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TYT'OYXOCTbB HA ITOYBE POACTBEHHOI'O BPAKA
KAK ®AKTOP HACJIEJICTBEHHOMU BOJIE3HU

(OB30OP JIMTEPATYPDI)
XoamaroB U. b., Ounizona A.A.
Kypc oropunonapunronoruu XymkaHJICKOTO OTAEICHUS
TaIKUKCKOrO MHCTUTYTA MOCIEAUIUIOMHON OATOTOBKY MEIUIIMHCKHUX KaJIpOB
Topoackoil LeHTp 300pOBbSA
Xymxkana, TagKukucTan

Pe3tome: B nanHOM 0030pe IIMPOKO OCBELICHBI BOIPOCHI TYrOyXOCTH Ha IIOYBE POJICTBEHHOTro Opaka, Kak (hakTopa
HaCJICACTBCHHOI'O 3a0oneBanus. 1o JJaHHBIM Taam/nccxnx ABTOPOB HM3JIOXKCHBI HAIIPABJICHUEC I/ICCJIe,HOBaHI/IFI, nonyiasanuoHas
FCOFpa(I)I/Iﬂ HaCJICACTBCHHBIX Ooie3Heil. HOHyJIHIlI/IH ¢ 0COOBIMU XapakTCpUCTUKaM, B YAaCTHOCTHU, BBICOKMM YPOBHEM
KPOBHOI'O pPOACTBA, OCBCLICHBLI TAaKHC (baKTOpbl, KakK I/IM6pl/IﬂI/IHF B CUJIy CYIIECCTBOBAaHUSA H30JISAHTA. HpOBCHCH aHaJIu3
KIIMHUYCCKUX ayIUOJIOTUYCCKUX U BeCTl/IGyJ'IOMCTpI/ILleCKI/IX 0Cco0eHHOCTEH TYTOyXOCTHU Ha IIOYBE POJACBECHHOIO 6pa1<a. Amnanms
Ol'[y6J'[I/IKOBaHHI)IX MaTrepuajioB CBUACTCIILCTBYET O TOM, YTO ﬂeﬁCTBHTCHbHO CyHIECTBYCT HACJIICACTBCHHO - ceMmeliHas (bOpMa
TYroyXoCTu Cpe€Aau MECTHBIX JKUTENCH Taﬂ)l(I/IKI/ICTaHa. I[aHHI)IC ucciegoBaHusl UHTCPCCHBI TEM, 4YTO IJId Ta)l)KI/IKI/ICTaHa
CBOICTBEHHBI MOHOHAIIMOHAJIHbIC 6pax<1/1, CyHICCTBOBAHUC IT'OPHBIX U30JIAHTOB, BHICOKASA 4aCTOTa KPOBHOPOACTBECHHBIX 6paKOB

KiroueBrble ciioBa: HaCJICACTBCHHBIC 6OH€3HI/I, I/IM6pI/I,HI/IH1", pOIICTBeHHLIi;I 6pa1<, BeCTH6yﬂOM€TpI/I‘{eCKI/Iﬁ, ayﬂnonornqecxnﬁ.

HEARING LOSS OF SOIL RELATED TO MARRIAGE AS A
FACTOR IN HEREDITARY DISEASE

(LITERATURE REVIEW)
Holmatov I.B., Ochilzoda A.A.
Rates Otorhinolaryngology Khujand Branch
Tajik Institute of Postgraduate medical training
Urban Health Centre
Khujand, Tajikistan

Resume: In this review, widely covered issues related hearing loss on the basis of marriage, as a factor in hereditary disease.
According to Tajik authors set out the direction of research, population geography of hereditary diseases. Population with
specific characteristics, in particular, a high level of consanguinity highlights factors such as inbreeding because of the existence
izolyanta. The analysis of clinical audiology and hearing loss vestibulometricheskih features motivated rodsvennogo marriage.
Analysis of published material suggests that there really is hereditary - familial form of hearing loss among locals Tajikistan.
These studies are interesting in that peculiar Tajikistan mononatsionalnye marriage, the existence of mountain izolyantov, high
frequency of consanguineous marriages.

Key words: genetic disease, inbreeding, consanguineous marriages vestibulometrichesky, audiology.

Cpenu MHOTUX CIIOKHBIX TIPOOJIEM HACIECT-
BCHHBIX ITATOJIOTHH CaMOM CJIOKHOM W MaJIOTIOHSIT-
HOM ocTaéTcs mpobiemMa HaCIEICTBEHHBIX 3a00-
JIEBAHUM, KOTOpasi BO3HHUKAET B  pe3yJbTaTe
POICTBEHHBIX  OpayHBIX  COI0O30B. [IpoGrmema
JICUCTBUTEIIFHO CIIOKHASA. J[aBHO 3aMEUYeHO, YTO
JIETU CYNPYTrOB — POACTBEHHUKOB CTPAJAlOT HacC-
JICACTBCHHBIMHA 3a6OJ'ICBaHI/I$IMI/I qale, 4eM JI€TU OT
HEPOJICTBEHHBIX CYIMPYKECKUX Iap.

PoncTBennsie Opaku OBIBAIOT Pa3IUYHBIC IO
XapakTepy B 3aBUCHUMOCTH OT poAacTBa: [ cTerneHb
— POIICTBO, CBS3BIBAIOIIECE POAUTEIEH C JIETbMU
WK poaHBIX OpaTheB; Il cTenens — poncTBO MEXTY
nsanei, tered m 1ieMsaHHukamu; III ctenenn —
POJICTBO JABOIOPOJIHBIX OparbeB u cectep; [V cre-
MIEHb — POACTBO TPOIOPOAHBIX OpaTheB U cectep [ 19,
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24, 31].

OOblyan ¥ 3aKOHBI MHOTHX CTpaH MpsIMO
WIN KOCBEHHO MPEIATCTBYIOT 3aKIIOUCHHIO OpakoB
MEX1y POACTBEHHMKaMHM [ cCTeneHu, 3arperieHbl

3aKOHOJIATEIIHCTBOM OOJIBIIIMHCTBA CTpaH.
CBoeoOpa3Hble 3aMKHYThIE OOIIMHBI  W3/IaBHA
CKJIQJBIBAINCh B TOPHBIX  TPYAHOAOCTYITHBIX

MeCTax, Ha OTAAJIEHHBIX OCTpPOBax. MHOTOJIETHSS
CTaOMJIBHOCTh HACEJIEHUs, €ro Majlas MUTpalus
JIeNlai 37€Ch MOYTH HEU30eKHBIMU POJICTBEHHBIE
Opaku. IlomoOHbIe W3OMAIMM KOE€ — TIE COXpa-
HUJIKMCh MW ceivac. EcTe oOHUM Hampumep, B
TrOopHBIX paiioHax IlIBelnlapun, Ha TEPPUTOPUU
IOxnoit Amepuku. Ho camoe ynuBuTenbHOE —
9TO CYUIECTBOBAHHWE 3aMKHYTBIX  PEIUTMO3HBIX
OOIIMH B MHOTOMWUIMOHHOM JIOHJOHE, a Takxke
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B CHJA. K HMM OTHOCHUTBCS, HAIpUMEpP CEKTa
MEHOHHUTOB (BOCEMb TBHICSY YEJIOBEK), BeayIlast
CBOE MPOMCXOKJEHHE OT HEMHOTOYHUCICHHBIX
SMUIPAHTOB, NMpUOBIBIINX B CeBepHYI0O AMEpHUKY
eure B X VIII Bexke [19, 24].

B nameii pecmy0ike Hanboiee 3aMKHY ThIM
PETHOHOM sIBJIsieTCsl Kuluiak Map3ux AWHHUHCKOTO
paiioHa, APYrux HAaceleHHBIX MeECTaX, TN YacTo
BCTPEYAETCS POJCTBEHHO OpauHblii coro3 [1].

UccnenoBarenu, wusydaBliue 3aboneBae-
MOCTh B TIOAOOHBIX H30JUPOBAHHBIX OOIIMHAX
C BBICOKUM IMPOILIEHTOM POJCTBEHHBIX OpPAKOB,
HEU3MEHHO OTMEYalld TaM M 0ojee  BBICOKHIt
ypOBEHB 3200JIeBaHUs, YEM JIPYTHX HACTEICTBEHHBIX
3a0oieBaHU W TMOPOKOB  pa3Butus. Yaie
PETUCTPUPOBAINCH 33/IepKKAa YMCTBEHHOTO Pa3BU-
Tus, nedexkra pedyr, HACIEACTBEHHO - CeMeiHas
TIyxoTa, Oone3Hu oOMeHa Bemiects |5, 20, 24, 29].

Cpenu MpUYMH HApyLICHHUS CIyXa Ba)KHOE
3HaYCHHE  WMEKT (PaKTOPhI HACIEACTBEHHOTO
reHe3a, KOTOpbIe MPUBOJAAT K HM3MCHCHUSM B
Pa3IMYHBIX CTPYKTYpax CIyXOBOTO aHAIHM3aTopa.

O reHeTUYEeCKOM TPOUCXOKICHUHU TITYXOThI
U TYTOYXOCTH U3BECTHO JaBHO, OJJHAKO OTAENbHBIC
(bopMBI HACIEICTBEHHBIX Ne(EKTOB CclyXa yIaioch
BBIJICJIUTH TOJIBKO B MOCIIEIHKE aecsaTuieTus [6, 9,
10, 11, 12, 21, 29].

bonee 50% cnyuaeB BpOXKIEHHOH CEHCO-
HEBPAJIBHONH TYrOyXOCTH W TIyXOThl HMEIOT
TeHeTUYECKYI0 (Haclle[CTBeHHYI0) mpuuunHy. [Ipu
HTOM HapyUICHUS CIIyXa MOTYT OTCYTCTBOBATh Cpazy
IIPH POXKIACHUU, a PA3BUTHCS TO3IHEE, 3aTPArHBAIOT
OJTHO WK 00a yXa, BapbUPYIOT OT HE3HAYUTEIbHBIX
MoTepb 110 NIyXOThl [6, 9, 10, 11].

CrienpajabHble TEHETHYECKHE W  ayIHIIo-
TUYECKHE UCCIIEIOBaHus, MpoBeAeHHbIE [3, 7, 22,
24], mnokazaiau, YTO JEUCTBUTENIBHO CYILECTBYET
ceMeiiHass (opMa TYroyxoCTH  CpelId MECTHBIX
xutened TaKukucTaHa, KOTopasi ayIuoJI0THIEeCKU
XapakTepu3yercs TIyOOKUMU KOXJICAPHBIMHU
MOPAXCHUSIMH W B TIPOSIBJICHUU €€ OTYCTIUBO
BBICTYTAET POJIb POJCTBEHHBIX OpakoB — (pakTopa,
KaK M3BECTHO CIOCOOCTBYIOLIETO MPOSBICHUIO
PELIECCUBHOMN HACIEACTBEHHOCTH.

C yuetoM Bcero uznoxxeHHoro M.b. Xonmaro-
BeIM (1972) Obuta oOcremoBana rpynma OOJBHBIX
C CEMEHHOW TYroyXOCTbIO, y KOTOPBIX HMEIOCH
ONMU3KOE POJCTBO POAUTENEH — B OCHOBHOM, Opaku
MEXIy JIBOIOPOJHBIMU OpaThssMH U CECTpamMH
[24]. Kak mpaBuio, TyroyxocTbl0 Ha TIOYBE
pPOACTBEHHOTO Opaka oOHapyXHBalach y JaeTeit
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300pOBBIX ponuTesel. [Ipu aTom umib yacTs nerei
9TUX POIUTENIEH CTpajald TYrOyXOCTbIO, TOTJA
KaK y IpYrux JAeTe He ObUIO HUKAKUX HApPYIICHHUN
ciyxa. OTHUM OOJBHBIM aBTOP UCCIEI0BAN KAPUOTHIIL
KaK y TYIOyXuX OOJBHBIX, TaK U Y 3I0POBBIX
poacTBeHHUKOB. Kpome Toro, kapuonoruueckue u
ayJIUOJIOTHYEeCKUE UCCIIEN0BaHUs ObUIH MPOBEICHBI
y Tpynmbl OOJNBHBIX, CTPAJAIONINX KOXJICAPHBIM
HEBPUTOM, H3Y4YEHHME KapUOTUIIA MPOBOJMIM B
KyJbTypax JEHKOIMTOB nepudepudeckoi KpoBu. C
LIENbI0 YBEIMYEHNUS KOJIMYECTBO AEIAIINXCS KIETOK
ObLT HcclenoBaH OENKOBO — TOJIMCaxXapuIHBIN
KOMIUIEKC (PUTOTCHAIIIOTHHA C TUMOTOHMYECKHUM
pacTBOpOM.

[IpoBeneHHble  HMCClIEAOBaHUS MOKa3ajH,
YTO KApUOTUIl OOJIBHBIX CEMEMHON TyroyXoCTbIO
HE MMEET 3aKOHOMEPHBIX OTIMYMN OT KapuoTuIla
3II0POBBIX M OOJIbHBIX KOXJICAPHBIM HEBPUTOM [22].

N3ydyeHo  cocTosiHME — 3BYKOBOCIPHHM-
Maromero ammapara u 3(QQEeKTUBHOCTb JICYCHUS
CEeMENHOM TYroyxoCTH Ha IIOYBE POJCTBEHHBIX
Opakos [1, 2].

ABazoB Bb.A. (1984), BmnepBble UCHOIB3YH
KOMIUIEKC ~ KITMHUKO-ay[JHOJIOTHUYECKUX HCCIeI0-
BAaHUW, HU3y4aJl paCIpPOCTPAHEHHOCTh CEMENHOM
TYTOyXOCTH Ha TIOYBE POJCTBEHHBIX OpakoB
Cpenu KUTeNell AITHUYECKH 3aMKHYTBIX TPYIII
HaceneHus TapKuKucTaHa, BRISIBUI 22% Tyroyxux
neted u3 oOmiero umcna oOcnenoBaHHbIX. Cpenu
JKUTEIEH, I7Ie He UMEeeTCsl ITHUUYECKask 3aMKHYTOCTb
HaceJNeHHsI, POACTBEHHBIC OpaKy MOMaal0TCS pexe
Y, COOTBETCTBEHHO, TYTOYXOCTbh BCTPEUAETCS pexKe
(2,4%) [3].

O BIMSAHMM KOMILIEKCA
KJIMMaTUYECKUX ¢dakTopos,
YCIOBHM, TE€HETUYECKOM U  TEpPUTOPUATIBHON
MPUHAIEKHOCTH JKUTENEH pasHbIX  oOmacTeid
JEKUT B OCHOBE (OPMHPOBAHHSI CBOEOOPA3ZHBIX
GyHKIMI ~ pa3sMUYHBIX CHCTEM OpraHu3Ma, B
TOM YHCJIE HMMMYHHOTO OTBeTa, M3yudeHsl M./l
Bsumymkunoit M1, u coastop. [5].

OPUPOJHO -
SKOHOMHYECKHUX

B pa3Butum TyroyxocTtu Ha mo4Be poJICTBEH-
HBIX OpaKOBBaXKHYIO POJIbUTPACT UMMYHHAsI CHCTEMA
opranusma. M3MeHeHHE  MMMYHOJOTHUYECKOTO
craryca y OOJIbHBIX Ha IMOYBE POACTBEHHBIX OpaKkoB
n3yuensl X.X. HypmaroBeim u coasrt. (1995) [14].

M.M. PaxumoBoit u coasrop. (1989)
uzyueHa d¢G(HEKTUBHOCTh CypAOINEAaroru4ecKux
3aHSATUYN MPU YIIHOM NMPOTE3UPOBAHUU Y B3POCIBIX
OOJIBHBIX C TYTOYXOCThIO Ha ITOYBE POJICTBEHHOTO U
BesiBIIIH 100 % pa30opuuBOCTH peyu MPH YIITHOM

22 2014 Ne3 (mpuio:xkenue 1)



3ABOJIEBAHUSA YXA

poTe3upoBaHuu [19].

AA. Oumzoma  (1999), wucnomwsys
KOMIUIEKC KIMHUKO - ayJIHOJOTHYECKHX HCCIIe-
JIOBaHUM UT'POBOW TOHAJIBHOU U  WTPOBOU

peueBoil ayIMOMETpUN y JE€TeW MJIaIero Bo3pacTa
MPU CEMEWHON TYrOyXOCTH Ha MOYBE POJCTBEHHBIX
OpakoB paszpaboran kpurepuil 1uddepeHnnanbHoMl
JMArHOCTUKU TYyrOyXOCTH Ha IOYBE POACTBEHHOIO
Opaka W HEHPOCECHCOPHON TYTrOyXOCTH Yy JeTeH
MJIaJIIIETO BO3pacTa.

BbIsiBUN TUIIMYHYIO KapTUHY HEHPOCEHCOpP-
HOM TYrOyXOCTH, OJHAKO pe3ylbTaTbl HWIPOBOU
pEUEBOl ayIUOMETPUM CBUICTEIBCTBOBAIA O
HapYIICHUN CITYXOBOH (PYHKIIUH IO KOHIYKTUBHOMY
TUAIly  BHYTPUYJIMTKOBOTO  Xapakrepa.  Jus
peaOmwimuTanMu  JeTell ¢ TYyrOyXOCTbIO Ha IOYBE
POZICTBEHHOT'O Opaka COBMECTHO C Cyp/IOTIeIaroraMu
pazpaboran TaOmUIly Ta/PKUKCKUX CJIOB IS
CYpAONENaroruuyecKuX 3aHATUH C INPUMEHEHHEM
3BYKOYCHJIMBAIOIIEH amnmaparypsl «Aynuouistp
MT» [14, 16, 17].

3.P. MasnsiHoBOMI (2003), wucnonb3ys
KOMIUIEKC ~ KJIMHHUKO - BECTUOYJIIOMETPUYECKUX
UCCJICJIOBAHUN BBISIBIIEHBI OCOOCHHOCTH COCTOSIHUS
BECTHOYJIIDHOTO ~aHaiM3aropa MPH TYTOYXOCTH
Ha [I0OYBE pOJCTBEHHOrO Opaka. YCTaHOBIEHO,
YTO HapyIlIeHHEe BeCTUOYISIPHOTO aHallu3aTopa
BBISBISIETCS HE TOJBKO y JIMIl C TYTOYXOCTBIO
Ha TIOYBE POJCTBEHHOIO Opaka, HO W y JHI[ C
HOPMAJIbHOM  CIIyXOBOH  (PyHKITUEH, PpOIUTEITH
KOTOPBIX HMEIOT POACTBEHHBIH Opax. [Ipu
HApYIICHUH CIIyXOBOH (YHKIUH TUHOPEQIEKCHS
BEeCTHOYJISIPHOTO aHajau3aTopa Oosee BBIpakeHa, O
4eM CBUJIETENILCTBYIOT JAHHBIE TECTA «CIIOHTAHHON
BECTUOYJIOMETPHH, KAIOPUIESCKON U BPAIIATEILHOM
crumyisiiuua - [7, 8].

H.2K. XymBakoBa, B pe3yJIbTaTe IPOBEICHHBIX
ayJIMOJIOTHYECKUX U T€HETHMYECKUX HCCIEeTOBaHUM
JIeTeH, HaXOSIINXCS B CHEUAIN3UPOBAHHBIX IIIKOJIA
uHTepHarax CamapkaHja, yCTaHOBHJIA, YTO y 552
(97,7%) nereir poaUTENH SBISLIUCH MEXIY COOOM
POICTBEHHUKAaMH, TYTOyXOCTh W INIyXOTa HOCHIIU
HaCJIEJICTBEHHBIN XapaKTep, MPEUMYLIECTBEHHO 110
ayTOCOMHO — pelMCCUBHOMY THITy [27].

Taxum 06pazom, UMEIOLTHECs TUTepaTypHBIC
JaHHBIE PA3HOPEYMBBI, HE IOJHOCTHIO OTBEYAIOT
COBpPEMEHHBIM  TpeOOBaHMEM  HAy4YHOTO U
MIPaKTUYECKOro 3apaBooxpaHeHus. OTHAKO aHAIIN3
ONyOJIMKOBAaHHBIX ~MAaTepHAIOB CBHUJIETEIBCTBYET
O TOM, 4TO JEUCTBUTENIBHO CYLIECTBYET CEMEWHAas
dbopmMa TYroyxocTH  CpelId MECTHBIX JKHUTEJIeH
Tamxukuctana. OH MO3BOJIUT OLICHUTh MPUYUHBI
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(bopMHpOBaHUS MOMYJSALHUOHHOW CTPYKTYpBl H
BJIIMSIHUE Ha ATOT MPOLIECC UMOPUANHTA, U30JIALUH,
reorpapuueckux yciaoBUH U HHBIX (DaKTOPOB,
paclIMpuTh TMOHMMAHUE TMPUYUH  TYTOyXOCTH
Ha TI0YBE pOJCTBEHHOro Opaka Kak (akTop
HACIIC/ICTBEHHOTO 3a00JICBaHHS, & TAKXKE YIYUIIUTh
NEepCIEeKTUBHOE IJIAHUPOBAaHUE U OPraHU3alMIo
COOTBETCTBYIOLIMX MEPONpPUATUIL B  CHCTEME
3IpaBOOXPAHEHUS PECITyOITHKH.
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