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Pe3iome

YOBEHIKUAT CITyXOB OPraH € €IWH OT Hall-CII0KHO YCTPOSHHUTE
NpeaHasHacH 3a BB3INPUEMAHC Ha aKyCTUYHUTEC MEXaHUYHU
CHUTHAJIU OT BBHIIHATA cpelia.BbrTpeiHoro yxo e BUCOKO crie-
[UATM3UPAHKUAT OPTaH 3a CEH3UTHBHU BB3IPHUATHSA B KOETO
ce KOMOMHHMPAT TPU CBbP3aHU MOMEXAY CH (YHKIMU HU3IbJI-
HaBaHU OT organon Corti ,stria vascularis u gangion spiralis.
AJIeKBaTHOTO Jpa3HEHE HAa CIYXOBUS OPraH ca MEXaHHYIHH-
TC TPCNTCHUA B”b36ylleHl/l OT pa3jIniHU 3BYKOBHU HM3TOYHULU
TPAaHCHOPTUPAHU U Pa3NpOCTPaHSBAHU OT Bb3yXa HABIM3aT
Ipe3 OBAJTHOTO IPO30pYe KBbM Iepu U eHoauMmdara 10 CiIy-
XOBHUTE KJICTKH B KOPTHEBHs opraH. B Hero ce namupar nBa
TUIA KIETKH — BBTPEIIHU CIIyXOBU KIETKH JETePMUHHMPaHU
3a TpaHCc(hOpMHUpaHEHe Ha MEXaHWYHHTE 3ByKOBH CHTHAIU B
6I/IOCJ'ICKTpVI‘{Hl/I IMOTCHIMAJIM U BBHIIHU KOHUTO Ca 'CHCTUYHO
IpeIONpPEIEIeHH 3 YCUIBaHE CEJIEKTUBUTETA U CEH3UTHUBUTE-
Ta Ha HOCTBIMINTE aKyCTUYHU CHTHAJIH.

MoaekynsipHa HHTepOpeTANAs HA CIyXa

Cvovporcanue

YoBEmIKOTO yXO C aHATOMUYHOTO CH YCTPOWMCTBO €
HaITBJIHO JaNTHPAHO 3a TpaHCPOpPMUpaHE HAa MeXa-
HUYHATAa KUHETUYHA 3BYKOBA C€HEPIUs M MpeBpbLIa-
HETO U BBbB BHCOKO CIICIHATIU3UpaHa OMOENEKTPUYHA.
BbTpemHoTo yx0 € €OMH OT Hail-uyBCTBUTEIHUTE
OpraHy Ha YOBEKa CHCTABEH IVIABHO OT TPH IMOCIEIO0-
BaTeNHO (DYHKIIMOHAJIHO CBBbP3aHU CEKTOpa: Oorganon
Corti,stria vascularis, ganglion spiralac. AnexBaTHHAT
Jpa3HUTEN 3a Ta3H KOMILUIUIIMpAaHA CEH3UTHBHA CHUCTe-
Ma ca aKyCTHYHHUTE CUTHAJIH, KOUTO C€ TPAHCIOPTUPAT
Mpe3 BBHIIHOTO, CPEAHOTO U OTTaM KbM BBTPELIHOTO
yXO pecIH. BbTPEIIHUTE CIyXOBH KJIeTKU. B mocnennure
roivHu Oelle TeTePMUHUPAHO U3KITIOUUTEIIHO BaKHATA
3a Te3W KJIETKH (DYHKIHUSA, a UMEHHO, NMPEBPBIIAHETO
Ha MEXaHUYHATa €HEprusi B OMOENEKTPUYHU HMITYJICH.
Taka manpumep stria vascularis e oTroBopHa 3a TOA-
JTbPKAHETO HA KOXJIeapHaTa XOMEOCTa3a, a CHUPATHUAT
TaHIIMK M3TPaXxaa U GOpMUPa CHHANTUYHUTE KOHTAaK-
TH CHC CIYXOBUTE KJIETKH IO KOMTO C€ MPEHACST IO
aepeHTHNUTE aKCOHU HEPBHUTE CUTHAJIN 10 MO3bYHATA
Kopa. J[Hec Bce moBeye BHUMAHHE CE OT/AENS BbPXY BIIH-
SIHUETO Ha Pa3IMYHUTE TeHETUYHN aHOMAJIMH, KOUTO ca
OTrOBOPHHU 3a CUHTE3aTa Ha OTPOMHHUTE Pa3HOBUIHOCTH
POTENHH, 0COOCHO KOHTPAKTWIIHUTE THIIOBE M TE3HU
00CcITy>KBaI HOHHUTE KaHAJIH.

Du3uonozua Ha cayxo6usn op2an
IepudepHusT cyXoB OpraH ce paseins Ha TpU OTJena:
1. BBHIIHO yXO € yIIHa MUJa U CIyXOB KaHal
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2. CpenmHo yxo ¢ TUMIIaHaJTHA MeMOpaHa, KyXuHa
Ha CPEIHOTO YyXO, CIIyXOBH KOCTHULIM M MYCKYJIU
u

3. BbTpeniHo yxo pa3noiokeHo AbJI0OKO B TEMIIO-
pajiHaTa KOCT ¢ IPEAJIBEpUE U KOXJIES C organon
cochleae ¥ MOMYyOKPHKHU KaHAJIU C TpUIIEKa-
LIUTE BBTPELIEH CIIyXOB IPOXOA M AKCOHU J0
KopaTa Ha MO3bKa.

1. BbHIIIHO yX0. BBHIIIHOTO yXO CE akLenTupa, Karto
aKyCTHUYHA aHTEHa, KOATO AU(EPEHIIUPAHO HACOUBA
3BYKOBUTE CHTHAJIM KbM ThIIaHUYeBaTa MeMOpaHa.
AypukynaTa ¥ KaHajia IpeICTaBiIsABaT MpUONN3U-
TEJTHO (pyHHUs, KOSITO 32 OnpesiesieHH (PEeKBEHIIUU OT
HaJIMYHUS PE30HAHC MOBUILIABAT CHJIaTa Ha MOIaj-
HaJIUTE 3ByKOBM curHanu. ToBa ca ¢ppekBeHIIMUTE B
nuanaszoHa Mexxay 2-4 kHz T.e. roBopHute 30HH, ¢
KOETO ce 00sCHsIBa (paKTa, ye CyOeKTH eKCIIOHUPAHH
Ha IIIyM B TO3U JJMAMa30H UMaT 4Ye€CTO YBPEIEH CIIyX.
JISBOTO M JIICHOTO BBHIIHO yXO OO0YyCIaBAT MpOC-
TPAaHCTBEHO Da3Ipe/ieNICHNE Ha 3BYKOBUTE BBIIHH
BbPXY TUMIIAHAJTHUTE MEMOpPaHH, Ipe1oNpeaeNsIlo
IpocTpaHCcTBeHaTa opueHTanus. OCBEH TOBa BCAKA,
aypuKyia Cb3AaBa YCIOBHUA 3a JU(epeHIHpaHO
U3MEHEHUE B JBETE MOCOKM Ha 3BYKOBaTa BBJIHA:
e/lHa Tonajam@a AMPEKTHO mpe3 cavum conchae u
BTOpa pedekrtupana ot helix u anthelix. Bropara
BbJIHA UMa MAaJIKO MO-ABJIBI BT OCHIIECTBSBAIIA
3BYKOBO 3aKbCHEHME 0koj0 0,2 ms. KoeTo ce oTpa-
3s1Ba Ha 3ByKOBAara JIOKAIU3alUsl BbPXY BEpTHUKAIHA-
Ta MJIOCKOCT Ha MeMOpaHaTa

2. Cpeano yxo. CpemHoTo yXo ce pasmoyiara B
€lHa TTHEeBMAaTH3WpaHa KyXWHA Ha CJENooYHaTa
KOCT, KOSITO ce aepupa npe3 EBcraxuesa Tppba oT
enudapunkca. OcHuKynapHaTta BepHUra pasIoioikKe-
Ha MEeXJIy TUMIaHaJHaTa MeMOpaHa U OBAJIHOTO
IpO30pUYe IPEeHACS OCUWIALMUTE, KbM IEPUIIAM-
(arta Ha BbTpEIHOTO yxo. Haii-BaxkHara QyHKIMS
Ha CpPEIHOTO yXO € HM3paBHABAHE HA WMMIIeJaHCa
(CBIIPOTUBIIEHUETO) MEXKAY Pa3IUYHUTE CHIPOTH-
BJICHHSI (MMITEJJAaHCH) Ta3H Ha BH3IAyXa U HA TEIYHO-
CTUTE (BbB BBTPEHIHOTO YXO), KOETO € BB3MOXKHO
Ype3 MEeXaHW3bMa Ha cpeqHoTO yXo. [IpeomonsBane
CBIIPOTUBJIICHUETO HAa TEYHOCTUTE U €(EKTHUBHO-
TO TIPEHACSHE Ha 3BYKOBaTa BBJIIHA C€ Peau3upa
CaMo aKo TO3M MEXaHU3bM PadOTH HOPMAIHO. AKO
cucTeMara Ha CpeJHOTO yXO JIMIICBA, TO > 99% ot
3ByKOBaTa eHeprusi Ou ce 3aryOuia U camo OKOJIO
< 1% me ocrane edexrtuBHa (¢pur. 1) 3a cIIyxXoBB3-
NpUATHETO. 3ajjayaTa Ha CPEJHOTO YXO € MMEHHO
Jla HAMaJId MaKCHMaJHO 3ary0ara Ha 3ByKoBaTa
eHeprus J1a i MUHUMHU3Hpa U J1a s TpaHCMHCHpa C
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MUHUMaJIHA 3ary0a KpM nepwinMdara. 3a meira
romara rojisiMara pasiifKa B TUIOLIUTE MEXY THM-
naHajHaTa MeMOpaHa M OCHOBHAaTa IUIOYKAa Ha
CTpEMETO, KOUTO ca B choTHoueHue 20:1 koeto e
Hai-BaxHUAT (akrop. Kato MexaHndHo BHOpHpa-
12 CUCTEMa CPETHOTO yXO MOKa3Ba M PE30HAHCHA
(bpeKBeHIMs, KOSTO YCHIIBA MpEHACsHATa €HEePIus
ot okojio 1 kHz. Bepxy nmmnenanca BiusiHue oxas-
BaT U aTMOC(EpHHUTE TPOMEHH, PYHKIIUS KOSTO CE
m3nbIHsBa oT tuba Eustachii mpe3 koaTo ce u3pas-
HSBA HAJIATAHETO OT MEPHOIUYHO MOCTHIIBAHE HA
arMmoceper Bb3ayX. DyHKIUATA HA CTATUYHO
W3paBHSABAHE HAJSTAHETO MEXKIy [JBET€ KyXUHH
— enu(papuHKC U CPEIHO yXO C€ JOMBIHHTEIHO
MOJACUTYpPSIBA OT CTaBHUTE BPB3KH Ha CIIyXOBUTE
KOCTHUIIM, KOMTO HE IMO3BOJISIBAT AMCIOIHMpAHE Ha
OCHOBHATA IJIOYKA HAa CTPEMETO MPH EKCTPEMATHH
aKyCTHYHU HAaTOBapBaHUSL.

3. BbrpemHo yxo. llpexncrasnsiBa cucrema oOT
B3aMMHO CBBP3aHU KOCTHU KaHAJIM B KOUTO C€ pa3-
[1oJIaraT UIMECTUTE My CTPYKTYPH Pa3MOJIOKEHN B
MacHBa Ha CJIETIOOYHATa KOCT. B nunecrure kaHamu
CC HaMupar JBa TUIla CCH3UTHMBHU KOMIIOHCHTH:
CIYXOB OXJIIOB U BECTHUOYJApHH MOJYyOKPBKHHU
KaHaJH.

3.1. Oxnroé (Cochlea). Koxnesita € OT OCHOBHO
(U3UOIOTUYHO U KIMHUYHO 3HAYCHHE 33 BB3IPH-
€MaHe Ha Pa3IUYHUTE aKyCTHYHU E€MHUCHH BBPXY
yoBeka. OXIIOBBT C€ M3TPaKAa OT KOCTEH KaHA
canalis spiralis cochleae m abmkWHA TPUOTU3H-
TenHo 31-35 mm ChbC 3aBUT CIHMPAJICH X0 OKOJIO
enHa oc, modiolus oT kosATO TIepudepHO ce U3ITHIBA
KOoCcTHa Jiamenia — lamina spiralis cochlea. 1o To3un
HAYuH ce GOopMHpaT TPHU HE3ABUCUMHU KOCTHH TIPOC-

a Reflexion =99 %
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@wr. 1. MNpu nunca Ha cpeaHo yxo ce rydu okono 99% ot
edpekTa Ha 3BYKOBB3NPUATUETO
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TpaHcTBa: scala media, scala vestibuli et scala tym-
pani. Ot lamia spiralis kbM nepugepusTa Ha OXJTI0-
Ba ce M3JIbuBa membrana basilaris, kosiTo B mojiHara
yacT uMa abipkuHa 0,1 MM, a BbB BHCOKara KbM
Bbpxa 0,5 MM M 3HaUUTEITHO MO-THHKA B CPABHEHHE
c ocHoBara. Ts cTom ombHaTa Mexay lamina spi-
ralis ossea u ligamentum spirale — koiiTo mpencra-
BJISIBA €JHO CHCJUHUTEIIHO ThKAHO YIUITbTHEHHE HA
BBHIITHATA CTpaHa Ha OXJII0Ba. Bepxy OasmmapHara
MeMOpaHa ce pasnoiara organon spiralae Corti
CHCTaBEH OT PECHUYECTU CEH3UTHUBHH (CIYXOBH) U
OIOPHH KJIETKH, MOKPUTH OT TEKTOPUAIHATA MEM-
OpaHa, KOsTO ce 3anaBs 3a lamina spiralis ossea.

3.2. Opzan na Cort

Buveedenue. KoprueBusar opraH W3IbIHSABA POJIS-
Ta Ha HayaJeH CEH30HEBpaJIeH TPAHCIYKIMOHEH
MEXaHU3bM Ha ciiyXa. Ta3u CTPyKTypa € HapedeHa
Ha MMeTO Ha uTanuaHckus aHatom Alfonso Gia-
como Gaspar Corti (1822-1876). B To3u opran ca
HaMEpUJIU TIOJICIIOH J[Ba TUIIA — BHHIIHHU U BBTPEI-
HU PECHUYECTH CEH3UTHBHH KJIETKH (pEIenTopH),
KOUTO Ca MOJKPENsSHU OT OMOPHU KIETKH. BbB
Bcekn Koprues opran ce Hammpar okono 15 000
KJIETKH pa3IoJIoKeHH 1Mo xona Ha ductus cochlearis.
Oxorno ductus cochlearis ce pasmomarar peuenTtop-
HUTE KJIETKU CHCTABEH OT: BETPEIIHH KJICTKU (KbM
MOJHOJIYyCa) CHhCTAaBEHM CaMO OT eJHa KJeTKa,
JIOKaTO BHHITHUTE TOAPEICHH CPEIly BbTPEIIHUTE
ca mozpeieHu 1o Tpu B penuna (¢ur. 2). Jlokazano
€, 4e BbTPEIIHUTE, PECHUUECKU CITyXOBH KIIETKH Ca
WCTUHCKUTE CeH3UTHBHU aKyCTUYHHU perentopH (1)
KOMTO MMaT BB3MOXKHOCT Jia M3Mpamar OHoemeK-
TPUYHU UMIYJICH KbM CHUPATHUS TAHTIIMH PECI.
CIlyXOBHUSI HEpB, JIOKaro BBHIIHUTE PECHUYECTU
KJIETKM MMaT (YHKIHTA Ja TOBUIIABAT KOXJeap-

Tektorialmembran

Endolymphe — - Retikularmembran

Basilarmembran
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®dur. 2. CtpykTypa Ha organon Corti — eqHa BbTpeLUHa 1
TPU BBHLUHW KNETKN
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HUTE — Ka4eCTBEHH (yBEJIMYaBaHE Ha CEJICKTUBUTE-
Ta) U KOJIMYECTBEHUTE (MOBUIIABAaHE HA CEH3UTHU-
BUTETA) B3MOKHOCTH Ha BBTPEUIHOTO yX0. Bbpxy
ropHaTra MOBBPXHOCT Ha BCSKA CIyXOBa KJIETKA CE
HaMHpa CHOITYE OT PECHHYKH, KOMTO CE€ MpHeMar
KaTo MEXaHOCEH3UTHBHUTE OpraHeld Ha KIICTKH-
Te. B TOBa cHOmue ce HamMHUpa €AMH HEMOABIKCH
kinocilium 1 MHOXeCTBO CHUIHO (PICKCUOUIHH M
MoOmTHH stereocilium. OTAeHUTE CTEPOIMITHYMHI
KbM BBPXOBHUTE YaCTH Ca CBbP3aHU IOMEXIY CH C
€JIACTUYHU BPB3KH T. HAp. ,, [ip-Links*. CiryxoBute
U OMOPHUTE KJIETKU Ca MOJAPENEHH Karo Mo3aiika,
KaTo BCSIKA CEH3MTHBHA CIyXOBa KJIETKa C€ IMOJ-
Kperist OT YeTHPHU ONOPHU. BCHYKM CITyXOBH KIIETKH
B oprana Ha Corti ca BUCOKO nudepeHIrpaHu 1
noj TAX HiAMa Oa3aliHu HeAu(epeHIUpaHu KIeT-
K{, KaKTO € B JPYTUTE €MUTEIHHU THKaHHU, KOETO €
NPUYHHA 32 JIUTICA HA PETeHEPATOPEH KalaluTeT Ha
aKyCTHYHUS CEH3UTUBEH EMUTEI.

3.3. Tonomonusa. Korato 3ByKoBara BbIIHA MOCTH-
MU Tpe3 BBHIIHUSA CIyXOB MPOXOI U Ppa3iABHKHU
TUMIIAaHAJHAaTa MeMOpaHa, TPENTEHETO ce IMpeiaBa
Ha BepHUrara CIyXOBU KOCTHIIM BKJI. U IUIOYKara Ha
CTPEMETO KOATO pa3ABIkBa mepuinMdara Ha scala
vestibuli. Ilpu aBmwxennero Ha nepuwimMmdara KbM
BbpXa-XeIUKOTPEMa HACTBIIBA MOCIEIBAIIO OT'b-
BaHe Ha membrana basilaris. Ako To3u MeXaHU3BM
Ha CPEIHOTO yXO JurcBaie 10 99% ot 3BykoBata
eHeprusi OM ce OTpaswia U 3aryOusia B OKOJHOTO
npoctpanctBo (¢ur. ot IIpodec). Cropen Teopusita
Ha v. Bekesy ot 1928 1. pa3nBrkBaHETO Ha CTPEMETO
UHIyIMpa 00eMHO pa3ABWKBaHE Ha mepuauMdara
B ductus cochlearis. Taka Bb3HHMKHajaTa BbJIHA CE
HacouBa OT CTpeMeTo KbM helicotrema, karo ce
odopMsl B HAKOW OT 30HHWTE Ha Oa3wiiapHara MeM-
OpaHa MakCMMaJeH pa3Max Ha OrbBaHe Ha MeMOpa-
Hara U oOpa3yBaHe Ha T. Hap. cTofAlla BhiHA ((ur
3). To3u ImMyHKT 3aBUCH OT YeCTOTaTa Ha M3XOTHHUS
3BYKOB CUTHaJI. TOBa € OCHOBHUSIT PUHIIMII 32 TOHO-
TONIMYHATA OpraHu3alys Ha KoxyesTa. OrbBaHETO
Ha OasmnapHata MeMmOpaHa BOAU 10 Pa3IBH)KBAaHE
Ha membrana tectoria KOATO pa3ABMKBa BUJIO3HU-
T€ CTPYKTYPH IPH KOETO C€ Ch3/aBaT YCJIOBHUS 3a
MosiBaTa Ha T. HAP. PEXEIIM B TAHTCHIIMATHA TOCOKA
cui. Te3u CHITH BbPXY CIIyXOBH KJIETKH C€ IIpHeMaT
KaTo a/IeKBaTHO Jpa3HEHE 32 MEXaHOPELENTOPHUTE
BBTPEIIHU CITYXOBH KJIETKH.

3.4. Mexanampancoykyus. 3a BbTPEIUIHUTE CIY-
XOBH KIIETKM € JI0OKa3aHO, Y€ ca TNpeaHa3Haye-
HU 3a MIpPEeBpbhIOIAHC Ha MEXaHWYHaTa CHEPIrus
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— MopojieHa OT orbHaTa Oa3wiapHa MmemMOpaHa — B
EJICKTPUYHHM HMMITYJICH M HEBPOHAJIHA aKTHBALUs
Ha TaHDIMWHUTE KJIETKH pPa3MojiokeHH B gangl.
spiralae. B ocHoBara Ha TO3H mpouec ce Hamupa
T. Hap. MEXaHOEJIeKTPUIHA TpaHcaykuus (3, 4, 5).
Haii-BaxxHUTE KOMIIOHEHTH Ha aKyCTUYHATa TPaH-
chopmarys € HaJM4YUeTO B PECHUYECTUTE KIIETKU
Ha HOHHHUTE KaHaJIH, KOUTO CE OMPEILIAT OT BPb3-
kara Tip-Link. ToBa e egHa HHIIKOBHIHA TIPO-
TE€WHA CTPYKTypa KOSATO CBbpP3Ba CTEPEOLUITUUTE
€/Ha C Jpyra KbM BBPXOBUTE UM CErMeHTH (6, 7).
MexaHUYHOTO pa3ABUKBAaHE HA €UH KOMILJIEKCHO
CBBP3aHO CHOITYE OT CTEPEOLMJIH Ch3IaBaT yclo-
BHsI 3a MOSIBaTa HA PEXELIU CHIU MEXIY OTAeN-
HuTe crepeoruni. CHoMYeTara OT CTePEOLUITHH
pearupar HM3KIIOUUTEIHO ObP30 Ha Or'bBaHUATA
MpEeIU3BUKAHM OT 3BYKOBAaTa BbJIHA HA Oa3uiapHa-
tTa MeMOpaHa. Taka Hamp. Py HOPMAJIEH CIIyXOB
JIMana3oH Ha BBJIHATA OI'bBAHETO € MO-MaJIko OT
1 nm, a BreJBT HA OTKIOHEHHETO NOCTHra MakK-
cuMaiHo -1°. CnyxoBHUTE KJIETKH pearupar npu
OT'bBAHETO C OTBapsHE W 3aTBapsiHE Ha HOHHHTE
kaHanu. [Ipu numnca Ha aKyCTUYHHA CTUMYIH HOH-
HUTE KaHaJH EPHOJAUYHO CE OTBAPST U 3aTBAPAT C
npuOIU3UTETHA BEPOSTHOCT HA OTBOPEHO CHCTOS-
Hue (Po) mo-manxo ot -0,1. (8). U3kpuBaBaHeTo Ha
CHOITYETO CTEPEOLWIH B HaNpaBiIeHHE KbM Haii-
BHCOKHS CTEPOUMINHN (TO3UTUBHO HAKJIOHSIBAHE)
MOBHILIABA BPEMETO Ha OTBOPEHOTO ChCTOSIHUE HA
HOHHHUTE KaHAIU, JOKAaTO OOpaTHO HAKIIOHSIBaHE
KbM KBCHTE CTEPOLMINHM (HETaTUBHO HAKJIOHE-
HUE) 3aTBapsl HOHHUA KaHaJ.

3.5. Pechuuecmume cHonuema u mpaHcoyKuu-
OHHeH anapam. BbIpekn MeXaHOEJIEKTpHUYHATa
TPAHCAYKIUS Ha PECHUYECTUTE KIICTKH, (KOSITO Ce
MPOy4YBa MHTEH3WBHO) J0 HACTOSAIIMS MOMEHT BCE
ole ce 3Hae TBbPJE MAJIKO, KaTO OCTaBa HESICCH
MpoOJIEeMBT KOHW MPOTEHUHH Cca OTTOBOPHU 3a OHO-
(U3MKAITHUTE TPOIECH HAa MEXaHOTPAHCAYKIITA.
Hacxkopo 3a o0scHeHre Ha Te3 MPOIECH Ce UIeH-
TUQHUIEPAXa HIKOH OT MHOXKECTBOTO IMPOTECHUHH,
kato ocHoBHUTE ca Cadherin, Myosin u HIKOH TTPO-
TEHMHU yYacCTBAllM B HM3TPAXKIAAHETO HA Pa3IHYHH
peleThYHNA CTPYKTYpH, a uMeHHO Protocadherin
(PCDH 15), Cadherin 23 (CDH 23), xouto Moze-
mupat Bpb3kara Tip-Link mMexay kuHOIMIMymMa U
Hail-BUCOKHTE M OJIM3KO Pa3MoOJIOKEHH J0 HETO CTe-
pommmuymu (9, 10, 11). G-mporenHna ce aconupupa
¢ perunrop 1 (VLGR 1), a Usherin Tonukansao ce
Ham#pa pPasMoJIOKEHH B OCHOBAaTa Ha CTEPHOLH-
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JTMyMa, KbJIETO Te m3rpaxnaar T. Hap. Ankle-Links.
To3u Bpb3Ka OT MPOTEHH CE€ HAMHpPA IJIABHO BHB
BECTHOYIapHUTE PECHUYECTH KIETKH, JIOKaro B
aKyCTHYHHSI SIUTEI TOW MpeolnagaBa MpeIuMHO B
panHuTe (ha3u 1Mo Bpeme Ha pa3zBuThe My. Myosin
VI (MYO 6) ce cpemuia B rojsiMo KOJIUYECTBO B
KyTHKyJapHaTa IJlaka M anvKajHaTa 30Ha Ha pec-
HUYECTUTE CEH3UTUBHU KieTku.Myosin VII A ce
JIOKa3Ba B CTEPOLMIMUTE U OTYACTH B IO-TOJISIMO
KonmyecTBO ce Hamupa u B Ankle-Links (fig. 3).
Jlocera mo3natute ganuu 3a Cadherin 23, Proto-
cadherin 15 u Myosin lc ce unrepnepurpar (12,
13, 14) xato BepoOsSITHUTE KaHJIUJATH 32 [ICHTPATHU
€JIEMEHTH 32 M3BHPIIBAHE HA MEXaHOTPAHCTYKIIHSI-
Ta B CIIyXOBUTE KIETKH. (ur. 3).

®ur. 3. Cxema Ha membrana basilaris u
BTYBAllla BhJIHA

Usher syndrom. Cunopomvm na Usher ce Oviorcu
Ha Mymayusi Ha 2eHa KOOUpauu 3a CUHMe3ama Ha
Mpyosin VIla, Cadherin23 u Procadherin 15, koumo
oasam pasnuyHu NO mexcecm munose om cUHOpPoOM
Usher (14, 15). Mymayuama Ha uosewkus mun
MYO7A4 ce npuema kamo ceHmuyHa NpuduUHa 3a
cunopoma Ha Usher.Haxou cunopomu nanp. Typ 1
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B (15, 16) unu Typ 2A(17). Cunopomvm na Usher
ce HOMUHUPA Kamo NpuduHa 34 Hal-yecmama
aymo3omMHa peyecusna hopma Ha CUHOPOMATHAMA
27yXoma npu Koumo OC8eH CIYXO8ume uma u 3pu-
mennu Oegpexmu. Iryxomama e Hau-4ecmo 8UCOKO
CcmeneHHa npuemMHa ulu 8 ymepeHa opma Hacmbv-
nUIA HenOCPeOCmeeHo cied padxcoarnemo. 3pumen-
Husm Oegexm ce oemepmunupa cied nvpeume 10
200UHU OM JHCUBOMA HA UHOUBUOA U OBP30 Npocpe-
cupa, noHsAKo2a 00 NBIHA 2IYXOMA C NPUopyica-
sawa retinopathia pigmentosa, Koxkowa cienoma,
Kamapaxma, cmecHsa6aHe Ha 3pUmerHomo noie, d
8 NO-KbCeH eman u Nbiaua cienoma. BvamooicHo e u
noseama Ha CMAMOKUHEMUYHU CMYUeHUs KOUMO
He €a 3a0bIHCUMENHU.

3.6. Aoanmayus. Eaa 0coOEHOCT HA PECHHYECTHTE
KJIETKH € TSAXHAaTa Bb3MOXKHOCT 3a ajanTauus. To3u
CBOCOOpa3eH MEXaHMW3bM TNPEJCTABIISABA CIOCOO-
HOCTTa Ha PECHUYECTHTE KJIETKU 3a HEOTpaHUYCHA
CCH3WUTHBHA PEAKLHsl, HE3aBUCUMO OT HAKJIOHEHOTO
CBbCTOSHHE Ha CTEPEOLMIMUTE HaJ ONpE/ICICHUTE
HOPMAJIHU IO BpEME M OTKJIOHEHHE B NM ChCTOS-
Hue MoONeKyIIpHUAT MEXaHU3bM Ha aJanTauusTa
e mouT 100pe pasragaH. Cren HaKJIOHSBAHETO Ha
crepouminute B Hauanoto Tip-Link, Haii-Hampen ce
OITbBa, KOETO BOAM JI0 OTBAPSIHE HA TPAHCIYKIIMOH-
HUS KaHaJl, KaTo Mpe3 TOBa BpeMe OT eHxoaumdara
HaxmyBar K- Ca** floHU mpe3 OTBOPEHHs] MEXaHO-
CJIEKTPUYCH TPAHCIYKIIMOHEH KaHaJl B PECHUYECTa-
Ta KJICTKH, BOJICIIO JI0 JACHOJISPU3AIMA Ha KIIETKaTa.
EnnoBpemenso ¢ Haxiynust Ca®' 3arouBa akTHUBaLus
Ha MHO3MHOBHTE MOJIEKYIH KOMTO CE€ OTKBCBAT OT
akTHH QuinamenTute. To3u npoiec BEpOsITHO € CBbp-
3aH ¢ Ca*" cpp3anus npotenH Calmodulin (dur. 4).
Oxkomno 100 ms creq OTBapSIHETO HA KaHAIIUTE CE pa3-
MeCTBa TOPHOTO MscTo Ha ¢ukcanusi Ha Tip-Link,
KaTo ce MpeMecTBa Ha MO-HUCKO HHMBO, MPU KOETO

o

Lasural links
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HanpexkeHreTo Ha Tip-Link 3HaumMTenHo HamamnsBa
U TPaHCIYKLMOHHUAT KaHai ce 3arBaps, a K cnupa
Jla HaBJIM3a KbM KJIETKaTa, TSl OTHOBO CE M3MpaBs U
3aeMa HOpPMaJIHAaTa CH TIO3UIIMS U Bb3CTAaHOBSIBA MaK-
CHMAJIHUSI CEH3UTUBHTET. Pa3mMecTBaHeTO HA TOPHUA
MYHKT Ha 3ajaBsHe Ha Tip-Link ce ompenens karo
anmanraroneH Motop. Koraro crpepeoumnunre ce
BBPHAT B TAXHOTO ITbPBOHAYAIHO W3IPABEHO CIIO-
KOHHO CBCTOSIHUE, aIaNTallMOHHUAT MOTOpP OTHOBO
BpBIIA 3aJJABHOTO MSICTO HA W3XOJHATA MO3UIMS Ha
Tip-Link, koeTto o3Ha4aBa, 4e ciryXxoBara KJETKa €
aJlanTupaHa.

AJanTanMoHHUAT MEXaHW3bM C€ INpUeMa, 4e uMa
JIBa Tpolieca: MbPBUAT HapeyeH ,,0bp3‘ U BTOPUAT
»0aBeH (1, 8). bpp3usaT amanranmoHeH MeXaHU-
3pM ce HaOmolaBa B CIYXOBHUS M BECTHOyIapHUS
CEH3WUTHBEH enuTel. To3u MeXaHH3bM C€ OCHOBaBa
Ha HaBJIM3aHE Mpe3 TPAHCAYKIMOHHUTE KaHAIM Ha
Ca*-iloHu, CBBbP3aH € C IBUKEHUETO Ha PECHUYECTH-
T€ CHOITYETA U € aCOLIMMPAH C OCOKaTa Ha CTUMYJIA.
baBHara aganTanus € cBbp3aHa C aJaNTallMOHHUSIT
MOTOp, MIPU KOUTO NMPEMECTBAHETO HA TOPHUS (UK-
carioHeH myHKT Ha Tip-Link Hagoiy, kato Bpb3kaTa
ce OTIyCKa U CIyXoBaTa KJIEeTKa € OTHOBO T'OTOBA 3a
pearupane. Myosinlc, KOWTO € JIOKaJIM3UPaH B Kpast
Tip-Link ce unTepnpeTpa Karo HEHTpaJieH KOMIIO-
HEHT Ha a/IalTal[HOHHUS MOTOP, BBIIPEKU YUaCTHETO
Y Ha JPYrd MHOTOOPOIHM BapuaHTH MHUO3WHH, HO
Hail-BakHata Mosiekyna Ha Tip —Link ca Myosin
XVa(MYO15a) Whirlin. Te ce namupar B kpas Ha
akTuH (prunamenture Ha crepoumnmure. [Ipu myTa-
LIUM HAa TeHBT KOUTO € koaupaH 3a Whirlin, HacTsnBa
kmHIYHAaTa posisa Ha Usher syndrom Type 2D.

3.7. Koxneapno ycuneane. KoxjieapHoTo yCUIIBaHE
(18, 19, 20) coyxu 3a TMHAMUYHO HaracBaHe, HO
CBILO M 32 Bb3IPHEMaHE Ha HUCKU 3BYKOBU HUBA,
npu Koeto ce Habmonasa okosio 1000 mbTH yBenu-

Myoaine e ——
Calmodulin -1 Calmodulin = |
Mygsinlg |
\ I,
Whyrin-Ta T '.__:- |
Haemaomind =}, |
)" = |
&
i LI
|
Whyorsis 14 Calmodulin  Hamanink
Wy HDACK POZ . I POZ

®wur. 4. OpraHusaumsa Ha npoTenHuTe monekynu u Tip Link Bpb3kuTe.
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YaBaHE Ha HEJIMHEapHO YCHJIBaHE HA IThTyBAIllaTa
BhJIHAa B punctum maximum BbpXy membrana
basilaris (mpubmusurenno no 50dB). KoxmeapHo-
TO YCWJIBaHE € HEoOXOIMMO 3a BB3IpPUEMaHE Ha
cnabure 3BYKOBM HHBA, KaTO HalpUMep ILIyMOBE
C HHCKHM aKyCTHUYHHM WHTCH3UTETH. B OocHOBaTa Ha
MeXaHM3bMa Ha KOXJIEAPHOTO YCHJIBAaHE Ce HAMHUPA
Prestin-oBaTa MoJeKysa U COMaTHYHUSI MOTHIIUTET
Ha BBHIIHUTE CIIyXOBH KJIETKH MOpaaN aKTHMBHOTO
JIBIDKEHHE Ha CHOMMYETa OT PECHUYKH. BBHIIHUTE
CIIyXOBU KJIETKH UMAaT Bb3MOXXHOCTTA J1a IIPOMEHSIT
¢dopmara ¥ rojeMuMHaTa CM W 1O TO3M HAa4YWH Ja
M3IION3BAaT MEXAaHMYHUTE BB3/ACHCTBHS OKa3BaHU
BBPXY TAX OT OI'bBaHUATA Ha Oa3uiapHaTa MeMOpa-
Ha. ToBa € OCHOBHHSAT MEXaHW3bM HAa COMATHYHHS
MOTWJIUTET Ha BBHIIHUTE CIYXOBH KJIEeTKU. Orb-
BaHETO Ha Oa3mirapHara MeMOpaHa Harope ce 1moc-
JieqiBa OT MPUTUCKAHE HA CTEPEOLMIHUTE KbM TEK-
TOpHajHaTa MeMOpaHa U Jenossipu3anus M. To3u
edeKT e mocieaBaH OT Obp3a KOHTPAKIMS, KOETO
3acHiIBa JIBIDKEHHETO Ha Oa3miapHara MeMOpaHa,
KaTo peaxIiys OT 3ByKOBOTO japazHeHe (21).

3.8. Comamuuen momunumem. llpuema ce, ue
32 COMaTWYHUS MOTWJINTET MpHU ObP3UTE MOTOPHH
MpOLIECH € OTTOBOPEH BbHB BBHIIHUTE CIYXOBU
kieTkn Prestina. ToBa Moke na ce JOKaxke IpU
KJIETKH, KOUTO TpaHchuiupar Prestin,ToBus enex-
TPOMOTHIIMTET KOTO € okoso 0,2 um. Excnipecus-
Ta (IPOAYKIUMATA) HA IPECTUH MOXKE J1a Ce JJOKAXKE
MMYHOXHCTOXMMHUYHO IIPH KOETO B 30HATa Ha Jiare-
panHata MemMOpaHa Ha BBHIIHUTE CIyXOBHU KIIET-
KM, C€ HAMHUPAa MU COMAaTHYHHS €JICKTPOMOTHIINTET.
BorpemnuTe ciyXoBu KIETKH, KOUTO HE MOKa3BaT
MOTHJINTETHU Bb3MOXHOCTH, HE TIOKA3BaT JaHHU 32
MPOU3BOICTBOTO Ha MPECTHUH.

Prestin. 3Ha4eHNETO Ha TIPECTHHA 3a (YHKIHATA
Ha BBHHIIHHUTE CIIyXOBH KJIETKH Ce JI0Ka3Ba B Prestin
Knockout-Mause mpu kouTo ce HaOmOmaBa dac-
tuuHa 3arydoa Ha DPOAE chIIpoBOIeHO OT TeXKa
ciryxoBa 3ary6a. [Ipu xopa 1031 BpozieH AeeKT Ha
MOTOpHUS NpoTerH Prestin Boau 10 TeKKa CEH3U-
THUBHA TiTyXoTa (22, 23).

[Ipectun (ot wranuancku ,,Presto““-0bp3) e miu-
KOTIPOTEUH CbhCTaBeH OT 744 aMHUHOKHCEIHHH C
Mosnekymsipao Terno 81,4 kDa. Toii ce mpuema kato
TPAHCHOPTHOP HAa AHWOHU BHB BBHHIITHHUTE CIYXOBH
KJIETKU 3a oOMsiHaTa Ha XJIOpUAM M KapOoHaTuTe.
MOTOpPHUSAT MPOTEUH MPECTHH UMa BH3MOKHOCT
MPOMEHS CBOSATA TOJIEMUHA, U Ja MPHUEeMa Pa3InuHu
koH(uryparun. [IpecTuHBT ce HaMHpa HOPMAJIHO
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B T. Hap. ,,KbCO CHCTOSIHHE'* MPHU yCIIOBUE, Y€ KIle-
ThYHaTa MeMOpaHa € Jenosipu3nupaHa, ChbCTOSHUE
IIPH KOETO XJIOPUIHHUTE OHU ca CBBP3aHU C UTOII-
Ja3MaThyHa CTpaHa Ha KJeTKara. AKO KJeTKara
€ XHUIIEPHOJSIpU3NpaHa CBbP3aHUTE XJIOPHU HOHHM
ce TpacJIoIMpaT OT BbHIIHATA CTpaHa Ha Ienynap-
Harta MeMOpaHa, a IPEeCTUHA ce HaMHupa B ,,bJITO
cbcTossHME . Te3n U3MEHEHUs ca ChIVIaCyBaHU U C
NpoMsiHa BbB (pOpMaTa U roJleMHHAaTa Ha BHHIIIHUTE
CIIyXOBH KJeTKH (23, 24).

3.9. Cmepeoyunuapen momunumem. Crepeony-
JUAPHUAT MOTWJIUTET € €IWH JPYT MEXaHHU3bM,
KOUTO CIy)XM 3a yBelIWYaBaHE Ha KOXJICAPHOTO
ycuiBaHe. Tyk ce kacae 3a akTUBHOTO JIBFDKEHUE Ha
CHOMYETaTa OT CTEPEOIMIIMA KOWTO C€ TIOBIIHSBAT
OT JIBaTa Ipolieca Ha TPAHCIYKIUS W aJanTaIfus.
Tounara posiss HA COMAaTHYHHUS U CTPEPEOIUIIH-
apHUS MOTWJIHTET BCE OINE CE IUCKYTHPa TBBPJC
KOHTpoBep3HO. CMsTa ce 3a J0Ka3aHo, Y€ OT TO3U
yCHJIBalll] MEXaHNU3bM BH3HUKBAT OTOAKYCTHYHHUTE
emucun (OAE). Ilpouecst Ha OAE e KIMHUYHO
peJIeBaHTeH, Thi KaTo 4pe3 HET0 MOXKE Jla ce J0Ka-
ke (PYHKIMSATA HAa BBHINHUTE CIIYXOBU KIIETKH H
TSAXHATA yCHJIBAIIA KOXJIeapHa (YHKIIHS.

3.9.1. Texmopuanna memoépana. TeKTOpHAIIHA-
Ta MeMOpaHa € eaHa alenylapHa ChbEIUHUTE-
HO ThKAaHHA CTPYKTypa MOKpHBAIlA PECHUYECTUTE
kieTkn Ha KopTueBusi opran ot ocHoBaTa JIo are-
kca. Ta KOHTakTyBa B MEAMAIHUS Kpail ¢ UHTEp-
JIEHTATHUTE KJIeTKH Ha limbus lamina spiralis.
[Ipy eneKTpOHHO MMKPOCKOIICKMTE H3CJIEIBAHUS
e OMJI0O yCTAaHOBEHO JIB€ CHeHU(PUYHN HACHTH(U-
UpaHHU CTPYKTypu-GuOpuieper nu HepuoOpuiepeH
MaTpUKC.

3.9.2. Ilpomeunu na mekmopuannama memopa-
Ha. 3HAaYEHUETO Ha TEeKTOopHalHaTta MeMmOpaHa 3a
ciyXa € J0Ka3aHO Ha ONMUTHH KUBOTHH, MpH nede-
KTH Ha KOSTO ca MOKa3Bald CUJIHO HaMaJeH CIyX
0 TBJIHA TIyXOTa Karo e(eKT Ha CIIOHTaHHa
mytanus Ha alpha tektorins. Ilpu Te3m KUBOTHU
TEeKTOpHaJIHaTa MeMOpaHa € IMOKa3BaJa OTIEISHE
OT PECHUYKHUTE Ha CITYXOBUTE KJIETKU ChC 3aryda Ha
HekosareHHus MaTpukc. Alpha tektorine ca excrpa-
LeJTypaHd MaTpUKCHU MPOTEMHU M KAaTO TaKWBa CE
HaMHparT B U300MITHO KOJTMYECTBO B ChCTaBa Ha TEK-
TopuanHara memOpana. [Ipu ¢pamunuu ¢ MmyTranuu
Ha yoBemkute opronokeH reH TECTA (DEFA12
u DFNAS) ca moka3Bajiy CHJIHO HaMajeH CIyX.
I'ensT otog KomupaH 3a nmpoxykuusata Ha Otogelin
e enuH N-glykosylisite mporenH Ha TeKTOpHaIHATa
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MemOpana. [IpunenHu yBpexIaHus Ha TO3U T€H €
JlaBaJl CWJIHO HamalieHue Ha ciyxa. Otoancorin e
JpyT TNPOTEUH, KOUTO C€ JIOKAJIM3Hpa B 30HATa Ha
Bpb3KaTa MEXKAYy TeKTOpHajlHaTa MeMOpaHa u lim-
bus spiralae kouto e kogupan Bepxy Gen OTOA, a
MyTauusata My Bogu 7o DFNB22 .He Ha nocneano
MSICTO € ¥ 3HAYCHUETO Ha TeKTOpUaIHaTa MeMOpaHa
3a TOHOTOIMYHATA opraHu3anus Ha organon Corti.

Stria vascularis

1. Bvseoenue. Stria vascularis nmpeacTaBiisiBa eIHO
ChCMHUTEIHA WBHUIA TalWIHMpalia BbHIIHATA
ctpana Ha ductus cochlearis organon Corti. Ts e
ChCTaBEHAa OT MHOXKECTBO IMPEIUICTCHH KPHBOHOC-
HU KalWJISIPHU CHJIOBE M OIIE OT TPH Pa3IHIHU
TUIIOBE KJICTKH: MaprUHAJIHHA, WHTEPMEIUCPHU U
0azayHM KJIeTKH. M TpuTe THIa KJICTKH ca OT 3Ha-
YeHHe 3a PyHKUHUATA HAa CIHPATHUS JTUTaMeHT (2).
Wsrpaxganero Ha CcTpusita ce peaju3upa OT IBa
THUIIA SIIUTETHU CIIOCBE: SAMHUST CIIOH ce 00pasyBa
OT MapTUHAHUTE KJICTKH, JOKaTO BTOPHUSAT ce Pop-
MHpa OT MHTEPMEIMEPHHUTE W OTYACTH OT Oasail-
HUTE KIJIETKU. EKcTparmenymapHOTO TpPOCTPAHCTBO
MEKy JiBaTa CJos JOCTUTa e/lBa OKoJio 15 nm u ce
O3HayaBa, KaTo MHTPACTpUaIHO. ToBa MpOCTpaH-
CTBO € M3IIBJIHEHO C ameiyjlapeH (QHuiITpar KOWTO
SJICKTPUYECKU pa3zieis mepu oT eHmoimMmpara, a

4

0 XMMHYECKH ChCTaB € MHOTO OJIM30 710 eKCTpalie-
JyJlapHara TejecHa Te4HOCT. Hsakoako Tumna nmpote-
WHU KOMILIEKCH Ch3aBaT TECHHU ICTIKOBUIHH TIPOC-
TPaHCTBA, KOMTO CBHP3BaT PA3IMYHUTE KICTHUYHHU
TUTIOBE Ha CIUPAJTHHS JIATAMEHT, ChbCTOSIHUE KOETO
Ch3/1aBa B3MOXKHOCT 32 aKTUBHA JU(y3us U OOMEH
Ha OPTaHWYHHM U HEOPTAaHWYHU HOHHU, AMHUHOKHCE-
muHu U ap. (25, 26) (ur. 5). Stria vascularis uma
[IEHTPAJTHO 3HAYCHHUE 3a KoXJIeapHaTa XOMeoCTasa.
Tst ¢ OTrOBOpHA 3a CH3/IaBAHETO U MOAIbPIKAHETO
Ha EHJIOKOXJICAPHUS TOTEHIMAT WM aJeKBAaTHOTO
WOHHO ChIbpkaHue Ha cHaonmuMmdara (pur. 5).
Jledexktn Ha XOMeocMo3ara BOJAM 1O HapylIaBaHE
Ha CHJIOKOXJICApHUS TIOTEHIIMAJI, HA HOHHUS ChCTaB
1 00EMHO PETyINPyEeMUTE MEXaHU3MH, ITOCIICIBAHU
ot 3ary0a Ha ciyxa.

2. Honna xomeocmasa. Exormmdara B scala meda
MOKa3Ba B CPAaBHEHHE C OCTAHAJIUTE EKCTpallelyap-
HU TEYHOCTH Ha TSAJIOTO TBBPJIE BHCOKA EKCTparle-
JyJlapHa KOHIICHTPAIUS Ha KaJHMeBH WOHHU — IPH-
om3uTenHo okosio 140 mmol/l 1 criTHO MO3UTHBEH
3apsijl, T. Hap. €HJIOKOXJIeapeH MOTCHIMAA C MpH-
OJIM3UTENIHU CTOMHOCTH OT +85 mV, KaTo eHI0KOX-
JicapHUs TIOTCHIIMAJ, a ChIIO M BHCOKUTE KAJIUCBU
KOHIIEHTpAITMK C€ MPOM3BEXAaT B stria vascularis.
K* rpaaueHT KOWTO 3a€qHO C EHIOKOXJICapHUS
MOTEHIMAJl ca B OCHOBAaTa Ha MEXAaHOCJIEKTPHY-
HaTa TPAHCAYKIUS Ha PECHUYECTUTE KIeTkH. Ha
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¢ur. 5 ca ckUIMpaHW HAYMHWUTE HA MPOTHUYAHE HA
KaJiueBara HUpPKyJIalus 1 HaunHa Ha popmupane Ha
eHokoxyeapHus moreHmman (25). Ilocnencreusta
OT HapyllaBaHEe Ha IMPKYJIAIMATAa Ha KajheBara
0CMO3a BOJIM JI0 TeXKKH HapyIIeHHus Ha ciayxa. Jloka-
3aHO €, Y€ MpH MOJ0OHU HAPYIIECHHUs Ca OTTOBOPHU
myTtaiust Ha TeH KCNE1 u KCNQ 1.

KCNQ 1. KCNQI e ren koaupaH 3a CHUHTE3aTa Ha
alpha cybequannm Ha koHTpakTmiHHTe KVvLQTI1-
KaJINeBUTE KaHAIM Ha stria vascularis (Bux ¢ur. 2).
BBB BBTPEIIHOTO yXO € Bb3MOKHO TO3M THIl KaHa-
JIM 1a CEKpeTupar Kajauu U B stria media.

Enna ayrozomuo nomunantHa myTtanus Ha KCNQ1
JIOKaJU3MpaHa Ha KbCOTO paMoO Ha Xpomo3oMma 11
(11p15.5) Boam no mosiBara Ha Jervell-Lange- Nilsen
syndrom.To3u CHMHAPOM KIMHUYHO C€ MPEACTaBS
OT YIIBJDKEH eneKTpokapauorpadceku komruieke QT
type 1(LQT1) u BpoaeHa cuiaHO u3pa3eHa npueMHa
ryxora. Ilatoduzonornyno e HapymieHa pero-
nspu3alus Ha KapAHOMHUOIMTHUTE CHIPOBOACHO
C TosBaTa Ha MATOJIOTWYHA pepenoisIpH3anus U
HaJM4Yue Ha yIbKeHa pedpakrepHa dasa, KakTo U
MHCY(QHIIMEHIINSA Ha KaJHeBa CEKpelus OT Mapru-
HaJHHUTE KJIETKH Ha stria vascularis,koeTo HaMmasiBa
KaJueBaTa KOHLEHTPAIMsI M BOAW 0 HapyIlIeHa
TPAHCIYKIUS Ha CIIyXOBHUTE KIIETKU.

KCNQ4. KCNQ4 reH e komupaH 3a yNpaBieHHE
CHUHTE3aTa Ha €UH KOMIIOHEHT PeTpaKTHIIEH Mpo-
TEHH 32 KaJMEBUTE KaHAJIHM,KOWTO € JIOKaJIM3HpaH
Bbpxy DFNA2, pasnonaraim ce Ha 6a3zonarepaiiHa-
Ta CTpaHa Ha CIyXOBHUTE KieTku (28). MyTtanusra
Ha KCNQ4 Bonu 1o mposiBaTa Ha mporpecuparia
HECHHJIpOMaJIHa TPHEMHA ITbJIHA TiIyXoTa. Tyk ce
Kacae J10 TUIIMYHA 32 MO-KbCHATa Bb3pacT NpOsiBEHA
(cmmenm BTOpara ekanga), HO Che 3ama3eHa qo0pa pas-
OrpaeMoCT Ha TOBOpa ITyX0Ta, KOSATO C HAaIpeBaHe
(oxono 10 romguHM) OT HAYaja0TO Ha 3a00JISIBAaHETO
BOJIM /IO TbJIHA KO(o3a. BepoaTHo mo3HaTuTe rexu,
KOWTO Ca acoLMpaHu C KaJueBaTa XOMeocTasa, ca
T€3U KOUTO CE€ CBbP3aHU C CUHTE3aTa Ha KOHEKCHHA.
Connexine ca enHa GpamMIIAsS OT TpaHCMEMOpaHHH
MPOTEHHH, KOUTO B KJIETKUTE M3IBJIHSABAT POJIATA
Ha Gap junction. BE3MOXXHO € Te OCBEH MOJIEKY-
71 1a OOMEHST U MPOTEUHH C TOJIEMHUHA OT OKOJIO
1 kDa, xoero Bce omie HE € HAIbJIHO JOKa3aHO.
Konekcunute ca eqHu OT 3HAUUMUTE (PyHKIIMOHAII-
HU €JIEMEHTH Ha KajueBara oOMsHA B OIOPHUTE
criomararesHu kieTku Ha organon Corti, ligamen-
tum spiralae u stria vascularis (29).

Connexin 26 n 30. MyTtauusta Ha TeHUTE KOIUpa-
HU 3a nmpoaykuuaTa Ha Connexin 26 u 30 ca npuyu-
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Ha 32 MHOTOOPOITHM HECUHIPOMATIHH XepPeIUTapHH
HamaJIeHus1 Ha ciyxa (29), KouTo ca mpuUYHHA 3a
OKoJIO 85% OT cilydanTe 3a NPEJIMHIBAJIHA [VTyX0Ta
WIM TIyX0Ta HENOCPEACTBEHO pa3BuUjia C€ Clel
pakaaneTo. TUNMYHO 3a TAX € JIUIcara Ha APYTH
MATOJIOTUYHHU JIe3uM Ha BbTpemHoTo yxo. Con-
nexin 26 ce excnpumupa B peauna Gap Junctions
Ha OMOPHHUTE KIIETKU Ha KOXJIESATa, Ha CIIUPATHHS
muraMmeHT u Ha limbus spiralis cochleae (30, 31).
I'enbr GJB2 xomupan 3a mponykuusita Ha Con-
nexin 26 ce okanu3upa B Mictoro Ha DFNB1. Haxg
MOJIOBUHATA PEIECBHA HECHHIPOMAJIHA TIIyX0Ta U
oxono 30-50% ot BpopeHara miryxoTa ce o0yciaBs
ot mytaruus Ha reH GJB2. 3a vax 70% ot Bcuuku
GJB 2 myTanuu ce HaMupa €IUH OIPEIeNieH Bapu-
ant Ha myTanus (35 delG), otroBopHa 3a aHoMaIHa
koHcTpykims Ha Connexin 30. Connexin 30 e mpo-
TEUH TPONYKT (abpullpaH BbPXy MarpHilara Ha
GJB 6 Gen, xouto kato GJB2 e nokanuzupan Ha
DFNBI1(32).

2.3. Teunocmna xomeocmasza. Koxneapnara xome-
0CTa3a € OT PEIUTEIHO 3HAYCHHE 32 ChCTOSTHUETO
Ha EHIOKOXJICAPHHUTE MOTSHIIMAIN U MEXaHOTpaH-
CTAYKUUATA. BBB BETPEIIHOTO yXO c€ HaMHUpaT TpU
pa3nruHu HeOOWKHOBEHUW BHJA MO TEXHUS CHCTAaB
TeuyHOCTH: eHnoauMpa, nepuimmba U UHTPACTPU-
ajHa TeyHocCT, scala media ce 3ambiaBa ¢ €HIOIUM-
¢a, scala vestibuli et scala tympani ca u3nbpIHEHN
¢ mepunumda.

Enponumdara e Oorara Ha kanmmu u OemHa Ha
HATpUH, AOKaTO nepminMpaTa U HHTpacTpHaIHATA
TEYHOCT Ca MHOT'0 110-00raTH Ha HaTpuil 1 OeHa Ha
Kanuii. Perynmupanero Ha Te3u HOHHU KOMIIOHEHTH
B TEYHOCTUTE BbB BBTPEIIHOTO YXO Ca peaju3upa
OT MHOXECTBO TPAHCIOPTH BPB3KH OCHIIECTBSI-
BaHU npe3 pasnuuyHure kaHaimu (33). Kakro Beue
Mpeau ChOOIIMXME pa3jMyHaTa eJIEKTPOIMTHATA
KOHLIEHTpall¥sg B TE€3U TEYHOCTH € OTrOBOpHa 3a
MOIIbPKAHETO HA CHOTBETHUTE E€HIOKOXJICAPHHU
noreduuany. B stria vascularis Hannuausat Na-K-
ClI xorpancniopt u enna Na'/K* — ATPase ca otro-
BOpPHU 32 HOHHUS TPAHCHOPT ,KOUTO MPHU BHCOKATa
HATpYeBa W MPHU HHUCKAaTa KajueBa KOHIICHTPAIUs
noJIbpKaT MHTpacTpuannute norenuuanu. CIC-
K/Barrtin xanamuTe ca oTroBopHH 3a ToBa, 4e Cl*
HOHHHU ce TPaHCIOPTHPAT OOPaTHO B UHTPACTpHUAII-
HOTO MpOCTpaHCTBO. JIokanu3amusta Ha U PyHKIU-
ATa Ha HAKOU OT Ta3M CUCTEMa C€ HaMHUpar cxema-
TUYHO TIpesicTaBeHa Ha ¢ur. 5. 3HaueHnero Ha Na-
K-Cl xorpancnopara u Na’/K*-ATPase moka3sar
BIIEYATIISIBAIII0 3HAYMUTEITHO HaMaJieHWEe Ha €HJIO0-
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KOXJICApPHUTE MOTEHIUAIN TPU €KCIIEPUMEHTAIHO-
TO BbBEXKaHA HA OPUMKOBUTE JUYPETHIIH .
Bartter syndrom. Mytanusita Ha Barttin-gen, xoau-
paH camo 3a eaHa P emununa Ha CIC-K-kanana
JnaBa cuUMNITOMHUTE Ha Bartter syndrom type 4,
TUIH3HpAI] Ce C TIyXOTa M peHanHa 3aryba Ha
con. Cpmioro ce HaOmonaBa u npu Co-cirydau mpH
koaTo ce Hamupa myTanus Ha ClI" kanan CLCNKA
n CLCNKB. IlocnenctBrero Ha T€3M CHOHTAaHHU
MyTalul € HapylIeHo (OpMHUpaHEe Ha CHJIOKOXJIe-
apHUTE MOTEHIMAIN U CUJIHO HAPYIIEHO MPUEMHO
HaMaJieHWe Ha cliyxa JI0 mbjiHa ryxota (34, 35).
Perynanusrta Ha ennomumdarnaaure Ca*>" KOHIICH-
Tpauusi € OT PEIIUTETHO 3HA4YeHUE 3a (U3UOIIO-
rugHaTa GyHKIus Ha organon spirale Corti u To He
camo 3a ChbCTOSHUETO Ha TPAHCAYKIIMOHHUTE MOTEH-
A, HO CBILO M 32 aJanTaluiTa U KOXJIEapHOTO
ycuiBaHe. Perynamnmsra Ha KoxyieapHUTE 00eMH
Ha TEYHOCTUTE € CHIIO TaKa OT TOJIIMO 3HAYEHHE.
Mexay (DU3HONOTHYHHUTE YCIIOBHS CE TMpUEMa, Ye
e/IMH JJOHTUTYINHAJICH TIOTOK Ha eHaoInMpaTa nma
3HauUeHHME 3a XOMEOCTa3aTa Ha TEYHOCTHTE. Taka
HampuMep yBeln4aBaHe oOema Ha eHmoIuMpaTd-
HOTO MPOCTPAHCTBO Ch3/1aBa yCIOBUS 32 HACOUBAHE
MOTOKAa Ha eHaoiduMdara KbM OCHOBaTa Ha KOX-
JesiTa ¥ PeayKIusi Ha CHAOMMM(pATHIHHUS 00eM |
o0OparHO, TIpy HaMajsBaHE HAa CHIOTMMQATHIHHS
o0eM MOTOKBT ce HacouBa KbM apex cochlea. [Tpu
HOpMaJTHUTE (PU3HOIOTHYHH YCIOBUS H3IVIEKAA
JIMIICBAT OJ0OHU MPOMEHHU B 00eMa Ha €HJIOKOXJIe-
apHUTE TEYHOCTH. 32 TPAHCMEMOPAaHO3HHAT TPaHC-
MOPT Ha BOJAara BBB BBTPEIIHOTO YXO H3IVICIKAA
urpae BaKHa poJIs eMUTeNa Ha eHA0TUMQpaTHIHU-
T€ pa3INYHU TMOPUNIOAOOHH BOTHOIEPMEAOHITHH
KaHayu ¢ Aquaporine. [Iprema ce KbM HACTOSIIHST
MOMEHT, 4e aquaporine 4 € 0T 0COOEHO 3HaueHUE 3a
TPAHCIIOPTa Ha BOJATa BbB BHTPEIIHOTO yXO (36).
Morbus Meniere. Bucokoto HUBa Ha Ba3ONpPECHUH
Bomu 10 hydrops endolymphaticum, mopdonorud-
HaTa XapakTepucThka Ha morbus Meniere. Ba3o-
MIPECHHOBUTE AHTArOHUCTH Ca MBK B CHCTOSHUE
Jla TpPEAM3BHKAT KOJIANC HAa EHAONUMQpATUYHUTE
[UMHACTH CTPYKTYPH, KaTo NMPUYUHATA 32 MOJ00HH
MIPOMEHM Bce ollle € HeussdcHeHa. [Ipeamnonara ce,
4e vasopressin-bT pPeryiupa eKCIpecHUpaHeTo Ha
Aquaporin 2 ¥ IO TO3W Ha4YMH TOBHUIIIaBa BOJHATA
pesop6rus (36). CrnocoOHOCTTa Ha KOPUTHUKOCTE-
pouanTe Aa MOATHCHAT MaHU(PECTHUTE CHMIITOMH
Ha morbus. Meniere € mopaau MOATHCKAHE TIPOTYK-
IIUsl HA BA30MPECHH PECIl. Ha BOJIa U HaMallsBaHE
npoxyknuara Ha aquaporine. Ilo To3m HaumH ce

A

JIOKa3Ba, Y€ XOPMOHAJIHOTO BB3/ICHCTBHE BBPXY
(habpukanusaTa Ha Ba30NpPECHUHA BOAW JIO TIOBIIU-
sBaHE TEYHOCTHATa XoMeocTasza. BasompecuHbT
yIpaBisiBa €KCIpecHuaTa Ha aquaporin B KIEThYHU-
T€ MeMOpaHH, HO TOBHUIIIaBA CHIIO M aKTUBHOCTTA
Ha enutenuannure Na“- u Na'/K*/2 CI” konTpanc-
MOpTa B CTPUAJTHUTE MapTUHAIHU KJIEeTKA U type II
¢ubpouuty Ha ligamentum spiralae. Kato Bb3mMoxk-
HO TOCJEJICTBHE Ha IMOJO0OCH AMCPETYNIAlOHEH
Oaanc e moBumasane Ha K* cexperus B eHI0IMM-
¢ara u mocnenBao OCMOTUYHA TPOMSIHA B ChCTa-
Ba Ha TeyHocTuTe u Xuapornc. [logoben edexr ce
pasrpbllia U NpH BKJIrOuBaHe Ha aldosteron, KoiTo
akTuBupa enurenuanHuTe Na® kanamu u Na'/K'/
ATP ase (37). lpyrutre XOopMOHH, KaTo Hampumep
[JTIOKOKOPTUKOCTEPOUAN HMMAT MPOTHUBOMOIOKEH
edexT BbpxXy BasompecuHa. Ilo Tasm mpuunHa Te
HaMaJsgBar spkKara CUMOTOMarhka Ha m. Meniere
nopaay HaMmajeHaTa MPOAYKIUS Ha Ba30NPECUH U
eKCIpecusATa Ha aKBalopuH. B 3akiroueHue mMoxe
Jla ce TBBPIM YBEPEHO, Ue KoxXJeapHaTa TeYHOCTHA
XOMEOCMO3a, OHHaTa XOMeocMO03a U EHJI0KOXJIe-
apHUTE TMOTEHIHAIIN Cca OT PellaBalio 3HAYCHUE 32
KoXJieapHaTa (QyHKITHS.

Ganglion spiralae

1. Bveedenue. CriupamHUST TaHIIMKM TpPEACTABIS-
Ba CTpyIBaHEe HAa HEPBHHU KJIETKH B CPAaBHUTEITHO
TACHOTO MPOCTpaHCTBO Ha canalis spiralis modioli
(canalis Rosenthal), koliTo € chcTaBeHm oT ade-
pentHara uHepBauusi Ha KoprueBust opran. Tam
ce HaMupar Tejara Ha KJIETKUTE C adepeHTHUTE
HEBPOHH, NEHAPUTUTE, KOUTO CE€ HACOYBAT KbM
CITyXOBHUTE PECHUYECTH KJIETKH, JOKATO aKCOHUTE B
cheraBa Ha n.cochlearis gocturar nucleus cochle-
aris B MO3bYHHUS CTBOJI. AQEpeHTHHUTE BIaKHA OT
Typ I — Ha cnupanHUTE TraHINIMAHU HEBPOHH ca
MUEIMHA3HPAHU U JJOCTUTAT BHTPEIIHUTE CITYXOBH
KJIeTKH. AQepeHTHUTe BlakHa Ha Tu Il cnimpamau
TAaHTTIUIHE KJIETKH ca HEMHUEIMHU3UPAHU W BOIST
JI0 BBHITHUTE ciayxoBW kieTku. Okomo 90% ot
adepeHTHUTE BIAKHA 3allOo4YBAaT OT JIOJIHATA YacT
Ha KJIeTKara, KaTo BCSKO BJIAKHO Ch3JaBa CHHAIl-
TE€YeH KOHTAaKT CaMO C €JHa BBTpEIIHA CIyXOBa
KJIeTKa. BBHIIHNUTE CITyXOBU KJIETKH C€ MHEPBHPAT
enBa okoio 10% oT adepeHTHUTE BIaKHA, MPH
KOETO MHOTO BBHILIHU KJIETKH C€ KOHBEPrHUpaT OT
enHo BiakHO (¢wur. 6). Tazu pasnuuHa MHEpPBALUSA
MOKa3Ba M Pa3IUyHO (YHKIUMOHAIHO 3HAYCHHE
HAa BBTPENIHUTE W BBHHIIHUTE CIIYXOBU KIIETKH.
AxkycTnyHata WHQOpMaIUs HakKpas ce TMpeHacs
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Modiolus

Typ I-5GN

Typ I1-SGN

®ur. 6. Ganglion spiralae-AHZ — BbHLUHU CNYXOBU KNETKN
IHZ BbTpewHn cnyxosu knetkn, Typ I-SGN — Tun nbpsu
cnupaneH raHrnueH HeepoH, Typ 1I-SGN — sTopu
cnupaneH raHrnmeH HeBpPOH

nocpeacTBOM a(bepeHTHaTa CHCTCMaA OT BJIaKHAa KbM
MO3BYHHUSA CTBOJI.

2. Cunancu na cayxoeume Knemku. Bcsika eqHa
OT CIIyXOBMTE KJIETKH M3TrpakJa CUCTEMa OT CUHa-
NTUYHU KOHTAKTU CbHC CHHUPATHUTE TaHITIUIHU
HEBpPOHU. A(depeHTHUTE CHHAICHU ca BHCOKO CIie-
OUAIM3MPAaHU, KAaKTO B TAXHata (opma Taka H
B TsaxHara (QyHkuus. M3rpajgeHara CHHaNTHYHA
Bpb3ka (,,Ribbon-synapse) ce chcTtom OT eaHa
MPECUHANTHYHA aKTUBHA 30HAa W €HA CHHANTUYHA
Bpb3Ka. [locnenHara € 3HaUUTENHO MO-MaJyika oT |
um rosisiMa u oorpazieHa ot okono 100 cuHanTuaHN
BE3UKY/IHU. B 30HaTa Ha MOCTCMHANTUYHUHE HEPB-
HU OKOHYaHHUS C€ HaMUPAT HOHOTPOIHM TITyTaMaT
peuentopu ot AMPA-Type. KommekcHara cTpyk-
Typa Ha CHCTeMara OT KOHTaKTHU BPB3KU Cb3la-
BaT BBb3MOXHOCT 3a BUCOKO CKOPOCTHO YE€CTOTHO
IIPEHACSIHE Ha CUTHAJIMTE MIPU HUCKO pedpaKkTepHO
BpeMe. 3a CHHTe3aTa Ha KOHTaKTHaTa CHUCTEMa ca
oT 3HaueHue kannuesure kaHanu ot Cav 1,3 Typ
KOMTO C€ aKTUBHUPAT OT PELIENITOPHUTE MOTEHIIMAIN
Ha pecHuYectutre KieTku. [Ipm mo-HararbIIHO-
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TO JEHCTBHE B MOCTCUHANTUYHUTE OKOHYAHUS CE
aKTUBUpAT DIyTamar peuentopure. [1o To3u HaunH
ce (opmHpaT eKCIUTAIMOHHUTE MOCTCHHANTHYHH
MOTEHIMANIN, KOUTO Toj ¢opmara Ha aKIHMOHHU
MOTEHIMAIN Ce TpacOopaupar 1mo- Harope B LEH-
TpaJiHaTa HEepBHA CHUCTEMA.

2.1. Cav 1,3 kanyueeu kananu, Otoferlin. B moze-
JY Ha MUIIKK € OMJI0O JEMOHCTPHPAHO, KaK €IHO
HapyIICHNE Ha BETPEIIHUTE CITYXOBH KIIETKU U TeX-
HUTE CHHAIICH BOJIH JI0 HAMAJICH CIyX W ITbJIHA TITy-
xota. IIpu renernunure n3knrousanus Ha Cav 1,3
KaJMeBU KaHAIM Ca MOKa3BaJM PEAyKIMs Ha Kaj-
LMEBHS TOTOK € 0KoJI0 90 %, NpH KOETO aKyCTUYHO
eBOLMMPAHHUTE TMOTEHIIMAIH HAa MO3BYHHS CTBOI
He ca Joka3BaHu W peructpupanu. (38, 39). Taka
Hanpumep eana mytauus Ha OTOF gen xonupasn 3a
MpoayKIus Ha mpoTenHa otoferlin, maBa cuHanTH-
4yeH Je(eKT KOWTO MOXKe J1a I0BEIE 1O CHHANTHYEH
nedeKT Mpu YOBEIIKa MPETHHTBATHA TITyX0Ta THUI
DFNBY (40). CnyxoBuTe CTBOJIOBU MOTEHIMAIN €
BB3MOXKHO Ja ObJJaT EBOKUPAHU B MOJIET HA MUTIIKH
¢ HamazeH ciyx tun DFNB9. Kakro mpu Cav 1,3-
,knock-out“, Taka cpmo u npu otoferlin — ,,knock
out“ ce mMaHudecTHpa ¢ NPUOIUZUTEIHO I'BJIHO
OJOKMpaHe Ha CHHANTHYHOTO TNPEHACSHE C BUCO-
KO CTENEHHO HaMaJeHHE Ha CIyXa M € MpUMep 3a
cuHanThyHa iyxoTa (41). HabmronaBanu ca chIo
Taka M CIYXOBH CHHAIICONATHH KaKTO, HAIpHMep
MIPH XUMEPOMTUPYOMHEMUS ¥ TEKKA XUTIOKCHSI TIPH
NPEeXIEBPEMEHHO POJeHHU. BB3MOXKHO € ChIIO Taka
M pa3BUTHE YBpEXKIaHE HAa BBTPEIIHUTE CIYXOBH
KJIETKH TpU IUIATUHA CHIBbPXKAIIUTE XUMHOTEpa-
nesTunm (M. MapiuHOB 1 CBTp.) ¥ 3BYKOBa TpaBMa.
[Tpeamonara ce, 4e MpH T€3U CHCTOSHUS HACTHITBAT
EKCTPEMaJTHO YBpEXKJaHE Ha TMOCTCHHANTHUYHHUTE
CIUpAJICH FaHIJIMOH HEBPOHU MOPaIn €KLIECUBHOTO
0CBOOOXXK]aBaHE Ha ITyTamar.

2.2. YecmomHno kooupane 6 cjiyxoeus Hepes. ToHO-
TOMMYHATA OpPTraHU3aIUsl B KOXJIEATa C€ MPOABbIKA-
Ba U B ahepeHTHATa CHCTEMa Ha CIyXOBHUS HEPB.
Besko msicro Ha 6azanHata memOpaHa ce CTHMY-
JMpa OT MEXaHMYHOTO YECTOTHO Pa3IBMKBAaHE Ha
MeMOpanata. CHOTBETHUTE Ha HWHEPBAIIMOHHUTE
TONIMKU CTUMYJIMPAHUTE BHTPEIIHHU CITyXOBH KIJIET-
KU ¥ a)epeHTHUTE UM HEBPOHH C€ CUITHO Bb30YXK-
JIaT, aKo aKyCTHYHHUS CHTHANl € C eIHa CHTHaJlHa
KOMITOHEHTa,KOATO Ha TOBA MSICTO Hail-CUJIHO Bb3-
Oy»/a ciyxoBara KieTka. Bceku adepeHTeH HeBpoH
MpuUTeXkaBa KayecTBaTa Ha (PpeKkBeHTEH QUITHP
nox ¢opmaTta Ha HETOBaTa YECTOTHO ChIVIaCyBaHa
kpuBa (Tuning). [Ipu BcMukH 3BYKOBH MHTEH3UTE-



Bpor 2/ 2012

TH HEPBHHUTE BIIAaKHA yBEJIMYaBaT ChIIO Bb30Oymara
OT HaW-HUCKWUTE JO HAW-BUCOKUTE (PPEKBEHIIWU.
Tyk ToHOTOMUMSATA ce OCHOBaBa Ha JBa KOTUPAIIX
JIOTIBJIBAIM C€ MpUHIUNA — (a30BO CBBHP3BAHE
(Phase locking). ®a30B0TO CBBEpP3BaHE CE€ OCHOBABA
Ha BpeMEBHUTE 00pa3W Ha aKIMOHHUS MOTEHIIHAJ,
KOWTO ce HaMupa B aJeKBaTHA Bpb3Ka C (a3ara Ha
peuentopHus noreHuuan. PazoBOTO CBbp3BaHE €
OT 0COOEHO 3HAaYEHHUE ONpeAessiHE Ha HMPOCTpaH-
CTBEHOTO ONpeessiHe HAa aKyCTUYHHS U3TOYHHUK.

2.3. Epepenmna unepsauus na xoxieama. e
TPyIU OT pa3jIMYHM BIIaKHA ca OTTOBOPHH 3a ede-
pEHTHATa MHEPBAIUs Ha KoxJiesTa. MuelmHu3upa-
HUAT tractus olivocochleare medialae (TOC), BogsT
HAyaJIoT0O CH OT TOpHaTa MeAWalHa OJINBA, CIIEN
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