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OTOCKIJIEPO3

o crnenr@uyeckoe 3a00JeBaHue, MPEACTABIISIONIEE COOOM MEPBUUYHOE META00INYECKOE
MOPaKECHUE KOCTHOM KarcCyJibl YITHOTO JIJAOMPHUHTA, BhIpaKarolIeecss 0co0oi (popmoi
OCTEOAUCTPO(UH C MPEUMYILIECTBECHHO ABYCTOPOHHUM OYAarOBBIM ITOPAKEHUEM
SHXOHJIPAIILHOTO CJI0S KarCyJIbl.

o OTOoCKIEpO30M cTpagaeT npumMepHo 1% HaceleHHs. DIUAEMUOIOrMUECKHUI aHAIN3
BO3pacTa M T'eHIEpHBIC pacIpeae/IeHHs IToKa3aau 0ojiee BRICOKHI Y4acTOTy
OTOCKJIepo3a y xeHIuH (0T 63 10 84%) B mepuon Mexay 15 u 45 rogamu (1o 62%).




ITUOJIOTUS

Cpear OCHOBHBIX TUIIOTE3 MOXKHO BBIJICIUTH CICAYIOIIME: ayTOCOMHAs JIOMUHAHTHAS
HACJICACTBCHHAs, BUPYCHAsl, ayTOMMMYHHAasl U SHAOKPUHHO-METa00IMYecKas,

Ir€HETUYECKHE UCCIIeIOBAaHUS JOKA3bIBAIOT, UYTO OTOCKIIEPO3 SBISECTCS ayTOCOMHO-
JTOMMHAHTHBIM 3a00JIEBAaHUEM C I€HEeTpaHTHOCThIO TeHa oT 20 go 40%,

[IpucyTcTBHE aHTUTEI B CBIBOPOTKE KpoBH K KoyutareHy Tuma 11 u IX y 6onpHBIX
OTOCKJIEPO30M MOXKET CBHACTEIHLCTBOBATH 00 ayTOMMMYHHYIO THIIOTE3C Pa3BUTHS
OTOCKJIEPO3a.

Mopdoaornyeckne 1 OHOXMMHYECKHE UCCIICA0BAaHMS JOKA3aJIM aCCOIUALMU MEXKTY

BUPYCOM KOPH M Pa3BUTHEM OTOCKJIEpO3a.




IIATOI'EHE3

[lox nericTBUEM PA3IMYHBIX 3THOJOTHYECKUX (PAKTOPOB aKTUBUPYETCS OOJIBIIOE
KOJIMYECTBO AKTUBHBIX BEIECTB, U3MEHSIOIIMX HOPMAILHOE TEUEHUE OCTEOTEHESA,
HaIIpUMED:

BrisiBrieHo yyactue Tpancdopmupyonlero ¢pakropa pocra B MaroreHe3e 0TOCKIepo3a
(TGF). Ero aktuBHOCTS yrHETaeT nudPepeHIInPOBAHIE OCTCOKIACTOB U HHTHOUPYET
HOPMAJIbHOC PEMOJICIIMPOBAHUE KaIICYIbl JIAOMPHHTA.

Taxxe 0OHapYyKEeHO ydacTHe KOCTHBIX Mop(oreneTuueckux 6eaxoB (BMP), kotoprie
BJIMSIIOT Ha XOHIPOTCHE3, a UX MyTaIliU BBI3BIBAIOT HAPYIICHUS OCTEOIeHE3a.
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Schematic diagram showing possible correlation of various etiological factors in otosclerosis. TGF-b (Transgrowing growth factor-b), AGTM235 and

ACE 1I/D (Genetic polymorphisms of Renin Angiotensin Aldosterone System), BMP2/4 (Bone morphogenetic proteins 2 and 4), TNF-a (Tumor
necrosis factor-a), IL1/6 (Interleukin 1 and 6), C3a/C3b/C5a (Complement fragments ), PTH (Parathyroid hormone), ROS (Reactive oxygen species).

Hcrounnk: https://www.ncbi.nlm.nih.gov/pubmed/26276418




D A3BI OTOCKJIEPO3A

B TedyeHnM OTOCKIJIEpO3a BHIACIISAIOT IBE (ha3bl — aKTUBHYIO
(pazy OTOCHOHTHO3a U HEAKTHBHYI OTOCKJIEPOTHYECKYIO.

da3a orocrionruno3a (aAKTUBHAas)

1 XapaKTepu3yeTcs pe30opOoLue, JeMuHepaIn3aueil KOCTH
1 o0pa3oBaHMEM Iry04aTol KOCTHOM TKaHH.

0 IIpouecc HauMHAETCs BOKPYT UMEIOLIErOCs COCYIa, C
MOCJIEAYIOIIEN BACKYISApU3AIMEN, KOTOPYHO UHOT/IA MOXKHO

O0OHApy>KHUTh IIPU OTOCKOIUM B BUje cumnToMa IlIBapTiia
(mpocBeurBaHKUE CKBO3b OapabaHHYIO MEPEIOHKY SPKO-PO30BOM

CIIM3UCTOM 000JOYKH B 00JIACTH MBICA).




0 da3a 0TOCKJICPO3UPOBAHUS

OcTeoKIIacThl 3aMEHSIIOTCSI 0CTe00IacTaMH,
COCYABI aTPOQUPYIOTCS, YCUITUBACTCS
MUHEpaJIM3alus KOCTHOW TKaHU. B pe3ynbrare
IJIOTHAsI CKIEPOTHYECKAS KOCTh (POPMUPYETCS
B 00JIaCTSIX MpEAbIAYIIEH pe30pOIHu KOCTH.
Korza 3ToT npoiiecc BOBJIEKAaeT OBAIbLHOE
OKHO, OCHOBAHUE CTPEMEHU (PUKCUPYETCS B
HEM, YTO MPUBOJUT K KOHIYKTUBHOM MOTEpe
ciyxa.




0 Bo3HHMKHOBEHUE M T€HE3 CEHCOHEBpaIbHOIr0 KoMIoHeHTa Tyroyxoctu (CHKT) y
OOJIBHBIX OTOCKJIEPO30M J0 KOHIIA HE M3yYECH.

0 Psamom aBTOpOB MpeAIoaaracTcs BO3MOKHOE BIUSHHUE IBYX OCHOBHBIX (DAaKTOPOB:
TOKCUYHBIX META00JIMTOB, BHICBOOOXKIAIOIIUXCS U3 aKTHUBHOTO
OTOCKJIEPOTHUYECKOTO OYara B XXUJKOCTU BHYTPEHHETO yXa, COCYAUCTBIN PUCK U
TUIIOKCUYECKOE MOPAKEHUE CTPYKTYP BHYTPEHHETO yXa MPHU MOPAKECHUU
CIIUPATIBHOMN CBA3KU U COCYIMCTOU MOJIOCKH.




KJIACCU®UKALIUST OTOCKJIEPO3A.

B Poccuu 1o cux nop ucnons3yercs kiaccupukanus H.A.
IIpcobOpakenckoro (1962) B 3aBHCUMOCTH OT COCTOSIHHS IIOPOTOB CJIyXa I10
kocTHOH mpoBoguMoctH (KII) mo JaHHBIM TOHAJIEHOW ITOPOTOBOM
aynmomerpu (TITA).

0 TummananpHas gopma (rmoporu ciyxa o KII go 20);
1 Cwmemannas gopma I (ot 21 go 30 nb);

1 Cwmemannas gopma II (> 30 nb);

0 Koxneapnas ¢popma (KII > 50 ab).




JINATHOCTUKA OTOCKJIEPO3A

[Ipu TUMITAaHATLHOM M CMEIIAHHBIX (JOpMax OTOCKJIEpPO3a OTMEUYAIOTCS:

KamepToHnajbHbIe IPOOBI: OTpHUIIATEIIBHBIE pe3yJibTaThl NpoO PunHe n Penepuun. B
onbiTe BeOepa 3ByK KaMEPTOHOB JIATEPAIU3YETCS B XyXKE CIBIIIAIICE YXO.

ITo nanubiM TIIA onpenesnsieTcss KOHAYKTUBHAS WA CMEIIAHHAA TYTOYXOCTh
JIBYCTOPOHHSISA UJIA OJHOCTOPOHHSIS.

IIpu aynuo10ruueckoM 00CJIeI0BAHUM YACTO BBISIBIISICTCS TaK HAa3bIBAEMBIM «3yO€ll
Kapxaprta» - yxXy/lieHne mokas3arejieii KOCTHOM KpuBOM Ha 5-15 nb B nuamnazone 2-3 kIl .

Ilpu akycTHYeCKOU UMIISAAHCOMETPHUH JIsI OTOCKIIEPO3a XapakTepHa TUMITAHOTpaMMa

TANA «A» U OTCYTCTBUE aKyCTHYECKOTO peduiekca.
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JIJ1s1 KoxJieapHoii (G opMblI 0TOCKJIEPO3a XapaKTePHbI:

O H[)I/I KaMCPTOHAJIbHbBIX MCCJICIOBAHNAX OTMCYAIOTCA ITOJIOKHUTC/IbHBIC

KaMepToHaIbHBIC TTpoObl PunHe 1 ®enepuun. Jlarepanuzaus 3ByKa KaMEPTOHOB
IIpH MPOBeACHUHN ITpoOkl Bebepa B aydllie CAbIIIAIIEE YXO.

0 Ilpu TITA ceHcoHeBpaibHas WK cMelnaHHas (¢ mpeo0agaHueM MOPaKCHUS
3BYKOBOCIIPUSATHS) TYTOYXOCTh.
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MeToabl MCC/IeI0BAHUS DopMBbI 0TOCKJIEPO3a

TUMIIaHAJIbLHAA CMCIIaHHas KOXJICapHas
TonaabHas ayTuoOMeTpuUs:
- I BRI TR (R0, TOPU30OHTAILHEIN MOJIOTOHUCXOAS TN KPYTOHUCXOISAIIINHN
- moporu nmo KII (0,5-2 xI'n); P 24
- KBU
mo 20 ob mo 50 b cemaie 50 gb
30-50 nb 30 nb menee 10 n1b

Pa300p4yuBOCTH pedun 100% 100% 100%

IToporu 4yBCTBUTEJIBLHOCTH K Y3B 3-9 B 3-9 B 5-10 B

Haanuune ®YHIa Het Penxo Yacto
Tart A Tart A Tun A

KT BucoYHBIX KOCTEl (deHecTpaibHas (dbeHecTpaibHas U 4acTo
JOKaJu3alus O4aroB  YJIUTKOBas JEMUHEPATU3ALINS

JIOKaJIMU3alusa Oo4aroB YJIIMTKH I




KOMIIBIOTEPHASI TOMOI'PA®VIS B JIMATHOCTUKE OTOCKIJIEPO3A

0 KT BHCOYHBIX KOCTEH SBJISICTCS OObEKTUBHBIM METOJ0M BepHU(PHUKaALIUU
OTOCKJI€pPO03a, KOTOPHIM MO3BOJISIET BLISBUTH JIOKAJIU3AIMIO
(ayBcTBUTEIBHOCTE MeToaa 80-95%,crnenudpruanocts — 99,1%),
PACIPOCTPAHEHHOCTH 04AaroB OTOCKJIEpPO3a U ONPEIACINTh CTEeleHb
AKTMBHOCTH IIpoIiecca.

1 KoMnberorepHas Tomorpadus mo3poisieT 0OHapyKUTh OYaru
HOBOOOPA30BaHHON KOCTHOH TKaHH BOKPYT OBaJIbHOTO, KPYIJIOTO OKHA W/HIIH
OTOCKJIEpOTHYECKHE (DOKYChI B KOCTHOM KaIllCyse JIJaOMpHUHTA.




KT UTrPAET BAYKHVYIO POJIb IIPU:

BrIsiBIeHUN peTpodheHEeCTPATBLHOTO pacnpOCTPAaHEHUS OYaroB,

JluddepeHunanbHON UArHOCTUKE KOXJICAPHON (hOPMBbI OTOCKJIIEPO3a U
HEUPOCEHCOPHOMU TYTOyXOCTH MHOIO TE€HE3A,

JIMarHoCTUKEe aHOMaJIUui B 0COOCHHOCTEH CTPOCHUS BUCOYHOM KOCTH (IIMPOKUIA
BOJIOIIPOBO/I NIPEAABEPUSA U VIIUTKHU, JNETUCLEHIIMS BEPXHETO MOJTYKPYKHOTO
KaHasa),

JludpdepeHunanbHON AUArHOCTUKE OTOCKJIEPO3a U OCTEOAUCTPOPHU, YTO MOKET
BJIUATH Ha MOKA3aHUS K XUPYPrUUECKOMY JICUCHUIO TP JAHHOM IaTOJOTHM.




KT-1mPU3HAK OTOCKJIEPO3A:

* KaIlCyJia YJIMTKA UMEET IMOHUKEHHYIO TIOTHOCTb;
* Kpasi OOBIYHBIC;
TONIIMHA cTpeMeHu oonee 0,6 MM;
yYBEJIMYCHUE TONIIUHEI IIEPEIHEH YacTH OCHOBAHUS CTPEMEHU (TpeyrojbHas
hopma);
CUMIITOM OpeoJia (o4aru HOBOOOPa30BaHHOM KOCTHOM TKaHH BOKPYT

OBaJIbHOT'O, KPYINIOIO OKHA /WM OTOCKIECPOTHUYCCKHE (POKYCHI B KOCTHOM
KarcyJiie JIJAOMpHHTA);

HCTOHYCHHUC HOXKXCK CTPCMCHHMU.




MDOPMBI OTOCKJIEPO3A HA KOMIIBIOTEPHO TOMOI PA®UN:

ITo nanHBIM KOoMIbIoTepHOU ToMOrpadun (KT) BUCOUYHBIX KOCTEH BBIICISIOT
(OpMBI B 3aBUCUMOCTH OT PaclpOCTPaHEHUSI OYaroB OTOCKJIEPO3a WU
OTOCIIOHTHO03a: (PEHECTPAIBHYI0, CMCHIAHHYI0 U KOXJICAPHYIO.

-~

BHYTPEHHUM

CIIyXOBOM
npoxopn

BOAONPOBOA
npepasepusn

NONYKPY>XXHbIA
KaHan




MDEHECTPANIBHBIN (CTATIEUAJILHBIN) OATHIL:

0 Ougaru oTockjaepo3a HaubOoJiee YacTO BU3YAIM3UPYIOTCS B 00J1aCTH
BIIEPEAMOKOHHOM IIEJIH, TIEPEIHEr0 MOJII0ca OCHOBAHUS CTPEMEHHU,
pPacIpOCTPAHSIONINECS HA TIEPEIHIO HOXKKY CTpeMeHH. IIITIOTHOCTD 3peibiX
04aroB OTOCKJIepo3a B 0CHOBHOM cocTaBiisieT oT +1000 mo +1100 ex. H. Ilpnu
IUIOTHOCTH o4yaroB orocmonruosa ot +500 go +800 ex. H, moxuo

IMPCAITIOIOKHUTD HAINYINC AKTUBHOI'O OTOCKJICPO3a

JByCTOpOHHU I
(eHecTpaabHbIN OTOCKIIEPO3,
0OyCJIOBUBIIIUN CY>KEHUE
Kpymioro oxkHa. bonee
BBIpaXKEH cripasa (a)

Hcrounuk: https://www.ncbi.nlm.nih.gov/pubmed/24510845




Puc. 1. KT BMCOYHLIX KOCTSl Npu OTOCKNepoze:
a- peHecTpansHas popmMa; 6 - cMewWwaHHaa popMa (BbIPaXEHHBE ABNS-
HUA AS8MUHEPENH3aUMK B KOCTHOR Kancyne yauTKW OT BNepeaMoKoHHON
WenM Qo AHA BHYTPEHHEMD CyXO0BOro Npoxoga, NNOTHOCTE &2 HeOOHO-
poaHo cHxeHa ot +300 ao +800 aa. H)

HWcrounuk: https://www.rmj.ru/articles/otorinolaringologiya/Sovremennoe_lechenie_bolynyh_otosklerozom/ ‘




KOXJIEAPHBII (VINTKOBBIN) TTOATHII:

0 YeTko OYepUYCHHBIN, NU30THYTHIN
WJIN TONYKPYIIIBIA YYACTOK
CHUKEHUS TUIOTHOCTU KOCTHOM
TKaHWU BOJIU3U YJIUTKH.

0 Ha Oonee mo3gHux cTagusx
3a00JIEBaHUS - POTPECCUPYIOIIAS
occu(uKalys OBaIbHOTO OKHA.

Yuacmku nonusicenus nnomnocmu,
oKpydHcaroujue 0a3anbHull 3A6UMOK
VAUMKU.

Hcrounuk:https://teleradiologia.ru




JIByCTOPOHHUH MEPUKOXJIEAPHBIN YUYACTOK MOHUXKEHHOMW IJIOTHOCTU B BUJE
«JIBOMHOTO KOJIBII@» COOTBETCTBYET JBYCTOPOHHEMY KOXJIEAPHOMY
OTOCKJIEPO3Y.

Hcrounuk: https://www.ncbi.nlm.nih.gov/pubmed/24510845




Figure 5-71. Cochlear otospongiosis, basilar turn. (A). Magnified coronal CT image, left ear. (B). Magni-
fied axial CT image, left ear. There is diffuse cochlear otospongiotic changes involving the promontory, i
bony covering of the basilar turn of the cochlea (arrows). There was a high frequency progressive sen-
sorineural hearing loss. (Courtesy of Roy A. Holliday. M.D.)




CMEIIAHHBIN TTOJATUIT:

0 IlomumMo (peHecTpabHOM JOKAIU3aMU 04aroB OTOCIOHTHO3a WM OTOCKIIEPO3a,
ONPEICIIAIOTCS YYaCTKU IMTOHUKEHHOM MIIOTHOCTH KarCyJybl JaOMPHHTA,

OKPY KAIOI1E YJIMTKY, pacpOCTPaHSIONecs Ha 00JacTh KPYIJIOro OKHA, HHOTIA J0
JIHA BHYTPEHHETO CIIYXOBOI'0O IPOXO/a




Puc. 3.10 NMaymeHT c Kongyk-
TUBHOW TYroyXocCTbio HEACHON
3TUonormun 6e3 oTKNoHeHu
npun oTocKonuw.

a KT B ropusoHTanbHOM npoeKkyuu. [1o Kpaam ocHOBaHMA
CTpemeuka BUaHbl ABa 3aTeMHeHuA (1), yKasbiBatowme Ha
yTONLWEHNE KOCTN, KOTOPbIe MOXHO PacLieHNTb Kak oyaru
OTOCKNepo3a, 0CO6eHHO B COYETaHUN C PEHTFeHOHEeraTUBHOM
30HOW Knepeaun oT OCHOBaHUsA cTpemMeyka (oHa 6bonee oT-
4yeTINBO BUAHA Ha pucyHkKe 3.10b). BuaHa He3HaunTenbHan
NeMUHepanm3auna KOCTHOro nabupuHTa (2). Xopowo pas-
NINYMMBbI YIMTKOOOPa3HbI OTPOCTOK U MblLLLIA, HanpAraiowan
6apabaHHyto nepenoHky (3).

OpBuH A./lroHHEOUp «JlyueBass JMarHOCTHKA B OTOPHUHOJIAPUHTOJIOT U




b KT B ropnsoHTanbHou npoekunu. OeHecTpanbHbIn
OTOCKNepo3 XxapaKTepu3yeTcs rmnoAeHCNBHOCTbIO B obna-
CTV NepefHero Kpas HYLWN OKHa NpeaABepuA (fssula ante
fenestram) (1); 4acTo 3TO paHHUI NPU3HAK OTOCK/IEPO3a.

B 60nblUMHCTBE ClydaeB OTMEYAeTC HeKOTOPOe NoBbILLe-
HUe peHTreHoNnpPo3pPayHOCTU KOCTHOTO nabunpunHTa n3-3a ero
AeMuHepanu3aumm — peTpod)eHeCTpaanbm oToCcKnepos (2);
B JaHHOM C/lyyae 3TOT NPU3HAK BblpaXKeH HE3HAUUTEIbHO
UM OTCYTCTBYET.

OpsuH A.JltonHeOup «JIydyeBast AMarHOCTHKA B
OTOPUHOJIAPUHTOJIOT U




PerpodenecTpaibHblil OTOCKIEPO3

a KT B ropnsoHTanbHomn npoekunu. DeHectpanbHbii
OTOCKNEepo3, NPU3HaKOM KOTOPOTO ABNAETCA NOBbILLEHHanA
PEeHTreHonpPo3paYHoOCTb 06N1acTN NepPeaHEro Kpasa HULWN
OKHa npeaasepus (7). ABHbIE NPU3HaKn peTpodeHecTpanb-
HOro O0TOCK/1IepOo3a — NOBblLeHHasA PeHTreHONPO3pPaYHOCTb
KOCTHOM Kancynbl BOKPYr yNUTKM (2), TaK Ha3biBaeMbli GeHO-
MeH rano, unu yeTeeptoe Konbuo Valvassori.

OpsuH A.JltonHeOup «JIydyeBas AMarHoCTUKa B
OTOPUHOJIAPUHI OJIOT UI»




b - S ¢ KT B ropn3oHTaNbHON NPOeKunn. [ybuaTasa CTPYKTypa
Tl KOHTYPOB U COAEPKMMOro npe,q.dePm (1w I'OpM3vOHT31;JI.>|
b KT B ropu3oHTasbHON NpOEKUMM Jpyroro nayneHTa HOrO NOJYKPY>KHOTO KaHana. 3aaHni nony|<py>|<Hmel:)aT e
c 6onee BblpaXXeHHON AeMUHepanu3aumen KOCTHON Kancysbl  takxe NopaxeH (2). B paHHOM cny4ae cnefyet pacc DOB
BOKpYr ynutku (7). OuepTaHna npocBeTa yANTKN CMa3aHbl. TaKxKe BO3MOXHOCTb occudukaumm NONYKpPYyKHbIX KaHaNoB,
06yCNOBNEHHON paHee NepeHeceHHbIM NabnNpPUHTUTOM.

——

OpuH A./[ronHeOup «JIydeBas AMarHoCTHKa B OTOPUHOIAPUHTOJIOTHI



