC-
MH Oi9HOI MOBEPXHI BHINOI CYCiTHBOI CTEpeo-
OWJTil BepXHIM KiHEIb KaJATePUHOBOI HHUTKH
3aKpIJICHUH CIEIiAIbHAM SKIDHUM KOMIUICK-
coM', KOTpmii MiCTHTH IUIOHAMEHIIE OLIKH
Myosin 7a, Harmonin-b i SANS?: HuKHil Ki-
Hellb KaJr€épUHOBOI HUTKU 3aHYpPEHUH Y IMTO-
JeMy KiHYMKa HIDKY0i CTepeOnnIIil 1 3aKpirie-
Huit Tam Ginkom LHFPLS® [11, 27]. Ilpu 3ru-
HaHHI YChOTO IMyYKa CTEPEONMIIN y HAMPSAMKY
HAMBUIIMX 3 HUX KaJrepuHOBA HUTKA TATHE
KIHYMK HUXKYOI CTEPEOLMIIl «82opy», 1O Je-
dbopMye 110 YACTHHY IUTOJEMH KiHYMKA 1
CIPUYHHSE BIAKPUTTS PO3TALIOBAHUX IMOPSAT 3
LHFPLS mexaHOCEHCUTUBHHMX KaHaliB, KOTpI
micTsith 6inkn TMIE* i TMC1° wn TMC2 [28,
29] 1 wepez TMC, CIB2 i1 Ankyrin npus’s3aHi
JI0 €JIEMEHTIB aKTHHOBOTO ITUTOCKEJICTY HIK-
yoi crepeormii [30-32].

! upper tip-link density.

% scaffold protein containing ankyrin repeats and SAM [sterile alpha
motif] domain.

* lipoma HMGIC [high mobility group isoform I [interfase]-C]
fusion partner-like 5.

# transmembrane inner ear.

> transmembrane channel-like gene 1.
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MalyThb, Mmepeik CKIaIHUKIB MEXaHOCe-
HCUTHUBHOT'O KOMIUIEKCY KiHUMKIB CTEPEOIMITIN
noBmui. [lpumipom, iHII ABa OLIKH, MOCITI-
JUKYBaHI y 3B’SI3KYy 13 y4acTiO y CHPUHHATTI
aKyCTHUHHMX mofpasHukiB [33] — TOMT®
(mpancnopm i OOKiHe MexaHoCeHCUMUGHUX
xomnaexcig) i LOXHD1 (¢pynxyis nesiooma).
JoOpe Bimomwuii, TMBOBMKHUI 3a CBOEIO OyI10-
Boto MexaHouentop PIEZO2 xoua 6u y mumi
EKCIIPeCy€eThCsl Ha amiKaJbHIM MOBEpXHI mepe-
Ba)KHO 30BHIIIHIX BOJOCKOBHX KJIITHUH, OIS
OCHOBHU cTepeoriii [34, 35]; #ioro BiIKpUTTS
00YMOBJIFOETHCSI HETATUBHUM THCKOM ITOOJIH3Y
II€T amiKaabHOT TOBEPXHI Ta 3MIIEHHSAM MTy4YKa
cTepeolWwIil y NpoTwiexHuid Oik — y OIK
HalkopoTmux 3 HUX [34]. Tum He MeHIl, MeB-
Ha POJIb IIBOTO KaHAy Yy CIYXOBOMY CIpHUK-
HATTI icHye [34]; MOXJIUBO, BIH MpHUiiMae
y4acTh Yy BUSIBJICHHI YIIKOJDKCHHS 1 y pereHe-
pamii BOJIOCKOBUX KIITUH [36]. ¥V Bcsikomy
Bunajaky, poiab PIEZO2 nenepeciuna xoua 0 y
CIPUHHSTTI CTUMYJIB YIBTPa3BYKOBOIO Jliara-
30Hy (>20 xly) [35]. Takox, BUBYAETHCS MO-
JEeKYJSIPHUM KOMIUIEKC CTepeoLwI i mpu ix
OCHOBI (awen. — ankle link complex), xotpwii
BKIIOYae, mioHaiimenmie, Ouiku Usherin,
ADGRV1®, Whirlin i PDZD7° [27], a Takox
KIHYMKOBI KOMIUICKCH HAWBHUIIKUX CTEPEOIMITIN
30BHIIIHIX BOJOCKOBHMX KJIITHH, SIKi 3B’SI3yIOTh
i crepeonuyii MK CO0OK 1 3 IMOKPUBHOIKO
MeMmOpaHoto (auen. — tectorial membrane-
attachment crowns) [37]. 3HaueHHsT IUX MaK-
POMOJIEKYISIPHUX ~ KOMIUICKCIB  3QJIUIIAETHCS
HEBIZIOMUM.

Di3MKO-XIMIYHHI MEXaHI3M PeryJIbOBaHOI
NPOHUKHOCTI  OCHOBHOTO  MEXaHOIICITHBHOI'O
KaHAJIBHOTO KOMILIEKCY BOJIOCKOBUX KIIITUH He-
3pO3yMiTHiA; MaOyTh, JaHi, OTPUMaHI 010 JIIITiJI-
3AJIKHOTO MEXaHI3MY 3aUMHEHHsSI CTPYKTYpPHO
cxoxoro Ha TMC wmexanouerntopa OSCA'Y/
TMEMG63 ", Baskmsi st 3’SICYBaHHS I[HOTO TTH-
Tauas [38]. MexaHoUenTHBHMN KOMIDIEKC BOJIO-
Jlie TAKOXK PI3HUMHM MEXaHi3MaMH aJiarTarii cTo-
coBHO mompaznuka [12, 33, 39], monekynsipHa
NPHUPOJIA SIKUX TEXK 3ATHIIIAETHCS HEBIIOMOIO.

¢ transmembrane O-methyltransferase.

7 lipoxygenase homology domains 1.

% adhesion G protein-coupled receptor V1.

® PDZ [post synaptic density protein (PSD95), Drosophila disc
large tumor suppressor (DIgA), and zonula occludens-1 protein (zo-
1)] domain containing 7.

' hyperosmolality-gated calcium-permeable channel.

' transmembrane protein 63A.
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Enoonimpamuunuii nomenyian

MemOpaHHUT TTOTEHITIaT CIIOKOI0 BOJIOC-
KOBHX KJIITHH cKitajgae Bix -70 mo -50 mB [12].
Voro npupona nanexo He mpocta. Binomo, mo
330BHI amiKaJIbHOT MEMOPaHU BOJIOCKOBUX KITi-
TUH, Y eHnomiM}i 3aBUTKHA KOHIICHTpAIlisl HO-
HIB Kalio ckiamgae ~150-157 MM [12, 40],
xaopy — ~130-140 MM [40-42], natpito —
~1 MM [12], a #ioniB kanbiito — ~30 MkM [12].
VY 1MTO030511 BOJIOCKOBUX KJIITUH KOHLIEHTpALIis
HOHIB Kajiio TpOXH MeHIIa 1 ckiagae 125-140
MM, xjopy — Habarato menma (1,5-4 mMM),
HaTpito — aemo 6inbima (10-15 MM), a koH1IeH-
Tpatist Kanblito — MmeHma (K1 MmxkM) [12]. Ha-
TOMICTh, MDKKJIITHHHE CEpEIOBHIIE HABKOJIO
0a3onarepaabHOI MOBEPXHI BOJIOCKOBOI KIIITH-
HU MICTUTh HU3bKY KOHIICHTpAIlil0O HOHIB Ka-
7o (2-4 MM), BHCOKY KOHIIGHTpAIlil0 HOHIB
xsopy (80-110 MM), natpito (120-150 MM) i
Kanblio (2-5 mM) [12]. BBaxkatoTp, 10 MeM-
OpaHHUH TOTEHITIAJI BOJIOCKOBOI KIIITHHH (op-
MY€ETBCS uepe3 BUOIPKOBY HOHHY NPOHUKHICTD
came 0azojaTepajbHOI YaCTUHU 11 IUTOJICMH
[12]. Onnak, HaWTONOBHINIE, IO 33 TaKHUX
YMOB Yy CCaBIIiB, IIOKHU 110 HE BIIOBHI 3pO3yMi-
JUMH MEXaHi3MaMu (OPMYEThCS 3HAYHUI J10-
JaTHIN eNeKTpUYHUNA noTeHIian (bauzvko +80-
100 mB) mix ennoniMdoro Ta IHIIUMH Cepeio-
BUIIAMH OTOYEHHS — IIOHANHMEHINe, MO3aKIi-
TUHHOIO DITUHOI0 0a3o0JaTepaibHOi YaCTHHH
BOJIOCKOBOT KiiTHHU 1 riepwiimMdoro [12, 17, 40,
43-45]. lle#t moTeHITia) OTpUMaB Ha3BY CHIOJII-
MaTrgHOTO, a00 SHIOKOXJIEAPHOTO; HOTO 3HAa-
YEeHHS — HAWBHIIII Cepell YCiX BIIOMHUX €IICKTPH-
YHUX TIOTCHINIATIB TAaKOTO TaTyHKY Y CCaBIIiB
[46]. MonexysipHi 1 (i3UKO-XIMIUHI MEXaHI3MHU
(dhopmyBaHHS eHAOMIM(DATHIHOTO TIOTSHITIATY
3aIMIIAIOTECS TYMAaHHHMH, TIEpPII 32 BCE, Yepes3
3HA4YHY CKJIQJHICTh [45], omHaK, HE BapTO CyM-
HIBATHUCS, 1110 Y IOTO OCHOBI JISKUTH CITIBIPYK-
HS aKTHBHICTh CHCTEM TPAHCIOPTY HOHIB KITi-
TUHAMH CTIHOK CepeInHHOl npabwHu (scala
media), 30KpeMa, KIITHHHAMH aHCaMOJIsIMH
CYIMHHOI cMYTH (stria vascu-laris), sKi 1 Tpo-
nyKytoTh eHponimdy [17, 40, 43-48]. Kirodo-
BUM Y MIPHUPOJII SHAOMIM(ATHIHOTO TOTSHITIATY
PO3MIIAJAIOTh HETUIIOBY KOHLIEHTpAIlI0 HOHIB
kautito [40, 43-48] 1 kanbuito [48] y enponimi.
Bucoxkuil enokoxieapHui MOTEHIIal XapaKTe-
pHuii ans ccaBuiB [44, 48]. JluBoBmXKHO, ane
ICHy€ HaBITh HOrOo TOHOTOMNIYHHUN PO3MOIALT —
B3JIOBXK TYHEI0 3aBUTKH [44, 48].
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Honni mexanizmu 36y0xcenns

60J10CKOGUX KIIIMUH

MexaHOlLEeNTHBHI KaHAJIW KIHYMKIB CTe-
peonmIiii — KaTioHHi, TOOTO MPOHMKHI J0 HO-
uiB K, Na* i Ca*' [12]. HaiimeHiue (ra kitoka-
com HaHomempig) 3MIIICHHS MTyYKa CTEPEOITH-
T BOJIOCKOBOI KJIITHHM y OIK BHIIUX i3 HUX
OOyMOBJIFOE ~ BIJIKPHTTS MEXaHOLIEHTHBHOTO
KaHAJIBHOTO KOMIUICKCY 1 MUTTEBY JIETOJISPH-
3a1il0 MeMOpaHu BOJIOCKOBOI KJIITHHM 3a pa-
XYHOK TIEPBHHHOIO BXOJDKEHHS MOHIB Kallio
(binbwa wacmuna 6xioHo2o cmpymy) 1 KaJbIlio
(10 % exionozo cmpymy) [12]. Bigpasy x mic-
7Sl BIAKPUTTS KaHAIIB WOHM KaJil0 BXOASTH y
LUTOIUIA3MYy BOJIOCKOBOI KJITHHH, MAalOyTb,
3aBJISIKM HEBEJIMKIM TepeBasi IXHbOI KOHIICHT-
pauii y eanomimpi (~150-157 mM npomu 125-
140 mM; ous. suwe). Jlenonspuszaiisi, BUKIN-
KaHa I[I€l0 MOPUIEID BXITHOTO CTPyMy 30UIb-
mrye 1 6e3 bOro BUCOKY MPOBIAHICTH Oa3oia-
TEpaabHOI YAaCTUHH IUTOJIEMHU BOJIOCKOBOT
KJIITUHU J10 OHIB KaJlifo 32 PaXyHOK BIIKPUTTS
MOTEHIIIAN3ale)KHUX KalllEBUX KaHaIB — Ma-
0yTh, 30kpema KCNQ4 [12]. Hum camum s
HOHIB KaJil0 CTBOPIOETHCSA HIOM «IIpsIMHIA Ka-
Ha» Audy3ii y 00nacTh JpaMaTHYHO HUKYOL
iX KOHLEHTpalii — y MDKKIITUHHY pinuHy Oa-
30J1aTepaibHOI YaCTUHH BOJIOCKOBOI KJIITHHH.
Onnak (i ye conosne), madysis, T00TO (izuKo-
XiMIYHa CKJIaJj0oBa — HE €JIMHA PYIIiiiHA cuia
NEPBUHHOTO BXOJKEHHS HOHIB Kail0 y IMTO-
IUIa3My BOJIOCKOBOBI KIIITHHH 4Yepe3 IIOWHO
BIJYMHEH] MEXaHOLENTHBHI KaHaId 1 IXHBOTO
nepeMillleHHs] Y MDKKIITUHHUN MPOCTIP TOBIII
CHIpaJbHOTO OpraHy: eJEKTPUYHUM pYIIieM
IIBOTO TPOLIECY 1 TAKUM YMHOM MOTY>KHOI Ka-
Jiii-3aJIe)KHOT  AeTONsIpr3allii BOJIOCKOBOI KJTi-
TUHH y BIANOBiAb HAa aKyCTHYHY CTUMYJISIIIIO
BBAKAETHCS TOW caMuil  eHIOMIM(ATHIHMIA
noteHIian. BogHovac, sika posb HOHIB MDKKITI-
TUHHOTO TIPOCTOPY CHIpaIbHOrO OpraHy i HoH-
HUX KaHAIIB 0a3ojaTepabHOI YaCTHHU IIUTO-
JIEMH BOJIOCKOBOI KIIITHHH y TIONMMTUPEHHI JICTIO-
JSIpU3AIlii 3 amKaIbHOI il YacTHHU y 0a3aybHY,
JIO AUTTHOK CHHAIICIB i3 NEHIpPUTaMHU HEHPOHIB
CripabHOTO By3ia — HeBimomo. i xaHamm i
HOHM TIOBHMHHI SKMMOCH YHHOM KOMITEHCYBATH
BUBEICHHS came 3 0a3onarepaibHOl YacTUHH
MPUMEMOPAHHOTO TPOCTOPY BOJIOCKOBOI KITi-
THHHA BEJIHUKOI KIIBKOCTI MOHIB Kallifo, TOOTO
MOTY)KHUIA KaJlieBUH, (PaKTUIHO, TIEPIIONISPH-
3yBaIbHHUM CTpyM. MaOyTh, (QYHKINIIO Takux
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HOHIB BIAIrpatoTh HOHU HATPIIO (368adicaiouu Ha
opamamuyny pizHUylo ix KOHYenmpayiu y yu-
MONAA3ML | Y MINCKIIMUHHOMY NPOCMOPI Chi-
PAnbHO20 opeany, Oue. suuye), KOTpi BXOISATh
Ha TJi 30y/DKEHHS BOJIOCKOBOI KJIITHHH 4epe3
OazonatepaibHy 4acTuHy ii mutonmemu [12]. 1
OT, HEBEJMKUN, CHOPSIMOBAHUN 3 IUTOIJIA3MU
BOJIOCKOBOI KIIITMHH Yy €HAO0NIM(]y TpajieHT
BOr0 HOHY (Ous. 6uuye) MOXKe CHPUUUHITH
HepeMillleHHs] TPUBHECEHUX WOHIB HATpilo Y
eHaonimMdpy (de KoHnyewmpayis Yyvo02o UOHY
0yJice HU3bKA) Yepe3 BITUMHEH] MEXaHOLEITH-
BHI KaHAJIM KIHYUKIB BOJIOCKOBHX KJIITUH Ha30-
BHI. TakuM 4MHOM, Ha TJIi BUKJIMKAHOTO aKycC-
TUYHUM TIOJIPA3HEHHSIM  «Yepe3-680710CKOBO-
KAIMuKHHO20» NUIAXY HOHIB Kalio 3 eHI0IIM(pH
Yy MDKKJITUHHUH OPOCTIP CHIPaJIbHOTO OpraHy,
MOJKe ICHYBaTH 3BOPOTHHH «uepe3-6010CK08O-
KAIMUHHULY TUIAX MOHIB HATPIIO.

VY Oyab-KOMY BHIAJKY, YSBICHHS PO
MEXaHI3MHU 30Yy/UKEHHS BOJOCKOBUX KIITHH
3aJUIIAIOTBCS BKpail OOMEXEHUMH: Cl1abKo
BUBYCHA POJIb IHIIUX HOHIB y OMUCAHHUX MPO-
11ecax, J0 LOT0 Yacy He 3p03yMUIl MOJEKYIIs-
pPHI MEXaHI3MH YJIalITYBaHHS MDKKIITHHHOTO
MPOCTOPY CHIPaIbHOTO OpraHy, MiITpUMaHHS
HOro WOHHOTO CKIaay 1 KOMIApTMEHTHU3AIlii,
SK 1 MEXaHi3MH IPOCTOPOBOI cerperaiii nepe-
MIIIIeHb MOHIB Yy IMTOIUIa3Mi OJHIET BOJIOCKO-
Boi wiitunu [49, 50]. Ilpo 3acobu KIiTHHHOI
MEXaHOLICTIIIi1 TO/1 i TOBOPUTH — BOHHU YOiKBi-
topHi [51, c. 400-420] i MO>XKHa HEe CyMHIBaTH-
Csl, IO TMepeyiK MEeXaHOLENTHBHUX KaHalliB
BOJIOCKOBUX KIITUH (i iHwux K1imuu cnipaio-
HO20 oOpeany), HA IAHWW Yac HE BUYEPIAHO
[36]. IIpumipoM, yci CTpYKTYpH BHYTPILIHBOTO
ByXa EeKCIPECYIOTh TaTepHH kKaHanie TRP'?
[52-54], cepen mMpOKOro Mepeniky SKUX € 1
KaHaIU 3 MEXaHOLUENTHBHUMH BJIACTUBOCTSIMH
[51, c. 412]. I xo4a posb KaHAJIB LBOTO KJacy
y aKTHBaIlil BOJOCKOBHX KIITHH HaBPSI YH
ictoTHa [55], HEXTyBaTH TXHBOIO MPHUCYTHICTIO
He BapTo [56, 57]. o pedi, onmmMcaHW BHUIIE
BHJlT MEXaHOIICTITUBHOI peakilii BOJOCKOBOI
KIITUHA HAa aKyCTUYHHUN TOApa3HUK HE €1IU-
HUUW: 3MIMICHHAS MydKa CTepeommyiii y Oik Ko-
pOTIIUX 3 HUX CHPHUUHSE TIMEPIIOISPU3AIII0
KIIITHHU, X04Ya 1 MEHIIYy 3a aMIUTITYJ010, HIK
JETIONSAPHU3AIIS TIPU  KAKMUBYBATILHOMYY 3Mi-
IICHHI y POTUJIe)KHUH Oik [12].

"2 transient receptor potential channels.
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He 3a0yBaiiM0O TakoX, IO OKpiM JBOX
TUTIB YyTIUBUX KJIITHH, CHIpaJbHUN Opra
MICTUTh OJIN3BKO JIECATKA BHUJIIB OTOYYIOUMX
KIIITHH, Cepell IKUX € TaK 3BaHi JOMOMIDKHI 9n
miATpUMYBaNIbHI KimituH [15, 58, 59], 31 ckiaz-
HUMHU BJIACHUMH MOJICKYJSIPHUMH TPOPLISIMH
[60, 61], moBHMIA crieKTp (DYHKIIIH SKUX 3aIv-
IIAETHCS HE 3’SICOBAHHUM, SIK 1 TOUHI OCOOJIMBO-
CT1 TOHOTOIIYHOI'O YJIALITYBaHHS iX BJIACTHUBO-
creit [60]. YcknanHioe 1 6€3 LbOro HEMpOCTY
CHUTYaIlilo Te, 10 Xo4a 0 y 3pinux mumieit 30 %
BHYTPILIHIX BOJIOCKOBUX KJIITHH OB’ A3aHI MK
c00010 HU3BKOONIPHUMHU MEMOpaHHUMH KaHa-
namu, (opMmyroud GYHKUIHHI MIHICUHIUTIL
[50, 62], a 30BHIIIHI BOJIOCKOBI KJIITHHH MO-
XKYTh BIUTMBATH OJIHA HA OJHY III¢ i MEXaHIYHO
[50, 63]. Kpim Toro, Mixxk 6araTbMa KJIITHHAMHU
CHipaJbHOTO OpraHy BUSBJICHO IIUTMHHI KOH-
TakTu (auen. — gap junctions) — MPOHUKHI JUIS
HOHIB 1 HEBEJIMKHX MOJIEKyJ, Macow 1o 1,8
k/la, mo poOUTh iX BaXKITMBUMH Y4aCHUKAMH
€J1eKTpO(h1310JIOTTYHUX NPOLECIB Y BOJIOCKOBUX
KITTHHAX [64].

Ilepedaua 306y0rcennsn Ha nHeiponu

cnipanbsHozo ey3na

I BHYTpinTHI, 1 30BHINHI (He 36adcaiouu
Ha psi0 panHix einome3 — [65]) BOIOCKOBI KiTi-
THHU € TIIyTamaTteprigaumu [65, 66]. 3acobom
Jy’ke MIBHIKOI W 1HTEHCHBHOI mepemadi 30y-
JUKCHHS CaMe€ BiJi BHYTPINMIHIX BOJIOCKOBUX
KIIITHH Ha niepudepuddi (deHopumui) BiIpoCT-
KA HEHPOHIB CIIPaJIbHOTO TaHTJis € TiyTama-
TEpriyHi CTPIYKOBI cuHATCH (anen. — ribbon
synapses), HE3BHUYHI OYJOBOIO CBOEIO TIPECHU-
HANTUYHOT YacTUHU. Y HiH, y TOBIII 0a3ambHOL
TUTSTHKY [TUTOIIA3MU BHYTPIITHBOT BOJIOCKOBOT
KJIITUHU TIEPICHAUKYJIIPHO IO aKTHBHOI 30HH
CHHAIICa PO3TAIIOBYETHCS TUIACKE EIIMCOMOII-
OHe ymiIbHEeHHs, copMmoBaHe O611koM Ribeye,
sKe 1 OTpUMAaJIo Ha3By CTPIUKH; 3 oOoMa IUIO-
IIMHAMU 1 pedpaMu HOTO YIIUTBHEHHS acoIli-
MOBaHI BE3UKYJIU MeZiaTopa, Maibke TOTOBI J10
BUBUIbHEHHS [12, 67, 68]. [InacTunka-cTpiuka
aJre30BaHa /10 BHYTPIIIHbOI MOBEPXHI aKTHB-
HOI 30HU NPECHHANTUYHOI MeMOpaHu OUIKOM-
ckapdoaaoM 3 IUIKOM MY3HUYHOK Ha3BOIO —
Bassoon (gacom), a OCHOBHMM eJ€MEHTOM
€K30IIMTO3HOTO KOMIUIEKCY BE3UKYJ CTpIuKoO-
BOTO cHHarca BBaxkaioTh Oiumok Otoferlin [12,
67, 68]. IHIIMM BaXJIMBUM YYaCHUKOM KOM-
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wiekcy Moxe Oyt 6umok Piccolino [68], Tomi
SK BHCOKa KaJIbIli€BA MPOHHUKHICTH AKTHUBHOI
30HU IILOTO CHHAICA 3a0e3Meuy€eThCsl TTOTEHITI-
a-3aJIeKHAMH KaHaJlaMH, 310paHumMu 3 cy0o-
nuame Cayl.3al, Cayp2, Cayo2d2, 3a ydac-
TIO Kalblliif-3B’A3yBaibHUX OinkiB'* i Ginkis
Harmonin, RIM"® i RIM-BP'¢ [50].

[Tpo3oporo ysiBIeHHS MPO MOJEKYJISpHI
MeXaHi3MU (yHKIIi CTPIYKOBOTO CHHANca Ha
naHuil yac He icHye. HasBHa mozmens ommcye
CTPIUKY SIK 30HY aTpakiii BEJMKOI KUIBKOCTI
J103piBalOYMX CHHANTHUYHUX BE3UKYJI, KOTpI 3a
HEOOXIIHOCTI NEePeMIIIyIOTbCsl 10 OCHOBH
CTPIUKH 1 3aBASKH HEBIIOMHUM JI0 L[bOTO Hacy
OlIKaM 3aYiIISIOTHCS A0 LUTOJEMH aKTHUBHOI
30HHU, /€ 1 BiAOYyBaeThcs iX €K30LMTO3 [67].
Hackinbku HIBUIKO BE3UKYJIH 3 BEPXHBOTO
pebpa CTpIUKM MepPeMilllyIOThCS 10 1i OCHOBH 1
BUBUIBHSIOTH CBIil BMICT — HE 3p0O3yMLIO, O-
HAaK, 3arajJbHUI MOTJISII Ha TaKy CXeMy OpraHi-
3amii JT03BOJISIE PO3MNIAAATH CTPIUKY sIK 3acid
YTPUMAaHHS BEJIMKOI, OUIBIIOI HIK Y 3BUYalHUX
CHHAICaX KUIBKOCTI FOTOBUX JI0 BUBUIbHEHHS
BE3MKYJ y Oe3mnocepeHiil 0JIM3bKOCTI JJO aKTH-
BHOI 30HH.

[Hma ¢yHKIIisS KOMIUIEKCY — TPYITyBaHHS
1 yTpuMaHHs IOOJIM3Y UM y aKTUBHIH 30HI mpe-
CHUHANTHYHOI MeMOpaHH HEOOXiTHHX MOTEHIII-
AN-3ICKHUX KaJbLIEBUX KaHaiB [68]: muio-
muHHA ryctuHa kaHamiB Cayl.3 y aiisHIl ak-
TUBHOI 30HHM CTPIYKOBOTO CHHATICa BHYTpIll-
HBOI BOJIOCKOBOI KJIITUHU MuIli ckiagae ~3000
OJIMHHI[b HA OMH MKM> ([50] 3 mocunanusam Ha
[69]), mo Oumem HiK y 300 pa3iB mepeBuirye
AQHAJIOTIYHUI TOKA3HUK AJISl TO3aCHHANITHYHOI
YacTUHHU IUTONEeMHU Takoi x kimituHH ([50] 3
nocuiaanusaM Ha [70]). ¥V Oyab-sikoMy BUNIAIKY,
BUBUIBHEHHS MeJiaTopa y CHUHANTHYHY MIUIH-
Hy, TIEpII 3a Bce, Kalblii-3aJIe)KHUN TpoLec,
TOMY HOTro IHIIamiss iCTOTHO 3aJICKUTh BiJ
JIOCTATHROI JIETIONISIPU3allii BOJIOCKOBOI KITITH-
HU 1 BIIKPHUTTIO 3TPYINOBAHUX TOPSA TOTEHITI-
aj-3aJIe)KHMX KalbllieBUX KaHaiB [12].

[[IBunKO  BHUBUTPHIOBAHWH  TJIyTamar,
CTeIiaIbHO YTPUMYBaHUH HATOTOTOBI Y BEJIH-
KHX KUTBKOCTSIX BE3UKYJIAMU CTPIYKH, B3a€EMO-
nie, mepmr 3a Bce, 3 AMPA-penenrtopamu moc-
TCHHANTHYHOI TOBEPXHi, AKi 1 320€3MeuyroTh

" L-type voltage-gated Ca**-channel subunit alpha.

' Ca**-binding proteins, CaBPs.

' Rab3p[ras genes from rat brain]-interacting molecules.
'® RIM-binding proteins.
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IIBUJIKE HATpiii-3asiekHe 30yHKEHHS HEUPOHIB
cripansHoro ranrmisg [12]. Tlpo pe3ynbsrar Ta-
KOro 30y/KeHHS UTUMEThCs y APYTid 4acTHHI
mparfi.

Bucnoeku

JlamigapHuil Orysi aKTyalbHUX YSIBIICHB
1010 MEXaHi3MiB (YHKIIIT PelenTOPHOI JJaHKH
CIIyXOBOTO aHai3aTopa PO3KPUBAE PsJ] HEBTI-
IIHUX BHCHOBKIB: 1) Ha JaHUil yac HEBIIOMUIA
MOBHUHN CKJIaJ] MEXAaHOIIETITUBHOTO MaKpOMO-
JEKYJSIPHOTO KOMIUIEKCY BHYTPIIIHIX BOJOC-
KOBUX KIITHH 1 MeXaHi3MH #oro ¢yHkmii, 2)
3aJIUMIIAETHCS HE3 sICOBAHOIO (DYHKIIIS IHIIHUX
TpaHCMEMOPAaHHUX KOMIUIEKCIB CTEpEOLIii,
3) ysBIEGHHA NPO MOJEKYIspHI 1 (i3uKo-
XiMiyHI MexaHi3MH (QopMyBaHHS eHAOIIMpa-
TUYHOTO TMOTEHIialy TyMaHHi, 4) BiACYTHA
[UTICHA EJIEKTPOXIMIYHA MOJETh 30YIKEHHS
BHYTPIIIHBOI BOJIOCKOBOI KIIITHHH, NepeMi-
IICHHST HOHIB y 11 MeXaX 3 ypaxyBaHHSM BijI-
YUHEHHS K amiKaJbHHX, TaK 1 0a3albHUX Ka-
HaIiB, 5) He3’sicOBaHa POJIb HOHIB MIKKITITHH-
HOTO TIPOCTOPY CHIpadbHOTO OpraHy i HOHHUX
KaHaJiB 0a3zonarepasbHOT YaCTHHH ITUTOJICMH
BOJIOCKOBOI KIIITUHU Y TIOMIMPEHHI IETOJISPH-
TIUTSTHOK CHHATICIB 13 HEMpOHAMH CIIpaTbHOTO
By3J1a, 6) HCBUBYCHI MEXaHI3MH KOMIapTMEH-
TH3aIlii MDKKIIITHHHOTO TIPOCTOPY CHipabHOTO
oprafy i MpOCTOPOBOI cerperaiii mepemMilieHb
HOHIB y IIMUTOIUIa3Mi OJTHIET BOJIOCKOBOI KITITH-
HU, 7) HE PO3KPUTO MOBHMHA CHEKTp (PyHKIIIN
KJIITHH, KOTPi OTOYYIOTH BOJIOCKOBI, HapeIITi,
8) Bce 1me He iICHye MPO30pOro YSBICHHS PO
MOJISKYJISIPHI MeXaHI3MU (YHKII{ CTPIYKOBUX
CHHATICIB BHYTPIIIHIX BOJOCKOBHX KITITHH.

OTxe, BHCHOBOK IOJI0 pIBHA HAaIlUX
3HaHb PO MeXaHi3Mu (QyHKUIi nepudepuaHoi
YAaCTHHHU CIIyXOBOT'O aHaJi3aTopa OYeBHIHHH.
HInsiXu MOKpAIeHHS CUTYAITIT — TeX.

75



Jimepamypa

1. Hutmacher F. Why Is There So Much More Re-
search on Vision Than on Any Other Sensory Mo-
dality? Front Psychol. 2019 Oct 4;10:2246. doi:
10.3389/fpsyg.2019.02246.

2. Gage NM, Baars BJ, Chapter 5 — Sound, Speech,
and Music Perception, Editor(s): N.M. Gage, B.J.
Baars, Fundamentals of Cognitive Neuroscience
(Second Edition), Academic Press, 2018, 143-84,
ISBN 9780128038130, https://doi.org/10.1016/
B978-0-12-803813-0.00005-2.

3. Ashmore J. The neuroscience of hearing or how to
do a hard job with soft components. Brain Neuro-
sci Adv. 2018 Nov 8;2:2398212818810687. doi:
10.1177/2398212818810687.

4. Olusanya BO, Davis AC, Hoffman HJ. Hearing
loss: rising prevalence and impact. Bull World
Health Organ. 2019 Oct 1;97(10):646-646A. doi:
10.2471/BLT.19.224683.

5. Graydon K, Waterworth C, Miller H, Gunasekera
H. Global burden of hearing impairment and ear
disease. J Laryngol Otol. 2019 Jan;133(1):18-25.
doi: 10.1017/S0022215118001275.

6. Zahara D, Dewi RD, Aboet A, Putranto FM, Lubis
ND, Ashar T. Variations in Cochlear Size of Coch-
lear Implant Candidates. Int Arch Otorhinolaryn-
gol. 2019 Apr;23(2):184-190. doi: 10.1055/5-0038-
1661360.

7. Hrncirik F, Roberts I, Sevgili I, Swords C, Bance M.
Models of Cochlea Used in Cochlear Implant Re-
search: A Review. Ann Biomed Eng. 2023 Jul;
51(7):1390-1407. doi: 10.1007/s10439-023-03192-3.

8. Spiegel JL, Polterauer D, Hempel JM, Canis M,
Spiro JE, Miiller J. Variation of the cochlear anat-
omy and cochlea duct length: analysis with a new
tablet-based software. Eur Arch Otorhinolaryngol.
2022 Apr;279(4):1851-1861. doi: 10.1007/s00405-
021-06889-0.

9. National Research Council (US) Committee on
Disability Determination for Individuals with Hear-
ing Impairments; Dobie RA, Van Hemel S, editors.
Hearing Loss: Determining Eligibility for Social
Security Benefits. Washington (DC): National
Academies Press (US); 2004. 2, Basics of Sound,
the Ear, and Hearing. Available from: https://
www.ncbi.nlm.nih.gov/books/NBK207834/.

10. Ashmore J. Cochlear outer hair cell motility. Phys-
iol Rev. 2008 Jan;88(1):173-210. doi: 10.1152/
physrev.00044.2006.

11. Fettiplace R, Kim KX. The physiology of mecha-
noelectrical transduction channels in hearing.
Physiol Rev. 2014 Jul;94(3):951-86. doi:
10.1152/physrev.00038.2013.

12. McPherson DR. Sensory Hair Cells: An Introduc-
tion to Structure and Physiology. Integr Comp Bi-
ol. 2018 Aug 1;58(2):282-300. doi: 10.1093/icb/
icy064.

76

13. Hatton IA, Galbraith ED, Merleau NSC, Miettinen
TP, Smith BM, Shander JA. The human cell count
and size distribution. Proc Natl Acad Sci U S A.
2023 Sep 26;120(39):¢2303077120. doi: 10.1073/
pnas.2303077120.

14.Nadol JB Jr. Comparative anatomy of the cochlea
and auditory nerve in mammals. Hear Res. 1988
Aug;34(3):253-66. doi: 10.1016/0378-5955(88)
90006-8.

15.Kimura RS. The ultrastructure of the organ of
Corti. Int Rev Cytol. 1975;42:173-222. doi: 10.
1016/s0074-7696(08)60981-x.

16. Lim DJ. Functional structure of the organ of Corti:
a review. Hear Res. 1986;22:117-46. doi: 10.
1016/0378-5955(86)90089-4.

17. Fettiplace R. Hair Cell Transduction, Tuning, and
Synaptic Transmission in the Mammalian Cochlea.
Compr Physiol. 2017 Sep 12;7(4):1197-1227. doi:
10.1002/cphy.c160049.

18. Wright A. Dimensions of the cochlear stereocilia
in man and the guinea pig. Hear Res. 1984 Jan;13
(1):89-98. doi: 10.1016/0378-5955(84)90099-6.

19.Mann ZF, Kelley MW. Development of tonotopy
in the auditory periphery. Hear Res. 2011 Jun;276
(1-2):2-15. doi: 10.1016/j.heares.2011.01.011.

20. Miller KK, Atkinson P, Mendoza KR, O Maoiléi-
digh D, Grillet N. Dimensions of a Living Cochle-
ar Hair Bundle. Front Cell Dev Biol. 2021 Nov 25;
9:742529. doi: 10.3389/fcell.2021.742529.

21. Eatock RA, Lysakowski A. Mammalian Vestibular
Hair Cells. In: Eatock RA, Fay RR, Popper AN
(eds) Vertebrate Hair Cells. Springer Handbook of
Auditory Research, 2006, Vol 27. Springer, New
York, NY. https://doi.org/10.1007/0-387-31706-
6 8.

22.Felix H. Anatomical differences in the peripheral
auditory system of mammals and man. A mini re-
view. Adv Otorhinolaryngol. 2002;59:1-10. doi:
10.1159/000059235.

23. Wright A. Scanning electron microscopy of the
normal human cochlea. Clin Otolaryngol Allied
Sci. 1981 Aug;6(4):237-44. doi: 10.1111/j.1365-
2273.1981.tb01541.x.

24.Ulehlova L, Voldrich L, Janisch R. Correlative
study of sensory cell density and cochlear length in
humans. Hear Res. 1987;28(2-3):149-51. doi: 10.
1016/0378-5955(87)90045-1.

25. Wright A. Scanning electron microscopy of the
human cochlea — the organ of Corti. Arch Otorhi-
nolaryngol.  1981;230(1):11-9. doi: 10.1007/
BF00665375.

26.Spoendlin H, Schrott A. Analysis of the human
auditory nerve. Hear Res. 1989 Dec;43(1):25-38.
doi: 10.1016/0378-5955(89)90056-7.

27.Li J. Liquid-liquid phase separation in hair cell
stereocilia development and maintenance. Comput

Omopunonapunzonoeis, Nel(7), 2024


https://www.ncbi.nlm.nih.gov/books/NBK207834/
https://www.ncbi.nlm.nih.gov/books/NBK207834/
https://doi.org/10.1007/0-387-31706-6_8
https://doi.org/10.1007/0-387-31706-6_8

Struct Biotechnol J. 2023 Feb 24;21:1738-1745.
doi: 10.1016/j.csbj.2023.02.040.

28.Pan B, Akyuz N, Liu XP, Asai Y, Nist-Lund C,
Kurima K, Derfler BH, Gydrgy B, Limapichat W,
Walujkar S, Wimalasena LN, Sotomayor M, Corey
DP, Holt JR. TMC1 Forms the Pore of Mecha-
nosensory Transduction Channels in Vertebrate
Inner Ear Hair Cells. Neuron. 2018 Aug
22;99(4):736-753.¢6. doi: 10.1016/j.neuron.2018.
07.033.

29. Cunningham CL, Qiu X, Wu Z, Zhao B, Peng G,
Kim YH, Lauer A, Miiller U. TMIE Defines Pore
and Gating Properties of the Mechanotransduction
Channel of Mammalian Cochlear Hair Cells. Neu-
ron. 2020 Jul 8;107(1):126-143.e8. doi: 10.1016/
j-neuron.2020.03.033.

30. Farhadi M, Razmara E, Balali M, Hajabbas Farsh-
chi Y, Falah M. How Transmembrane Inner Ear
(TMIE) plays role in the auditory system: A mys-
tery to us. J Cell Mol Med. 2021 May 13;25
(13):5869-83. doi: 10.1111/jcmm.16610.

31.Holt JR, Tobin M, Elferich J, Gouaux E, Balles-
teros A, Yan Z, Ahmed ZM, Nicolson T. Putting
the Pieces Together: the Hair Cell Transduction
Complex. J Assoc Res Otolaryngol. 2021 Dec;
22(6):601-608. doi: 10.1007/s10162-021-00808-0.

32.Zheng W, Holt JR. The Mechanosensory Trans-
duction Machinery in Inner Ear Hair Cells. Annu
Rev Biophys. 2021 May 6;50:31-51. doi: 10.
1146/annurev-biophys-062420-081842.

33. Caprara GA, Peng AW. Mechanotransduction in
mammalian sensory hair cells. Mol Cell Neurosci.
2022 May;120:103706. doi: 10.1016/j.mcn.2022.
103706.

34. Douguet D, Honoré E. Mammalian Mechanoelec-
trical Transduction: Structure and Function of
Force-Gated Ion Channels. Cell. 2019 Oct 3;179
(2):340-354. doi: 10.1016/j.cell.2019.08.049.

35.LiJ, Liu S, Song C, Hu Q, Zhao Z, Deng T, Wang
Y, Zhu T, Zou L, Wang S, Chen J, Liu L, Hou H,
Yuan K, Zheng H, Liu Z, Chen X, Sun W, Xiao B,
Xiong W. PIEZO2 mediates ultrasonic hearing via
cochlear outer hair cells in mice. Proc Natl Acad
SciU S A. 2021 Jul 13;118(28):€2101207118. doi:
10.1073/pnas.2101207118.

36.Qiu X, Miiller U. Mechanically Gated Ion Chan-
nels in Mammalian Hair Cells. Front Cell Neuro-
sci. 2018 Apr 11;12:100. doi: 10.3389/fncel.
2018.00100.

37.Han W, Shin JO, Ma JH, Min H, Jung J, Lee J,
Kim UK, Choi JY, Moon SJ, Moon DW, Bok J,
Kim CH. Distinct roles of stereociliary links in the
nonlinear sound processing and noise resistance of
cochlear outer hair cells. Proc Natl Acad Sci U S
A. 2020 May 19;117(20):11109-11117. doi: 10.
1073/pnas.1920229117.

38.Zhang M, Shan Y, Cox CD, Pei D. A mechanical-
coupling mechanism in OSCA/TMEM63 channel

Omopunonapunzonozis, Nel(7), 2024

mechanosensitivity. Nat Commun. 2023 Jul
4;14(1):3943. doi: 10.1038/541467-023-39688-8.

39.0 Maoiléidigh D, Ricci AJ. A Bundle of Mecha-
nisms: Inner-Ear Hair-Cell Mechanotransduction.
Trends Neurosci. 2019 Mar;42(3):221-236. doi:
10.1016/j.tins.2018.12.006.

40. Wangemann P. Supporting sensory transduction:
cochlear fluid homeostasis and the endocochlear
potential. J Physiol. 2006 Oct 1;576(Pt 1):11-21.
doi: 10.1113/jphysiol.2006.112888.

41.Sauer G, Richter CP, Klinke R. Sodium, potassi-
um, chloride and calcium concentrations measured
in pigeon perilymph and endolymph. Hear Res.
1999 Mar;129(1-2):1-6. doi: 10.1016/s0378-5955
(98)00230-5.

42.Kim SH, Kim BG, Kim JY, Roh KJ, Suh MJ, Jung
J, Moon IS, Moon SK, Choi JY. Electrogenic
transport and K(+) ion channel expression by the
human endolymphatic sac epithelium. Sci Rep.
2015 Dec 14;5:18110. doi: 10.1038/srep18110.

43. Sterkers O, Ferrary E, Amiel C. Production of
inner ear fluids. Physiol Rev. 1988 Oct;68(4):
1083-1128. doi: 10.1152/physrev.1988.68.4.1083.

44. Wilms V, Koppl C, Soffgen C, Hartmann AM,
Nothwang HG. Molecular bases of K* secretory
cells in the inner ear: shared and distinct features
between birds and mammals. Sci Rep. 2016 Sep
29;6:34203. doi: 10.1038/srep34203.

45.Bazard P, Frisina RD, Acosta AA, Dasgupta S,
Bauer MA, Zhu X, Ding B. Roles of Key Ion
Channels and Transport Proteins in Age-Related
Hearing Loss. Int J Mol Sci. 2021 Jun 7;22
(11):6158. doi: 10.3390/ijms22116158.

46. Hibino H, Kurachi Y. Molecular and physiological
bases of the K+ circulation in the mammalian in-
ner ear. Physiology (Bethesda). 2006 Oct;21:336-
45. doi: 10.1152/physiol.00023.2006.

47.Hibino H, Nin F, Tsuzuki C, Kurachi Y. How is
the highly positive endocochlear potential formed?
The specific architecture of the stria vascularis and
the roles of the ion-transport apparatus. Pflugers
Arch. 2010 Mar;459(4):521-33. doi: 10.1007/
s00424-009-0754-z.

48.Lipovsek M, Elgoyhen AB. The evolutionary
tuning of hearing. Trends Neurosci. 2023 Feb;
46(2):110-123. doi: 10.1016/j.tins.2022.12.002.

49. Fettiplace R, Nam JH. Tonotopy in calcium home-
ostasis and vulnerability of cochlear hair cells.
Hear Res. 2019 May;376:11-21. doi: 10.1016/j.
heares.2018.11.002.

50. Effertz T, Moser T, Oliver D. Recent advances in
cochlear hair cell nanophysiology: subcellular
compartmentalization of electrical signaling in
compact sensory cells. Fac Rev. 2020 Dec 21;9:24.
doi: 10.12703/r/9-24.

51. Tsymbalyuk V, Medvedev V. [Man and his brain:
[monograph: in 3 vol]. 2" ed. Vinnytsia: New
book; 2023. Vol. 2. 448 p. [In Ukrainian].

77



52.Corey DP. New TRP channels in hearing and
mechanosensation. Neuron. 2003 Aug 14;39(4):
585-8. doi: 10.1016/s0896-6273(03)00505-1.

53. Corey DP, Garcia-Afioveros J, Holt JR, Kwan KY,
Lin SY, Vollrath MA, Amalfitano A, Cheung EL,
Derfler BH, Duggan A, Géléoc GS, Gray PA,
Hoffman MP, Rehm HL, Tamasauskas D, Zhang
DS. TRPAL is a candidate for the mechanosensi-
tive transduction channel of vertebrate hair cells.
Nature. 2004 Dec 9;432(7018):723-30. doi: 10.
1038/nature03066.

54. Wang S, Geng Q, Huo L, Ma Y, Gao Y, Zhang W,
Zhang H, Lv P, Jia Z. Transient Receptor Potential
Cation Channel Subfamily Vanilloid 4 and 3 in the
Inner Ear Protect Hearing in Mice. Front Mol Neu-
rosci. 2019 Dec 4;12:296. doi: 10.3389/famol.
2019.00296.

55. Wu X, Indzhykulian AA, Niksch PD, Webber RM,
Garcia-Gonzalez M, Watnick T, Zhou J, Vollrath
MA, Corey DP. Hair-Cell Mechanotransduction
Persists in TRP Channel Knockout Mice. PLoS
One. 2016 May 19;11(5):e0155577. doi: 10.1371/
journal.pone.0155577.

56. Ramkumar V, Sheth S, Dhukhwa A, Al Aameri R,
Rybak L, Mukherjea D. Transient Receptor Poten-
tial Channels and Auditory Functions. Antioxid
Redox Signal. 2022 Jun;36(16-18):1158-1170. doi:
10.1089/ars.2021.0191.

57.Vélez-Ortega AC, Stepanyan R, Edelmann SE,
Torres-Gallego S, Park C, Marinkova DA,
Nowacki JS, Sinha GP, Frolenkov GI. TRPA1 ac-
tivation in non-sensory supporting cells contributes
to regulation of cochlear sensitivity after acoustic
trauma. Nat Commun. 2023 Jun 30;14(1):3871.
doi: 10.1038/s41467-023-39589-w.

58.Booth KT, Azaiez H, Jahan I, Smith RJH, Fritzsch
B. Intracellular Regulome Variability Along the
Organ of Corti: Evidence, Approaches, Challeng-
es, and Perspective. Front Genet. 2018 May §;9:
156. doi: 10.3389/fgene.2018.00156.

59. Elliott KL, Fritzsch B, Duncan JS. Evolutionary
and Developmental Biology Provide Insights Into
the Regeneration of Organ of Corti Hair Cells.
Front Cell Neurosci. 2018 Aug 8;12:252. doi: 10.
3389/fncel.2018.00252.

60. Waldhaus J, Durruthy-Durruthy R, Heller S. Quan-
titative High-Resolution Cellular Map of the Or-
gan of Corti. Cell Rep. 2015 Jun 9;11(9):1385-99.
doi: 10.1016/j.celrep.2015.04.062.

61.Requena T, Gallego-Martinez A, Lopez-Escamez
JA. Bioinformatic Integration of Molecular Net-

© B.B. Mensenes, 2024

78

works and Major Pathways Involved in Mice
Cochlear and Vestibular Supporting Cells. Front
Mol Neurosci. 2018 Apr 5;11:108. doi: 10.
3389/fhmol.2018.00108.

62.Jean P, Anttonen T, Michanski S, de Diego AMG,
Steyer AM, Neef A, Oestreicher D, Kroll J, Nardis
C, Pangrsi¢ T, Mobius W, Ashmore J, Wichmann
C, Moser T. Macromolecular and electrical cou-
pling between inner hair cells in the rodent coch-
lea. Nat Commun. 2020 Jun 25;11(1):3208. doi:
10.1038/s41467-020-17003-z.

63. Zhao HB, Santos-Sacchi J. Auditory collusion and
a coupled couple of outer hair cells. Nature. 1999
May 27;399(6734):359-62. doi: 10.1038/20686.

64. Wu X, Zhang W, Li Y, Lin X. Structure and Func-
tion of Cochlear Gap Junctions and Implications
for the Translation of Cochlear Gene Therapies.
Front Cell Neurosci. 2019 Nov 27;13:529. doi: 10.
3389/fncel.2019.00529.

65. Carricondo F, Romero-Gomez B. The Cochlear
Spiral Ganglion Neurons: The Auditory Portion of
the VIII Nerve. Anat Rec (Hoboken). 2019 Mar;
302(3):463-471. doi: 10.1002/ar.23815.

66. Weisz CJC, Williams SG, Eckard CS, Divito CB,
Ferreira DW, Fantetti KN, Dettwyler SA, Cai HM,
Rubio ME, Kandler K, Seal RP. Outer Hair Cell
Glutamate Signaling through Type II Spiral Gan-
glion Afferents Activates Neurons in the Cochlear
Nucleus in Response to Nondamaging Sounds. J
Neurosci. 2021 Mar 31;41(13):2930-2943. doi: 10.
1523/INEUROSCI.0619-20.2021.

67. Chakrabarti R, Wichmann C. Nanomachinery
Organizing Release at Neuronal and Ribbon Syn-
apses. Int J Mol Sci. 2019 Apr 30;20(9):2147. doi:
10.3390/ijms20092147.

68.Voorn RA, Vogl C. Molecular Assembly and
Structural Plasticity of Sensory Ribbon Synapses-
A Presynaptic Perspective. Int J Mol Sci. 2020
Nov 19;21(22):8758. doi: 10.3390/ijms21228758.

69. Neef J, Urban NT, Ohn TL, Frank T, Jean P, Hell
SW, Willig KI, Moser T. Quantitative optical
nanophysiology of Ca®" signaling at inner hair cell
active zones. Nat Commun. 2018 Jan 18;9(1):290.
doi: 10.1038/s41467-017-02612-y.

70. Wong AB, Rutherford MA, Gabriclaitis M,
Pangrsic T, Gottfert F, Frank T, Michanski S, Hell
S, Wolf F, Wichmann C, Moser T. Developmental
refinement of hair cell synapses tightens the cou-
pling of Ca2+ influx to exocytosis. EMBO J. 2014
Feb 3;33(3):247-64. doi: 10.1002/emb;.
201387110.

Hapniitia mo penakirii 21.02.2024

Omopunonapunzonoeis, Nel(7), 2024



3ABUTKA: MULTUM IN PARVO. YACTHHA IIEPIIIA
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Anomauyis

CrnyxoBuil aHaTi3aTOp — BOKIUBUM IHCTPYMEHT KOMYHIKAMI{ i3 30BHIIIHIM CBITOM, II[0, OKPIM IHIIIOTO, Ma€
mpsiMe BITHOIIEHHS 10 OyTTs (PeHOMEHY JIOAWHU Y BCiii Horo moBHOTI. L[eHTpansHIM eleMEHTOM aHali3aTopa €
3aBUTKa 1 HasBHI JaHi MEPEKOHYIOTh y HEOUIKyBaHIi CKJIAIHOCTI yJIAaIITYBaHHS 1IbOTO MIHIaTIOPHOTO Opray.
HesBaxkaroun Ha po3MOBCIOKEHI CXEMATHYHI YABJICHHS, MEXaHI3MH CIIPHAHATTS 1 IepeAadi akyCTHIHUX [T0Ipas3-
HEHb BCE Il OTOYEHI TioTe3aMH, IHTepIpeTaiifHy CIPOMOXKHICTh SKHX CIiJ BCTaHOBUTH. OCHOBHOIO JIAHKOIO
CHPUHHATTA aKyCTUYHHUX KOJHMBAHb, PELENTOPOM, KOTpHU TpaHCHOpMYE iX y eTeKTpo-XiMiuHi (opMHU CHUTHaTI3A-
1ii, € BHYTPIIIHI BOJIOCKOBI KJIITHHU. Y il cTaTTi KOPOTKO OTJISIHYTO CYYacHi ysSBJICHHS Ipo OYZOBY JIOJCHKOT
3aBUTKH 1 PO (i310JI0TIF0 BOJOCKOBHX KIITHH. 30KpeMa, 310paHo akTyalbHI JaHi 010 KUIBKICHUX 1 MOpdoMeT-
PUYHUX XapaKTEPUCTUK LUX KIITHH, OyIOBH i (yHKIIl iXHPOTO MOJICKYJSPHOTO MEXaHOLCNTHBHOIO arapary,
IOZI0 MEXaHI3MIB (OPMYyBaHHS EHJOKOXJIEApPHOTO IOTEHIIAy i FeHEepyBaHHS ENEKTPOXIMIYHOTO 30yIKeHHS
BOJIOCKOBHX KIIITHH, @ TaKOX IIOJI0 Tepenadi mboro 30yKEHHST Ha HEHpPOHH CITPaJhbHOTO By3Ja CIEHiaIbHUMHU
CTpPIUKOBMMHU cHHarcamMu. HaBeneHi laH1 IepeKOHYIOTh Y XBUIIIOIOWiN CKIIAIHOCTI yJIalITyBaHHs OpraHy CIIyXy, a
TaKOX AEMOHCTPYIOTh MOHYMEHTAJIbHI BUMIPH BHKJINKIB, KOTP1 CTOSTH MEpe LI€I0 TUITHKOIO aymioJIorii.

Kntouoei cnosa: MONEKYIAPHI MEXaHI3MH CIIyXY, 3aBUTKa, CIIPaJbHUI OpraH, BOJIOCKOBI KIITHHHU, MeXa-
HOPELENTOPH, CHIOKOXJICAPHUII MOTEHIIial, CTPIYKOBI CHHAIICH.

COCHLEA: MULTUM IN PARVO. PART ONE

Medvediev VV
Bogomolets National Medical University
e-mail: vavo2010@gmail.com

Abstract

The auditory analyzer is an important tool for communication with the outside world, which, among other
things, is directly related to the existence of the human phenomenon in its entirety. The central element of the
analyzer is the cochlea, and the available data are convincing in the unexpected complexity of this miniature organ
arrangement. Despite the widespread schematic representations, the mechanisms of perception and transmission
of acoustic stimuli are still surrounded by hypotheses, the interpretive capacity of which has yet to be established.
The main link of perception of acoustic vibrations, i.e. the receptor that transforms them into electro-chemical
forms of signaling, are inner hair cells. This article briefly reviews modern ideas about the structure of the human
cochlea and the physiology of hair cells. In particular, relevant data on the quantitative and morphometric charac-
teristics of these cells, the structure and function of their molecular mechanoceptive apparatus, the mechanisms of
the endocochlear potential formation and the generation of electrochemical excitation of hair cells, as well as the
transmission of this excitation to the spiral ganglion neurons by special ribbon synapses have been collected. The
given data convince of the exciting complexity of arranging the organ of hearing, and also demonstrate the mon-
umental dimensions of the challenges facing this area of audiology.

Key words: molecular mechanisms of hearing, cochlea, spiral organ, hair cells, mechanoreceptors, endo-
cochlear potential, ribbon synapses.
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