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PE3IOME

HecosepiueHHeiin ocTeoreres (HO) siBAasieTcst hopMoit BpoxKaeHHOTo ocTeornopo3a. B 3aBucrmoctu ot Tuna HO y 60AbHBIX BCTpe-
YaloTCS Pa3AMYHBIE BUALI TYFOYXOCTU. B COOTBETCTBMM C BUAOM M CTEMEHbIO TYroyxOoCTH NPUMEHSIIOTCS Hanboaee 3pdeKTUBHbIE
METOAMKM peabuAnTaLmm cayxa.

LleAb nccaeaoBanmsi. OueHnTb 0OCOBEHHOCTU U Pe3yAbTaThl XMPYPruyeckoi peabuanTaumm TyroyxocT y BOAbHbIX C HeCOBepLIEH-
HbIM OCTEOT€HE30M.

Matepuan u metoabl. 3a neproa ¢ 2009 no 2022 r. B Hay4HO-UCCAEAOBATEABCKOM OTAEAE MUKpOXMpyprumn yxa FbY3 «HMKMO
um. A.M. CeepxeBckoro» A3M BbinoAHeHa 2221 onepauusi NepBUYHON CTaneAoNAacTUkM, 3 Hux 23 (1,04%) y 21 6oabHOro
c HO. XeHwwuH 6bIn0 14, My>XUMH — 7. 1O AQHHBIM TOHAABHOWM MOPOrOBOW ayAMoMeTpuu, Y 19 naumeHTOB BbiSIBAEHA ABYCTO-
POHHSIA TYrOYXOCTb Uy 2 — OAHOCTOPOHHSAS. KOHAYKTMBHAsi TyroyXocCTb HabAloAaAach B 9 CAyvasx, cmewaHHas — B 14. Ycpea-
HeHHble Noporn kocTHon nposoanmoctu (KIM) coctaBuan 22,7+8,04 ab, a kOCTHO-BO3AYWHbIA MHTepBaA (KBM) — 36,1+5,3 ab.
10 AQHHBIM KOMMLIOTEPHOM TOMOTPaK BUCOUHBIX KOCTEM, Y BCEX MALMEHTOB OTMEYAAOCh ABYCTOPOHHEE M CUMMETPUYHOE CHU-
JKEHME NMAOTHOCTM CAYXOBbIX KOCTOYEK, a Yy 7 BOAbHbIX — OBWMPHbIE 30HbI HEOAHOPOAHOTO CHUXEHUSI MAOTHOCTU KOCTHOTO Aa-
6upuHTa A0 +500 — +1000 HU. lNposeaeHo 23 onepaumn 21 60AbHOMY: B 21 CAy4dae CTaneAonAacTMKa C Aa3epHON aCCUCTEH-
umMei U B 2 — OCCMKYAOMNAACTMKA.

Pe3syabTatsl. [Moporu KIM uepes 6 mec nocae onepaumnn B cpeaHem cocTaBuan 24,6+8,2 aAb, a KB — 12,1+2,9 ab. 3akpbitne KB
<10 ab Ha pa3roBopHbix 4YacToTax BbisiBAeHO Y 30,5%, KB <20 Ab — y 95%. Yepes 12 Mec u 6oaee nocae onepaumu nameHe-
HME ayAMOAOTMYECKMX MOKa3aTeAell He OTMeHeHO.

BbIBOABL. XMpypruyeckoe AedeHne NaToAOrMn CTPEMEHMN Y NALMEHTOB C HECOBEPLIEHHbLIM OCTEOreHE30M M NMOTEPEN CAyXa SIBASIETCS
3(PPEKTUBHBIM M HE OTAMHAETCS OT TaKOBOTO Y MALMEHTOB C OTOCKAEPO30M MOCAe Tepanmu bucdocdoHaTamu ¢ npenapatamm pTopu-
Aa HaTPUSl, KaAbLIMS M BUTamMmHa D npu yCAOBMM BIMOAHEHMS ONepaLmm Ha (POHe NAOTHOCTM 30H AeMnHepaAnsaummn 1000 HU n npu-
MEHEHMS Aa3ePHOM aCCUCTEHUMK. YUUTbIBAS ABMMHEPAAMU3ALIMIO KOCTHBIX CTPYKTYP BUCOYHOM KOCTM, AASt BOCCTAHOBAEHMS 3BYKOMPO-
BEAEHMS AyYlle MPUMEHSTb ayTOXPSILLEBbIE MPOTE3bl CTPEMEHM MAM YKPbIBATb 30HY KPEMAEHKS APYTMX MPOTE30B ayTOTKaHSAMM C Lie-
AblO MPOMUAAKTUKM HEKPO3a AAMHHOM HOXKM HAKOBAAbHU M AOCTMXKEHNS CTAOMAbHbBIX OTAAAEHHBIX (PYHKLIMOHAABHBIX PE3YALTATOB.

KaroueBbie caoBa: CUHAPOM BaH Aep XyBe, TYroyxocCtb, Xupyprmundeckas pea6M/\MTaL1MFI, (pyHKLlMOHaAbeIe pe3yAbTarbl.
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ABSTRACT

Osteogenesis imperfecta (Ol) is a form of congenital osteoporosis. Depending on the type of Ol, patients experience various types
of hearing loss. Depending on the type and degree of hearing loss, various methods of hearing rehabilitation are used in this cat-
egory of patients.

Obijective. To evaluate the features and results of surgical rehabilitation of hearing loss in patients with osteogenesis imperfecta.
Material and methods. During the period from 2009 to 2022, 2221 primary stapedoplasty was performed in the department,
of which 23 (1.04%) in 21 patients were performed in patients with Ol. There were 14 women and 7 men. According to TPA, bi-
lateral hearing loss was detected in 19 patients and unilateral in 2. Conductive hearing loss was observed in 9 cases and mixed —
in 14. The average thresholds for bone conduction (BC) were 22.7+8.04 dB, and the bone-air interval (ABG) — 36.1+5.3 dB.
According to CT of the temporal bones, all patients showed a bilateral and symmetrical decrease in the density of the auditory
ossicles, and in 7 patients there were extensive areas of non-uniform decrease in the density of the bone labyrinth up to +500 —
+1000 HU.21 patients underwent 23 operations: in 21 cases stapedoplasty with laser assistance and in 2 cases ossiculoplasty.
Results. BC thresholds 6 months after surgery averaged 24.6+8.2 dB, and ABG — 12.1x2.9 dB. Closing of ABG <10 dB at spoken
frequencies was detected in 30.5%, ABG <20 dB — in 95%. After 12 months or more after the operation, no change in the audi-
ological parameters was noted.

Conclusions. Stapes surgery for conductive and mixed hearing loss in Ol patients is functionally effective. The best results
are achieved after therapy with bisphosphonates with preparations of sodium fluoride, calcium and vitamin D, performing the op-
eration when the density of demineralization zones reaches 1000 HU and using laser assistance. Taking into account the demin-
eralization of the bone structures of the temporal bone, it is recommended to use autocartilaginous stirrup prostheses to restore
sound conduction or to cover the attachment area of other prostheses with autologous tissues to prevent necrosis of the long stalk
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of the incus and stabilize long-term functional results.
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BBeaeHue

Hecosepmennsrit octeorene3 (HO, 6o71e3Hb JIoOmTeitHa)
sIBIISIETCS hOPMOIA BPOXKIIEHHOTO OCTEOTIOPO3a. DTO PEAKOE TeHe-
TUYECKH 00YCITIOBIIEHHOE 3a00JIeBaHIe, TIPOSIBIISIIOIIEECs] TeHepa-
JIM30BaHHBIM HApYILIEHNEeM COEeIMHUTETHbHOIN TKAHU BCIIEICTBUE
00pa3oBaHuUsI He3pesioro KojulareHa | Tura, Bemyiee K HU3KOM
MUHEPATbHOH TJIOTHOCTY KOCTH 1 HAPYILIEHUIO KOCTHOI MUKPO-
APXUTEKTOHWKU, YTO BBI3BIBAET XPYIKOCTh KOCTEI, YaCThIe Tie-
penoMbl 1 KocTHBIE necdopmarninu [ 1, 2]. CoueTaHne XpymKoCcT!
KOCTel, KOHTYKTUBHOI TYTOYXOCTH 1 HAJTMYWS Y TTALIMEHTA TOJTy-
OBIX CKJIEp Ha3bIBAIOT cHHApOoMoM Ban mep Xyse (van der Hoeve
de Kleyn) mo uMeH1 HUIEPIAHACKOTO O(PTATLMOJIOTa, KOTOPBII
BIIEpBbIC OMKCA JaHHBI cHAPOM B 1916 1. [3].

B 90% cnyyaeB HO oGyciioBjieH MyTalueit HECKOIbKUX
TeHOB, Yallle BCETO C TeTePO3UTOTHOM ayTOCOMHO-IOMUHAHT-
Hoii mytauueit COL 141 vunu COL IA2, KoTopbie KOTUPYIOT 11e-
nu KoyareHa | Tuna (xapaktepHbie njis [—IV Tunos kinaccu-
dukauuu HO). Ente y 10% nauueHTOB BCTpE4aloTCs ApyTrue
tunsl (V—XII) HO ¢ ayrocoMHO-peliecCMBHBIM BUIOM Haclie-
JOBAHUSI, CBSI3aHHBIE C MyTallUSIMU B TeHAX OEJIKOB, YUaCTBY-
IOIIMX B OMOCUHTE3e 1 COOPKE MOJIEKYJIbI KoJUIareHa (aHoma-
s nuddepeHIMPOBKU 0cTe001acTOB) [4].

6

Hapymenue cunTesa kosutareHa | Trma MoxeT ObITh KOJTU -
YeCTBEHHBIM WJI KQUE€CTBEHHBIM, UTO O0YCIIOBINBAET KIIMHU-
YeCKYIO TSDKECTh 3a00JIeBaHMsI, KOTOPAst KOJIEOIETCS OT Mepu-
HATaJIbHOU JIETAJTbHOCTU 0 TTIOYTH OECCUMIITOMHOTO TeUEHUS
[5]. TauunenToB ¢ HO pa3nensroT Ha 4eThIpe TUTIA TIO PEHTTe-
HOTrpadUIECKNM, TEHETUIECKUM U KIMHUIECKUM (I10 CTerie-
HU TSDKECTH ) KpuTepusim: | TUTt (YMEpeHHBIIT) — C OTCYTCTBUEM
KOCTHBIX NlechopMaIuii 1 HOPMATbHBIM WIN TIOYTH HOPMAJTb-
HbIM poctoM; I T (1eTanbHBI) — SIBISIETCS JIETATBHBIM B TIe-
puHaTanbHOM Tiepuone; 111 tum (Tsokenbrit) — Tskenast hop-
Ma y eTeil, MepeXuBIINX HEOHATAbHBIN TIEPUOM, TPUBOIUT
K KpaitHelt Huzkopocnoctyr; [V tun (0T yMmepeHHOU 0 Tsixke-
JIOW) — C JISTKUMU U YMEPEHHBIMU neopManusiMu KOCTEN
Y TiepeMEeHHBIM HU3KUM pocToM [6]. HenaBHee oTKpbITHE IpY-
TMX MyTalluii, 0COOEHHO ayTOCOMHO-PELIECCUBHBIX, PACIITNPU-
1o knaccudukamyio TunoB HO: ot V mo XII [7—9].

[MoTeps ciryxa 06b19HO BeIpakeHa y marvieHToB ¢ HO I tnma
(y61,3—83,5%) B cpaBHenuu ¢ I11 turom (y 2,2—8%) u IV tunom
(v 14,3%) 2, 9—14]. Yaiue ceHconeBpaibHas Tyroyxoctb (CHT)
Habmonaetcs ipu | Tune, yem nipu IV turne [15]. Kak npasuio,
KOHIYKTUBHAsI TYTOYXOCTb BBISIBIIsIeTCsT y MoJoabix, a CHT —
y TOXWIBIX manueHToB. CMmemnianHast Tyroyxocts uwiau CHT
BCTpeuaeTcs B 1o0oM Bo3spacte [12—14, 16—18]. IIpu atom
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He OTMEYEHO KOPPEJISIUY MeXTy TurioMm Mytaiuu (COL 141 v
COL 1A2) v pacipOCTPaHEHHOCTBIO, TUTIOM UJIU TSKECTBIO TIOTe-
Y CJTyxa WIK ¢ BO3pacTOM Ha MOMEHT Hauasia 3abojieBaHus [ 12].

Hawubonee gacTeiit Bo3pacT CHUXKEHMSI CITyXa TPUXOAUTCS
Ha BTOPOE, TPEThe W YETBEPTOE AECSTIIETHS KU3HU (B Cpefi-
HeM ot 10 1o 45 net). B Bo3pacre 50 et npumepHo y 50% ma-
LIMEHTOB OTMEUYAIOTCS] CUMITTOMBI HapyieHus ciayxa [11, 12].
PacrnipoctpanenHocTs y B3pocibix coctasiset 0,5—1 ciayyait Ha
10 TIC. HaceneHus, y neteit — 4,9 ciygast Ha 100 Teic. [15, 19].

[Iporpeccupymoliyio moTepio ciyxa ormedaioT 19,4—70%
mauneHToB ¢ HO. TyroyxocTh y 9TUX GOJTBHBIX Yallle IBYyCTO-
ponHsist (y 44,5—49%), konnykrtusHoro (y 4,5—21%), ceHco-
HespasibHoro (y 11,6%), cmemanHoro (y 17,3—37,8%) xapak-
Tepa u ryxota (y 25—60%) [2, 13—18, 20—24]. [puunHamu
HapyIIeH!s 3ByKOTIPOBEICHUSI TIPU TAHHOM MaTOJIOTUIECKOM
COCTOSTHUY SIBJISIIOTCST aTPOMUST INTMHHOW HOXKY HAKOBATBHHM,
aTpodust WK TIepeJioM TOHKUX HOXEK CTpeMeHU, hUKcalust
TTOTHOXXHOM TUTACTUHKY U OOJIUTEepaIsl OBAJIbHOTO W KPYTJIO-
ro okHa [21, 24—27]. HapyuieHne 3ByKOBOCIIPUSITUSI B OCHOB-
HOM O0YCJIOBJIEHO PSIIOM IPUYMH: 3TO aHOMATBHOE pa3pacTaHue
KOCTHOI1 TKaHU B YJIUTKE, BBI3BIBAIOIIEE MEXaHNUECKOE TIOBPE-
XIeHue 6a3wIIpHO MeMOpaHbI; 00pa3yIoIecs OUaru IeMu-
HEpAIM3aINK B YJIUTKE MOTYT OKa3aTh TOKCUIECKOE BO3NEUCTBIE
(hepMeHTOB Ha BOJIOCKOBBIE KJIETKHN; MUKPOTPELINHBI KATICYJTbI
VIUTKY; aHOMAJTHS Pa3BUTHSI TEKTOPUAITEHON MeMOpPaHbI, KPO-
BOMBIIASTHUS ¥/WJTV IPOHUKHOBEHHNE PENapaTUBHOM COCYIN-
cToit i pruOPO3HOI TKAaHU B YAUTKY M BOKPYT Hee; aTpodust
1 KaITbIM(UKAIMS COCYIUCTOMN MOIOCKH, YTO IMTOATBEPKAATOCH
HCCIeIOBAaHUSMU TPYITHBIX BUCOUYHBIX KocTeit mpu HO [21, 28].

[Ipu rucTonornuecKoM ncciaeqoBaHUM BUCOYHBIX KOCTe
y mauueHToB ¢ HO BBISIBISIIOTCSI MU3MEHEHUST, XapaKTepHBIE TSI
nedexra KotareHa | tuma: nedexTsl occudukau U o4aru
NeMUHEPATN3aly, TOJOOHBIE OTOCKIEPOTUYECKOMY TTopa-
XeHUIo (0TOCITOHTHO3Y) [28—32]. OmHAKO eCu OTOCKIepO3
(OC) orpaHnYmMBaeTCsS SHIOXOHAPAIBHBIM CJIOEM KaICyJIbl
ynutku, To ipy HO mopakaioTcst 5HI0CT, SHAOXOHAPATbHBIT
cJoit u HankocTHUIIA [33].

[To nanHbIM KoMIibroTepHO# TOMOTpadum (KT) BUCOYHBIX
Kocteit, y mauveHToB ¢ HO u motepeii ciayxa oTMevaroTcst Tu-
IMOMHTEHCUBHBIE OYArH B KATICYJIe YIUTKY C yIaCTKaMU MTOBbI-
LIEHHOU METab0IMYeCKO aKTUBHOCTH IO Pe3yJIbTaTaM MarHu-
Tope3oHaHcHoi Tomorpaduu (MPT) ¢ koHTpacTpoBaHUEM.
[potsxennocTs 30H runoneHcun Ha KT cooTBeTcTBYeET THITY
TYTOYXOCTH: TIPY KOHIYKTUBHOI — B 00JIACTU TTepeTHEOKOHHOM
LU, OBAJIbHOTO U KPYTJIOTO OKOH, TIPY CMELIAaHHOM — K 3TUM
obacTsaM no6aBIsIIOTCs peTpodeHecTpaabHbIe U MEPUKOXIIe-
apHbIe o4yaru. TsoKecTh TOTEPU CITyXa KOPPEIUPYeT C TOKAIH-
3alMeil 1 pacrpocTpaHEeHUEM 04aroB B JabupuHTe [21, 34, 35].
Hawubonee yacTo ouaru J0KaIM30BBIBATUCH BIIEPEAN OKOHHOM
wenu (B 75% ciydaeB), B 001acT 0BaabHOTO (B 69,7%) 1 Kpy-
riioro okHa (B 60,6%), nepukoxieapHo (B 48,5%), y kaHasa jiu-
ueBoro Hepa (B 30,3%) u monykpyXHbIX KaHaioB (B 18,2%)
[35, 36]. ITpu 5TOM y HALMEHTOB C KOHIYKTUBHOM VI CM€E-
LIAaHHOH TYTOYXOCTBIO HaboAaeTcst 6ojee HU3Kas TNIOTHOCTh
KOCTH JTAOMPUHTA TIO CPABHEHUIO C TIALIMEHTAMHU C OTOCTIOHTHO-
30oM, CHT witt oTCyTCTBHEM TYTOYXOCTH, BBISIBISIIOTCSI MUKPO-
MepeoMbl U PEMOJIETMPOBaHNE KOCTH, BhI3bIBaOLINE (huKca-
LIMI0 OCHOBaHUsA cTpeMeHU [21]. HekoTtopeie Habmoganm ru-
IMOMHTEHCUBHBIE ovaru B Karcyie yauTku rpu KT BucouHoit
KOCTH y 3HaUUTeNbHOI YacTu 60nbHbIX ¢ HO, HezaBucumo
OT TOTO, UMEJIN OHM TYTOyXOCTh WK HeT [37].

B 3aBucuMOCTH OT BUZIa M CTETIEHH TYTOYXOCTH TIPUMEHSI-
I0TCSI PA3IMIHBIE METONMKY (OT CTANeNOIIACTIKY, UMIUIAHTA-
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LAY CYICTEM CPEIHETO yXa BO3MYILIHOW U KOCTHO! MPOBOIMMOCTH
JI0 KOXJIEAPHOI UMIUIAHTALIVN) peabWINTalluy CITyXa Yy JAaHHOI
kareropuu 60JbHBIX. [1py cMeaHHO TYTOYXOCTU C BBICOKUMU
noporamu KoctHoii ipoBoaumocTH (KIT) BEITOMHSIOT yCcTaHOBKY
VMITIAHTAPYEMBIX CUCTEM CPETHETO yXa BO3AYIIHON 1 KOCTHOM
npoBoauMocTH [38—40]. OmHako y 601pHBIX ¢ HO BO3MOXHBI
CJIOKHOCTH, CBSI3aHHBIE CO CTaOMIM3alMeil UMIUTaHTaToB [41].

B Gonee Tskenwix caydasx nmpu BeipakeHHoit CHT uc-
TOJTB3YeTCsT KOXJIeapHasi UMITIAHTALIVSI, Pe3yIbTaThl KOTOPOil
SBISTIOTCS (P HEeKTUBHBIMY, KaK U TIPY ITOTEPE CITyXa, BHI3BAH-
Hoi1 npyrumu npuurHamiu [20, 22, 42, 43]. B To xe Bpemst Ipo-
6JIeMBbI BOBHUKAIOT M3-3a TUIIePBACKYJISIPU3ALIUU CITU3UCTOMN
000JI0YKY TPOMOHTOPHUATILHOM CTEHKU YIUTKY, O0JIee 9acToi
obiuTepany OKHA U 3aBUTKOB YJIUTKH, OTCYTCTBUS aHATO-
MWYECKUX OPUEHTHUPOB W CTUMYJISILINY JIMIIEBOTO HEpBa AVC-
TaJIbHBIMU YYaCTKaMU BHYTPUYJIUTKOBOTO ajiekTpona (y 38%)
BCJIEICTBME BBIPAXXEHHON NEMUHEPATN3ALUY KATICyIIbl yIUT-
ku y 6onbpHBIX ¢ HO [20, 22, 43].

OnHaKo 13-3a peIKOCTH IMAaTOJIOTUM, OCHOBHOTO 3200J1eBa-
HUSI ¥ CJIOKHOCTY BBITIOJTHEHUS OTIepalliii MHOTHE OTMEYaIoT
XyIIIMe pe3yabTathl [25, 40]. ATbTepHAaTUBOI XUPYPIrUUECKOMY
JIEUEHUIO SIBJISIETCST NCTIOTh30BAHUE CITYXOBBIX alllapaTtos [24].

Lens nccnenoBaHust — OLEHUTh OCOOEHHOCTH U PE3YITb-
TaThl XUPYPTUUECKOU PeadMINTAIIMU TYTOYXOCTH Y OOJTBHBIX
C HECOBEPIIEHHBIM OCTEOTEHE30M.

Martepuaa n metoanl

IIpoBeneH peTpoOCTeKTUBHBIN aHAIU3 WHGOPMALIUUT
0 60pHBIX ¢ HO (21 manmenT, 23 yxa), 06¢ie10BaHHBIX U ITPO-
OTIepUPOBAHHBIX B HAYYHO-MCCIIEAOBATEICKOM OTAENIe MUKPO-
xupypruu yxa 'bY3 «<HUKHMO um. JI.1. Ceepxesckoro» [I3M
¢ 2009 mo 2022 r. beino 14 xenmuH (Bo3pact ot 18 no 52 ner,
cpenHuii Bo3pact 35,213,9 rona) u 7 myxxuuH (ot 21 1o 42 ner,
35,1%5,3 roma). BceM GobHBIM 10 OTTepaliiy TPOBEICHO KOM-
TJIEKCHOE 00cIefoBaHMe (BKITI0Uasi OTOMUKPOCKOITUIO, TOHATb-
Hyto toporoByto aynuomMetrpuio (TITA), akycTrueckyio umre-
naHcometpuio 1 KT BUCOYHBIX KOCTEii).

IMo maranem TTIA, y 19 nmanmeHTOB BhISIBIIEHA ABYCTOPOH-
HSISI TYTOYXOCTb Uy 2 — OTHOCTOpPOHHSIsI. KOHIyKTUBHAS TyTO-
YXOCTh Habmonanack B 9 ciryvasx (1-it u 3-ii cTerneHn) u cme-
maHHasg — B 14 ciyvasx (2-ii, 3-it u 4-ii crenienn) (puc. 1, 2).
Ycpennennsie moporu KIT cocrapmmm 22,7+8,04 nb, a kocT-
Ho-Bo3aywHoro unrepBana (KBU) — 36,1%5,3 nb. 1o nan-
HBIM TUMITAHOMETPUH, Y IBYX OOJIBHBIX OTMevascst Tul Ad, 4to
CBUIETENLCTBYET O TUIIEPMOOMIIbHOCTY 6apabaHHO TIepernoH-
KU /WM pa3phIBe Lenu CITyXoBbIX KocTouek. [1o nanubmmM KT
BUCOYHBIX KOCTEH, ¥ BCEX MALIMEHTOB OTMEYaJIOCh TBYCTOPOH-
Hee U CUMMETPUIHOE CHIKEHNE TMIIOTHOCTH CITYXOBBIX KOCTO-
4eK, a'y 7 00JbHBIX — OOIIMPHBIE 30HBI HEOJHOPOIHOTO CHU-
JKEHMS TNIOTHOCTU KOCTHOTO JJabupuHTa 10 +500 — +1000 HU
(6a3anpHBIN ¥ aNTMKAIBHBIN 3aBUTKU YAUTKY, O0JIACTH TIPE.I-
JBEPYSI, YIIUTKY, TIOTYKPYKHBIX KAHAIOB M BHYTPEHHETO CITy-
xoBoro mpoxozaa) (puc. 3). Bce maimeHTsl KOHCYJIBTHUPOBAHbI
BPAuOM-3HIOKPUHOJIOTOM, a 6 U3 HUX B IIPEAOTepallMOHHOM
Teproe MOoJTyJain Kypchl Tepanuu oucdochoHaTaMu ¢ Tipe-
mapaTamu hTopuaa HaTPus, Kamblys U BuTamMuHa D B 3aBu-
CUMOCTH OT YCPETHEHHO! TUIOTHOCTHY 30H JeMUHEPATN3aLu
B BUCOYHBIX KOCTSIX.

Bcewm narrieHTaM BBITIOTHEHBI CITyXOY Ty4IIalolIie orepa-
LY C WCTIONB30BAHMEM TIPOTE30B cTpeMeHu. B 3aBucumocTt
OT BBIOPAHHOTO TIPOTE3a MAIMEeHTHI PACIIPEAETEHBI B IBE TPYTI-
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Puc. 1. ToHaAbHasi NOpOrosas ayAuomeTpusi y O0AbHO# € Heco-
BEpIIEeHHbIM OCTEOreHE30M U ABYCTOPOHHEN KOHAYKTUBHOM Ty-
royxocTbio.

Fig. 1. Tonal threshold audiometry in a patient with osteogenesis imper-
fecta and bilateral conductive hearing loss.

o3pact A1 ney

ot secely = i
72 B

<
—S
§

A

—
MWoMe we K m ?y

[T F24

Lt Y L ]

Yporeis coma (45 110

£ 8 385888 S a3
T T

2
t
.
pwwein ca 86 1]
BRI EEEREE o
o=
=

B
G

5
7
£

B
i

Hacrn il ™S M & uk
BaN Cpvesinepor B9 26  K3N Cprawncper S

Puc. 2. TonaAbHasi NOPOroBas ayAMOMeTpUs Y NaUMeHTa C HeCo-
BEpIEHHbIM OCTEOreHe30M M ABYCTOPOHHE! CMellaHHOW Tyro-
YXOCTblO.

Fig. 2. Tonal threshold audiometry in a patient with osteogenesis imper-
fecta and bilateral mixed hearing loss.

bI: 1-51 rpymnma — ¢ mpuMeHeHneM TUTaHOBOTO TpoTe3a (4 ue-
JIOBeKa, 5 orepanuit); 2-s rpymma — ¢ IpUMEHEHUEM ayTOXpsi-
meBoro Tpote3a (17 yenosek, 18 onepanuii). [Toce oneparuu
TIIA BbIIONHSUIM B IMHAMUKE Yepe3 3 mec, 6 mec u 12 mec.

Cratuctiyeckyio 00paboTKy JTaHHBIX IPOBOAUIN METOIOM
BapUALMOHHON CTATUCTUKY U OTIPEAEIIeHUS -KpUTepusl, Tap-
Horo t-kputepust CTbloZieHTa, KpUTEPUs x> C IIOMOIIbIO MPO-
rpammel Microsoft Excel.

Pe3yAbTathbl

3a epuon ¢ 2009 o 2022 r. BeITIoTHeHA 2221 iepBUY-
Hasl CTareqoILIaCTHKA, U3 HUX Y 601bHbIX ¢ HO — 23 (1,04%).

8

Puc. 3. AaHHble KOMMbIOTEPHOH ToMorpadum BUCOUHBIX KOCTew
Y NaUMEHTOB C HeCOBEPLEHHbIM OCTEOreHe30M U NnoTepen Cayxa.
OTMeyalTcsl TMITIOMHTEHCUBHBIE OYaru B KarcyJse YJIUTKU ¢ yyacTKa-
MU MOBBILLIEHHON MeTab0INYeCKON aKTUBHOCTU BUCOUYHBIX KOCTEH
y OOJILHOTO C HECOBEPILIEHHBIM OCTEOT€HE30M. a — aKCHUaJIbHasl Mpo-
eKI1Is1; 0 — KOpOHApHbIe MpoeKuu. B 061acTi BriepeimoKOHHOIA 111e-
JIM OTpeIesIIeTCsl Ouar OTOCIMOHIMO3a MoTHocThio +750 HU. B kan-
CyJie YIUTKU MePUKOXJIEAPHO OTPEAEISIIOTCS MACCUBHBIE CIMBHbBIE OYa-
I'M OTOCIIOHTHMO3a IJIOTHOCTBIO +600 — +700 HU, mocrturaromue
BHYTPEHHETO CJIYXOBOTO ITPOXO/a.

Fig. 3. Computed tomography of temporal bones in patients with osteo-
genesis imperfecta and hearing loss.

There are hypointensive foci in the cochlea capsule with areas of in-
creased metabolic activity of the temporal bones in a patient with osteo-
genesis imperfecta. a — axial projection; b — coronary projections.
In the area of the anterior window slit, a focus of otospongiosis with
a density of +750 HU is determined. In the cochlea capsule, massive
drainage foci of otospongiosis are determined pericochlearly by density
+600 — +700 HU reaching the inner ear canal.

Bce manmeHTs1 6bUTM HU3KOTO POCTa, HOPMAIBHOTO TEJIOC-
JIOXKEHUSI, KPOMeE NIBYX, Y KOTOPBIX UMEJIUCh TIPOOIEMBI OTIOP-
HO-IIBUTATEJIbHOTO amnmapara. Y 3TUX MalueHToB 3a0oeBa-
HMe TUarHOCTUPOBAHO B PAHHEM [ETCTBe. Y 8 4elloBeK nua-
rHo3 HO BriepBbie yCTaHOBJIEH ITOCIIE TIOSIBIIEHUS] CUMITTOMOB
TYTOYXOCTH U YIITHOTO IityMa Ha ocHoBaHUM KT BUCOYHBIX KO-
CTeil, XOTSI y HUX UMEJIO MECTO OOJIBIIIOE KOJTMIECTBO TeEpesio-
MOB KOCTeil KOHEUYHOCTEH, a TaKKe CKOIMO03 ¥ KhOCKOINO3
3-i1 u 4-i1 crerenu. Bee manmeHTHI XaqoBauch Ha TIPOTpec-
cupylolllee CHIDKEHHE cyXa B TeueHue 3—>5 jeT. Y GObIIH-
CTBA MALIMEHTOB TYTOYXOCTh U YIITHOM IIIyM MOSIBUTMICH TOPA3I0
M033Xe IPYTUX CUMIITOMOB 3a00J1eBaHMST — OT 4 110 8 JIeT 10 00-
paIieHus K Cypaojory.

[Ipu ouleHKEe OTOMUKPOCKOIIUY NaHHBIE HE OTINYAINCH
OT JAHHBIX OTOMUKPOCKOITMY HOPMaJIbHOU 6apabaHHOM ITe-
penoHku. 1o nanubiM TTIA, y maiimeHToB 1-# rpynnsl ycpen-
HeHHbIe Toporu KII cocraBunm 37,75+10,3 nb, KBU —
41,7£9,4 1B, a y manimeHTOB 2-11 TPYIITBI yCpEeTHEHHBIE TTOPOTU
KII coctaBunu 24,8+5,1 nb, KB — 33,3+4,2 nb. Mexrpymn-
TOBbIE PAa3IMIMS B IPEIOTIEPALIMOHHOM TTePUOJIe He TOCTUTA-
JI YPOBHSI CTaTUCTUIECKOM 3HaUMMOcCTH (p>0,05).

Xupyprudeckoe JiedeHue MPOBOAIIOCH TTPY TOCTVDKEHUN
IUIOTHOCTH 30H nemMuHepanu3anuu +1000 HU, oHo BeimoiHeHO

BECTHWK OTOPHMHOAAPHUHIOAOTIMM, 2023, T. 88, N°6
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TI0/I MECTHOI aHecTe3uelt 21 6opbHOMY (23 onepanuu). 3 unH-
TpaoTepallMOHHBIX HAXOMOK Y BCEX MAIIMEHTOB OTMEUEHbI: aTPO-
(ust, XpynKOCTb M UCTOHUEHUE APKU CTPEMEHU, PABHOMEPHOE
YTOJIIIEHNUE MOJHOXHOM TJIACTUHKM CTPpeMeHHU (00IUTepaLust)

Xupypruueckme MeTOAMKM A€YEHNS TYTOYXOCTH Yy BOABbHBIX C He-
COBEpIIEHHbIM OCTEOreHe30M

Surgical methods for the treatment of hearing loss in patients with osteo-
genesis imperfecta

KosnuecTBo BBITIOJTHEHHBIX

Meronuka
BMEIIIaTeIbCTB
AyTOXPpsIIIl Ha BEHY 15
IIpote3 Ha BeHY 4
IMopuiHeBas 1
BectubynoMuprHronekcus 1
[NnaTuHOMHKYIOTIEKCUS 2
Bcero 23

— @ cpKM Ao onepayum (AX npores)

U ee XPYIKOCTb IIPY OTCYTCTBUU OTOCKIIEPOTUYECKHMX OUaroB.
B 21 cnyuae npu dmkcanmm OCHOBaHUSI CTPEMEHHU TTPOBEAeHA
CTaTeoTUIaCTUKA C JTa3ePHOM acCCUCTEHIMEN Ha dTare cTare-
noromuu. B 15 cirydasix BEITIOTHEHA YaCTUYHAST CTAITEISKTOMUST
C WCTIOTB30BAHMEM ayTOXPSIIIEBOTO MpoTe3a (uHa 3,5 MM),
YCTAaHOBJIEHHOTO Ha ayTOBEHY, 3aKPBIBAIOILYI0 OKHO MpPeIIBe-
pusi. YUUTHIBAsI CHIKEHUE TDIOTHOCTH LETH CITyXOBBIX KOCTO-
YeK, CJIeyeT OTMETUTD, YTO TaHHASI METOAUKA YMEHBILIAET PUCK
pa3BUTHSI HEKPO3a ITTMHHON HOXKM HAKOBATbHU M3-32 XapaK-
TEPUCTUK NMACTUYHOCTU U OCOOEHHOCTE yCTAHOBKY ayTOXPsI-
IEBOTO MpoTe3a (TI0M IEHTUKYJISIPHBIN OTPOCTOK), a TAKXKE 13-
32 YaCTOTO CaMOCTOSITETbHOTO BOCCTAHOBJIEHUST LIEIOCTHOCTH
TIepecedyeHHOTO CYXOXWIUS M. stapedius (IUCTaTbHAS ITUPUHA
ayTOXPSIILIEBOTO TIPOTE3a 2 MM) C YIIy4dIIeHHeM KpOBOCHa0XKe-
HUST 9TOM 30HBI. B 4 ciryyasix MpUMEHMIIN TUTAHOBBIN TIPOTE3
(mmmHa 4,25 MM), yCTaHOBJIEHHBIN Ha ayTOBEHY, 3aKPHIBAIO-
1IYI0 OKHO TIPeJIBEPUST; U B | cilydae — MOPIITHEBYIO METOAM -
KY C UCTIOJIb30BaHMEM TTOJOOHOTO MPOTE3a CTPEMEHU P 00-
JIMTepallii HUIIY OKHA TIpeaaBepusi. B aTux ciydasx mis mpo-

—_— cpKM yepes 6 mec nocne onepauum (AX npotes)
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Puc. 4. YcpeaHeHHble NOPOrn KOCTHOW NPOBOAMMOCTH AO U Yepe3 6 mec NoCAe onepaunu y nauneHToB 1-i u 2-# rpynn ¢ HecoBep-

LlI€HHbIM OCTEOreHe30M.

Fig. 4. Average thresholds of bone conduction before and 6 months after surgery in patients of groups 1 and 2 with osteogenesis imperfecta.
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Puc. 5. YcpeaHeHHble pe3yAbTaTbl KOCTHO-BO3AYIIHOTO MHTEPBaAa AO M Yepe3 6 mec NocAe ornepauny y nauveHTos 1-# u 2-i rpynn

C HeCOBepWeHHbIM OCTeoreHe3om.

Fig. 5. Average results of the bone-air interval before and 6 months after surgery in patients of groups 1 and 2 with osteogenesis imperfecta.

(bunakTuKK HeKpo3a [IUIMHHOTO OTPOCTKA HAKOBAJIBbHU MECTO
(ukcaluu npoTesa CTpeMeHU YKPbIBAJIM MTOJIOCKOI ayTOBe-
HBI, a IPYyrUM ee ()parMeHTOM BOCCTAHABJIMBAJIM MepeceveH-
Hoe cyxoxxuiue m. stapedius [44]. B 1 ciydae BciencTBue aTpo-
(buu ATMHHOI HOXKM HAKOBAJIbHU MPOBE/IeHA BECTUOYIOMHU-
puHronekcusi T-o6pa3HbIM ayTOXPSIILIEBBIM MPOTE30M (IJTMHA
5 MM) Ha ayToBeHy. B 2 ciyuasix mpy BbISIBICHHOM IepeioMe
HOXEK CTPEMEHU M3-3a UX aTPO(G U U MPU MOABUKHOM OCHO-
BaHUU BBIMOJIHEHA TUIATUHOMHKYIOTIEKCHSI C MCTIOJIb30BAHMU-
€M ayTOXpSIILIEBOrO NpoTe3a (IUIMHA 3 MM) OT JICHTUKYJISIPHO-
IO OTPOCTKA IO OCHOBAHUsI CTPEMEHU, KOTOPBIA YKPETUISIICS
MPOKCUMAJIBHO TeMOCTaTHUeCcKOoi ryokoii (Tadmma). Kaxkmx-
JINGO CJIOKHOCTEN MPY BHITOJHEHUU XUPYPTUIECKUX BMeEIlIa-
TeJIbCTB MbI He Habmonai. Bo3aMOKHO, 3TO CBSI3aHO C MpoBe/ie-
HMEM BceM 0OJIbHBIM Tepanuu 6uchocdoHaTaMu B cOdeTaHUU
¢ IpYyrMMH TIperapaTaMu Mo MOBOLY OCHOBHOTO 3a00JIeBaHMSI
1y 6 MAaMEHTOB — C MPOBEICHUEM TePaTUU JIJIs TOBBILLIEHUSI

10

IJIOTHOCTU 30H AEMUHEPATU3AIUN B BUCOYHBIX KOCTSIX TIPU
TYTOYXOCTH, a TAKXXe C MCITOJIIb30BAHUEM JIa3ePHOU aCCUCTEH-
uun. Bo Bcex ciryyasix B KOHIIE oTiepaliid OTMEUYEHO YirydIiie-
HUE CITyXa.

B panHewm mocneornepanimoHHOM Mepuoae KaKux-mu6o
ocobeHHOCTel B cpaBHeHUN ¢ 60abHBIMU OC He ObLT0. Bee
OOJTbHBIE TTOTYyYaId AaHTUOAKTEPUATTbHYIO, 00300 IMBAIOIIYI0
Y CHMIITOMAaTUYeCKYIO Tepanuio. B pe3ynbrare Xupypruiecko-
IO JIEYeHUsI B PAHHEM U OTIAJIEHHOM TI0CIe0TepalliOHHBIX T1e-
proIax OTMEUYEHO CTAOUITbHOE YITyUIIeHNE CITyXa y BCeX Maln-
enToB. [Toporu KIT uepes 6 Mec nocie onepariyv 3HaYUTEIbHO
He U3MEHWINCH U B cpefHeM coctaBuiin 24,6+8.2 nb (puc. 4).
VY maumenToB 1-ii rpymmet moporu KIT yepes 6 Mec coctaBisim
36,3+£10,2 ob, 2-i1 rpynmbet — 22,5%5,9 1B, HO cTaTUCTHYECKK
3HAYMMOM pa3HUIIBI He 66110 (p>0,05). Bo Beex ciyvasix oTMe-
yeHo ymeHbleHre KBU, cpenHee 3HaueHre KOTOPOTro yepes 6
Mec coctaBwiio 12,1£2,9 nb (puc. 5). Uepes 6 Mec y naliueHTOB

BECTHWK OTOPHMHOAAPHUHIOAOTIMM, 2023, T. 88, N°6
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Puc. 6. ToHaAbHasi NOPOroBasi ayAMOMETPUS y NALMEHTKN C HECOBEPIIEHHbIM OCTEOreHe30M U ABYCTOPOHHEH KOHAYKTUBHOW Tyro-

YXOCTblO Yepe3 7 AeT NOCAe CTaneAonAaCTMKM Ha AeBOM yxe.

Fig. 6. Tonal threshold audiometry in a patient with osteogenesis imperfecta and bilateral conductive hearing loss 7 years after stapedoplasty

on the left ear.

1-it rpynimsl cpenHee 3HaueHre KBU cocrapnsuio 16,9+4,9 nb,
2-i rpynmiel — 12,113,4 nBb. 3akpeitue KBU <10 nb Ha pasro-
BOPHBIX YacToTax BeisiBIeHO Yy 30,5%, KBU <20 nb — y 95%.
Yepes 12 mec u Gostee rmocJie onepaiy U3MEHeHHsI ayTNOJIOT1 -
YeCcKUX IoKasaTesieit He oTMeueHbl. OHaKO Ha (hYHKIIMOHAIb-
HbIe pe3yJbTaThl JedeHus BiustiorT Tun HO 1 BeIpaskeHHOCTh
KJIMHAYECKUX MposiBiieHuit. [1py He3HAYNTEIbHBIX KIMHUYE-
CKMX MIPOSIBJIEHUSIX U KOHIYKTUBHOI IBYCTOPOHHE TYroyXxo-
CTHU Pe3yIbTaThl MOTYT OBITh M OTJIMIHBIMU (pHC. 6).

Oo6cyxaenune

KimHuyeckue, peHTTeHOJIOTUUECKUE U TUCTOJIOTUYECKUE
MPOSIBJICHUSI TYTOYXOCTH Y natueHToB ¢ HO HaroMuHaloT na-
tosoruto OC, yeM 1 0GyC/IOBJIEHa OIMHAKOBAsS TAKTUKA XM~
pypruuyeckoro BeneHus [38]. B To xe Bpemst HO oTimuaeTt-
cs1 ot OC Gosiee paHHUM HavajioM (B JETCTBE WX BO BTOPOM
Y TPETheM JEeCATUIICTUSIX KU3HU); 60JIee TSKETbIM MOpaXkeH -
€M cpeHero yxa, arpodueii 1 nepejoMamMu CIIyXOBbIX KOCTO-
YeK; BLICOKOI MOPUCTOCTBIO U TOJICTOM KATICYJIOi YIUTKH; 60-
nee Bbicokoit yactotoit CHT [3, 45]. B Hamem uccienoBaHun
JIBYCTOPOHHSISI TYyTOYXOCTb BbIsiBieHa y 90,5% 6onbHbIx ¢ HO,
CMEIIAHHOIO XapakTepa — y 66,7%.

[pu peBH3UM MHOTHE HAOJIIONAIM MTEPEJIOM TOHKUX HO-
xek crpeMenu (1o 10%) wiu ux arpoduto (o 22%), dbuk-
CallMIo MOMHOXHOM macTuHku (y 3—62%), oGnurepannio
oBaJIbHOTO OKHa (y 18—83%) 1 runepBacKyasipu3aluio Cin3u-
CTOI 000JI04KM OKHa npenaBepus (mo 18%) [3, 21, 24—27, 46].
B HaiieM uccieqoBaHUM TIepesiOM HOXEK CTPEMEHU BbISIBICH
B2 (8,7%) city4asix Xupypruueckoro ieueHusi, 00InTeparus —
B 1 (4,4%) cnyuae.

[Mpu BbIpakeHHOM KOHIYKTUBHOM KOMITOHEHTE TYro-
YXOCTHU MPUHSITO BBITIOJHSITh PEBU3UIO0 OGapabaHHOM MOJOCTH

VESTNIK OTORINOLARINGOLOGII, 2023, VOL. 88, No. 6

U cTarenoracTuky. [1o fTaHHBIM HEKOTOPBIX aBTOPOB, YaCTO-
ta BoIsiBNieHUss HO mipu mepBUYHOI cTanenoruiacTuKe COCTaB-
nsiet 0,9—6% [26, 47, 48]. Hamm nanusie (1,04%) o uacrote
BBITIOJIHEHUSI CTareqoriacTuku y 6oabHbeix ¢ HO He oTinya-
IOTCSI OT JAaHHBIX APYTUX UCCIIEIOBATENEH.

Db deKTUBHOCTB cTanenoracTuku y 6oabHbIX ¢ HO ¢ KoH-
IYKTUBHO 1 cMetaHHoii Tyroyxoctbio (KBU <10 1b) cocras-
nser 31—88% [3, 24, 26, 27, 49, 50]. B Haiem ucciaeqoBaHUN
3akpsiTie KBU <10 nb Ha pa3aroBopHBIX 4YacTOTaxX BBISBIIE-
Hoy 30,5%, KBU <20 nb — y 95%. MHorue aBTopbl HabJ10-
Ay B paHHEM U OTHAJIEHHOM IePUOJIaX Pe3yIbTaThl XUPYpP-
TUYECKOTO JIEYeHUSI TTaTOJIOTH cTpeMeHu y 6onbHbix HO Ta-
Kue xe, Kak y mauueHToB ¢ OC [27, 38, 45]. [Ipyrue oTMe4aoT
y 1,7—8% crabubHoe nossiieHue noporos KIT Ha onepupo-
BaHHOM yX€ U XY[IINe Pe3yIbTaThl 10 CPABHEHUIO C OOJBHBI-
mu OC [3, 49]. HekoTopbie CBS3bIBAIOT MTPOOIEMBI BBITIOTHE-
HVSI OTIePALIY ¥ BOSHUKHOBEHUSI OCJIOXXHEHU C BEIPAXKEHHOM
reMmopparueii B 21—50% ciiyyaeB, 00yCIOBIEHHON rurnepBac-
KyJsipu3alnyeit B 00JIaCTy TPOMOHTOPUAIBHON CTEHKY 1 OKHA
npeaasepus [3, 9, 25, 26, 39, 47]. PeuieHue 31oii pobieMbl Ha-
XOJISIT B UCTIOJIb30BAaHU U Jla3epHOIt accucteHumu [26]. MmeroT-
CsI JAaHHBIE O BHICOKOM PUCKE PEelUINBa KOHIYKTUBHOM TYTO-
YXOCTH BCJIEACTBUE (PMKCALIMU TTpoTe3a y 60abHbIX ¢ HO [21].
B otnaneHHbIx cpokax HaboneHus1 y 10% naumeHToB HaGII0-
nanack nBycropoHHsist iporpeccupyomas CHT [49]. Onnaxo,
He3aBucUMO oT ThNoB Kiaccudukanu HO (I umu IV) u ocHOB-
HOTO TeHOTHIIA, TIOJIOXUTENIbHbIE OTAATIEHHBIE PE3yTbTaThl CTa-
TeIO0TJIACTUKY OTMEYaloTcsl y O0MbIIMHCTBA anueHToB ¢ HO
[21, 27]. Be3ycinoBHO, pe3yabTaThl CTANIEIOTUIACTUKHI Y OOJIb-
"X HO, 110 HatmmM JaHHBIM, TaKXe OTCTAIOT OT Pe3yabTaToOB
xupyprudeckoro jedenus nmpu OC, HE3aBUCUMO OT MaTepu-
ajla U3TOTOBJIEHUS TIPOTE3a CTPEMEHU U METOANKH CTareno-
mactuku. OgHaKo A5t MpoUIAKTUKY PELIMINBA TYTOYXOCTH
y 6osbHBIX ¢ HO BaskHBIMU, Ha HAII B3TJISI, SBISTIOTCS TIPU-
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Original investigations

MeHEeHMe B Ka4eCTBe MPOoTe3a CTPEMEHU ayToXpsiiiia YIHO pa-
KOBMHBI MAIIMEHTA U TUIACTMKA 30HbI KPETUIEHUSI TIPU UCTIO b~
30BaHUU METANTM3UPOBAHHOTO MPoTe3a cTpeMeHu. [1pu aTomMm
HEKOTOPbIE aBTOPbI PEKOMEH/IYIOT [UIsl PO UIaKTUKYA HEKPO-
3a JJIMHHOM HOXKM HaKOBaJbHU UCIOJIb30BaTh TE(hIOHOBBIE
MpoTe3bl cTpeMenu [38].

ITo MHEHHMIO MHOTHX MCCIeioBaTelNel, IedeHe OOJIbHBIX
¢ HO sBisiercst MeXIUCIHMIUIMHAPHOK MPOGIEMOIi U TOJKHO
BKJIIOYATh (PUBUYECKYIO M XUPYPTUUECKYIO peabuInTal1io Ha-
pYILIEHUH cTyxa U TPUMEHEHUE JIeKapCTBEHHO Tepanuu (6uc-
docdonaTel ¢ mpenapatamMu Kaiblius U BuTamMuHa D u pe-
KOMOWHAHTHBI TOPMOH pOCTa YeJioBeKa), KoTopasi yMeHblII1a-
10T IeMUHEPATU3ALMI0 KOCTHOM TKAHU U YacTOTY TIepeIOMOB
[8, 19, 51, 52]. UmeroTcsa naHHbIe, YTO JeuyeHue o6ucdocdo-
HaTaMU y JIeTeil MPensTCTBYIOT MPOTPECCUPOBAHUIO TTOTEPU
ciyxa npu HO, cHuXast pucK mepesioMa CIIyXOBBbIX KOCTOYEK
1 TIOBBIIIAsT OCCU(DUKALIMIO CTPYKTYP CPEHETO U BHYTPEHHE-
royxa [14, 19].
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