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Pedepar. BpoxxeHHast TyroyxoCTb — OJHa M3 CAMBIX YaCThIX [1ATOIOT U, BBISIB/ISIEMBIX [TPU CKPUHUHTE HOBO-
POX/IeHHBIX, B 80% CiTyyaeB MMeeT Hac/leICTBEHHYIO 3THooruio. Myranuu B rede GJB2 siB/sitoTcst npuymHOi
60stee 50% CiTy4aeB JOpedYeBOi peLleCCHUBHOM TYTOYXOCTH PasIMyHOM cTereHn TshkecTr. Myrtauuu B reHe STRC
SIBJISIIOTCSI BTOPOHA 110 YaCTOTe BCTPeYaeMOCTH B TPyIIIie ABYCTOPOHHUX HapyLIeHUH C/TyXa IeTKOI U yMepeHHOMH
crenend. MyTanuu B reHe STRC npuBogsT K Hac/ieCTBEHHON pelieCCMBHON HeCHHJPOMaTbHON TYroyXoCTH
16-ro tuna (DFNB16, OMIM 603720). [Ipu DFNB16 Hapylwaercst cuHTe3 GejiKa CTEPEOLM/IMHA, YTO HapylaeT
CBSI3b HAPYXKHBIX BOJIOCKOBBIX KJIETOK C IIOKPOBHOW MeMOpaHOW U uaMeHsieT ux ¢yHkumio. Hapymenus ciy-
Xa TpH JaHHOU popMe MPOSIBIISIOTCS C POXKIEHHSI JBYCTOPOHHEH CeHCOHEBPAIbHOM TYTOYXOCTBIO JIETKOM MIn
yMepeHHOI cTereHu. BombIIMHCTBO UCC/Ie[0BAaHH TOATBEPXKJAeT CTAGUIBHOCTD IIOPOTOB CIyXa MALEeHTOB B
TedeHHe JINTeIbHOTO leproza HabmogeHnit. [IpecraBieH KIMHUYECKUN CTy4ait peGeHKa, MMEIOILEero BPOX-
JIeHHYI0 JIByCTOPOHHIOI0 CEHCOHEBPAJIbHYIO PelleCCUBHYIO TYTOYXOCTb 16-TO THIIA, COYETAIOLIyIOCs C YaCThIMU
JBYCTOPOHHUMH 9KCCYJATUBHBIMUA OTHUTaMMU, YTO IIPUBEJIO K CMEIIAHHOM (pOpMe TyrOyXOCTH U, KaK CIe[CTBHE,
BBI3BAJIO 3aTPyJHEHMe B I0CTAHOBKE OKOHYATeIbHOTO AMArHo3a. B ¢BsI3U ¢ 3TUM IIPH [MarHOCTHKe HapylleHui
C/lyXa B PaHHeM /IeTCKOM BO3pacTe PeKOMEH/yeTCsl He IpeHeOperarh HallpaB/leHneM MallMeHTOB Ha KOHCY/Ib-
TalMIO Bpaya-TeHeTHKa. YCTaHOB/IeHHe UCTUHHOM MPUYMHBI CHWXKeHUsI C/TyXa YKa3blBaeT Ha IIPOrHO3 TeYeHUs
3a60s1eBaHuUs 1 HEOOXOAUMYIO TAKTUKY BeJJeH!sI MalleHTa.

KiroueBsnle c1ioBa: Bpo)xleHHAs TYTOYXOCTb, pelleCCUBHAsI TYyToyXocTb 16-To Tuna, DFNB16, ctepeouynug, aBy-
CTOPOHHSISI CCHCOHeBPaJIbHAsI TYTOYXOCTb
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Abstract. Congenital hearing loss is one of the most common pathologies detected during newborn hearing
screening, in 80% of cases it has a hereditary etiology. Mutations in the GJB2 gene are the cause of more than
50% of cases of pre-speech recessive hearing loss of different degree. Mutations in the STRC gene are the second
most common in the group of mild to moderate bilateral hearing loss. Mutations in the STRC gene lead to
hereditary recessive nonsyndromic hearing loss 16 (DFNB16, OMIM 603720). In DFNB16, stereocilin protein
synthesis is disrupted, which disrupts the connection of the outer hair cells with the tectorial membrane and
changes their function. Hearing impairment in this form manifests itself from birth as mild to moderate bilateral
sensorineural hearing loss. Most studies confirm the stability of patients’ hearing thresholds over a long period
of observation. A clinical case of a child with congenital bilateral sensorineural recessive hearing loss 16—
combined with frequent bilateral exudative otitis media, which led to a mixed form of hearing loss and as a result
caused difficulty in making a final diagnosis—is presented. In this regard, it is recommended not to neglect
referring patients to geneticist consultation. Establishing the true cause of hearing loss indicates the prognosis
of the disease and the necessary tactics for patient management.

Keywords: congenital hearing loss, recessive hearing loss 16, DFNB16, stereocilin, bilateral sensorineural
hearing loss
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BBegenue

OpHOM M3 CaMbIX YaCThIX MATONOTUM, OGHApPY-
YKEHHBIX TIPU CKPUHUHTE HOBOPOXKIEHHBIX, SIB/ISIETCS
BPOXJEHHAsl TYroyXoCTb. Brarogapsi mpoBoguMomy
YHUBEPCAIbHOMY ayIUOJIOTMUECKOMY CKPUHUHIY Ha
PAHHMX STalax BbIABISIOTCS HAPYILEHUS CTyXa pas-
JIUYHOH CTENeHU BhIPAYKEHHOCTH, B TOM YUCJIE TYTO-
YXOCTb JIETKON U yMEPEHHOM cTenenu [1].

BpoxxaeHHast Tyroyxocts B 80% ciydaeB mmeer
HaCJIeICTBEHHYIO DTUOIOTHUIO [2, 3]. B cBoIO 0uepess,
HaCJIeCTBEHHAsI TYTOyXoCTh B 30% HMMeeT CHUHAPO-
MajibHbie GOPMBI U B 70% SIBJISIETCSI HECUHPOMAJTh-
Hoii. [Tpu cuHapoManbHbIX GOpPMax HAPYLIEHHE CITy-
Xa COTIPOBOX/JAETCS TIATOJIOTUEN APYTUX OPTaHOB U
CUCTEM, OCHOBAHHBIX Ha OOLIMX T€HHBIX MYTALUSIX.
[Mpu HecuHAPOMaNbHBIX GOPMAX HAPYIIEHUE CITyXa
SIBJISIETCS € IMHCTBEHHBIM KJTMHUYECKUM TIPOSIB/IEHH -
em [4].

Oxomo 80% ciaydaeB HECHMHAPOMAIBHON Ha-
CJIEICTBEHHON TYrOyXOCTH KMMEIOT ayTOCOMHO-pe-
LeCCUBHBIN TUM HacmenoBauus [5]. Haunbonee yacto
BCTpevaroTcst MyTauuu B rede GJB2, onu siBastroTcst
npu4rHOM 6osee 50% cydaeB LOpeveBOi peleccuB-
HO TyroyxocTH [5, 6]. Ha Bropom mecTe 1o yacrote
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BCTPeYaeMOCTH B TpyIlle ABYCTOPOHHUX Hapylle-
HHMH CJTyXa IeTKOU U yMepeHHOU CTeleHHu Nocjie reHa
GJB2 wHaxogstcsa mytauuu B reHe STRC (DFNBi6).
[To maHHBIM 3apyOeXHbIX UCTOYHUKOB, cpeau GJB2-
HETaTMBHBIX MALEHTOB PACIPOCTPAHEHHOCTH de-
HoTuna DFNB16 cocraBnsier okono 4%, a B rpymie
MaleHTOB C JIETKON U YMEPeHHOU CTelNeHbl0 TYro-
yxoctu oxoino 14% umerot mytanuu B reHe STRC [7,
8]. CormacHo JaHHBIM OTEYeCTBEHHBIX HCC/IELOBATe-
JIeH, peLiecCUBHasI TYTOYXOCTb 16-TO THIIa BCTpeYaeT-
cs1 B 9% ciydaeB cpeay JIHNL, UMEIOLINX JIETKYI0 MIH
YMepeHHYIO CTelleHb [BYCTOPOHHeI CeHCOHeBpaslb-
HOI Tyroyxoctu [9].

Ien STRC pacnonoxxeH Ha xpomMocoMme 15qd15.3 U
MOJTy4YHMJ/I CBOE Ha3BaHHE IO KOZUpyeMoMy UM Oer-
Ky — cTepeouuauny [10]. [lpu DFNB16 Hapymaetcs
CHHTe3 JAHHOrO Ge/iKa, KOTOPbIM HrpaeT BAXKHYIO
posb B GOPMHPOBAHUH ITy4YKa CTEPEOLVINN HAPYK-
HBIX BOJOCKOBBIX KieTok [11]. CrepeouunuH oGHa-
PY’KHBaeTcs B TOPU3OHTA/IBHBIX CBSI3SIX, COeIUHSIIO-
WX BePXYIIKA COCeTHUX CTePEOLVUINH, U B CBSI3SIX,
MPUKPETUISIIONIUX CaMble BBICOKHE CTePeOoIVINHI Ha-
PY)KHBIX BOJIOCKOBBIX KJIETOK K TOKPOBHOW MeMOpa-
He [10]. TakuM 06pasoM, OTCYTCTBHE CTEPEOLMINHA
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WJIH HapylLIeHue ero CUHTe3a B pe3y/bTaTe MyTalluii B
reHe STRC uameHsieT QyHKUMIO Hapy>XHBIX BOJIOCKO-
BBIX KJIETOK.

XpomocomHasi 06/1acTh, Ha KOTOPOH HAaXOAUTCS
ren STRC, pacronoxeHa psioM C IpyrMMHU reHaMH,
B yactHoctu ¢ CATSPER2, menenusi kotoporo npu-
BOJUT K HapyLIEHUI0O MOPQOIOrMU U MOABIKHOCTH
criepMaro3onoB [12]. TeHoTHIT, BKIIOYAOLIMIA [IBE
KPYTIHbIE IeIeLINU 15-M XPOMOCOMBI, 3aXBaThIBAIOIME
OIHOBpeMEeHHO TocsiefoBarebHOCTh reHoB STRC u
CATSPER2, npuBOAUT K PasBUTHUIO CUHAPOMA IJTyXO-
THl M HapyLIEHUIO GEPTHIBHOCTHA Yy MY>KYUH (aHII.
deafness-infertility syndrome, OMIM 611102) [13].

PaccmarpuBast ayauonorudeckue 0coGeHHOCTH
npu DFNB16, crouT oTMeTuTh, 4TO GOJIbIIAS YaCTh
NalMeHTOB IpU IPOBeJeHUU ayAHOJIOrHYecKOro
CKPUHHMHIAQ HOBOPOXXJEHHBIX HMEIOT pe3y/lbTaT «He
MpolLLeT», OHAKO B HEGOMBIIOM YHUC/IE CTy4aeB pe-
TUCTPUPYETCsT TIOIOKUTEIBHBIN OTBET, HAa YTO yKa-
3bIBAIOT HEMHOTOYMC/IEHHble OTe4yeCTBeHHble U 3a-
pyOexxHble MCTOYHHMKHU [14, 15]. Hapymenue ciyxa
y TALMEeHTOB, WMEIOLIMX TOMO3UTOTHbBIE Jeeluu
resa STRC, mnposiBisieTcsi ABYCTOPOHHeHl HeCHUH-
IPOMa/bHOM CEeHCOHEBPAJIBHOW TYroyXoCThio [16].
CrenyeT OTMETUTD, UTO C/TyYaH, OTIMCAHHBIE B JIUTe-
paType, He MHOTOYMC/IeHHBI. [10 JaHHBIM ayirioIoru-
4eCcKOTro 00C/IeOBaHMsI TOPOTH C/IyXa y TAKHX Maliy-
€HTOB BapbUPYIOT OT 35 [0 55 Ab, YTO COOTBETCTBYeT
JIETKOM M yMepeHHOU cTeleHU. AyAuoJorhuyecKue
npodUIN MMEIOT NMPEeMMYLIeCTBEHHO IJIOCKUM Xa-
paKTep WM CHIDKAIOTCSI C IOBBIIIEHHEM ITOPOTrOB
C/lyXa Ha CpefJHUX M BBICOKMX YacCTOTax C OTHOCH-
TeJIBHO COXPAaHHBIMU ITOPOTaMHU Ha HU3KUX YaCTOTaxX
[15]. BOJABLIMHCTBO WCC/IEAOBAHUM TOATBEPXKIAIOT
CTaGUIBHOCTH TIOPOTOB C/TyXa MALEHTOB B TeYeHHe
BCero nepuoza HabmogeHus. CyliecTBYIOT eqJUHNY-
Hble paboTHI O BOBMOXXHOM MPOrPeCCHPOBAHUH CHU-
YKeHHUs cyxa. Tak, COIIacHO HCCIef0BaHUIO, IPO-
BeJeHHOMY Simi A. ¢ coaBTOpaMy, yXyAlleHHe CIyXa
ormeyasnoch y 58% nauuentos ¢ DFNBi16 [17].

Onucanue kauHuweckoeo cayuas. Pebenox II.,
2018 rofa poXXaeHus1, B BO3PACTe 4 JIeT BIepBbie 00-
paTWICS Ha IpUeM K Bpady-cyppoiory B Iopoxckoii
JETCKUH  KOHCYJIBTaTUBHO-IUArHOCTUYECKUN  Cyp-
Joloruyeckuil LieHTp. M3 aHaMHe3a M3BeCTHO, 4YTO
peGeHOK OT 1-¥ (PU3MOMOTUYeCKOl OGepeMeHHOCTH,
POl 3aro3jajble — Ha 41-42-i Hefesle, POAUIICA C
MacCo# 3210 T, POCT 52 CM, UMeJl MeCTO JIJTUTe/IbHbII
6e3BOAHBII NepHoj, — 12 4, OlLieHKa IO IKasie Anrap
9/10, K IPyAU NPHJIOKEH HA MepPBble CYTKU, BBIMMCAH
Ha TpeTbU CyTKU. PaHHee ICHXOMOTOpPHOe pasBUTHE
IO BO3pacTy. AyINOJIOTUYeCKUH CKPUHUHT B POAJOMe
CO CJIOB MaMbl He NTPOBOJMIICS IO TEXHUYECKUM TIPH-
YHHAM.

[TepeHeceHHble W XpOHHYECKHe 3a60JIeBaHUS:
J/IMTe/IbHAs JKeITyXa — /10 2 MecslieB I10c/Ie poXae-
HUS, aTOMMYECKUN AepMaTuT (Si1a, WOKoNaz) ¢ 3,5
MecsILa, a/IeHOMJHbIe BereTalluu 2-U CTelleH!.
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HMMeeT oTAroieHHy0 Hac/leJCTBEHHOCTD CO CTO-
POHBI OTLIA: CeCTpa Jefa CTpajaa TYTOyXOCThIO C OT-
CYTCTBHEM pey, UMeeT [ABYX ITyXHX C POXKJeHUs Je-
Teli B GpaKe C INTyXUM MY>KYHUHOIA.

3 aHamHe3a 3a00/eBaHuUsI U3BECTHO, YTO pebe-
HOK MIMeeT YaCThle IPOCTY/HbIe 3a60/IeBaHMSI, OC/TOXK-
HSIOLIMecs dKcCyAaTuBHBIMU oTuTamu. C Bo3pacra 6
MecsIlleB HeOZHOKPATHO KOHCY/IBTUPOBAaH BpadyaMH-
OTOPHHOJIAPUHI0JIOTaMH, TOMy4Ya/l Tepanuio C Io-
noxxuTenbHbIM 3ddexTom. Poautenu ormeuanu 3a-
JIepXXKy pedeBOro Pa3sBUTHSI, BBIPOYKEHHOE CHIDKeHHe
CIyxa C 3,5 roza, B ¢Bsi3u ¢ yeM J/IOP-Bpayom 6bu10
PeKOMeHJIOBaHO IpOBeJieHWe ayJUuOJIOTrM4ecKoro
WCCIe[oBaHus. B okTsiOpe 2022 roga o6parruinch K
Bpauy-CypAoJIoTy B CTOPOHHee JledeOHOe yupexze-
Hue. [lo JaHHBIM IPOBeeHHBIX UCCIeA0BaHUMI: TeCT
OTOAKYCTHYECKOI SMHMCCUY He Tpolles GMHaypaib-
HO; TUMIITAHOMeTpHUs: TUIl B GuHaypanbHO; KOPOT-
KOJIaTeHTHbIe CJIyXOBble BBI3BaHHbIE ITOTEHLIMAJIbL:
MOPOT MO BO3JYLUIHOMY 3BYKOIIpOBeZeHUo — 60 gb
HIIC ¢ 06enx CTOPOH, MO KOCTHOMY 3BYKOIIPOBeie-
uuio — 40 ab HIIC. PexomeHgoBaHbl HaOMOJEHE
Y Bpada-O0TOPHUHOJIaPHUHT0JIOra I10 MECTY YXUTEIbCTBA,
MTOBTOPHOE ayAMOIOrHYecKkoe o0OCIefoBaHMe IOCIIe
Kypca nedyenusi. Pekomengosan JJHK-ananus Ha Ha-
INYMe YacThiX MyTauyii B reHe GJB2, B pesynbrare
KOTOPOTO YacThle MaTOTeHHble BAPUAHTHI He OBLIN
0OHapY)KeHBI.

B mexabpe 2022 roja o6paTHINCh HA KOHCY/IbTA-
uuo B [opoacKoii fieTcKrii KOHCY/IbTaTUBHO-AUarHO-
CTUYeCcKUil cypponorndeckuii neHtp. Ilo paHHBIM
ayIMOJIOTUYeCKOr0 MCC/IeJOBaHUsI TeCT OTOaKyCTH-
YeCcKOW dMHUCCHM peGeHOK He Mpolles OWHAypaib-
Ho; mmnegancometpusi tuna C (AD = -134 daPa;
AS = -106 daPa), akycTrueckue pedreKchl perucTpu-
pytorcst 6uHaypanbHO. 1o JaHHBIM TOHAJIBHOM MO-
pOroBOM ayAiMOMEeTPUM [JUAarHOCTHPOBAaHa JBYCTO-
poHHsist cmelanHast ryroyxocts I1I crenenn (KBU o
35 Ab). Hanpasnen k J/IOP-Bpauy 1o MecCTy JKUTeb-
CTBa /15 KOHCEPBAaTUBHOTO JIeYeHHs IBYCTOPOHHEro
Ty6OOTHTA, MPUIVIALIEH [JIs TOBTOPHOT'O ayiHOIOT H-
4eCcKoro UcCIeJoBaHMs IMocje BbI3goposaeHus. [lo
JAHHBIM ayJUOJOTUYeCKOro MCC/IeJOBaHUsl 4Yepes3
2 MecsIa: TeCT OTOAKYCTHYeCKOM SMHUCCUU He ITpOoLIesT
GuHaypanbHO; uMmnegancomerpus: T A (AD = —16
daPa; AS = -12 daPa), akyctuueckue pedeKchl pe-
TUCTPUPYIOTCsI GMHAYPaIbHO; TOHAJIbHAsI IOPOTOBast
ayIUOMeTpUsl: ABYCTOPOHHSISI CMeLIaHHasl TYTOyXOCThb
II crernenu ¢ npeo6aaHueM CEHCOHEBPAIBHOTO KOM-
nonenTa (KBH go 15 gB). [1pu moBTOpHOM HcCienoBa-
HHUY KOPOTKOJIQTEHTHBIX C/IyXOBBIX BBI3BAaHHBIX [TOTEH-
IIMaJIOB B COCTOSTHUU (HPU3NOJIOTMYECKOTO CHA pe6GeHKa:
MOpOT JeTeKUUH V NMHUKa BU3ya/IM3UPYyeTCsl Ha YpPOBHe
45 1b ¢ aByx cTopoH. Taroxe B cOCTOSIHUN GU3HOTIOTH-
YeCcKOro CHa IpoBefieHO ucciefoBaHre Mynsru-ASSR:
cpefHUIi opor cripasa paseH 45,0 ab HIIC, cieBa pa-
BeH 45,0 a6 HIIC. [loryyeHHble JaHHbBIE COOTBETCTBYIOT
II creneHu cHIDKeHUS C/TyXa C BYX CTOPOH.
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[Tocie MOBTOPHOTO HccneAoBaHust peGeHoK I1.
HanpaBleH Ha KOHCYIbTALHMI0 K Bpadyy-TeHEeTHKY
B ®I'BHY «Meauko-reHeTH4YeCKUil Hay4YHBII LEHTP
nMeHHU akagemuka H. M. bBoukoBa».

W3 ocmoTpa Bpava-reHetuka. [Ipu 06beKTUBHOM
OCMOTpe: MUKPOCOMaTU4eCcKUii TUI, POCT 105,8 cM,
Macca Tena 15 Kr, He60 BbicOKoe. /ITaHHBIX O CHHIPO-
Ma/JIbHOM TATOJIOTUM TPU OCMOTpE He BBISIB/IEHO.
YcTaHOB/IEH JWarHo3: JABYCTOPOHHSISI HECHH[PO-
MasibHasi CeHCOHeBpasibHasi Tyroyxocts Il cremnenw,
MPU3HAKM AWCIUIA3UM COeJUHUTENBHON TKaHHU, [U-
3apTpusi. PekoMeHj0BaHO NMOTHOE CEKBEHUPOBAHHE
DK30Ma, IMOCKO/IBbKY paHee YacTble MyTAallM B reHe
GJB2 He 6butH OGHapykeHbl. B pesynbrare wmccie-
JOBAaHMSI KIMHUYECKH 3HAYMMble BAPUAHTHI, OTBET-
CTBEHHBIE 3a TYyTOYXOCTb, HE BbISIBJIEHbI. YCTAHOB/IEHO
HOCHUTe/IbCTBO MyTauuu B rede FLG.

[Ipy MOBTOPHOM OCMOTpe Bpada-reHeTHKa pe-
KOMEH/IOBAaH JIOTIOTHUTETbHBIN MOUCK KPYIHBIX Jie-
neumii/mynnmkauuii B rene STRC. Tlo pesynpraram
MIPOBEJEHHbBIX UCC/IEJOBAHUI B CEHTAOPE 2023 I. BbI-
sIBJIeHa KPyITHasI Jieielysi 15-d XpOMOCOMBI, BKJTIOYa-
fofast reHbl STRC u ren CATSPER2, oTBeTCcTBeHHBIH
3a pa3BUTHE CriepMaTo30uoB. JJaHHas gerenust 06-
Hapy)XeHa B TOMO3BUTOTHOM COCTOSIHHUHU, TO €CTh Ha
06erx pOJUTETbCKAX XPOMOCOMaX.

bnaromapsi MoneKynsipHO-TeHEeTUYeCKOMy HC-
C/IeZIOBAaHUIO TAIIMEeHTY YCTAHOBJ/IEH JVAarHO3: BPOX-
JleHHasl IBYCTOPOHHSISI HECUHPOMaJIbHAsi CEHCOHEB-
pasbHast Tyroyxocth Il crenenm, reHeTnYeCcKui TUI
16 (DFNB16), ayTOCOMHO-PELeCCUBHBINA TUIT Hac/e-
JOBaHMSI, CHHPOM TYTOYXOCTH Y HapYILEeHUs Penpo-
OYKUWH Y MY)XYHH, TPU3HAKU AUCIUIA3UU COeIUHU-
TenpHOM TKaHu. C poguTensiMu pebeHKa 06CYKIEeHbI

BOITPOCKI TUITAHUPOBAHUSI C/IeyIollel 6epeMeHHOCTH
Ha OCHOBAaHHWH Pe3y/bTAaTOB UCC/IEJOBAHUS TTOTHOTO
9K30Ma peGeHKa M pesy/brarta MCC/IefOBAaHMS T'eHa
STRC.

OGcyxgeHue

Hamu onucaHn ciry4yaii ycTaHOBJIEHHOTO IMarHo3a
BPOXX/IEHHOH /[BYCTOPOHHel peljeCCUBHOU CeHCo-
HeBpPAJIBHOH Tyroyxoctu 16-ro tumna. Cienyer oTMme-
TUTH, YTO NIOCTAHOBKA JUArHO3a M HallpaBjJeHHe Ha
reHeTHU4YeCcKoe MCC/Ie[OBaHHe OCJIIOXHWIO Haludue
Hecrnienuduyeckoit ot peHoruna DFNB16 aymuo-
JIOTUYeCKOH KapTHUHBI, CBI3aHHOU C HEOJHOKPATHO
IlepeHeCceHHbIMHU [BYCTOPOHHHUMM JKCCYATHBHBIMU
OTHUTAMH, YTO YCYTyGHIIO CHIDKEHUE C/TyXa U BBI3BAJIO
BBIPa)XEHHYIO 33/I€PXKKy PEUYeBOro pa3BUTHS Y peOeH-
Ka, KOTOPYIO CBSI3bIBJIM UCK/IIOUUTE/NIBHO C KOHAYK-
TUBHBIMM HapylleHUsiMu. To4yHasi JUarHOCTHKA JaH-
HOTO 3a00JIeBaHUSI U TIPOTHO3 TEYEHHsI TYTOYXOCTH,
MIPOSIB/ISIIOILEHCS. TIepBOHAYa/IbHO KaK HeCHHJpPO-
MasibHasi, MOTYT OBITh MPOBEEHBI MCKIYNTENHEHO
IIPY TIOMOILY TeHeTUYeCKOTr0 UCC/IeIOBAaHMUSL.

JlaHHOe KINHMYecKoe HaOMofeHNe JeMOHCTPH-
PYeT, 4TO NP BbISIBJIEHUU CHIDKEHHBIX TIOPOTOB CIIy-
Xa M0 KOCTHOW MPOBOAWMOCTH He CTOUT TpeHebpe-
raTh HalpaB/leHHeM MaLMeHTOB Ha KOHCY/IBTALUIO
Bpaya-reHeTHKa JJIs1 yCTAaHOBJIEHUsl NMPUYMHBI CHU-
JKEHUSI C/IyXa. YCTaHOBJIEHHEe WCTUHHOH IPUYMHBI
CHIDKEHHUS CJIyXa yKa3blBaeT Ha IIPOTHO3 Te4YeHUs
3a0o0seBaHuUsI U HeOOXOANMYIO TAaKTUKY BeJeHHUs Ma-
LH{eHTa. JTO MO3BOJUT IPABU/IBHO IPOKOHCYIBTH-
pOBaTh poAuTesiel 10 NOBOAY IPOrHO3a IIOTOMCTBA,
a TakKe IIOMOXXeT B BbIGOpe MPaBU/IbHON MapLIPyTH-
3aLMHU TALMEHTOB U HeOOXOAMMOM peabrTUTaLUH.
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