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MpencTaBneHbl AaHHbIE 06 OTArOLLEHHOCTU HACeACTBEHHBIMI MOHOM€HHbIMU HONE3HAMN OCHOBHbBIX ATHUYECKUX IPYNM, NPOXM-
BawoLwmx B Pecnybnuke Bypatus (Oypsathl, pycckue). O6cnenoBaHo HaceneHue cemu CenbCKux painoHoB (IxuanHckuii, EpaBHUH-
ckuin, KabaHckuin, KuxnHruHekuia, KypymkaHckuia, KaxTuHekumin, OkmHCKuin) n ropoga YnaH-Yaa. lNokasaHa HeOgHOPOAHOCTL OypsT-
CKOro HaCeNeHUs CENbCKMX PaiOHOB MO rpy3y ayTOCOMHO-LOMUHAHTHON U X-CLEMIEHHON NAaTONOrMn, a Takke Hanmdne gnodepen-
umaumm Mexay ropoicknM 1 CebCKUM HaceNleHMEM B 3TON 3THMYECKON rpynne B OTArOWEHHOCTM ayTOCOMHO-A0MWUHAHTHOM, ayTo-
COMHO-PEeL,eCcCHBHON 1 X-cLenneHHol natonornein. OTAroweHHOCTb CeNbCKOro BypaTCKoro HacesNeHns No BCeM BMAaM natosiornm
BbILLE, YEM FOPOACKOro. [ns pycckux, NPOXMBAIOLLMX B CE/IbCKON MECTHOCTM, Pasnnymsg B OLEHKE OTArOLLEHHOCTY MOJTyYeHbl Ans
ayTOCOMHO-A0MWHAHTHOW 1 ayTOCOMHO-PEeLIeCCMBHOI naTonorun. B HacTosleM nccnenoBaHun onncaH 6onee BbICOKMIA YPOBEHb
OTArOLLEHHOCTM ayTOCOMHO-A0MUHAHTHON 1 X-CLEMIeHHON NaTonornm y 6ypsT No CPaBHEHMIO C PYCCKUMMU.

KnioyeBble cnoBa: HacneacTBeHHbIE 60Ne3HU, OTAroWEeHHOCTb, 3THUYECKME rpynmbl

Baenenne

M3BecTHO, UTO OKOJIO TPETH BCEX CAyYyaeB MepuHaTAb-
HOW W OETCKON CMEPTHOCTH OOYCJIOBJIEHO BPOXICHHBIMU
MOpPOKaMK Pa3BUTUS U HACJIEACTBEHHBIMU 3200JI€BAHUSIMU.
Jnst u3yyeHusi pacripoCTpaHEHHOCTU HACJIEICTBEHHOM TMa-
TOJIOTUY UCTIONB3YETCS Psifi MOJXOA0B, B TOM YMCIIE ONpee-
JIEHWE Tpy3a HACJIEACTBEHHBIX 3a00J€BaHUI B MOMYJISLUANA
yepe3 OLEHKY OTSTOIIEHHOCTU HaceleHUs OCHOBHBIMU TU-
MamMu MEHIENIUPYIOlIei TMaTOJOTUU — ayTOCOMHO-IOMU-
HaHTHOI (A]l), ayTocomHo-penieccuBHoit (AP) u X-cuen-
JIeHHO# (X-cI1.).

W3yueHue rpy3a HacaeICTBEHHOU MATOJOTUU MPOBEIe-
HO B psizie MOMYJISIIuUiA eBpornelickoii yactn Poccun [1, 2, 3]
U B HEKOTOPBIX cUOMpcKux nomynsiusx [4]. [Ipencrasisier-
Csl aKTyaJIbHBIM MCCIIeOBAHUE OTSTOILIEHHOCTH OCHOBHBIMU
BUJIAMU MEHISJIUPYIOLEl TAaTOJIOTUN B BypsaTun AByX aTHU-
YeCcKuX Tpyni (pycCKux u OypsiT).

Lleavro Hacmosweti pabomos: SIBUJIOCH U3YyYEHUE OTSATO-
IIEHHOCTHY MOHOTEHHOI HaCJIEeICTBEHHOW TMaToJoTHel
OCHOBHBIX 3THMYecKuX rpynn Pecnybnuku bypsatun — Oy-
PAT U PYCCKUX.

Marepuajibl 1 METOIbI

Mennko-reHeTMYeCKOoe MuccienoBaHue B PecmyOnmke
Bypsitusi npoBeneHO «0030pHBIM» METOIOM PEruMcTpaluu
ceMeil M OOJIbHBIX ¢ MEeHAeaupylolleil naronorueii. Mcmo-
JIb30BaHUE 3TOTO MOAXO0/IA TTO3BOJISIET MPOBECTH YUET IIUPO-
KOro Kpyra HaCJIeJICTBEHHBIX 3a00JieBaHUN B TOMYJISLIUN
[5]. bbL1o 06cnenoBaHO HaCeAEHWE CEMU CEIbCKUX PAlOHOB
(Ixupunckuii, EpaBHuHckuii, Kabanckuit, KykuHruH-
ckuit, Kypymxkanckmii, Kaxtunckuit, OKuHCKUII) U
r.Ynan-Yna. O6uiast YMCAeHHOCTh 00CIeIOBAHHOTO HaceJie-

Hus cocTaBuia 583,4 ThIC. Yel., Cpeay KOTOPBIX IPeICTaBu -
TEJIM OCHOBHBIX HAIlMOHAIbHOCTEM, MpoXuBatolux B Bypsi-
MU — OypsTH U pycckue. B Yinan-Yas npeobnamaer pyc-
ckoe Haceyenne — 66,9%, nomst oypst — 28,9%. s cenb-
CKUX pallOHOB XapaKTepHa LIMpoKasi BapuadbeJbHOCTh YUC-
JIECHHOCTM HAallMOHAJIbHOCTEN: HaWMEHbIIasi A0S OypsT
B Kabanckom paiione (5,1%), HanGosnblnass — B OKMHCKOM
(97,5%) [6].

BeauunHbI OTSTOLIEHHOCTM MOHOT€HHON HacIeICTBeH-
HOM TMaTOJIOTUEH CeTbCKOTO M TOPOJCKOTO HACEIeHUsT pac-
CUMTBIBAINUCH KAK OTHOILIEHUE YK CIIa OONBbHBIX 3200JIeBAHUSI -
MU C OTpeAeTeHHBIM TUIIOM Hac/leNoBaHMs (ayTOCOMHO-/I0-
MMHAHTHBIN, ayTOCOMHO-PEILIECCUBHBII) K YMCIIEHHOCTH 00-
cnenoBaHHoro HaceneHus (Ha 1000 yen.). OTAroiieHHOCTb
mist X-cu. matojormu paccumtadHa Ha 1000 myxkuwmH. g
CpPaBHEHHUsI OLEHOK OTSTOLIEHHOCTU MCIMOJb30BAIM KPUTE-
puit %2 TnupcoHa ¢ momnpasKoil MeTca Ha HerpepbIBHOCTH
MpU MIPUHITOM ypoBHEe moctoBepHocTy p<0,05.

PesyabraThl u 00cyxkaeHune

J171st GypsT BeIMYMHA OTSTOILIEHHOCTH B CETbCKUX TIOITY-
asuusx cocrasuwia: AJl maronorueit 0,92x10-3, AP naToso-
rueii 1,79x10-3, X-cu. 1,59x10-3. TIpu 3TOM OLEHKHM Tpy3a
HAacJIeJCTBEHHOM IMaTOJOTMU BapbUPOBAIU IO OTAEIbHBIM
paitonam — AJI maronorueit ot 0,66x10-3 (Kaxtunckuii
paiton) mo 1,51x10-3 (KypymkaHckuii paiion); AP natoso-
rueit — ot 0,46x10-3 (IxupnHCKUit paiioH) mo 5,18x10-3
(OxuHckuii paitoH). B KabaHnckowm paiioHe X-cii. 3a00J1eBa-
HUIA He ObLI0 OOHApyXeHOo, Torma Kak B OKMHCKOM palioHe
OTSITOLLIEHHOCTh X-CII. IMaToJIOrKeil Oblia HaubOoJIbLIEH cpe-
M BCEX W3YYEHHBIX CEIbCKMX TOMYJISIUMIA M COCTaBUIA
11,21x10-3. Bricokue oueHkn orsromeHHoct AP n X-cu.
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narosiorneit HaceseHus: OKMHCKOTO paiioHa 00YCJIOBJIEHbBI
HEOOJIbIION YUCIEHHOCThIO U reorpaduyeckoil U30aupo-
BaHHOCTBIO 3TOM monyasuuu [6, 7].

CpaBHUTENbHBIN aHAINU3 TOKa3al HEOAHOPOAHOCTh Oy-
PSATCKOTO HACEJIEHUsI CEJIbCKUX PAiOHOB I10 IPy3y TOMUHAH-
THOI1 (32 = 46,82; p<0,001; d.f. = 6) u X-c1. maronoruu
(2 = 92,44; p<0,001; d.f. = 6).

B GonplIMHCTBE CeIbCKUX palilOHOB Y OypsIT OTSATOIIEH-
HOCTh AP maTosiorueit mpeBsIlaeT OTATOIIeHHOCTh Hacele-
Hust Al maTojorueit 3a uckmovyeHueM JxxuauHckoro u Ky-
PYMKaHCKOTO pailoHOB. B nuTepaType omucaHbl OTAEIbHbIC
CeJIbCKUE TTOMYJISIIIMU, B KOTOPBIX OTATOLIEHHOCTh AP maTo-
JIOTHE} BHIIlIe JAHHOTO ToKasaTess mist Al maTojoruu —
anbIreiinl [8], TYBUHLIBI M aiTaiiibl [4].

B ropone YnaH-Yi3 olIeHKM OTSTOIIEHHOCTH JJIst OypsIT
IIpeJCTaBIeHbl cenylommmy BesmurnHamu: 0,64x10-3 AJL
narosorust, 0,46x10-3 AP matonorus, 0,41x10-3 X-c1. maro-
JIOTHSI.

OTATOLIEHHOCTh CEILCKOTO OYypSITCKOTO HaceleHUs IO
BCEM BHIAM TaTOJIOTUU BHIIIE, YeM ropoackoro. [1pu cpaB-
HEHWM OTSATOLIEHHOCTU OYPSATCKUX CETbCKUX W TOPOICKOM
MOMNYJSIIMI BBISIBJICHB CTaTUCTUUECKUE pasnuuust aast ALl
naronoruu (x2 = 31,56; p<0,001; d.f. = 1), AP naronorun
(x2 = 8,71; p<0,05; d.f. = 1), X-cu. maronoruu (x* = 31,56;
p<0,001; d.f. = 1). Bo MHOTrMX KCCIIeIOBAaHHBIX paHee IOIy-
JSIIMASIX TaKKe TTOJYYeHBI 0oJiee BBICOKHME OIEHKH OTSTO-
ILIEHHOCTH HACJICICTBEHHOU MAaTOJIOTUEH CEJIbCKUX TTOMYJIs-
LIMiA IO CPAaBHEHUIO C TOPOACKHUMU, UTO OMpPeNesieTcs] TaKu-
MU (paKTOpaMu IOIMYJISILIMOHHOM TMHAMMKM, KaK Apeid re-
HOB U TionpaszesieHHocTs [1, 4, 9].

Ouenku otsromeHHocTu pycckux AJl, AP, X-cu. mato-
JIOTHEl cocTaBWIM B celbckux romymsauusax 0,50x10-3,
0,49x10-3, 0,18x10-3; B rOopoACKOIi IOMYJISALIMK B JAHHOM 3T-
HMYECKOH TPyMIe BEIMYMHBI OTSTOIIEHHOCTH MpeacTaBlie-
HBl caemylommMn  3HadeHusamu:  0,60x10-3,  0,93x10-3,
0,24x10-3 coorseTcTBeHHO. CpaBHMUTENILHBIA AHAIU3 BbIsI-
BUJI HEOMHOPOAHOCTb PYCCKUX CEJILCKUX PaliOHOB IO IPy3y
ALl (32 = 18,90; p<0,001; d.f. = 6) u AP mnaromorum
(2 = 12,80; p<0,05; d.f. = 6).

CTaTUCTUYECKN 3HAYMMOE Pa3InIue MO OTATOLIEHHOCTH
DPYCCKOTO CEJIbCKOTO M TOPOJICKOrO HACEIeHUS BbISIBJICHO
a1 AP maronornm (2 = 6,29; p<0,05; d.f. = 1), Torma xax
it AJI 1 X-CIl. TIaTOJIOTUM TIOJydeHbl OJM3KUE OLIEHKH
OTSITOILIEHHOCTU HACJeACTBEHHbIMU 3a0osieBaHUsIMU. Bo
MHOTHX 00CJIeIoBaHHBIX pernoHax Poccuu paznuunii B oTs-
rouieHHOCTH AP martosiorvei mpu cpaBHEHUU TUTIA «CEJI0» U
«TOpOI» He BBHISBJISECTCS, OAHAKO JIST MapUMCKOM, YyBalll-
CKOM, abIreiCKOM M YAMYPTCKOM MOMYJISLIMIA TaKKUE pasiin-
4yus onucaHsl [9].

B nenom no Bypsatuu (cenbckue UM ropoackasl MmomyJisi-
LK) OTATOLIEHHOCTH OypsT 1mo AIl, AP, X-ci1. 3a0oneBaHu-
am cocrasuna 1,10x10-3, 0,63x10-3, 1,47x10-3; nna pycckmx
— 0,56x10-3, 0,76x10-3, 0,22x10-3 cooTBeTcTBeHHO. B Ha-
CTOSIIIIEM MCCIeOBaHMM Oosiee BBHICOKMI YPOBEHb OTSTO-
meHHoctd Al m X-cII. MaToJIoTheil moIydeH Wisk OypsT 1Mo
CPaBHEHUIO C PYCCKUMU. Pazinuus mpyu cpaBHEHUU M3ydae-

MOTO TI0Ka3aTeJisl B pa3IMYHbIX THUYECKHUX TPYIIax onuca-
Hbl paHee B MOMYJISALMSAX Mapuilles, dyBallieil, Oalukup u
YAMYPTOB IJIsI KOTOPBIX oTsroieHHocTh Al u AP maTtono-
ryeii ObUIa BBIIIE TTO CPABHEHUIO C PYCCKUMHU B TOPOICKOM U
ceJIbCKOM HaceseHuu [1].

Il 00CeqOBaHHBIX 3THUYECKUX TPYII, TPOXUBAIO-
LIMX Ha TeppuTopur bBypsTtuM cyliecTByeT ompenesieHHas
nuddepeHIMalys Mo OTITOIEHHOCTY MOHOT€HHBIMU Ha-
CJIeICTBEHHBIMU 3a00JIeBAaHUSAMM KaK BHYTPU KaXIoW U3
00CIeI0OBaHHBIX 3THUYECKHMX TPYMI, TaK WM MEXIy HUMU
(OypsiThl, pycckue). JlaHHbBIE 110 OTSTOLIEHHOCTH HACJIEICT-
BEHHOII marojiorueil HaceneHus bypsiTun HeOOXOMUMBI ISt
OpHMEHTAllMU TPAKTUYECKOTO 30paBOOXpaHEHUsT B TIPOBEle-
HUM TTPOMUIAKTUIECKUX MEPOTIPUSITUIA.
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The load of diversity of hereditary diseases in the Republic of Buryatia
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The data on family history monogenic diseases of the main ethnic groups living in the Republic of Buryatia (Buryatia, Russian). A
total of seven people in rural areas (Dzhidinsk, Yeravninsky, Kabansky, Kizhinginsky, Kurumkansky, Kyakhta, Okinsky) and Ulan -Ude .
The heterogeneity of the Buryat population of rural areas on the cargo autosomal dominant and X-linked diseases , as well as the
presence of differentiation between urban and rural population in this ethnic group loading for autosomal dominant, autosomal reces-
sive and X-linked diseases. Burdened by the rural population of the Buryat for all types of diseases is higher than urban. For Russian,
living in rural areas, the differences in the assessment of burdeness obtained for the autosomal dominant and autosomal recessive
disease. The present study describes a higher level of loading for autosomal dominant and X-linked disorders Buryat in comparison

with Russian.
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