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aondA n CTPYKTYPA ACCOPTATUBHDbIX
BPAKOB MO MN1YXOTE B PECINYBJIUKE

BYPATUA

B pabGoTe npenctaBneH aHanv3 onu U CTPYKTypbl accopTatuBHbix GpakoB (AB) no rmyxote B Pecnybnvke Bypatus. BbisiBrieHo, 4to npwu
BbicOKOM Yactote AB GpayHasi CTpykTypa XxapakTepusoBanacb BbICOKOW [OMeN KOMMMEMEHTAPHbLIX U HWU3KOW [Ornert HEKOMMNEMEHTapHbIX U
cerpervpytowmx Ab, 4To, BEpPOSITHO, CBSI3aHO C OCOBEHHOCTSIMU FEHETUYECKOW CTPYKTYpbl HAaCNEeACTBEHHbIX hopM noTepu criyxa B Pecnybnuke

Bypsatus.

KnioueBble crnoBa: HacneacTBeHHasi MoTepsi criyxa, accopTaTuBHble Gpaku, s3blK >XECTOB, ayTOCOMHO-peLeccuBHas rnyxota 1A Tuna

(DFNB1A), bypsatus.

The paper presents an analysis of the share and structure of assortative marriages (AM) based on deafness in the Republic of Buryatia. It was
revealed that with a high frequency of AM, the marital structure was characterized by a high
proportion of complementary and a low proportion of non-complementary and segregating AM,
which is probably due to features of the genetic structure of hereditary forms of hearing loss in
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BBepneHue. V3obpetatenb Tenedo-
Ha AnekcaHgp [paviam Benn B 1883 r.
BriepBble BbiCKasan npeanosioXeHne o
TOM, YTO YacTble Bpaku mexay rmyxumu
nogbMU MOTYT NPUBECTU K POCTY BCTpe-
YaeMOCTW HacreacTBEHHbIX (POpM MoTe-
pv cnyxa [7, 11]. B 2000-x rr. aT0 npeano-
NOXEeHVe BHOBb ObINIO MEepeocMbICIIEHO
Yontepom HsHCOM, KOTOpbIA ccopmy-
nMpoBan runoTesy 0 TOM, YTO penpoayk-
TVBHbIE BO3MOXHOCTU TITyXMX YBENUYU-
BalOTCS CO BpemeHeM W Opaku mexay
rMyXMU MPOUCXOAAT He CryyarHo, a

no MpVHUMMIY accopTaTUBHOCTU, YTO B
CyMMeE MOXET MPUBECTU K yBEMUYEHUIO
YaCTOTbl «KOHHEKCMHOBOW» (POPMbI ry-
XOTbl, 06YCNOBNEHHOW NaTOreHHbIMN Ba-
pnaHtamu reHa GJB2 (Cx26) (DFNB1A,
OMIM # 220290) [14]. B nocnegytoLwiem
aTa runotesa Obina nogkpenrneHa npwu
MOMOLLM KOMMbIOTEPHONO MOAENUPOBa-
HMS, KOTOPOE MoKasano, 4YTo yBenuye-
HMe PpenpoayKTUBHbBIX BO3MOXHOCTEN
W VHTEHCUBHbIE accopTaTvBHble Opaku
(AB) pencTBMTENBHO MOMMKW MPUBECTMU K
YOBOEHWIO 4acToTbl Havwbonee pacnpo-
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CTpaHEHHON OPMbl «KOHHEKCUHOBOMN»
rnyxoTel B CLUA meHee yem 3a 200 ner,
nocrne BHeAPEHWUS )XeCTOBOro A3blka [15].
[aHHasa rvunoTtesa nonyuyuna ybeguterns-
Hble [JoKasaTenbCTBa B CBOK MOMb3y,
Kak no AaHHbIM OVHAMWKU COLMO-AEMO-
rpadmyeckort CTPYKTypbl WMHOAWBUAOB C
HapyweHuamn cnyxa B CLUA ¢ XIX no
XX B. [4, 13], Tak 1 NO AaHHbIM APYrnx
BbIYMCIIUTENBHBLIX  3KCMIEPUMEHTOB MO
KOMMbIOTEPHOMY MOLENMPOBaHWI0 pac-
NpOCTpaHeHnss HacrneacTBEHHOW MoTepu
cnyxa [10].

[vnoTesa Y. HaHca npegnonaraert, 4To
apdhekT accopTaTUBHbIX GpakoB orpaHu-
YeH camoKn 4acTton hopMOM peLeccuB-
HOWM noTepu cryxa, Tak Kak npu 4acTbiX
AB KpuTu4yHOM siBRNsieTcs donst Gpakos,
B KOTOpbIX 06a mapTHepa MMetT ogunHa-
KOBYIO F€HETUYECKYH 3TUOMOrMI0 NoTepu
cnyxa un umetot 100% BEpOATHOCTb POX-
aeHusa myxmx geten. CornacHo gaHHOMW
rmnotese, Takve Gpaky HasblBalOTCHA He-
KoMnnemeHTapHbiMn. COOTBETCTBEHHO,
B Monynsiumsx, B KOTOpbIX nNpeobnagaet
ogHa MaopHasi peueccuBHas dopma
noTepu cnyxa, MHTeHcuBHble Ab no rny-
XOT€ MOryT MpMBeCTM K GonbLUen TpaHc-
MUCCUM NAaTOreHHbIX annenen B nocre-
ayrowme nokonenus [1-5, 13-15].

PaHee 6bino nokasaHo, 4TO fons ac-
COpTaTMBHbIX OpakoB Mexay rnyxXumm
WHAMBMAYYyMaMu B FAKyTUM cocTaBnsiet
77,1%, cpeon koTopbix 24% saBnswTCA
HeKoMMnreMeHTapHbIMK (NOTepsA  criyxa
y oboux cynpyroe obycrnosneHa peLec-
CMBHbIMW MaTOreHHbIMW  BapuaHTammu
reHa GJB2) [1]. AreHTHO-OpPUEHTMPO-
BaHHOE KOMMbOTEPHOE MOAENNPOBaHNE
pacnpocTpaHeHus «KOHHEKCUHOBOW»
dopmbl ryxotsl (DFNB1A) B AkyTun no-
Kasano, 4To Npv HanuynuM accopTaTuB-
HbIX GpakoB 40N PELECCUMBHBLIX MyTaHT-
HbIX TOMO3UroT MPaKTUYECKM yaBOMNach
B TEYEHMEe MNepBbIX YETbIPEX MOKONMEHUN
[5]. 3T AaHHbIE nNo3BONAKT Npeanono-
XWTb, YTO accopTaTuBHbIe Opakn mMexay
rmyxuMn niogbmn B AkyTrn B Oygyluem
MOTYT MPUBECTU K YBENUYEHMUIO 4acTo-
Tbl HacnegCcTBEHHOW «KOHHEKCMHOBOWM»
dopMbl noTepu cnyxa, Kak 3To 6bino
nokasaHo paHee ans Hacenexus CLUA
[4,10,13-15].

B cBA3M C 3TMM Uenblo HaCTOosLLEN
paboTbl ABNANCA aHanua AOonu U CTPykK-
Typbl accopTaTUBHbIX GpakoB Mo rnyxorte
B paHee He M3yYeHHOM cocefHeM C AKy-
Tnen pernoHe BocTtoyHown Cubupm — B
Pecnybnuke Bypsatus.

Martepuan v mMeToabl. Y rMyxux -
nen, cocrosimux B Bypsitckom otagene-
Hum Bcepoccuiickoro obliectBa rmyxmx
(r. Ynan-Ygs), ¢ nomoulbio cypaonepe-
BOOYMKOB ObINO MpoBedeHO creunanu-
31MPOBaHHOE aHKeTMPOBaHWe, Hanpas-

NIEHHOE Ha BbISICHEHWE BpayYHoro cTaTyca
N COCTOSIHMS crnyxa GpavHoro napTHepa.
Beibopka rnyxux coctosina u3 201 uk-
ameugyyma (113 XeHLWmH 1 88 MyxX4uH)
B Bo3pacTte OT 21 go 77 net (CpepHui
Bo3pacT 46,7+7,9 roga). OTHUYECKUIN CO-
cTaB BblOOpKM rmyxux: Oypatel — 98 yen.
(48,7%), pycckme — 85 ven. (42,3%) un
ocTanbHble (MHOUBUAOYYMbI CMELLaHHOW
3THMYECKOWN NPUHAANEXHOCTU, a Takke
eOVHUYHble NpeacTaBUTENU APYrUX Ha-
unoHanbHocten) — 18 ven. (8,9%).

[ns aHanusa cTpykTypbl 6pakoB WH-
dopmauumsa Obina goctynHa ang 168 nH-
OVIBMAYYMOB, Ha KOTOPbIX MPUXOQMMOCH
149 GpakoB (y4unTbiBanMCb TakKke Mo-
BTOpPHble Opakun). MiHaBMayymbl cuuTta-
nMcb cocTosilumMy B Gpake npu Hanmymm
3aperncTpmpoBaHHoro 6paka w/unu npu
Hanuuun obLmx aeten. AccopTaTnBHBIM
Opakom cuuTtarncst 6pak, B koTopom oba
OpayHbix napTtHépa Obinu rmyxve. He-
KOMnnemeHTapHelM cuutanu ABb, B Ko-
TOPOM BCe AEeTU ObInn rmyxvmMu, KoMnse-
MeHTapHbIM — 6pak, B KOTOPOM BCe AeTn
Obinu cnbiwawymn. bpaku, B KOTOpbIX
ObInu Kak crnblluatyue, Tak v rnyxue aetu,
ObIny 0603HaYeHbl Kak cerpervpytoLume.

Cratuctnyeckui  aHanmMs  Mexay
rpynnamu ©Obin NpoBedeH C MOMOLLbIO
TecTa X-kBagpaT C MCMNOMb30BaHMEM
nporpammHoro obecneveHns Biostatd
(McGraw-Hill, Inc. Version 3.03). Ctatu-
CTUYECKM 3HAYUMbIMU CHUTANMN Pasnmymns
npu p<0,05.

O6cnenoBaHns,  NpeayCMOTPEHHble
pamkamMy OaHHOW Hay4yHO-uccrnegosa-
TenbCcKon paboTkl, NPOBOAWMMUCH MOCne
MH(OOPMMPOBAHHOIO MUCBMEHHOTO  CO-
rmacusi ydacTHukoB. Hay4Ho-uccnegosa-
Tenbckas pabota ogobpeHa nokanbHbIM
KOMUTETOM MO OMOMEAULMHCKON 3TuKe
npu AHLL KM B 2019 . (r. AkyTck, npo-
Tokon Ne7 ot 27 aerycta 2019 r.).

PesynbraThl n obcyxpaeHue. AHanus
6payvHON CTPYKTYpbl FyxXux nogen no-
Kasarn, 4To gons 6pakoB mMexay rmyxumu
nHauBuayymamm B bypsatum coctasnset
81,8% (122 n3 149 npoaHanusmpoBaH-
Hbix GpakoB), a B 18,2% cnyvaes (27
OpakoB) Gpaku ObINKN 3akMYEHbI MEXAY
TMyXMMW 1 crblwalmmm nogbmu. Cpeam
BCEX accopTaTuBHbIX OpakoB Aons He-
KOMMnemMeHTapHblx OpakoB cocTaBuna
5,7% (7 n3 122), cerpervpyrownx — 7,3%
(9 n3 122) n komnnemeHTapHbIX — 86,9%
(106 n3 122) (tabn. 1).

Mbl cpaBHUNM JOMI0 accopTaTUBHbIX
OpakoB B BypAaTuv ¢ AaHHbIMM No Apy-
MM 10 M3y4YeHHbIM permoHam mMupa, ans
KoTopbIX Bbina paccuntaHa gons 6pakos
mMexay rmyxvMu uHamsugyymamu (tabn.
2). B pesynsrate pons 6pakoB mexay
rMyXMMu  uHamBugyymamu B Bypsitum
(81,8%) okasanacb opgHow K3 Haubo-
nee BbICOKMX, YTO CBWAETENbCTBYET O
HanU4MM nonoXxuTenoHonm GpayHon ac-
COPTaTUBHOCTW MO MPU3HAKY «rMyxoTay.
Bbicokas gonsa accopTaTuBHbIX GpakoB
mMexay rmyxumu 6payHbiMM napTHepa-
MW, Hapsigy € LWMPOKUM UCMONb30BaHM-
€M >XeCTOBOro si3blka, ABMSETCS OOHOW
M3 OCHOBHbIX XapakTepUCTUK KOHCOMM-
ONPOBaHHbIX COOBLLECTB rMyxXux noaen

Bpauynas cTpyKTypa JIMI ¢ HAPYLIEHUAMU
cayxa B Pecnyosinke Bypsitus

Bpaku n (%)
Bcero 149 (100)
AccopTraTtuBHbIE: 122 (81,8)
- HEKOMILJICMEHTapHbIC 7(5,7)
- Cerperupyomue 9(7,3)
- KOMIUIEMEHTapHBIC 106 (86,9)
HeaccopratuBHbie 27 (18,2)

Jloais accopTaTHBHBIX O0paKkoB B BypsiTuu B CONOCTABJICHUH € JOCTYIIHBIMH
JINTePaTyPHBIMH JAHHBIMHU

Peruon Hoas AB, % Ccplaka
Poccust, Pecriyonuka Bypsitust 81,8 [[anHoe uccnenoBanue]
Poccus, Pecmybnuka Caxa (SIkyTus) 77,1 [1]
CIIA 79,5 [13]
BemmkoOpuranus, CeBepHas Upnanaus 89,3 [17]
[IBeuus, Hapke 99,0 (8]
[IBeuns, Bapmuann 10,0

Wnpus 56,6 [16]
Typuws 46,8 [18]
Mowurounus 37,5 [12]
Tynuc 10,0-30,0 [9]

IIpumeuanne. CepbIM IIBETOM BBIACIEHBI PETHOHBI, AT KOTOPBIX 0 Ab 6bu1a Hike 60%.
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CpaBHUTeJbHBII aHAJIM3 1014 U cTPYKTYPhI AB 1o riiyxore B Bypsituu u SIxyruu

PeFI/IOH ACCOpTaTI/IBHLIe HeKOMHHeMeHTapHBIe KOMHJ‘IeMeHTapHLIe Cer eTHPVIONIIE CCI)IJ'IKa
Opaku Opaxu Opaxu PErHpyroi
PecniyGuuka Bypstuss | 122 w3 149 (81,8%) | 73 122 (5,7%) | 106 u3 122 (86,9%) 9(;133/02)2 [Hausas paGotal
62 13 81 24 us 81
Pecny6muka Caxa (Skyrnst) | 81 us 105 (77,1%) 19 u3 81 (23,5%) (76?% ) (29‘?2% ) [1]
2 0,86 13,69 3,65 17,71 ;
» 0,05 <0,001 0,05 <0,001 ;

[Mpumeuanne. XKupHBIM mIprQTOM BBIAEIEHBI CTATUCTUYSCKH 3HaUNMBIE oTmmaust (p<0,05).

(deaf culture). NMopobHasa Bbicokas fons
AB 6pakoB cunTaeTca xapakTepHon Ans
CTPaH C aKTMBHbIM WCMOMb30BaHNEM
rMYXMMU NIOABMM XECTOBOrO sA3blka: Be-
nukobputanusi (CeepHas WpnaHngus)
- 89,3%, CWA - 79,5, WBeuns (peru-
oH Hepke) — 99%. Hanpotus, B cTpa-
Hax, rge BHeApPeHWe XXeCTOBOro A3blka
Npon3oLWo CPaBHUTENbHO HedaBHO,
ponss AB ropaspo Huxe: TyHuc — 10-
30%, MoHronua — 37,5, Typumsa — 46,8%
(Tabn. 2). Kak BugHo 13 1abn. 2, B ABYx
pervoHax Poccum (Bypsitum n Axkytum)
Takke 3aduKCMpoBaHa BbICOKas Aons
AB no rnyxoTe, BEPOSITHO, CBA3aHHas C
6onee ANWUTENbHON WUCTOPWEW WCMONb-
30BaHNs XecToBOro s3blka. Hanpumep,
nepsas LUKOna Mo OBy4eHWIo ryxux Ha
OCHOBE >KeCTOBOrO #3blka MosBMMAaCh
B I. AkyTcke B 1951 ., B TO Bpems Kak
B MoHronun nepBasi nogobHas Lwkona
6bina oTKkpbITa B I. YnaH-baTtop — Tonbko
B 1995r. [1,18].

[anee Mbl cpaBHUNW OOM0 U CTPYK-
TYpy accopTaTuBHbIX 6pakoB B BypsaTum
c gonen n ctpyktypon Ab B Akytun, B
KOTOpOW paHee Obln NpoBeAeH aHanus
6payvHon accopTaTMBHOCTY Cpeau noaen
C HapyweHuamu cnyxa [1]. CpaBHuTens-
HblA aHanu3 Jonu u CcTpykTypbl AB no
rnyxote B Bypatumn n Akytun npeacras-
neH B Tabn. 3. flons accoptaTtuBHbIX BGpa-
KOB Mo rryxote B Bypsatun coctaensana
81,8%, bbina conocrtaBMma ¢ Jonen ac-
copTaTuBHbIX GpakoB B Akytumn - 77,1%
(x2= 0,86, p>0,05). OgHako cTpyKkTypa
AB cyLlecTBEHHO oTnMyanach: Tak, 4ons
HEKOMMMEMEHTaPHbIX  acCOpPTaTUBHbIX
6pakoB B bypsatuu (5,76%) okaszanack B
4 pasa Huxe, YeMm B AKyTuwn, rae Ha Jonto
HeKoMMNneMeHTapHbIX BpakoB MNPUXOAM-
nockb 23,5% (x2= 13,69, p<0,001). Kpo-
Me TOro, Aons cerpervpyowmnx 6pakos B
BypaTtum (7,36%) Take B 4 pasa 6Gbina
HUXe, yem B AkyTum (29,6%) (x2= 17,71,
p<0,001), B TO Bpems kak [ons Kommne-
MeHTapHbIx 6pakos B Bypsitumn (86,9%) n
Axytun (76,5%) cratuctmyeckn He oTnm-
yanacb (x2= 3,65, p>0,05) (tabn. 3).

Mpu aHanu3e GpakoB MO 3THUYECKOW
NPVHaANEeXHOCTU BbISIBMEHO, YTO MaKCu-
MarnbHas 4ons HekoMmnnemMeHTapHbix Ab
6bina BbisiBneHa y AkytoB (30% — 21 u3
69 AB), cpegHne 3HayeHus Gbinu BbISB-
neHbl y pycckux (13% — 12 n3 91 Ab) u
MUHUMarnbHas [OoNs HEeKoMMieMeHTap-
Hbix AB Obina BbisiBneHa cpeau OypsT
(3% - 2 n3 65 AB) (puCyHOK).

CyllecTBeHHas pasHuua B Jone He-
KOMMIMEMEHTapHbIX W  CEerpernpyroLmx
OpakoB NpW OAMHAKOBOW 4YacToTe accop-
TaTuBHbIX GpakoB no rnyxote B bypatuu

(81,8%) n Axytumn (77,1%) MoxeT 06b-
SACHATLCS 0OCOBEHHOCTAMU rEHETUYECKON
CTPYKTYpbl HACNEACTBEHHbIX (hopM NoTe-
pv crnyxa B 3TUX COCeHUX permoHax Boc-
ToyHOn Cumbupw. MNpu cpaBHEHUM BkNa-
[a naToreHHblXx BapuaHToB reHa GJB2,
00ycnaBnmnBaKwLLMX  «KOHHEKCMHOBYHO»
dopmy notepu cnyxa (DFNB1A, OMIM
#220290), BbIsSBMEHO, 4YTO cpeau BypAT-
ckunx naumeHToB (5,1%) ee Bknag 6bin B
10 pa3s Huxe, YeM Bknag aton opMbl No-
Tepu criyxa y naumeHToB skyToB (52,7%)
(x2=36,69, p<0,001) (Tabn. 4).

Ture! accopTaTHBHEIX OpaKoOB

2 I I

Byparts

B KoMIlleMeHTapHEIE

Sy TH

Pycekne

® HexoMmIUieMeHTapHEIE

[ons koMnNnemMeHTapHbIX 1 HeKOMMNeMeHTapHbIX Ab B 3aBMCMMOCTU OT STHUYECKOW NpUHaa-

NEeXHOCTU

CpaBHUTEJIBHBII aHAJIN3 BKJIA/1a KKOHHEKCUHOBOID» ¢opMmbl rinyxotsl (DFNB1A)
y OypAT M IKYTOB ¢ HAPYIIEHUSIMH CJIyXa

DTHUYECKAas IPUHAJIEKHOCTD MAIlIEHTOB Bxmag DFNB1A Cchuika
Bypsiter 4n3 79 (5,1%) [19]
SIkyTHI 29 u3 55 (52,7%) [1]
x2 36,69 -
p <0,001 -

[Ipumeuanne. XupHbIM IPUPTOM BBIAETCHBI CTATHCTHYECKHU 3HaUUMBble oTnuns (p<0,05).



. AKYTCKU MEONLIMHCKNW KYPHAT

PaHee Obino noka3aHo, YTO OTHOCK-
TENbHO BbICOKas JOMS HEKOMMIEMEHTpa-
HbIX U cerperupytomx 6pakoB B AKyTnm
CBsi3aHa C pacrnpoCTPaHEHHOCTbIO OAHOW
MaXOPHON  «KOHHEKCUHOBOM»  POpMblI
notepu cnyxa (47% HekoMnnemeHTap-
HbiXx OpakoB Oblny 3aperncTpupoBaHbl
mexay rmyxumu niogemu ¢ DENB1A) [1].
B HacTosillee Bpemsi OaHHbI pervmoH
BocTouHoi Cnbupm n3BecTeH kak Hanobo-
nee KpynHbIN NoKarnbHbIA o4ar Hakonne-
HVUS annenbHon opMbl AaHHOTO 3abo-
neBaHus, CBA3aHHbIN C NaToreHHbIM Ba-
praHToOM canTa cnnancuHra c.-23+1G>A
reHa GJB2, cpopmumpoBasLuminca 6onee
800 net Hasag B pesynbrate addekTa
ocHoBaTens [6]. Mo aHanornm c paHee
NonyYeHHbIMW pesynstatamm B FAKyTun
HM3Kas [OOns HEKOMMIIEMEHTapHbIX U
CerpernpyroLmx accoptaTmBHbIX 6pakoB
B Bypsitun, BeposaTHO, cBuaeTensCcTByeT
B MOMb3dy OTCYTCTBUS AOMWHUPOBAHUS
HEe TONbKO «KOHHEKCMHOBOMY» (BKNag
DFNB1A - 5,1%, oauH 13 cambiX HU3KUX
BknagoB B mupe) [19], HO n kakon-nubo
Opyro npeobnagatowien ayToCOMHO-
peLeccuBHol OpMbl MOTEPU crnyxa B
nonynsiuun 6ypaT. B cBoto ovepenp, 31O
NPaKTU4eCKM MONHOCTbI  HUBENUpyeT
onucaHHbIn YontepoMm HaHcoM adhdekT
dmKcaumm naToreHHbIX ayTOCOMHO-pe-
LleCCMBHbIX annenen, CBs3aHHbIA C ac-
copTaTuMBHbIMK Bpakamu no rrnyxoTe cpe-
OV KOPEHHOIO HaceneHns perMoHa osepa
Bavikan.

3akntouyeHune. B Pecnybnuke Byps-
TUS BbiSIBfIeHa BbICOKasi JOMs accopTa-
TUBHbIX BpakoB no rnyxote (81,8%), 4to
CBUAETENbCTBYET O BbLICOKOW KOHCOMM-
Jauumm coobuectB rmyxux nogen. Mpu
BblcOKoW yactote AB cTpykTypa Gpakos
XapakTepu3oBanacb BbICOKOW  Aonen
KkoMnnemeHTapHbix (86,8%) u HusKkomn
ponen HekomnnemeHTapHblx (5,7%) u
CerpernpyroLmMx accoptaTMBHbIX GpakoB
(7,3%), 4TO, BEPOSATHO, CBS3AHO C OCO-
OEHHOCTAMU TeHETUYECKON CTPYKTYpbI
HacneaCcTBEHHbIX hOpM MOTEpU criyxa B
Pecnybnvke Bypsatus.

Paboma ebinonHeHa e pamkax HUP
SAHL KMI «U3ydeHue 2eHemuyeckol
CmpyKmypbl U epy3a HacriedcmeeHHOU

namornoauu 8 nonynayusx Pecnybnuku
Caxa (Akymus) u [locydapcmeeHHO20
3adaHusi MuHucmepcmea Hayku u 8bIc-
weao obpasosaHuss P® (FSRG-2023-
0003).
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