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Puc. 2. Pe3yAbTaTBI OKTUBHOM NMEpeAHen
PUHOMAOHOMETPUN AO NPUMEHEHUSI UHTPAHA3AABHOFO
cnpest OKCUdPVH (LBETHbIE AUHUM) U criycTa 20 MUH
MOCAE NPUMEHEHNS UHTPAHA3AABHOTO cripes
OKCUPPVH (Y4epPHbIe AUHUKN)

Z03MPOBAHKSI OKCMMETA30JIMHA — N0 1—2 103bI B KAXKAYIO MO-
70BUHY Hoca 2 p./cyT. CTosb BbICOKAsl CPEIHECYTOYHAs MO-
TpeGHOCTb B Npemnapare, NokazaHHasl B HallleM MCCIe0BaHUM
(okosno 10 103 B CYTKH), MO-BUIMMOMY, CBsI3aHa C JUIMTEJb-
HBIM PETYJISIPHBIM MCIOJIb30BaHKEM JIEKOHIECTAHTOB (B Cpei-
Hem — 10 iet) u TsReCTbIO natosioruu. HeskenarenbHebie siBiie-

BroiBop,

Jl031poBaHHbIi Ha3anbHbIil COCYAOCY>KUBAIOLLMI cripeit Ok-
CUPUH COMOCTaBUM MO 3P PEKTUBHOCTU U KOMPOPTHOCTU MPU-
MEHEeHHs1 C OPUIMHAJIbHBIM NpenapaTtom HasuBuH CeHCUTHB.
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AnddepeHUNAAbHOA ANArHOCTUKA OTOCKAEPO3a
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1OrBQY BO «Poctosckumi TMY» M3 PO, POCTOBHA-ACHY
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PE3IOME

Omocknepo3 omHOCIM K HACAEOCMBEHHBIM OONE3HIM C AQYMOCOMHO-OOMUHAHMHBIM MUNOM Hacaedosanus. Mopgonozudeckum cybcmpamom ezo sensem-
€5 02paHutieH bl 0cmeooucmpo@uyecKull npoyecc, npu KOMopoM 8 KOCMHbIX Kancynax 0boux 1a6upuHmos napaineabHo npomekaiom pe3opoyus Kocmu noo
6USHUEM OCMEOKAACMO8 (0MOCNoH2u03) U ee H08000pazosaxue (omockaepo3). 3abo1e8anue Xapakmepu3yemcs CHUNCeHUeM CYXd, WYMOM 8 Yuiax u 2o-
JI0BOKpYHcerueM. IasHbIMU QUAZHOCMUYECKUMU KDUMEPUSIMU OMOCKAEP03a A6ASH0MCA 08YCMOPOHHAS KOHOYKMUBHAS MY20YX0CMb, HOPMAtbHble 6apa-
Oatitble NEPEnOHKU, Xopowas nPoOXoOUMOCMb CIYX08bIX MPYO, CeMeliHblil aHaMHe3. Bblensom muMnanaabHYo, KOXEAPHYIO U CMEWAanHY0 Gpopmbl 3a00-
neeanus. Jqnsa 0uazHoCmuKu Ucnob3yom mumMnanoMempuo, akycmu4eckyo pegekcomempuio, Komnsromepryo momozpaputo. Juppepenyuanshyio ou-
a2HOCMUKY npoeoosm ¢ namoJiozueli cpedHe2o yxa (IKCCYOamusHylli omum, nocae0cmsus nepeHeceHHo20 2HOLHO20 omuma, paspblé yenu C1yxoebix Ko-
CMoYeK, Pukcayus MOIOMOUKA (HAKOBAJIbHU ), BPONCOEHHbIE NOPOKU pa3guMus CpedHe2o0 Yyxa,), 2u0pOOUHAMUHECKUMU HAPYWEHUSMU 1aOUpuHma (nepunum-
¢pamuueckas pucmyana, cunopom Muxopa, CUHOPOM pacuuupeHHo20 86000npPo8ooa npeodosepus) U BPOHCOEHHbIMU CUHOPOMAMU.

KnioueBbie cy10Ba: 0mocnon2u03, 0mockaepo3, myaoyxocmo, WYM 6 Yywax, 2071060KpYHceHUE.

Jns uuruposanust: Gotiko H.B., Konechuxoe B.H., Anoxuna E.A. [Juppeperyuansras ouaznocmuka omockneposa // PMK. 2017. Ne 6. C. 404—408.

PMOK, 2017 No 6

404




OTopUHOACPUHrOAOT ST APMK

O630pbl

ABSTRACT
Differential diagnosis of otosclerosis
Boyko N.V.!, Kolesnikov V.N.", Anokhina E.A.?

' Rostov State Medical University, Rostov-on-Don
?Rostov Regional Clinical Hospital No. 1, Rostov-on-Don

Otosclerosis is a hereditary disease with autosomal dominant type of inheritance, with the morphological substrate formed by a limited osteodystrophic
process, in which the bone resorption take place in the bone capsules of both labyrinths under the influence of osteoclasts (otospiensis) and its neoplasm (oto-

sclerosis). The disease is characterized by hearing loss, tinnitus and vertigo. The main diagnostic criteria of otosclerosis are the bilateral conductive hearing

loss, a normal tympanic membrane, a good patency of the auditory tube, the family history. There are tympanic, cochlear and mixed forms of the disease.
The tympanometry, acoustic reflexometry, computer tomography are used for diagnostics. Differential diagnostics is performed with the pathology of the
middle ear (exudative otitis media, consequences of transterred purulent otitis, rupture of the auditory ossicle, fixation of the malleus (anvil), congenital mal-
formations of the middle ear); hydrodynamic abnormalities of the labyrinth (perilymphatic fistula, Minor's syndrome, the syndrome of an enlarged aqueduct

of the vestibule) and congenital syndromes.
Key words: otospongiosis, otosclerosis, hearing loss, tinnitus, vertigo.

For citation: Boyko N.V., Kolesnikov V.N., Anokhina E.A. Differential diagnosis of otosclerosis //RM]J. 2017. Ne 6. P. 404—408.

TOCKJIEPO3 OTHOCST K HACJI€ICTBEHHBIM 60JIe3HSIM

C ayTOCOMHO-JIOMMHAHTHBIM THIIOM HacjefoBa-

Hust. Mopdonoruueckum cybeTpatom 3aboseBa-

HUSI SIBJISIETCS] OTPaHUYEHHbIN 0CTeonucTpoduye-

CKHI1 IPOLIECC, TIPY KOTOPOM B KOCTHBIX Karcysax
o6oux nabMPUHTOB MapasieNbHO NPOTEKAIOT JiBa MpoLiecca:
pe3opOLumst KOCTH MOZ BIMSIHUEM OCTEOKJIACTOB (OTOCMOH-
r1o3) u ee HoBoobOpasoBaHue (0TOCKIepo3). BHOBb 06paso-
BaHHbIE YUaCTKM KOCTHOI TKaHU MMEIOT YyXXEPOJHYIO CTPYK-
TypY, OHM 60JIblie N0 0OBEMY.

Pacnpocmpanennocmo

[lpy nokanusaumMu OTOCKJIEPOTHMUECKOrO Ouara BHE OKHa
npenzaBepust poLiecc 0OHapyKMUBAETCS! PU IMCTONOTMYECKOM
MCCIIeloBaHUM CeKLIMOHHOro Marepuana y 10% momynsuuu.
OnHako nuub y onHOro uenoseka u3 10 rucTonoruyecku noxu-
TBEPSKAEHHbI! OTOCKJIepO3 MPUBOAUT K KIMHUYECKU 3HAUU-
Moii oTepe ciyxa. Taknum 06pa3oM, KIMHUUYECKU MaHUpeCTH-
POBaHHbI OTOCKJIEpO3 BcTpeuaeTrcs y 1% nonynsuuu.

Knunuka

3aboneBaHne HauMHaeTcs, Kak MpaBUIO, B BO3pacTe
18-30 ner.

OcHOBHbIE CMITTOMBI OTOCKJIEPO3a:

1) cumskenue cnyxa (100% cnydaeB);

2) wym B ywax (75-93% cnyuyaeB);

3) rOJI0BOKpY»KeH1e U pacCTpOiCTBO paBHOBecHs (5—25%
CIyyaes).

CHKeHHe cyXa pasBUBAETCs! UCIOABOJIb, TOCTENEHHO
TMPOrpeccupyer, XOTsl CKOPOCTb 3TOro Mpolecca BecbMa Ba-
puabenbHa.

[To ckOpOCTH MPOrpeccHpOBaHKS TYTOYXOCTH BbIIETISIIOT:

* MeZJIeHHO Tekylire $opMbl (COLMATbHO HENpPUTOLHbI
CJyX pasBUBaeTcs B cpefiHeM B TeueHue 9—10 ser ot Havana
3abosieBaHus);

* MOJIHUEHOCHbIE POPMBI (B TEUEeHHEe HECKOJIbKUX MeCSILIEB
pa3BMBAeTCs MOYTH MOJIHAS IJyXOTa 3a CUET BOBJIEUEHUS B
TMPOLIECC HEPBHBIX 3JIEMEHTOB BHYTPEHHETO yXa);

* 3aTsiHyBLIKECS] GOPMBI (1€OIOT B MOKKMIIOM BO3pacTe).

Oco6eHHOCTH NPOSIBJIEHHS] TYrOYXOCTH

1. TyroyxocTb nouTH Bcerna ABYCTOPOHHSIS, HO HEPeLKO
007IbHOI1 JKaNyeTCcsl HA ONHOCTOPOHHEE CHIDKEHHE CIyXa, 110-
CKOJIbKY TYrOyXOCTb BCErZia aCUMMETPHUUHA U GOJIbHOMY JTyu-

1le CibllIAllee YXO KakeTcs 3710poBbIM. Pasnuua B ocTpoTte
ciyxa 060MX yiuei 0ObIYHO He3HAUYMTEJIbHA.

2. Tlpu oToCK/EpO3e He ObIBAeT MOJIHOM [TTYXOTbl, GOJIbHOM
CTIbILNT celsl Aaske MPY BBICOKOI CTENEHH TYrOyXOCTH, B CBSI-
31 C YeM He pa3BuBaeTCs Aedopmalis peur, Kak 3To ObiBaeT
MPU HEAPOCEHCOPHOM TYrOYXOCTH.

3. Hauano pa3BuTus 3a60J1eBaHusl Y KEHILMH YacTo CBsI3a-
HO ¢ 6epeMeHHOCTBIO 1 POLAMHU.

4. XapakTepHO yyullleHne CiyXa B LIYMHOI 0OCTaHOBKe
(paracusis Willisii), moHnskeHne pa3bopunBoCTH peunt Npu rio-
TaHuK U keBaHuu (deprecusis Scheer), oiHOBpeMeHHOM pas-
roBope HeckoJbKux jnLl (cumntoM ToiHOM) M Py HaMpsiKeH-
HOM BHMMaHuy (cuMnToMm Ypbanuua — BasnbGe).

Illym B ymax oObIYHO MMEET TeHIEHLMIO K YCUIIEHHIO 10
Mepe MpOrpeccupoBaHusl TYTOYXOCTH, NIePEHOCUTCsl OOJIbHBI-
MU 3HAUYMTEJIbHO Tsikenlee, 4eM Mpu Apyrux ¢popmax Tyroyxo-
cti. B psine ciyuaes yLiHOM 1yM suiiaeT GOJIbHBIX CHA U ar-
MeTUTa 1 MOpoi NOBOAMT O OTYastHMsl, 6JIM3KOro K camo-
yOUiiCTBY.

CyObeKTHBHbI YILHOIA LLIYM yallle Bcero ObIBaeT HU3KOTO-
HaJIbHBIM M HallOMMHAET LIYM Majaiolleii BOAbl, BeTpa, Npu-
0091, LIEJIeCT JIMCTBBI, Ty NPOBOJOB, MOXKET IMOXOAUTb Ha
KY>OKaHUe, LIUTEHHe, ienkaHbe. LLlym Gornblieii yacTbio ume-
eT MOCTOSIHHbII XapaKTep, HO MOXKET YCHUJIMBATbCS! MOJ, BIIUS-
HUEM aJIKOroJisl, ICUXM1YeCKMX BOJIHEHUI, TepeyTOMJIEHHS], BO
BpeMsl HACMOpKa, nocje Gpuan4eckoit paboTsbl, CMOPTUBHBIX
3aHATHI.

BbIpaskeHHOCTb CYObEKTMBHOIO 11yMa UMeeT 3 CTENEeHH:

| crenenb — yIIHOIA LIyM GOJILHOTO MOYTH He OECTIOKOUT, 1
HaJIM4yMe 3TOro0 CUMIITOMA BbISIBJISIETCS IIPHU aKTMBHOM OMPOCE;

II crenenb — kanobbl Ha LIYM B yLIaX MPebsSIBISIOTCS Ha-
PSRy C ApYrUMH Kanobamu;

Il crenenp — omyienue mWyma B yluax siBsieTcsl BegyLei
’kano6o# 60JIbHOTO.

T'onoBokpyskeHue y GOJIbHBIX C OTOCKJIEPO30M BCTpeyaeT-
Cs1 IOCTaTOUHO penKo. YKanoObl naLeHTa BApbUpPYIOT OT He-
OIpeziesIeHHOl HeyCTOMYMBOCTH O NPUCTYNOB CUCTEMHOrO
roJIOBOKPY>KeHUsl. XapaKTepHO MO3MLIMOHHOE I'0JI0OBOKPYKe-
HUe, BO3HMKaIOLLee B ONpe/ieJIeHHOM MOJIOXKEeHUH, TIpU Onpe-
ZIeJIEHHOM TOBOPOTE TOJIOBbI, NP ObICTPBIX HAKJIOHAX U 3a-
MPOKUABIBAHNH TOJIOBbI, GBICTPOM BCTaBaHMM € nocreni. [1pu-
YMHOM TOJIOBOKPY>KEHUI CUMTAIOT MHTOKCUKALMIO HEPBHbIX
OKOHYaHMIi CTaTOKMHETUYECKOro peLienTopa npy pacrnpocTpa-
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HEHWM OTOCKJIEpPO3a Ha MOJYKPYSKHbIE KaHalbl 1 BHYTPEHHUI
CITyXOBOIi MPOXO0J, a TakKe PpU3NUECKYI0 1K (U3noIornye-
CKYI0 OOCTPYKLMIO BOZONPOBOAA MpesaBepys, OMOXuMuUe-
CKM€ M3MeHeHHsl COCTaBa NepuiMdbl P BOBJIEYEHUH KOCT-
HO¥1 Karicysibl BHyTPEHHEr0 yxa, F’MAPOIIC IJAOMPUHTA B HAYallb-
HOI#1 CTannK pasBUTHs 3a00JIEBaHMSI.

Juaznocmuka

JluarHo3 OTOCKiepo3a YCTAaHABJIMBAKOT Ha OCHOBAaHMU
aHaMHe3a, YIIOMSIHYThIX Bblllle CUMIITOMOB, TeueHusl 60J1e3Hu
Y JIaHHBIX MCCIIEI0BAHMS CITyXa.

I'maBHBIMU KJIMHNYECKMMHU KPUTEPHSIMH OTOCKJIEPO3a SIB-
JISTIOTCS:

1) IBYCTOPOHHSIS KOHAYKTUBHAS TYTOYXOCTb;

2) HopMasbHble GapabaHHbIe NepPenoHKY;

3) xopoLuasi MPOXOAUMOCTb CITyXOBbIX TPYO;

4) cemeiiHblit aHaMHES3.

OnucanHble B IUTepaType OTOCKONMYeCKUe NPU3HAKK OTO-
CKJlepo3a (LUMPOKKME HApYsKHble CyXOBble MPOXOJbl — CUMII-
ToM Tuio — BepxoBCKOro; ymeHblleHHe MW OTCYTCTBUE
MpOAYyKUMK cepbl — cumnToM ToiiHOM — BuHra; noHuxKeHHas
4yBCTBUTENbHOCTb KOXM HApY’KHOTO CJIyXOBOTO MpoXona U
GapabaHHOI1 nepenoHkr — cumnToM Ppeliiesnibca; MOBbILLEH-
Hasl MOJBMKHOCTb GapabaHHOIi EPEeNOHKH, ee UCTOHUEHe —
cumnTombl XonMrpeHa, Jlemnepra) B HacTosilee BpeMsl yTpa-
TWIW CBOe AMAarHoctuueckoe 3Havyenue [1, 2]. CumnroM npo-
CcBeuMBaHus uepe3 OapabaHHYIO MEPernoHKy rMnepeM1MpoBaH-
HO¥ CTM3MCTO# 000J10UKK POMOHTOpHYMa (cumnToM LlBap-
11a) TAKKe He pacCMaTPUBAETCSI Kak PU3HAK aKTUBHOCTH OTO-
CKJlIepo3a.

JlMarHocTuika 0TOCKJIepo3a OCHOBaHa Ha pe3yJibTaTax KiM-
HUUYECKOTO Y ayAMOJIOTMYeCKOro UCCIe0OBaHMsL.

Knnnnueckue ¢popMbl 0TOCKJIEpO3a NOAPA3AEINSIOT HA
THMITAHAJIbHYIO, KOXJIEAPHYIO Y CMELLAHHYIO.

[lpy TMMnNaHanbHoi GopMe MPOUCXOAUT PUKCALIMSI OCHO-
BaHMs CTPEMEHH B OKHe MPeAaBepHs], ero NoABMUKHOCTb Hapy-
uiaetcst. [1py TOHANbHOI ayAMOMETPUH y OOJIbHBIX TUMIMA-
HaJIbHOM (OPMOI OTOCKJIEpO3a OMNpesess eTcsl MOBbIlIeHUe
TMIOPOroB CJlyXa M0 BO3AYLIHOI MPOBOAMMOCTH MPU COXpaHe-
HUM CJIyXa M0 KOCTHO# MPOBOAMMOCTH, HAJIM4YHe KOCTHO-BO3-
aywHoro uHtepBana (tabs. 1). BoamoxHo Hamuume 3ybua
Kapxapra — noBblileHHs] IOPOroB CJIyXa MO KOCTHOM INPOBO-
ammoctk Ha 20—30 1B B o6nacty 2000 I'u. 3y6en Kapxapra He

Tab6Anua 1. AyAMoOAOrMYyecKkue XxapaKTepuUCTUKu
60ABHOIO C TUMMNAHAABHOM GOPMOM OTOCKAEPO3a
HeﬁOﬂbLLlaH pa3Huua B pacCTossHMH, C KOTOPOTo

60JIbHOI BOCMIPHHMMAET LLEMOTHYIO U Pa3roBop-
HYIO peub

AkymeTpus

R (PunHe) orpuuaTesnbHas

B (Bunra) orpuuaresnbHas

F (®enepnun) 6osiee rpOMKO BOCIIPHHUMAETCS 3BYK
C COCLIEBUIHOTO OTPOCTKA

G (Kenne) otpunarenbHas

W (Bebepa) narepasnuayercst B XysKe CIIbILIALLEE YXO

KamepToHabHbie
npo6bI

Yaiue perucTpupyercst 1ByCTOPOHHSIS KOHIYKTUB-
Hasl WM CMeELLIaHHas! TyroyXoCTb C peolafaHem
KOHJYKTUBHOTO KOMIIOHEHTa

TonanbHast noporo-
Basi ayJMOMETPHUSI

Tumnanomerpus Tun A, As, Ad
AKyCTUYeCKHit

OTCYTCTBYeT
pednekc
Pas6opunBoctb

He cTpanaer
peun

SIBJISIETCSl CJIeACTBUEM MOPaXkeHMsl 3BYKOBOCIPUHUMAIOLLIMX
CTPYKTYp M MCUe3aeT MOocJie YCIeLHOro XUpypruieckoro
JIeYeHusl.

Ilpu koxneapHoit popMe OTMEUAIOTCS TPOrpeccupytoLLas
N0Teps CyXa He TOJIbKO OTHOCUTEJIbHO HU3KUX, HO U OTHOCH-
TeJIbHO BbICOKMX TOHOB, HUCXOASILLMIA TUI KPUBOIA, OTCYTCTBUE
KOCTHO-BO3JYLLIHOro MHTepBana (puc. 1).

OcHOBHbIE IMAarHOCTHUYECKHEe KPUTEPUM KOXJleapHO#t ¢pop-
Mbl OTOCKJIepO3a:

1) cemeiiHblit aHaMHe3, OATBEP>KAEHHDII CTanefoMmIacTu-
KOW;

2) cuMMeTpH1YHas porpeccrupyroLLast IBYCTOPOHHSIS CeH-
COHEeBpasibHasg TYroyxocTb C (UKCaLKeil CTpeMeHH B OIHOM
yXxe;

3) HeoObIUHO XOpolLast pa3boOPYMBOCTb PEUH IJIs CEHCOHE-
BpajibHOM TYrOyXOCTH;

4) Hauas10 pasBUTHsI TYTOYXOCTH B COOTBETCTBYIOLLEM BO3-
pacTe 1 nporpeccupoBaHie 6e3 BUIMMbIX IPUUMH;

5)Ha KT — npusHaku neMuHepanu3alny KarcyJbl nabu-
PUHTa;

6) on/off-acddpekt npu nposeneHM MMIENAHCOMETPUN
(cm. puc. 1B).

AynnomeTpuyeckie U3MEHeHHs IIPY KoxJleapHoi ¢popme
OTOCKJIEpO3a ONpeLeNIsOT He0OXOAMMOCTD NPOBENEHHs AN-
¢depeHLUManbHOro AMAarHo3a C HeliPOCEHCOPHON TYTOYXOCTbIO
(tTabm. 2).

CmMmelaHHas popma OTOCKJIepO3a XapaKTepu3yeTcsl MOBbI-
LIeHWeM MOPOroB C/1yXa Kak Mo BO3AYIIHOM, TaK ¥ MO KOCTHOMH
NPOBOAUMOCTH, HUCXOASILMIA THUIT KPUBOM, KOCTHO-BO3YLL-
HbI/l MIHTEPBaJl COXPaHEeHbI.

Tumnanometpus. [p1 0TOCKIIEpO3€ NMOABMKHOCTb Oapa-
OaHHbIX NMEPerNoHOK COXpaHeHa, B 95% ciyuaes oOHapyK1Ba-
ercst Tvn Tumnanorpammsl A (o J. Jerger) [3]. Y 5% GomnbHbIx
duKcaunsg cCTpeMeHU NPUBOLUT K HEKOTOPOMY CHMXKEHHIO
MOAATANBOCTU 3BYKONPOBOZSILLIEN CUCTEMbI, KOTOPOE COMpO-
BOX/1a€TCSl CHUKEHMEM aMIIUTYbl TUMIIAHOMETPHUYECKOii
KPMUBOH, M 3aKpyrieHnto ee nuka. Takyio TUMNaHorpammy
OTHOCST K TUITy AS. B HEKOTOPbIX CJIy4yasix perucTpupyercs
TUMIaHorpaMMma tuna Ad, oTpaskarolasi NoBblLLEeHHe aMIJIN-
Tyzbl Kojebanust 6apabGaHHOII NEpPenoHKK MPU ee UCTOHYe-
HUM.

AkycTudeckasi pedieKCoOMeTpus SBISETCS BECbMa MH-
$OpMaTUBHBIM METOAOM HCCJeJOBaHUS IJIsl AMarHOCTUKU
OTOCKJIEPO3a, OCHOBAHA Ha Perucrpaluyy U3MeHeHH nonar-
JIMBOCTH 3BYKONPOBOZSILLEI CHCTEMbI, MPOUCXOASLIMX MPH CO-
KpallleHUH CTPEMEHHOi MblLILbl. AIEKBaTHbIMUA CTUMYJIaMU

®ellce

Puc. 1. UccaepOBOHME AKYCTUYECKOro pedAaeKkca:
A — AKYCTUYECKNN PEPAEKC MOAOIKUTEABHbI
(HopMQ); 6 — AKYCTUYECKUIN pEDAEKC OTCYTCTBYET
(oTOCKAEPO3); B — on/off-adpdexT npm npoBeAeHUN
MMNEAQHCOMETPUN BOABHOMY C KOXAEQAPHOMN
GOPMON OTOCKAEPO3a
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IJ1S1 peanu3alny akyCTUIecKoro pedekca Ciy>kaT TOHaJIbHble
Y IIYMOBbIE CMTHaJIbl, UHTEHCUBHOCTb KOTOPbIX MpPEBbIILAeT
TMIOpOroBble (N1 KOHKPETHOTO UCILITYeMOro) 3HaueHusl. [leit-
CTBME aKyCTUUYECKOTO CTUMYJIa Ha OHO yXO COMPOBOXKAALTCS
COKpALLIeHNeM MBILLIL CTPEMEHH C 00erX CTOPOH.

Onpenenenue axkycTHueckoro pediekca CTpPeMeHHOM
MBILILbI OCHOBAHO Ha perncTpaLyuy U3MeHeHHi akyCTHUEeCKO-
ro MMIeJaHca, BbI3BaHHbIX COKpallleHWeM MbILLbl CTPEMEHH.
Heo6xoanMbIM yCioBHEM 1St YCIELHOTO BbIMOJHEHHS aKy-
CTHUeCKOi pedieKCOMEeTPUM SIBIISIETCS NOCTaTOUHBIN ypo-
BeHb CTHMYJIMpPYIOLLEro 3ByKa. B HopMe nopor akycTnuecko-
ro pednekca cocrasiaser 80-90 nb Han MHAMBUAYaTbHBIM
MOPOrOM CJIYXOBO# UYYBCTBUTENbHOCTH (CM. puc. 1a). [lpn
HeIpOCeHCOPHOI TYrOyXOCTH, COMPOBOXAAOLIENCs peHoMe-
HOM YCKOPEHHOT'0 HapaCTaHusl TpOMKOCTH, oporu pediekca
3HaUMUTENIbHO CHUXKAIOTCS, fJocturast 35—60 ab, a B psane cny-
yaeB 10—15 gb. Akyctuueckuii pedekc npu OTOCKIEpO3e
NpH 3BYKOBOI CTUMYJSILMU UHTeHCUBHOCTbIO 110-115 nb
oTcyTcTBYyeT (CM. puc. 16) nnM okas3biBaeTCsl MHBEPTUPOBAH-
HbIM, UTO CYMTAETCSI IPU3HAKOM OTOCKJIEPOTHUECKOH (pUKca-
LMK cTpeMeHH [4].

KomnbioTepnasi Tomorpadus

B nocnennue ronpl NosiIBUIIMCH AaHHblE O BO3MOXKHOCTH UC-
TMOJIb30BAHMUSI PEHTTeHOJIOTMYeCKOr0 MeToAa AWMArHOCTHKK
OTOCKJIEp03a, KOTOPbIi BBISIBISIET MeJbyaiiline JeTany Mop-
($ONIOrM4ecKoro CTpOEHHs! BACOUHOM KOCTH M OOHApYsKMBaeT
XapaKkTepHble M3MeHeHHsl B 001acT OKOH MpenjBepust
YJIMTKH, TOJIYKPY)KHbIX KAHAJIOB M BHYTPEHHErO CJIYXOBOro
npoxoza.

MetozrKa BbIMOJHEHHUS! CIMPabHON KOMIIbIOTEPHON TO-
morpagun (CKT): akcuanbHble 1 KOPOHAPHbIE CPe3bl C TOJI-
wuHoi cpesa 0,5—-0,6 MM 1 unTepBanom 0,2 Mm.

KommnbrotepHast Tomorpagust mosposnsier 06HapyskUTb Oua-
' HOBOOOPA30BAaHHON KOCTHOI TKaHW BOKPYI OBajbHOTO,
KPYIJIOrO OKHa U/MJIM OTOCKJIepOTHYecKKe (GOKYChbl B KOCTHOM
Karcyse 1a0MpuHTa. ITOT CUMIITOM B AHITIOS3bIYHOI JTUTEpPa-
Type nonyuusn HaseaHue halo sign — cumntom opeona.

KT-npusnaku otocknepo3sa:

* Karcysa yJauTKY UMeeT TOHMKEHHYIO IOTHOCTb;

* Kpasi OObIUHbIE;

* ToJLLMHA cTpeMeHu Gonee 0,6 MM;

* yBeJIMUEeHKe TOJILIMHDI epefiHeil YaCT1 OCHOBaHMSI CTpe-

MeHH (TpeyrosibHas Gopma);

Ta6Aanua 2. AuddepeHUUAAbHAS AMAFHOCTUKCA OTO-
CKA€pPO3a U HEMPOCEHCOPHOM TYroyxocTu

Heiipocencopnas

Merton uccnenosanus
TYTOyXoCTh

OTocknepos

[ToBbllIeHHE MOPOroB Ciyxa
Ha HU3KKE YacTOThI C BblMa-
JleHreM BOCTIPUSITHSI Ka-
MepTOHOB Cso 11 Ceq

Huxxusist rpanmnua
CTyxa He U3MeHe-
Ha

Onpenenenue HuskHel
TpaHuLIBI CITyXa

Aynnomerpust B pac-

Bocnpusitiie Bbicokux 3By- | OOpbIB KpUBOi
LIMPEHHOM JMarna3oHe

KOB M0 KOCTH B Npezesnax BOCTIPUSITHS 3BY-
yactoT (mo 20 kI u

HOpMBbI Ka 10 KOCTH

6ornee)
[NoBblieHne
1o 15 nb
B nyuiue crbiiia-
wee (M1 310po-
BOE) yXO

YyBCTBUTENBHOCTD K

ynbTpassyky 98 000 Iy 5-6 15 (Hopma)

JlaTepanuaauusi ynbr-
pasByKa Mpy acUMMeT-
PUYHOM MOpaskeHUH

B cTopoHy xyske crblualiie-
ro yxa
100%

Pas6opunBocts peun Crpanaer

* CMIITOM Opeona;

* ICTOHY€EHHE HOXKEeK CTPeMeHH.

B TunuuHbIX cyyasx AMarHOCTMKa OTOCKJIepo3a He Ipef-
crasJisieT TpyAHocTH. OJHAKO B HEKOTOPBIX CIy4Yasix (aTUIMHY-
HOe TeueHHe, OJHOCTOPOHHsIs popma 3aboseBaHusl, Masblii
KOCTHO-BO3/IyILIHbIi1 MHTEPBaJ Ha ayAnorpamme, BeCTHOYISIp-
Hble HapylLeHWs], HapylleH’e pa3bopuMBOCTH Peyun) 3arnomo-
3pUTb OTOCKJIEpO3 GbiBaeT HerpocTo [5]. [Tomumo 3aToro, MHO-
rie 3a607eBaHKsl, XapaKTepU3YIOILMeCcs: HalM4Y1eM KOHIYK-
TUBHOIt TYTOYXOCTH, MOTYT TPOSIBJISITbCSI CUMITTOMAMM, BeChb-
Ma CXOZHBIMHU C OTOCKJIEPO3OM.

Juppenyuanvran duaznocmuka omockneposa

[NaTonorus cpegHero yxa

Orocknepo3 cienyet A1 pepeHLpoBaTh ¢ psiom 3ab6o-
JIeBaHUIl CpeJHero yxa, CONpOBOKIAIOLMXCS KOHAYKTUBHO
TYroyXocCTb0. B 3THX Ciyydasix, TOMMMO OTCYTCTBHUS CEMENHO-
ro aHaMHesa, BBISIBJISIIOT PSJl ONOPHOAMArHOCTUYECKHUX MPU-
3HAKOB, XapPaKTePHbIX /7151 KOHKPETHO MaTOJIOTUH.

IKCCYNaTHUBHbIA OTUT XapaKTepU3yeTcsl HaJMuuMeM Ipo-
rpeccupyloLefi TyroyXoCTH, Ha PaHHMX CTa[UsIX — KOHAYKTHB-
HOM, Ha Goslee MO3IHUX — CMelIaHHON. 3aboseBaHMe 4acTo
HauuHaeTcst nocine nepeHecenHoro OPBU. Baskubim audde-
peHLMabHO-AMarHOCTUYECKMM NTPU3HAKOM SIBJISIeTCS] TUMIA-
Horpamma: Tun B, coxpaHeHue UIcH- 1 KOHTpasaTepanbHOro
akycruueckoro pedrekca. Ha CKT BucouHBIX KOCTelt Habo-
ZlaTcsl NaTOJIOMMYecKoe CONlep>KUMOe B KJIeTKaX COCLeBUHOTO
oTpocTKa 1 6apabaHHOii MOI0CTH 6€3 KOCTHBIX U3MEHEHHIA.

[TocnencTus nepeHeceHHOro rHOMHOrO OTUTA (aJre3nB-
HbI/ CpeIHWIi OTUT, TAMIIAHOCKJIEPO3), Yallle — OJHOCTOPOH-
Hero. [Ipy oTockonnu 06HapyKMBAIOTCS OYarn MUPUHIOCKIIe-
po3a 1M yuacTku aTpodun 6apabaHHOI IepernoHKH, peTpak-
LMOHHble KapMaHbl. Tumnanorpamma: tvn E unn D, uncu- n
KOHTpasarepabHblii aKyCTUUeCKuii pediekc Ha uccienye-
MOM yXe MOTYT OTCYyTCTBOBATb.

Pa3pbIB Lienu c1yXoBbIX KOCTOUYEK. B anaMHe3e TpaBMa, o1-
HOCTOPOHHUII XapaKTep TYroyXocTH. Bo3MOKHbI H3MeHeHHUs!
GapabaHHOI1 MepenoHKy Mpu otockonuu. Ha ayauorpamme
omnpezensieTcsl paBHOMEPHOe MOBbILLIEHWe MOPOroB Mo BO3-
JVYIIHOM MPOBOAMMOCTH MO BCEM TOH-IIKaje, C 60bLIUM
KOCTHO-BO3ZyLLIHbIM HHTEPBAJIOM, NIPY POBeeHN! TUMIIaHO-
Merpun — vl Ad, OTCYTCTBME UIICU- M KOHTPasaTepalbHOro
aKkycTUuecKoro pedrexca.

Pukcaums MosoTouKa (HakoBasbHK). [1poriecc, kak npaBu-
710, ONHOCTOPOHHMIL. Ha aynuorpamme: KOHOYKTUBHAS Tyro-
yXOCTb, BO3MOXKeEH 3y0ell, nono0Hbli 3yOLy Kapxapra, Ha ya-
crore 0,5 kI'y. Tumnanorpamma c Hanuurem on/off-apdexra
(B MOMEHT Hauasa «BKJIIOUeHHs» pediekca UMeeTcsl Y3KHit
k). [1pu nposenennn CKT BUCOUHBIX KOCTel BO3MOXKHA IUC-
JIOKaLMs MOJIOTOUKA M BU3yanu3aLus ocCUpULIMPOBAHHOM Ha-
PY3KHOII CBSI3KM (4TO siBJIsieTCsl Hauboee YacToil NPUUMHOI
dukcaumn).

BposkneHHble NOpOKM pasBuTHs cpesnHero yxa. OmHocTo-
POHHHMII TNpOLIeCC, pa3BUBAETCSl C paHHEro gaercrtsa. [lpu
0CMOTpE 4acTo BCTpeyaeTcs NaToJI0rusl YIIHON PaKOBUHbBI MU
M3MeHeHHs! CJIyXOBOro npoxoza. Ha aynuorpamme: KOHAyK-
TUBHAsl TYTOyXOCTb 6€3 CEeHCOHEeBPaJIbHOr0 KOMIMOHeHTa. ThM-
naHorpamma: Tun A wiu Ad, uncu- v KOHTpasaTepaibHblil
akycrudeckuit pednexc orcyrcrsyert. [1pu nposenennn CKT
BbISIBJISIOTCS] TOPaskeHMsl KOCTHBIX CTPYKTYp 6apabaHHO 1o-
JIOCTU B BUAE OUCIUIA3UM WM alula3uy CJYXOBBIX KOCTOYEK,
IOMUCTOMMM KaHaJla JIMLEBOTO HepBa, KOCTHble M3MEHEHUs B
00671aCTH OKOH JIaOMpHHTA.
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T'naponvHaMuveckue HapyiueHus 1a06MpUHTA

[lepunumdarnueckast GucTyna MoxkeT BO3HUKATb B Clie-
IyOLWMX CUTyauusx: 1) TpaBMbl CpeJHEro 1 BHyTPEHHero yxa
(uepenHo-M0O3roBble TPaBMbI C [IOBpPEXKIEHHEM BUCOUYHO! KO-
CTH, aKyCTHUYECKHe TPaBMbl U 6apOTPaBMbl, STPOreHHbIE MO-
BpexkJieHus], BO3HMKIIME B Xofe onepauuit Ha yxe) [6, 7];
2) nepenazibl BHyTpUUEPENHOro JaBjieHnst (BHyTpUuepemnHast
rUnepTeH3usl Npy uepernHo-MO3roBbIX TpaBMax, HapylleHue
BEHO3HOTO OTTOKA, 3HaUMTesIbHOe (PU3MUECKOe WM MCUXO-
3MOLIMOHAJIbHOE HaMpsKeHue, CMOPKaHue); 3) XpOHUYecKue
OTHTBI, CONPOBOKAIOLLMECS] XOJIeCTeaTOMOI 1 JecTpyKLUuei
KOCTHBIX CTEHOK s1abupuHTa [8, 9]; 4) BposkaeHHble aHOMasMK
CTPOEeHHsI BHYTPeHHero yxa (HarnpuMep, CHHAPOM pacLIMpeH-
HOTO BOJIONPOBOJA NpeiBepHus ).

HenocpencreeHHoit nprunHOi nepunnMdarudeckoin Gpu-
CTYJIbl MOTYT ObITb: pa3pblB MeMOpaHbl KPYIJIOro OKHa, pas-
PbIB KOJIbLIEBUIHO! CBSI3KH, EPEIOM MOJHOKHOM MIaCTUHKH,
nepesioM NPOMOHTOPUYMa, Pa3pblB CTEHKM MEPeroH4YaToro
nabupuHTa B 0671aCTH NeeKTa KOCTHOI CTEHKH MOJTYKPYKHO-
ro kaHana. [IpMMepHO y MoJI0BUHbI MALMEHTOB MPOSIBJIEHNs]
nepuiMM$aruieckoil UCTYbl NpeLCTaBlIeHbl pPa3BUTHEM
BHE3aIHOJ MTYXOTbl, YIIHOTO IIYMa, FOJI0BOKPYKEHMS! U PBO-
Tbl. B OCTaNbHBIX CIyyasix MOryT HabJOAATbCS U30MPOBAH-
Hble BeCTHOYISpHble MM CITyXOBble HApYLUEHHs! Pa3JIMUHOM
CTeneHy BbIPasKeHHOCTH. [0JIOBOKpYsKeHNe MOSIBIISIETCS TIpH
rpOoMKOM 3BYKe (peHoMeH Tysino), py HaTy>KMBaHUH, UMXa-
HMM, Kallle, npy npobe BanbcanbBbl, NPy NOBLILLIEHUH AaBIe-
HUSI B HAPY>KHOM CJIyXOBOM MpOXOJie WM MY Ha4aBIMBaHWUK
Ha K03eJI0K (bucTymbHas npoba).

CnyxoBble pacCTpOiCTBA, KaK MPaBUJIO, HOCST XapaKTep
CMeLLIaHHOM TYroyXoCTH (HaluuKke KOCTHO-BO3JYIIHOTO WH-
TepBaJia Ha TOHAJIbHBIX ayAMOrpaMMax, IPUeMyLLeCTBEHHO Ha
HU3KHMX YaCTOTAX), YaCTO B COUETAHUM C BbIPASKEHHDbIM YLIHbIM
LIYMOM.

Cunzppom MuHOpa — CMHIAPOM JErMCLEHLUH KOCTHOW
CTEHKM BepXHero MoJyKPYy>KHOro KaHasla — MOKeT BO3HUKHYTb
B pe3ysbTaTe TPaBMbl, HOBOOOPA30BaHMsl WM B pe3yJbTaTe
BPOXKEHHOI aHOMaNMu pasBuTUs BUcoYHOM KocTu [10]. Xa-
paKTepHU3yeTcsl CIIyXOBbIMU M BECTUOYJISIDHBIMU HapyLLIEHUsI-
MHU. BosibHble KaNylOTCS Ha 3a7105KeHHOCTb, MyJIbCUPYIOLLMit
LIyM B yXe, rHnepaxysuto 1 ayro¢ponuto. CH1skeHne ciyxa Ho-
cUT QIIOKTYUPYIOLLMIi XapaKTep, Ha ayAuorpaMmMe OTMeuaer-
Cs1 KOHIYKTHUBHAsl TYrOyXOCTb, CTanea1anbHble pedieKchbl co-
XpaHeHbl. BectnOynsipHble HapylieHKs B BUIE rOJIOBOKpYKe-
HUS$I, COMPOBOK/AIOLIEroCsl TOIUHOTOM, OCLMIIONCHEl, HU-
CTarMoM, MOSBJISIOTCS TPY IPOMKUX 3BYKax, a TaK>Ke Npu 13-
MeHeHUH JiaBJieHnst B 6apabGaHHOI1 MON0CTH (MPY CMOPKAHUH,
B camoriete). Ha CKT Bo ¢ppoHTanbHOI 1 B KOCOit KOPOHAp-
HOJl MPOEKLIMK OTpeJiesisieTcsl HaJlnuKe JericLieHIMH BepxHe-
ro MOJYKPYKHOTO KaHasna, BO3MOXHO, B COUeTaHUH C JIeTHC-
LieHLMelt Kpbily 6apabaHHOI MOJIOCTH.

CuHIpOM pacliMpeHHOro BOJONpPOBOAA NpedjBepusl
(«doHTaHMpYyIOLIEe OKHO», CHHIPOM gusher) sBisercs
BPOXIEHHO! M30JIMPOBAHHOM aHOManuei pasBUTUS BU-
couHoit koctu [11]. [TposiBnsiercst BecTUOYSIPHBIMU Hapy-
LIEHUSIMU U TYTOYXOCTblo, KoTopast B 90% ObiBaeT ABYCTO-
ponHeii. [Toreps cinyxa MoxkeT ObITb CTaOMIILHOM, ITIOK-
Tyupylolleil unn nporpeccupyoileit. Bosmosken BapuaHT
KJIMHWYECKOTO TeYeHUs! C Pa3sBUTHEM OCTPO HACTYNMUBILEH,

Nporpeccupyloilieil TyroyxocTu, pasBuBaloLleica mocie
MMHMMaJbHbIX TPaBM TOJIOBbI UJIU MOCJIE TSIXKEJbIX PU3H-
yecKux Harpysok [12]. Takue ciay4yan oObSICHSIIOTCS Pa3BU-
THeM nepunumdarndeckoii pucryisl. Hanbonbuime Tpya-
HOCTH B IMarHOCTHKE OTMEYAIOTCsl B CIIyyasix CTabUIIbHOI
Tyroyxoctu. Ha aynnorpammax o6HapysknBaercst Heipo-
CEHCOpHas WJIM CMellaHHast TYyTOyXOCTb C KOHAYKTUBHbIM
KOMIIOHEHTOM Ha HU3KUX 4acToTax. OTCyTCTBUE aKyCTHYe-
CKOro pedJiekca B 9TUX Cy4yasix 3HAUUTEJIbHO 3aTPyJHseT
audpdepeHLnanbHyl0 IMarHOCTUKY JAHHOTO MaToJiornye-
CKOro0 COCTOSIHMSI ¢ oTockyepo3oM [13]. [Ipu nonbiTke BbI-
MOJIHEHUS CTaNenoMIaCTUKU XUPYPr CTaJKMBAETCS C NPO-
671eMoit «HOHTAHMPYIOLLEro OKHa» Nocie neppopaunu oc-
HOBaHUSI CTPEMEHHU.

BposkneHHble CHHAPOMBI

TyroyxocTb, KaKk paBujIo, COMPOBOXKAAETCS H3MEHEHUSIMU
CO CTOPOHBI IPYIMX OpraHoB U cuctem: 6onesHb Paget (cme-
LIaHHasl TYTOyXOCTb B COUETaHKH C NIOpakeHueM KOoCTelt uepe-
na M HUXKHMUX KOHEeYHoCTeit); osteogenesis imperfecta (rosy-
Oble CKJIepbl 1 IOMKOCTb KOCTEA).
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