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B ctatbe npeacraeneH 0630p, NOCBALLEHHbIV PO acCopTaTUBHBIX GpakoB Mo ryxoTe B pacnpocTpaHeHWn HacneACcTBeHHON notepwu crnyxa. B
1883 r. Anekcanap paiam Benn, 3HameHUTbIN M306peTaTens TenedoHa, BrepBble Bbicka3arn NpeanonoXeHne, YTo YacTble Gpaku Mexay rnyxumu
NOABMU MOTYT MPUBECTU K POCTY BCTPEYAEMOCTM MyXOTbl, OAHAKO 3Ta runote3a He nony4vuna npusHaHus y ero coBpemeHHukos. B 2000-x rr. ¢
pa3BMTMEM MOMEKYNAPHO-TeHETUYECKNX UCCNe0BaHNI, MO3BONMUBLUMX MOEHTUULMPOBATL OAHY 13 Hanbornee pacnpocTpaHeHHbIX (hopM noTepu
cnyxa, obycrnoBneHHon MyTaumsiMm reHa GJB2, kogupytoLero 6ernok MexXLeneBbiX KOHTAKTOB — KOHHEKCUH 26, 3Ta rMnoTe3a BHOBb Gbina nepe-
ocmMbicrieHa Yontepom HaHcom. B cepun paboT emy v ero coasTopam yaanoch NpuBecTU CBUAETENbCTBA B MOMb3y TOrO, YTO PENPOAYKTVBHbIE
BO3MOXHOCTYW FNyXUX YBEMUYUIUCE, N Bpakn Mexay ryxuMu NpouCcXoasaT He CrlyyaiHo, a No NPUHLMMIY accopTaTUBHOCTM, YTO B CyMME MOITO
NPpMBECTU K YBEMUYEHNIO pacnpoCTPaHEHHOCTN OAHON U3 Hanbornee YacTbiX «KOHHEKCMHOBBIX» (DOPM NoTepu crnyxa.

KntouyeBble crnoBa: HacneacTBeHHas rmyxoTa, A3blK XeCToB, acCopTaTUBHbIE Bpaku.

The article presents an overview of the role of assorted deafness marriages in the spread of hereditary hearing loss. In 1883, Alexander Graham
Bell, the famous inventor of the telephone, first suggested that frequent marriages between deaf people could lead to an increase in the incidence
of deafness, but this hypothesis was not recognized by his contemporaries. In the 2000s, with the development of molecular genetic studies, which
made it possible to identify one of the most common forms of hearing loss due to gene mutations GJB2, connexin 26, which encodes the interstitial
contact protein, has been reinterpreted by Walter Nance. In the series of studies, he and his coauthors were able to show that the reproductive
capabilities of the deaf have increased, and marriages between the deaf occur not by chance, but by the principle of assortativity, which in total

could lead to an increase in the prevalence of one of the most frequent "connexin" forms of hearing loss.
Keywords: hereditary deafness, sign language, assortative marriages.

lNosieneHue cucmemamu4yeckoao 06-
y4eHus anyxux frodeli Ha OCHoge si3biKa
)xecmos. Havnbonee paHHUI M3BECTHbLIN
cnyyan cneumansHoOro obydeHust rmyxmx
patnpyetca XVI B. Jlopa ropoga OHbs
nposuHumn Byproc B Wcnanum XyaH ge
Benacko HanpaBun OBYX CBOWX FIyXUX
cbiHoBen, ®paHuucko u MNMegpo, B MoHa-
cTbipb CaH CanbBagopa [29]. Mx oby4e-
HMeM 3aHanca MoHax legpo lMoHce ge
JleoH. B obyyeHun GpaTbeB OH Mpume-
Han 6onee 360 ecToB, HEOOXOAUMbIX B
pasnnyHbIX ObITOBLIX CUTyauusix. Takke
npegnonaraeTcs, 4Yto OOMOSNIHUTENbHO
NPYMEHANUCH XKeCTbl, KOTOpble BpaTbs
BblpaboTanu gomMa BO BpeMsi 00LieHus
CO CBOVMMUW [OBYMS [TlyXUMU CECTPaMMu.
Bcero y ne Benacko 6bino 9 gerten, yet-
BEPO M3 KOTOpbIX Obinu rnyxumun. Ero
XeHa XyaHa OHpuke ae PuBbepa sBns-
nacb emy KpOBHOW POACTBEHHUWLEW, YTO
ObIN10 06BIYHONM NPAKTUKOM OIS COXpPaHe-
HWs1 GoraTCcTBa BHYTPU CEMbU B TO BPEMSI.
Oe JleoH npumeHAn cmellaHHbIn nog-
XoAd, BKMOYaBLUMIA MUCbMO, >XECTOBbIN
(maKkTunbHbIM)  andaBuT, MOHalleckne
XKECTbl N «4OMAaLLHME» XeCTbl bpaTbeB.
[Mo3nHee oH ony6nukoBan CBOW OMbIT B
Buae pykonucu «Doctrina para los mudos
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sordo», OpurMHarn u Konuv KOTOPOW HblHE
cunTaroTcs yTepsHHbIMn [29].

B 1615 r. ansa obyyeHus Jlynca dep-
HaHoesa ge Benacko, BHyyaToro nne-
MSHHUKa NepBbIX y4yeHuKoB Ae JleoHa,
B Magpug 6bin npurnaweH MaHyanb
Pamunpes ne KappwvoH. [le KappuoH 06-
yyan Jlynca, ncnonb3yst 4aKTUNbHbLIN an-
dasut. MNMocne ero otbe3ga obyyeHvem
Jlynca ge Benacko 3aHsancs Xaw MNa6no
BoHeT, obyumBLuniics y e KappuoHa ero
metogam. B 1620 r. oH ony6nunkoBan KHu-
ry «Reduction de las letras y arte para
ensefiar a ablar los mudos» (nep.: «Co-
KpalleHue OykB M MCKycCTBO 0byyeHus
HEMOro roBopuTb»), KoTopasi Brocnes-
CTBMM nmena 6onbLuoe 3HaveHue, byay-
4Yu NepBoOu KHWUIoM O crnocobax oby4veHus
rnyxux. Cam Jlync ne Benacko Takxke cbl-
rpan BaXxHyl porib, MOKa3aB HaCKOMbKO
BbICOKOOOPa30BaHHLIM MOXET ObITb rny-
X0n yenosek [29].

Mpu3HaHWe s3blka KECTOB MOMHOLEH-
HbIM 513bIKOM, @ Takke pa3paboTka 1 BHe-
ApeHne y4ebHom nporpaMMbl no ero oby-
YeHuto HavmHaetcs ¢ Wapns Muwens ge
JT'3ne. JT'One poguncsa B 3HaTHOW cemMbe
B Bepcane, nonyunn obpasoBaHue CBsi-
weHHuka. CBoe npu3BaHWe OH Hallen
cryyariHo, Korga BCTPeTWUn ABYX FMyXux
[EeBOYEK, KOTOPbIX Obyyanu Mo KapTuH-
kam. OH cuuTan, 4To Bepa U cnaceHue
OyLWW He OOMKHbI 3aBUCETb OT Criyxa u
MOryT ObITb OOCTUIHYTbI Yepes3 KecCTbl.
Vicnonb3ys Aom cBoero oTua 1 cobCTBEH-
Hble cpeacTBa, J1'One ocHoean B 1760 T.

nepByto GecnnaTHylo KONy ANSA MyXuX.
MepBas ero nybnukaums nosiBunacb B
1774 r., B KOTOPOW OH onpenenvn u ony-
GrnykoBan cUHTaKCUC si3blka xecToB [29].
B T0 e Bpems, B 1778 ., Obina oTkpbITa
nepsasi LWkona ansa rnyxux B Fepmaxun.
Eé ocHoBaTenem 6bin Camyans MenHuke,
KOTOPbIN Havan 3aHumaTtbes obyyeHnem
rnyxux ¢ 1754 r. Cyntan 3ByKOBOW MeTOq
N Pa3roBOPHBIN A3bIK HEOOXOAMMbBIM ONS
nonHoueHHoro obpasosaHusa. B csoto
ovepenb OH OCHOBbIBAncs Ha Tpygax
ronnaHackoro Bpaya MoraHHa KoHpaga
AMMaHa, OCTaBMBLUETO [ABa COYMHEHUSI
«Surdus Loquens» (AmcTtepgam, 1692)
n «Dissertatio de loquela» (AmcTtepgam,
1700). OTM OBa COYMHEHUS MHOro pas
nepeunsgasanucek (7-e mnspganne B 1740
I.) 1 6bINM NepeBeaeHbl Ha paHLy3CKuiA
N HemeLKni 93bikn. OHM NOCHYXunu oc-
HOBaHWEM Ans nocrnenywLwmux yymTenem
rMyXoHeMblX, ocobeHHo Ang leliHuke, B
UX AanbHenLWnX NccneoBaHnsXx.
Funnomesa AnekcaHdpa bernna o e3a-
UMOCB53U 8POXOEHHbIX ¢hOpM 2/1yXOmbl
c bpakamu mex0y anyxumu. B 1883 r.
AnekcaHgp paviam benn, 3HaMeHUTbIN
nzobperatens TenedoHa, BbICTynas B
HaunoHanbHon akagemum Hayk CLUA,
BrnepBble BbICKa3an MpeanonoXxeHue,
4YTO YacTble Opaku Mexay rmyxXuMu noab-
MW MOTYT NPMBECTU K POCTY BCTpEeYaeMo-
ctv rmyxotsl [2, 3]. Cam Benn 6bin go-
cTaTo4yHo 6nnsko 3HakoM c npobnemamu
crnabocnblwalmx 1 rmyxmx, Tak Kak ero
MaTb Hayana TepaTb Crnyx, Korga emy



Obino 12 net [17]. YT06bLI obwWaTbes C
HeW 1 nomoratb e’ NOHMMaTb OKpYXako-
wmx, benn Bblyunn A3bik xxecToB. B Hava-
e CBOeN Kapbepbl OH MOLLen no ctonam
oTua, NMUHrBMCTa, paspaboTaBluero cu-
CTEeMy TaK Ha3blBaeMoW BUMOUMOW peyn.
Buarmas peyb — 310 choHeTuyeckun an-
¢aBuT 1 cMcTeMa nucbma, rmaBHOW OCO-
OEHHOCTbIO KOTOPOW ABMAETCS BU3yarb-
Hasi penpes3eHTauns NONOXeHWs OpraHoB
apTUKYNALMOHHOrO annapara npv npoms-
HoweHun coHem [5]. AnekcaHap benn
CyLLeCTBEHHO fopaboTan aTy cuctemy. B
1871 r. oH ObIN NpUrNalleH B WKoNy Ans
rnyxoHembix B BoctoHe (CLUA), 4T06bI
0By4nTb UX yYnTenemn cmctemMe BUAMMON
peun. B 1872 r. oH oTkpbiBaeT Llkony
dm3monornm ronoca n MexaHviku peyv B
BocToHe, koTopas npuenekaet 6onbLioe
KONMUYECTBO MYyX1X Y4EHUKOB.

Kak n MHOrMe y4eHble TOro BpeMeHH,
Benn 6bin O4eHb 3auHTEpPECOBaH B Ha-
yKe€ O HacneaCTBEHHOCTM, CTaBLUeln Mo-
nynspHON ¢ MOMeHTa nybnukaumu Tpyaa
Yapnbsa JapsuHa. B cBoem nmeHun oH
NpoBOAWN ANUTENbHbIE CENEKUMOHHbIE
akcnepumeHTbl [5]. OTHOCUMTENbHO rny-
XOTbl HabniopgeHns benna nokasanu,
YTO OONS rMyXuxX AeTen, POXAEHHbIX OT
rIyXUX poguTenen, BO MHOro pa3 npeBbi-
LIaeT AOM0 FMyXMX AeTen, POXAEHHbIX B
o6wwen nonynauum. CBou HabnoaeHns u
pa3mblILIeHnst OH onybnukoBan B JoKNa-
ae B 1883 r., koTopbIn BbI3Ban GypHble
anckyccun. OfHaKo B pesyrnbsTaTe OH Tak
N He cmor BblpaboTtaTtb kakon-nmbo Teo-
pun, 0B6BACHSAOLLEN ero NpeanonoXeHns
1 Habrnogerus [19].

HaunHanve bBenna npogomxun Oa-
Bapa AnneH ®ain, BULE-NPe3nAEHT KO-
nemxka ana rnyxux Fannoge (Gaulladet)
1 pegakTop XypHana «American Annals
of the Deaf» [18, 19], koTopomy Benn
nepegan Bce cobpaHHble UM poaoCIoB-
Hble. 3a 6 net ®ai co cBOUMM NOMOLLHU-
KaMu, NpoaHannsMpoBaB POOOCIOBHbIE
4471 6paka cpegu BbIMYCKHUKOB KO-
nemxka lannoge v BbINYCKHUKOB APYrux
LUKOM-MHTEPHATOB AN FNyxXux Ha Bcew
Tepputopun CoeavHeHHbix LTaToB 3a
nepuop ¢ 1803 no 1894 r., cmornu co-
OpaTb MHopMauuo o 6onee yem 8500
yen. [13]. Nx BbiBOABI HE NOATBEPXAANU
aprymeHTbl Benna, Ho 1 He onpoBepranu
ero kputukoB. Kak un npegnonaran benn,
npocrexveanacb CBsi3b MyX0Tbl C Ha-
CneacTBEHHOCTLIO. Tak, cpean BbIOOpKU
OeTeln, y KOTopbIX 0auH nnu oba poauTe-
nsa 6binn myxumun, 9% 6binu Takke rmy-
XVIMU, MO CPaBHEHWIO C BCTPEYAEMOCTbIO
noTepu cnyxa cpeam obLiero HaceneHus,
coctasngswen npumepHo 1 Ha 1000 Ho-
BOPOXAEHHbIX. TEM HE MeHee MeHbLUWNN
NPOLUEHT TNyXux MOTOMKOB pOXaancs
y nap, rge oba pogutensa Obinn rmyxu-

MU, Y4eM Yy nap rnyxomn-cnbiwatimn. MNpn
3aToM 76% npoaHanuavpoBaHHbIX Opa-
KOB ObINv mexay AByMS rmyxumn. Ha-
NNYME MyXNX POACTBEHHUKOB U KPOBHOE
pPOACTBO poauTenen Gbinu dakTopamu,
Hanbornee CUnbHO YBENMYMBAKOLLMMN Be-
POSITHOCTb POXAEHMSA TNyxoro pebeHka
[13], ogHako aTn nccnegoBaHWs He Nory-
YUY NPOSOITKEHMS.

lModmeepxdeHue eunomesbl  Yori-
mepom HsHcom. HayyHoe coobLecTBo
0ObIYHO He MpPWHUMAano BO BHUMaHWe
npegnonoxeHve benna, yuntbisasi 6onb-
LLOE KOMWYECTBO TFEHOB, CBA3AHHbIX C
rnyxoton. Tak, Oxenmc Kpoy n [xosed
denb3eHLUTENH, OCHOBbLIBasICb Ha Knac-
cnyeckunx pabortax PoHanbaa ®uwepa un
Cbtoanna Pawnta [14, 31], nokasanu, 4to
accopTaTtuBHble Opaku (bpaku no cxoxe-
CTU MPWU3HaKOB) MpWU OTCYTCTBUM AaBre-
HUst oTOOpa BNUSIIOT TOMBbKO Ha YacToTy
BCTPEYaEeMOCTU TEHOTUNA, a He TFEHOB.
OTHOCMKTENBHO TMYXOThl OHU NPULLAK K
BbIBOAY, 4YTO ecnu deHoTMn obycnos-
NeH reHamm ¢ OWHAaKOBOW 4acToTON B
35 nokycax (kak Torga cumtanocs [11]),
TO JaXe WHTEHCKBHblE accopTaTUBHblE
O6pakn, B oOTCyTCTBMM OTOOpa, AOagyT
nuwb 2-3%-Hoe yBenu4yeHvne BCTpevae-
MOCTW rnyxoTbl [31].

B 1970-x rr. Bbiwna pabota daBapaa
a5 [13] ¢ akTyanbHbIMKU, HA TOT MOMEHT,
OaHHbIMU  €XErogHoro  UccrnefoBaHus
OeTeln ¢ notepen crnyxa B yHMBepcutete
Mannoge, BKMHOYaBLUIMMKU UHGOPMaLMIO
0 12665 cubcteax [27, 28]. B pabotax
Cbto3aH Poy3 BnepBble NpUMEHSAIOTCH
NOHATUSA KOMI/IeMEHMapHbIe€ N HEKOM-
nneMeHmapHble 6paku npu aHanuse
accopTaTuMBHbLIX OpakoB rMyxux noaen
MO COCTOSHUIO CryXxa WX MNOTOMCTBA.
Moo KoMMnnemeHTapHbIMU MOHUMAKTCS
Opakn mexagy rrmyxvmMu napTHepamu C
pPa3nNMYyHON 3TUOMOrMEen noTepu cnyxa
(npnobpeTeHHas noTeps criyxa y ogHoro
M3 NapTHEPOB MMM MyTauuu B pasnny-
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HbIX reHax, CBA3aHHbIX C NoTepen cny-
Xa); B Takmx 6pakax mMoryT ObiTb TOMbKO
Crblllalne nnu, B HEKOTOPbIX Cryvasx,
Kak rmyxve, Tak u cnelwatime aetu. He-
KOMMNMNEeMeHTapHble — 3T0 Opaku mexay
rMyXMMU NIOABMU, KOTOPbIE UMEIOT OZHY
N Ty € FEHETUYECKYIO MPUYMNHY MoTepu
cnyxa — Hanuuue GuannenbHbIX pelec-
CVBHbIX MyTaLuii OQHOTO M TOTO XKe reHa.
Bce geTtun Takon cynpyeckour napbl Tak-
xe ByayT rmyXumm n UMEeTb Ty XKe reHeTu-
YeCKyH 3TUOMOrMI0 NOTEPU CryXa, YTo U
ux pogutenu (puc. 1).

Pesynbratel Chto3aH Poy3 nokasbiBa-
toT, uto Mexay XIX n XX B. gons geten,
UMEILLMX OOHOr0 UMW OBYX TyXUX pPo-
autenen, yeenmumnack Ha 38%, ¢ 0,064
no 0,089. Cpean accoprtatuBHbIX Gpa-
KOB [0Mns HEKOMMIeMeHTapHbIx GpakoB
Takke Bblpocna Ha 23%, ¢ 0,29 go 0,36.
Ha atux gByx MacwTtabHbIx BblIGOpKax
Poy3 npoBena cerperauvoHHbIi aHanus
1 cgenana BblBoA, 4TO B 49% cny4vaes
rmyxota 6bina cnopagudeckon. Cpeaun
HacneacTBeHHbIX dopm 12-14% Obinu
OTHECEHbI K ayTOCOMHO-AOMUHAHTHbLIM C
HEMOSIHOW MEeHETPaHTHOCTb, 1 86-88%
cnyyaeB ObINu onpeneneHbl kak ayTo-
COMHO-peLieccuBHble. MNpyu atom Obino
CAenaHo AonyLieHue, Y4To oHn obycnos-
neHbl reHamn B 10 HE3aBUCUMBIX JOKY-
cax, pacnpeneneHHbIX, BEPOATHO, C 0au-
HakoBoW YacToTon [27, 28].

B koHue XX B. npeacraBrieHns o Bbl-
COKOW reTepOreHHOCTN HacrneacTBEHHOW
noTepu cnyxa KapAvHanbHO MOMEHS-
nvcbk. CTano siCHO, YTO HacreacTBeHHas
rnyxota, cBsidaHHasi ¢ nokycom DFNB1
(ayTocomHo-peLeccuBHas rmyxota 1A
TMna), B KOTOPOM OblN KapTMpOBaH reH
GJB2 (Cx26), siBnseTcs Haubonee uva-
cton [7, 16]. Bbino ycraHoBneHo, 4To
MyTauun B 3TOM reHe SBMNSATCS OCHOB-
HOW NPUYNHOM ayTOCOMHO-peLecCuBHON
HecMHOpPOMAarbHOW BPOXAEHHOW MoTepu
cnyxa BO MHOruMx nonynaumax [6-9, 20,

AccopraTuBHbIe Opaku
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Puc. 1. Tunbl accopTaTvBHbIX 6pakoB Mo rryxoTe
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22, 23, 26]. HoBble MonekynspHo-reHe-
TUYECKME OaHHble O TOM, YTO OO MOMo-
BMHbI BCEX Crly4yaeB HacneaCcTBEHHOM
noTepu criyxa o6ycrnoBneHbl MyTaumaMmm
ofaHoro reHa — GJB2, ctanu 6onbwnm oT-
KpbITMEM, U B NMOCMeayHoLLEeM NMPUBENK K
NepeoCMbICIIEHNI0 MHOTMX paHee Cylie-
CTBOBaBLUMX KOHLIENLWIA O KpalHe BbICO-
KOW reTeporeHHOCTM AaHHOMW NaTonormu.

Cam dakT wnaeHTudumkaumm ogHomn
MaKOpHOI hopMbl NOTEpU crnyxa Npeao-
CTaBu BO3MOXHOCTb MEPEOCMbICIINTD
runotedy AnekcaHgpa benna o Tom, uTO
accopTatuBHble Gpaku mexagy rmyxumm
MOryT crnocobCTBOBaTh YBEMUYEHUID KX
yncna 3a cyeT pocTa [Onu Hekomnne-
MeHTapHbIX GpakoB, B KOTOpbIX MoTeps
cnyxa y oboux cynpyroB obycrnoBneHa
OLJHOW N TOW X€ reHETUYECKON NPUYNHOMN.
Tak, B 2000 r. Yontep HaHc npegnono-
WM, YTO BO BCEX HEKOMMIIEMEHTAPHbIX
Hbpakax mM3 HabopoB AaHHbIX OnBapaa
®aq [13] n CbtozaH Poys [27, 28] noTe-
psi cnyxa morna 6biTb 06ycnosneHa my-
Taumammn reHa GJB2 («KOHHEKCMHOBas
rnyxotay»). B Takom cnyvyae BO3MOXHO
KOCBEHHO OLIEHUTb BKMaz 3TUX MyTauui
no Jore HeKOMMIeMeHTapHbIX OpakoB.
[ona Ttakmx GpakoB Oymer nponopum-
OHarbHa 4YeTBEpTOM CTEeMNeHW 4acToThl
COOTBETCTBYHOLLEr0 MYTAHTHOIO annerns
B JaHHOM nonynsumun, T.e. g?%q? roe q°
SIBNSIETCA [ONel «KOHHEKCMHOBOWM [y-
XOTbl» B nonynauun. V3 gaHHbix Poys
cnepgosano, 4to cpean 1299 cepTtuns-
HbIX accopTaTuBHbIX GpakoB Hekommne-
MeHTapHbIMK 6bInn 4,2%, 1 Torga BkNag
KOHHEKCUHOBOW (hOpMbI MOTEPU Cryxa B
XIX B. 6bIn NpUGNM3NTENBHO paBeH g2 =
0,042 = 0,204 [24]. YonTep HaHc 1 ero
Konnerun, conoctaBuB 3TOT MokasaTerb
(20,4%) c coBpeMeHHbIMU, Ha TOT MoO-
MEHT, AaHHbIMK (35,6%), oTMeTUNMN 3Ha-
YNTENbHOE YBENUYEHWE OONUN «KOHHEK-
cvHoBon rmyxoTbi» B CLUA mexay XIX un
XX B. [4].

Ha ocHoBe aTtoro 6bina BblABUMHYTA
rmnoTesa, YTO YacTble accopTaTUBHbIE
Opakn Mexay [myxvumu WHAMBUALAAMMU,
B COYETaHMM C UX BO3POCLUEN MPUCHO-
cobneHHocTblo (genetic fitness), mornu
NPMBECTN K POCTYy BCTPEYaeMOCTU Ha-
cnefgcTBeHHou notepu cnyxa B CLUA [24,
25]. Y. HaHCc 1 ero konnern npegnosno-
XWUnuW, 4TO B NpeaplayLieM TbicayeneTum
NpPUCNocobneHHOCTb NUL, C BPOXAEHHOM
rMyxoTon Obinia o4eHb HU3KOW, 1 YTO Ya-
CTOTa BCTPEYaeMOCTU FreHOB rMyXOThbl Ha-
xoaunacb B paBHoBecuu [25]. BeegeHue
s3blka >xecToB B EBpone ~300 neT Hasag
[29] aBnseTca OAHMM U3 KNKOYEBbLIX CO-
ObITWIA, KOTOPOE 3HAYUTENBHO YIYYLLUIIO
coumanbHble N 3KOHOMUYECKMNE YCIOBUS
rMyXWX, a Takke UX NpUcrocobneHHOCTb.
leHeTnyeckasa npucnocobneHHocTb (ge-

netic fitness) rnyxmx, B pabotax Yonte-
pa HaHca, nsmepsieTcsa OTHOCUTENbHOW
dhepTUnbLHOCTbLIO, KOTopas onpegenser-
CA KaK COOTHOLUEeHVWEe CpegHero 4yucna
neten B BbIOOpKE MMyXMX U CrblLLALLMX
nHavenaoB. lMpumep pacyeTa OTHOCK-
TENbHON PEPTUNBHOCTU NpPEeACTaBneH
Ha puc.2.

NnpoBeny KOMMbIOTEPHOE MOZEnNupoBa-
HMe, HanpaBreHHOe Ha OLEHKY BMUSAHUSA
accopTaTtuMBHbIX OpakoB U CHWXEHWs
AaBneHunst oTbopa no rryxoTe Ha pacnpo-
CTPaHEHHOCTb ayTOCOMHO-PELIECCMBHOMN
rnyxoTbl [25]. Pe3ynbratbl Mogenvposa-
HUS NPOAEMOHCTPUPOBANN U3MEHEHNE
YacTOTbl [MYXOTbl C MOMEHTa Havana oc-
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Puc. 2. OtHocutenbHast depTunbHocTb (genetic fitness). CpegHee uucno getent y rnyxmx
KEHLUMH B CpPaBHEHUW C UX Crblwalummm cnbcamm B Bodpacte 35-69 net B AkyTum. «{» —
XeHLWWHbl. [loBepuTenbHble nHTepBarnbl Ha 95%-HOM ypoBHe 3HauMMocTu [21]

Bo mHorux cTpaHax Oblnm cosgaHbl
LWKOMbI ANS FAyXuX U cnabocnbilallmx,
yTo crnocobcTBoBano BbiIbopy GpayvHoro
napTHepa Ha OCHOBE BriafeHus s3bIKOM
XKEeCTOB, TO €CTb $13bIKOBOW FOMOrammu.
Bospocluasi npMcnocobneHHoCTb rMyxux
WHOMBMOOB, B CBOK OYepedb, MOXET
ObITb MHTEpNpPETMpOBaHa Kak ocnabne-
HVMe [aBrieHus otbopa, HanpaBneHHOro
NpoTMB rMyxoTbl. B cBA3KM ¢ 3TUM Oblino
BbIABMHYTO MNPEAnoNoXeHne, YTo cove-
TaHne «ocnabneHHoro otbopa» n accop-
TaTMBHbIX OpakoB [AOMKHO OaBaTb npe-
nUMyLLleCcTBO Hauboree pacnpocTpaHeH-
HOW hopMe ayTOCOMHO-PeLLEeCCUBHOM
rNyxoTbl B nonynsaumm [24], a Takke Mo-
KET MMETb OTHOLLEHME K SBOMOLIMOHHOM
rmnoTese 0 MexaHu3me urkcaLmmn reHoB
peun y yenoseka pasymHoro [25].

KomnsromepHoe modernuposaHue pac-
pocmpaHeHHoOCmMuU  HacriedCmeeHHbIX
¢opm riomepu criyxa npu ocnabneHuu
OaerneHusi ombopa. [Ansi NpoBEpPKU CBO-
en rmnotesbl YonTtep HaHC 1 ero konnerun

nabneHusi otbopa, Kak Npu Hanuyuu, Tak
M Npy OTCYTCTBMU accopTaTUBHbIX Bpa-
koB. Kpome TOro, n3BecTHo, 4To accopTa-
TUBHble Bpakn yBenuunaarT OeHOTUNN-
YyecKkoe MNposiBrieHne annenemn, KoTopble
MoZynupytoT adbdekT aaBneHus otbopa
Ha 3TV annenu, cregoBaTefibHO, MOBbI-
LWeHHas npucnocobneHHocTb ByaeT crno-
cobCTBOBATL YBENMUYEHMWIO YNCNa TMYXNX
nHavengos [25]. Mpu aTom pocT BCTpe-
YaeMoCTU [MNyXOTbl ConpoBoXAancsa po-
CTOM 4acTOTbl PELECCMBHOIO annensi u
3HaAYUTENbHO YCKOPSNCS B NPUCYTCTBUM
accopTaTMBHbIX OpakoB, YTO MOXET 00b-
SICHUTb YABOEHME BCTPEYaEMOCTU KKOH-
HeKCUHOBOMY» dopMbl rmyxoTbl B CLUA B
TeueHne 200 net. Bbino nokasaHo, 4TO
adhchekT accopTaTuBHbIX GpakoB orpa-
HUYeH TOW hOPMON PELIECCUBHOWM TyXO-
Tbl, KOTOpPas SABNsiETCS Hambonee yacTomn
[25].

Cnenytowen paboTor, NOCBSLLEH-
HOW [aHHOW TemaTuKe, cTan adHanum3
COBpeMeHHbIX AaHHbix 0 311 6pakax



BbIMYCKHWKOB yHMBepcuteta [annoge
(Gallaudet University) B conoctaBneHun
C faHHbiMn 3aBapaa das [13], koTopbIn
BbIABUN Gonee yem 5-kpaTHoe yBenude-
HWe OO0 HEeKOMMNeMEHTapHbIX GpakoB:
c 4,2 0o 23% [1]. I3 aTnx AaHHbIX MOXHO
KOCBEHHO OLEHWUTb yBEnu4eHue BKnaga
«KOHHEKCMHOBOW» (POpMbI MOTEPYU Cryxa
B aTnonoruto rmyxotbl B CLUA. Jonun He-
KOMMNINEMeHTapHbIX OpakoB MO rMyxoTe,
paBHble 4,2% B XIX B. [13] n 23% B Haya-
ne XX B. [1], npubnunanTtensHO cooTBeT-
ctytoT 20,5% un 47,95% Bknaga GJB2 B
notepto cryxa (V0,042 = 0,2049, V0,23 =
0,4795). B pesynbrate poCT AOMM «KOH-
HekcnHoBOM» rnyxoTbl 3a 100-200 net B
CLWA coctasun 134% [1, 13]. MNMpu atom
Obino ybeamTensHO nokasaHo, Y4To 3ToT
POCT CBfI3aH MMEHHO C A3bIKOBOW FOMO-
ramuen [1].

Mo3gHee ObinM onyGnMKoOBaHbI  ak-
TyanbHble AaHHble MO penpoaykuum u
©OpayHON CTPYKTYpe Y FMyXmx MHOMBWUAOB
Ha OCHOBE BbIOOPKM BbIMYCKHUKOB YHU-
BepcuteTa Mannoge [15]. CpeaHee konu-
YeCTBO AETeN Yy ryxXux ObIfo HUXe, YeM y
MX Crblllalmx cMbcoB, 1 OTHOCUTENbHAsA
depTunbHOCcTL cocTaBuna 0,88 [15]. Oa-
Hako oHa Oblina Bbile nokasartenewn ne-
penucu rnyxoro Hacenexnusa CLUA Tpua-
uatuneTHen gasHoctn — 0,74 [30], yto
CBUOETENBLCTBOBANO O BO3POCLUEN MNpu-
crnocobneHHocTu (fitness) rmyxux ntogen
N CHWKEeHWW AaBrieHust otbopa no rny-
xoTe [15]. [Jonsa accopTaTuBHbIX GpakoB
coctaBuna 0,79, n aHanu3 nokasartenemn
pOX4aeMoCTU nocrne cTpaTudukaumm no
Tvnam OpakoB nokasarsn, YTo B accopTa-
TUBHbIX Bpakax poxaaercs Gonblue ae-
Ten (2,11), yem B Opakax mexay rmyxu-
MU 1 crblwawmmmn nHamengamu (1,85),
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npegnonarasi BNMsiHie MHOXecTBa ak-
TOpPOB Ha PePTUNBLHOCTbL rmyxmx [15]. Ta-
KM obpasom, B NpeacTaBrieHHON cepumn
pab6or [1, 15, 24, 25] YonTtep HaHc 1 ero
Konnern CMornu npegoctaBuTb CBUAe-
TENbCTBA B MOMb3y rMnoTe3bl O TOM, YTO
yacTble Gpaku Mexay rmyxumu ngemMu,
B COYETAHUU C ocrnabneHvem gaBneHus
oTtbopa, AeCTBUTENBHO MOTTIN NPUBECTU
K POCTYy BCTPEY4aeMOCTU «KOHHEKCUHO-
BOM» cpopMbl rnyxoTbl B CLUA HaumHas ¢
XIX B. (puc.3).

[Opyrasi rpynna wccneposatenen w3
yHuBepcuTeTa annoge Takke paccmo-
Tpena BOMpOC BAVSHUSA acCopTaTUBHbIX
OpakoB Mexay rmyxvuMy NAbMW  Ha
pacnpoCcTpaHeHHOCTb  ayTOCOMHO-pe-
LIeCCVBHOWN MyXOTbl U 4acTOTy COOTBET-
CTBYIOLUMX annenen Ans nepenpoBepku
rmnoTesbl Yontepa HaHca, ocHoBaHHON
Ha npeanonoxeHun AnekcaHgpa benna
[12]. Ncnonb3oBaB AaHHble 13 paboTbl
no mogenuposaHuto HaHca n Kupen [25],
[epek BpayH ¢ coaBT. NpoOBENU BbIYNCIIN-
TenbHblE 3KCMEPUMEHTbI C MPUMEHEHW-
€M areHTHO-OPWEHTMPOBAHHOW MOAEMNMN.
OHu nokasanu, 4YTo AoNS peLecCUBHbIX
romosurot 6eina Ha 23% Bbile B nony-
nauum ¢ 90%-HbiMKM  accopTaTUBHBIMU
6pakamu no rnyxote (g* = 0,022%), yem
B nonynsuun 6e3 accoptatnBHbix 6pakos
(g = 0,017%) npn mMomenupoBaHWM Ha
npotspkeHmn 20 nokonenun [12]. Bbino
nokasaHo, 4TO POCT BCTPEYaeMoCTu ay-
TOCOMHO-PELIECCMBHOW TTyXOThbl OrpaHu-
YeH NepBbIMW TPEMS MOKONEHUSMM, YTO
TaKKe COOTBETCTBOBAIO BbIYMCMEHUAM,
BbIMOMTHEHHbLIM COrNAacHO TEOPETUYECKNM
pacyetam J. Kpoy n J. ®enb3eHwTernHa
[10]. OononHuTenbHO ObINO NPOBEAEHO
MOAEenVpoBaHue C PasfnnyHbIMW 3Hade-

A Nance et al., 2000
B Arnos et al., 2008
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Puc. 3. PocT yacTtoTbl MmyTauui reHa GJB2 B CLUA 3a 200 net [1, 13, 24]

vyl YW1

HUAMW CpefHero Yucrna AeTen y rmyxux,
B pes3ynbrate KoToporo Obino nokasa-
HO, YTO YacToTa peLecCUBHOroO annens
yBenuymBanacb npu 3Ha4YeHuM OTHOCK-
TenbHon cheptunsHocTn B 1,5 pasa mnu
BbILLE, NPY COYETaHMN C acCOpPTaTUBHbI-
Mu 6pakamu [12]. BeiBogpl, coenaHHble
B pabote bpayHa u ero konrner, B LenomM
COrnacyTcs C AaHHBIMW, NOIyYEHHbIMN
HaHcom [25], ¢ HEKOTOPbLIMU YTOUYHEHU-
AMU B 4acTW BMUSHUSA CHWKEHHOW pe-
NpoAyKUUN WM OONU HeHacneaCTBEHHbIX
dopm notepu criyxa [12].

B 3akntoueHne HeobxoaMmMo 3aMeTUTb,
4YTO CUMYINSILMOHHbIE MOAENW, npeano-
XeHHble HaHcom [25] n BpayHom [12],
OCHOBaHbl Ha PETPOCNEKTMBHBIX AAHHbIX
XIX B., kOTOpble ObINM HanpaBneHbl Ha
NnoaoTBEPXAEHME pONM  accopPTaTUBHbIX
OGpakoB No rnyxote B yBENUYEHUUN BCTpE-
4aeMOCTU  «KOHHEKCUHOBOM»  (popMbl
rMyXOTbl, NPOU3oLLEeaLLlEeN C MOMEHTA Mo-
SIBMEHWS NOCTOSAHHBIX COOOLLECTB MyXnx
niogen 6onee 200 net Ha3aa. B HacTos-
LLlee BpeMsi OTCYTCTBYHOT MOZENMN, NO3BO-
NAOLWMe OLEHUTb PacnpoCTPaHEHHOCTb
HacneacTBEHHbIX hOpM MOTEpPU Criyxa B
OyayLiem, ¢ y4eTOM M3MEHMBLLENCS CO-
unaneHoOW cpedbl U COBPEMEHHbIX TEH-
OeHuuii B obLlecTBe, HanpaBneHHbIX Ha
MOBbILLIEHNE COLManbHOIrO pPaBeHCTBa.
Pa3BuTe COBPEMEHHbLIX MeOULIMHCKMX
TEXHOIMOIMI, Taknx Kak KoxreapHasi UM-
nnaHTauus, M pasnunyHbliX coumanbHbIX
nporpamm peadunuMTaumMmn rnyxmx npu-
BOOWT K MX Oonbluen nHTerpauumn B 06-
LLeCTBO U, Kak CrneacTBue, OTCYTCTBUIO
CHWKEHUS]  PEenpOdyKTUBHbIX  BO3MOX-
HocTel. B Takux ycrnoBusix, NPOrHo3bl
pacnpocTpaHeHHOCTH HacnepyeMbix
dopm rnyxoTbl MOryT OGbITb BoCTpebo-
BaHbl C MPAKTUYECKOWN TOYKM 3pEHUS NS
nnaHvpoBaHnsa obbema Heobxoaumom
MEAMLMHCKOW U CcoLuanbHOM MOMOLLN.
B cBA3u ¢ aTnm, akTyanbHa paspaboTka
KOMMNbIOTEPHBLIX MOAernew, MnporHo3vpy-
IOWUX AVMHAMWKY HacrneacTBEHHOW [y-
XOTbl MOA AENCTBMEM ocnabneHuss unm
MONMHOro OTCYTCTBUS [AaBrneHust otbopa
no rnyxoTe C WCMoMnb30BaHWEM COBpe-
MEHHbIX AaHHbIX.
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POINb HEMPOMUIUHA-1 (NRP1)
B PA3BUTUM UHOEKLIMU SARS-COV-2

MpencraeneH ob63op nuTepaTtypbl 0 ponu HewponunuHa-1 B passutum nHgekumm SARS-CoV-2 1 nouck BepOATHbIX CBA3EN NONUMOPHbIX
BapuaHToB reHa NRP1 ¢ SARS-CoV-2. B gaHHoM 0630pe npuBeAeHbl XxapakTepUCTMKN NONMMOpPdHbLIX BapnaHToB reHa NRP1, KoTopble AeMOH-
CTPUPYIOT BO3MOXHOCTb UX CBSI3U C TedeHneM nHdekumnm SARS-CoV-2.

KnioueBble cnosa: nHdekuma SARS-CoV-2, HerponunuH-1, nonumopdHbie BapnaHTbl reHa NRP1.

A review of the literature on the role of neuropilin-1 in the development of SARS-CoV-2 infection and a search for probable links between poly-
morphic variants of the NRP1 gene and SARS-CoV-2 are presented. This review presents the characteristics of polymorphic variants of the NRP1
gene, which demonstrate the possibility of their association with the course of SARS-CoV-2 infection.

Keywords: SARS-CoV-2 infection, neuropilin-1, polymorphic variants of the NRP1 gene

MAPKEJIOB Bwutanuin AHppeeBu4Y — Ma-
rmcTpaHt ®rbOyY BO Bawly, ct. nabopaHT
®re0yY BO BI'MY MunsgpaBa Poccuu,
r. Yoda, DAHUNKO Kcenns BnagumupoB-
Ha — K.6.H., goueHT ®IrBOY BO BIMY MuHs-
npaea Poccun, c.H.c. UHUIT ©oFBOY BO BIr'MY
MwuH3agpasa Poccun.

BBegeHue. C Hayanom naHaAemMum Ko-
poHaBupycHoln uHdekumn SARS-CoV-2
HeobxoauMo ObINO Kak MOXHO paHbLue
NMOHATb MeXaHN3Mbl MPOHUKHOBEHMS 3TO-
ro Bo3byauTens B KNETKy M MexaHu3Mbl
ux B3aumopgenctema. B 2020 r. 6bino
0BHapy>XeHO, YTO pacLUeneHHbIn ypu-

HOM (bparmeHT S1 wwmnosuaHoro Genka
SARS-CoV-2 Hanpsimylo cBsi3bIBaeTcs C
HEenponUINMHOM-1 KNETOYHOW MOBEPXHO-
cTun [6].

Henponunuu-1 (NRP1) npencraens-
eT coboli TpaHcMeMBpaHHBbIN FIMKOMpo-
TeuH. PeuenTtop HenponunuHa-1 vrpaet



