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MpuBeaeHbl pe3ynbTaThl MeAMKO-TeHETUYECKOro 06CIefoBaHA HaceneHna Tpex paoHoBs Pecnybnvku CeBepHas Ocetna-AnaHua
(PCOA) - AppoHckoro, MpaBobepexHoro, KUpoBckoro, o6Lei YncneHHocTbio 116897 uenosek. O6cnejoBaHMe HaceNeHUs N3yUYeHHbIX
paioHOB NPOBEAEHO TOTaNbHO (HE3aBMCUMO OT HaLMOHANbHOCTY 1 MOJI0-BO3PACTHON CTPYKTYpPbI) B COOTBETCTBUU C MPOTOKONIOM
reHeTUKO-3MNLEeMNONOTNYECKUX NCCeloBaHNi, pa3paboTaHHbiM B OIBHY «MIHL|». Mocne npoBegeHHOro cerperayyMoHHOro
aHanmM3a paccunTaHbl 3HaYeHWA oTAroweHHoCTn (Ha 1000 yenoBeK) OCHOBHbLIMY TUMaMy MeHgenupytowen natonorum (AL, AP n
X-cu.) HaceneHna Tpex paoHoB Pecny6nuku. 3HaueHuaA rpy3a Al HacneACTBEHHO NaTONOMM Y FOPOACKOrO HaceNIeHUA COCTaBUN
3,62 B ApfioHCKOM, 1,86 B lNpaBobepexHom n 2,10 B KupoBcKoM paiioHax. B cenbckoii mectHocTu rpy3 A/l matonorum okasanca
CyllecTBeHHO Bbiwwe: 5,33 (ApaoHcKkuii paioH), 3,23 (MpaBobepexHbii paiioH), 4,13 (Knposckuid paiioH). Mpy3s AP natonorum B
rOpOACKMX nonynaumax coctasun 1,17, 1,59 n 2,82 (ApgoHckui, MpaBobepexHblin 1 KNpoBCKMiA paioHbl, COOTBETCTBEHHO). B cenb-
CKUX MONyNsALUAX pacnpocTpaHeHHOCTb AP natonorum coctaBuna 1,81 (ApgoHcKuia paiioH), 2,38 (MpaBobepexHbii paiioH) 1 3,10
(KnpoBcKuii paiioH). 3HaueHua rpysa X-cu. natonoruv Bapbuposanu ot 0,43 B ropogckoi nonynauum MpaBobepekHoro painoHa
1o 1,29 B ropoacko nonynaummn Knposckoro pairioHa. XapakTepuUcTUKY rpy3a Hacle[CTBEHHbIX 60ne3Hel paccMaTpUBaembIxX
paiioHoB PCOA, 6nn13KM K Tem, KOTOpble Obinn MosyyeHbl 451 HacelleHUsi HEKOTOPbIX paioHOB Pecny6nuk Bonro-Ypanbckoro
pervoHa n CeBepHoro KaBkasa. B pycckux nonynaumuax eBponenckor Yactu Poccrm 3HaueHna rpysa HacneACTBEHHON NaTonornm
CYLLeCTBEHHO HIXe.
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Medical genetic study of the Republic of North Ossetia Alania.

I. Load of hereditary pathology in three districts
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The results of medical genetic study of three Districts of the Republic of North Ossetia-Alania (RNOA) — Ardonsky, Pravoberezhny
and Kirovsky, with a total number of 116897 people, are reviewed. A survey of the investigated Districts was conducted totally
(regardless of nationality, age and gender structure), in accordance with the Protocol of genetic-epidemiological studies — develop-
ment of the Research Centre for Medical Genetics. After the segregation analysis, we calculated the load of the main types of Men-
delian hereditary pathology (AD, AR and X-linked) for the entire population of three regions of the Republic. Segregation analysis
demonstrated good agreement between the observed and expected segregation frequencies for both AR and AD diseases. The
load (per 1000 individuals) of Mendelian hereditary pathology (autosomal dominant, autosomal recessive and X-linked) was esti-
mated. In the urban populations the load of autosomal dominant pathology was 3.62 in Ardonsky, 1.86 in Pravoberezhny and 2.10
in Kirovsky District; in the rural populations the load of autosomal dominant pathology was substantially higher: 5.33 (Ardonsky),
3.23 (Pravoberezhny), 4.13 (Kirovsky). The prevalence rates of autosomal recessive disorders in urban populations were per 1.17 in
Ardonsky, 1.59 in Pravoberezhny and 2.82 in Kirovsky District. In the rural populations of these Districts they were 1.81 in Ardon-
sky, 2.38 in Pravoberezhny, 3.10 in Kirovsky District. The values of the load of X-linked pathology varied from 0.43 in the urban pop-
ulation of the Pravoberezhny District to 1.29 in the urban population of the Kirov District. Characteristics of the load of hereditary
diseases of the considered Districts of RNOA are close to those that were obtained for the population of some areas of the Repub-
lic of the Volga-Ural region and the North Caucasus. In the Russian populations of the European part of Russia the values of load of
hereditary pathology are significantly lower.
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BBepgeHue

€IUKO-TeHEeTUYeCKOe U3yUyeHUE HaceIeHus pa3-

JIMYHBIX TOMYJISIINAI/3THUISCKUX TPYIII STBJISI -

€TCSl BAXKHEHIITUM 3TAarloM MCCIeTOBAaHUI B Te-
HETMYECKON 3MUIEMUOJIOTMH, TTO3BOJISIIONIAM TTOJIyYUTh
MpeACTaBICHUE O rPy3e U pa3HOOOPA3UM HACIEACTBEHHOM
natojoruu (HIT) B monynsiuusix yenoseka. MccaenoBanue
TEeHETUYECKOTO Ipy3a B MOMYJISIIIUSX YeJIOBEKa — CJIOXKHas
M aKTyaJIbHasI 3a/a4a, KOTopasl TI03BOJISIET OLIEHUTh TIPH-
CIOCOOJIEHHOCTD MOMYJISIIUI U OTIPeAeIUTh 00beM HEOO-

XOIUMOM MEIUKO-Te€HETUUECKOI TTOMOIIH J1JIs1 pa3paboT-
KM PETHOHATBHBIX TPODMIAKTUIECKIX IIporpaMM. B mo-
MYJSILIMOHHOM U MEMULIMHCKOM TeHEeTUKE TeHETUYECKUIA Tpy3
OIIeHUBAETCs Kak (DyHKIIMS OaBlieHUsT 0TOOpa, npeticda re-
HOB, MUTPALIMOHHBIX XapaKTEPUCTUK U OCOOEHHOCTEM TeHO-
donna nonynsiimu. [peasiayiye uccie oBaHus MO JaHHOK
npobieme B PD nmokazanm, 4To HaOII0maeTCsT 3HAYNTETBHAS
Bapualus B 3HaueHusIx rpy3a HIT kak B OTnebHbIX STHUYE-
CKUX TpyINax, Tak U B pa3HbIX HOMYJISIUMSIX C ONHUM 3THU-
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OPUT'MHAJIbHBIE UCCZIEAOBAHUA

YECKMM COCTaBOM. DTa MU3BMEHYMBOCTD B OOJIBIIIEI Mepe 3a-
BUCHT OT 3¢h(peKTUBHOCTU Apeiida reHos [1—3].

JlaHHo¥# mydauKauuein Mbl OTKpbIBaeM Cepuio paboT
10 MEIMKO-TEHETUIECKOMY 00CIIeIoBaHUIO HacelleHusT Pe-
cnyonuku CeepHast Ocetusi-Ananust (PCOA).

PCOA, Bxomsmas B coctaB CeBepo-Kaskasckoro ®de-
nepajbHoro okpyra P®, pacrnonoxeHa Ha CEBEpHOM CKIIO-
He bonbioro KaBkasa, rpaHnuut Ha ceBepe co CTtaBpo-
MOJBLCKUM KpaeM, Ha 3anane ¢ KabapauHo-bankapueii, Ha
BocToke ¢ MHrymetueir u Yeuneéit, Ha tore ¢ ['pysueit u
OxxHoi1 Ocetueii. Teppuropuun CeBepHoit OceTUMn OTHU-
MM 13 TiepBbiX Ha CeBepHoM KaBKasze MprcoenMHUINCH K
Poccuiickoit ummnepuu (1774 r.), aB 1784 1. Ob171 OCHOBaH
ropon BnanukaBka3s, cTaBIIMi MEPBO POCCUICKOM Kpe-
nocTtblo B pervoHe [4, 5]. B 1921 r. Ocetust crana yacTbio
T'opckoit Cosetckoit Peciybiuku, B 1924 r. mosryyusa cra-
TyC aBTOHOMHOI o6tacti, B 1936 r. nmpeodpasosana B Ce-
Bepo-OceTuHCcKyo ABTOHOMHY10 CoBeTcKyto Coluaiu-
ctuyeckyto Pecny6iuky, B nekadbpe 1990 r. pecriyonuka
obu1a nepenMeHoBaHa B CeBepo-OcetuHckyto CCP, a B
1993 r. oHa crtaja Ha3biBaThcsl Pecrybuka CesepHast Oce-
Ttus1. HeiHelrHee HazBaHue — Pecniyosuka CeBepHast Oce-
st — Ananust (PCOA) pernon nosyuuia B sHBape 1995 r.
Yucaennoctsb HaceneHuss PCOA — 699 312 gen. (2019).

B HacTosiuit MOMeHT B cocTaB PecryOauku BXoasIT
111 MyHUIIMTTAIBHBIX OOpa3oBaHuii: | TOPOICKOIl OKpYT
(r. BranukaBkas), 8 MyHULIMTIAJIbHBIX PAlOHOB, BKJIIOYA-
o1ux 5 ropoackux u 97 cenbckux noceneHuii. B Pecmy-
OaMKe 3apeructprupoBaHo OoJiee 50 HALIMOHAIBLHOCTEN U
HapOIHOCTE, OMTHAKO OCHOBHBIMM SIBJISTFOTCSI TTPEJICTaBH -
TEJIN ILIECTY STHUYECKUX TPYIIIL: OceTUHBI 459 688 (64,5%),
pycckue 147 090 (20,6%), unryim 28 336 (4,0%), apmsiHe
16 235 (2,3%), xymbiku 16 092 (2,3%) u rpy3uns 9095
(1,3%).

Ienb0 HACTOSAIIEH MYOIMKAIMM CTAJT aHAJIU3 TPy3a ay-
TOCOMHO-IOMUHAHTHOM (AJl), ayTOCOMHO-peLeCCUBHO
(AP) u X-cuernnenHoii (X-cu.) HIT B Tpex paitonax PCOA.

Ma‘repvnanbl n metoabl

Marepuai Ut pacyeTa OTSTOIIEHHOCTH MOHOTEHHOM
HIT cobpaH B miporiecce TeHETUKO-3IMAEMHIOIOTUIECKOTO
n3ydeHus HacesaeHus Tpex paiioHoB PCOA B nepuosn ¢ 2017—
2018 rr. Coop 1 06paboTKa MaTepraia MPOBEACHBI B COOT-
BeTCTBUU TpoToKosioM (pa3padbotka PI'BHY «MTI'HLI»),
OCTaIOLIMMCSl HEM3MEHHBIM Ha TMpoTsokeHuur oosee 30 yieT,
YTO 0OECTIeunBaeT aleKBaTHOCTh CPABHEHUST METUKO-TeHe-
TUYECKOTO MaTepuasa pa3HbIX TepPUTOPHIi [6—8].

BrisiBieHue 60bHBIX ¢ peanooxuteabHo HIT ¢ mo-
cleaylolei BepuuKaueil KIMHUIECKOro AMarHo3a ocy-
IIECTBIISUIOCH B OKCIIEMUITMOHHBIX YCJIOBUSIX B HECKOJIBKO
ATaIoB:

1. Coop naHHBIX 0 OOJIBHBIX C TIpenrnonoxuTeabHo HIT
IMyTEM aHKETUPOBAHUST METUIIMHCKOTO TIepCcoHaa. AHKe-
Ta mpenacTaBiisieT coboil nmepeueHs cummntomoB HIT B co-
OTBETCTBUU C OCHOBHOM KyIaccuuKaIleli T10 OpraHHOMY
M CUCTEMHOMY THUIIaM 3a0oJieBaHus. B KayecTBe M0MMOJ-
HUTEJbHBIX NICTOYHUKOB PETUCTPALINU UCTIOIb3YIOTCS 10~
KYMEHTBI 010pO METMKO-COLMAIbHOM 3KCITEPTU3bI, BHITIN-
cku U3 Menuko-reHeTudyeckoil Koncyapranuu (MI'K)
PCOA, naHHble U3 CrielIMaIM3UPOBAHHBIX YUPEKACHUI
(IOMOB MHTEPHATOB) IS TJIYXUX U CIA00CIBILLIAIINX, Ce-
MTBIX ¥ CJTA0OBUISIINX U T.1T;

2. Ilocae moaydyeHuss UHGOPMALIMU U3 Pa3TUYHbIX
WCTOYHUKOB PETMCTPAIIMU CO3/IAeTCs eNMHBIN MepeyeHb
MaruMeHToB ¢ npeanonoxuTeabio HIT s naabHeliniero
ocMoTpa. O6cnenoBaHre NallMEHTOB U IMTOCTAHOBKA IUa-
rHo30B HIT npoBoasTcs 6puranoii BbICOKOKBaTUMDUIIU-
POBaHHBIX Bpayeli-CIEeMaICTOB Pa3IMYHOTO MPOoMuUIIst
13 MI'K PCOA u r. MockBbI (HEBPOJIOrOM, O(TaTbMOJIO-
rom, reHeTUKoOM, neauatpoM, JIOP-Bpauom, optoneaom,
nepmarosiorom). Ha cembu ¢ mpeamnonoxkurensio HIT 3a-
BOIUTCSI MEIUKO-TeHETUYeCKast KapTa, 110 HeOOXOIuMO-
CTH TIPOM3BOIUTCS 3a00p KPOBU M MOYH 7SI TIPOBEACHUS
CTIEUATbHBIX OMOXUMHWYECKHX, IIUTOTEHETUYECKUX 1 MO-
JIEKYJIIPHO-TEHETUYECKUX MCCIIeIOBAaHUIA. Y CTaHOBIIEHHE
nuarHosa KoHkpetHoit HIT ocyiecTBisieTcst ¢ MCMOJIb30-
BaHUEM TeHeaJOrMYeCKrX JaHHBIX, KIMHUIECKOT0 OCMO-
Tpa, JJaOOPaTOPHBIX, MHCTPYMEHTATBHBIX (KOMITBIOTEPHOM
¥ MarHUTHO-Pe30HAHCHOI ToMorpaduu, 3JeKTposHLedha-
Jorpacduu, peHTreHorpaduu, dAeKTpoMUorpaduu 1 1.14.),
OMOXUMUYECKHX, ITUTOTEHETUIECKIX U MOJIEKYJISIPHBIX Me-
Ton0B. [I7151 BepruKam 1MarHo30B UCTIOIb3YIOTCS Tra-
THOCTUYECKME KaTaJIOT U KOMITBIOTEPHBIE TIPOTpaMMBI |9,
10]. XpomocomMHast 1 MyJbTU(haKTOpUaIbHAs TaTOJOTUS
WMCKJTIOYAIOTCSI M3 TaJIbHEHIIIEro aHaIM3a OTSTOIIEHHOCTH
moHoreHHoi HIT mocie ocMoTpa Bcex ceMeit U mpoBese-
HUSI CETperallMOHHOTO aHaJn3a.

[Ipwn o6cenoBaHnK Bee MAIMEHTHI (B CTydae HECOBEP-
MIEHHOJIETHUX — UX POAMTEIN) ITOAIMCHIBAIOT TTMChMEH-
HOoe MH(GOPMHUPOBAHHOE COTJIACHE Ha YyUacThe B UCCIIENO-
BaHUM, OCMOTpP BpauyaMu, ¢otorpacpupoBaHue, 3a60p 1
HCTIOJb30BaHME OMOJIOTMYECKOTO MaTepuaia (KpoBb, MO-
ya), nyoJuKauuio pe3yiabTraToB. Hacrosiiee reHeTUKO-
AMUAEMUOJIOTUYECKOE MCCIIeIOBaHNE 0OM00pEeHO dThYe-
ckuM komutetomM ®I'BHY «MI'HI» (mpotokoa Ne7 or
20.12.2017).

YucieHHOCTb TOPOICKOTO U CEJTLCKOTO HaceIeHUsT 00-
ciaenoBaHHbIX paitloHoB PCOA mpencrasieHa B Ta0.a. 1.
O06111as1 YMCIEHHOCTh 00CIeTOBAHHOTO HACEIeHUsT APIOH -
ckoro, [TpaBobepexkHoro 1 KnpoBckoro paiiloHOB cocTa-
Buia 116987 yenosek. O6CIeTOBaHUIO TIOIJIEXKATIO BCE
HaceJieHHe, He3aBUCHMO OT BO3pPacTHOM KaTeropyuu 1 Ha-
IIMOHAJIBHOCTH TTALIMEHTOB.
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Y4uThIBasI TeTEPOreHHOCTH OOJIBIIIOTO KOJIMYECTBA HO-
3ojornyeckux opm HII, Becb cobpaHHbBI MaTepyal Mmo-
Beprajicsl CerperallioHHOMY aHaJIM3Y C LIeJIbI0 YCTAaHOBJIE-
HUST COOTBETCTBUS pacIipeneieHusT OOJbHBIX U 30POBBIX
CHOCOB B SIIEPHBIX CEMbSIX OTIPEICTICHHOMY TUITY HacJleIo-
BaHUSI — JOMUHAHTHOMY U perieccuBHoMY [11, 12]. YuuTsi-
Bast MHOXKECTBEHHBII XapaKTep PETUCTPALIMK CEMEN, cerpe-
rallMOHHBIM aHaJIU3 MPOBEIeH MPOOAHIOBBIM METOIOM
Baiin6epra [11, 12]. [Toce reHeTMYECKOTO aHaIM3a ITPOBE-
JICH pacyeT OTATOIICHHOCTY HaceJIeHUsI OCHOBHBIMU THTIa-
MU MEHIEIUPYIOLIEH MaTOJIOTH — ayTOCOMHO-JIOMUHAHT-
Hoii (Al), ayrocoMHO-penieccuBHOM (AP) u X-crernieHHoi
(X-c11.). OTAro1EeHHOCTh pacCUUTaHa KaK OTHOILIEHUE KO-
JI4ecTBa OOJIbHBIX 3200JIEBAHUEM C OMPEIeICHHBIM TUTTOM
HacnenoBaHus (Al u AP) K unciieHHOCTH 00c/Ie10BaHHOM
nonyasuuu (Ha 1000 yenoBek). I1pu pacuete rpysa X-ciI.
MaTOJIOTMU YYUTHIBAIIOCH TOJIBKO MYKCKOE HacesieHue [6—
8]. 1t cpaBHUTEIBPHOTO aHAJIM3a TTOKa3aTeJieit OTSTOIIEH -
HOCTHM METOIOM %> MCITOJIb30BaHa Iporpamma Statistica 13.

Pe3yn bTaTbl N OGCV)KAEHI/IE

C HCTIOIb30BaHUEM PA3IMYHBIX UCTOYHUKOB Pery-
crpaimu (MH(pOpMaIMK OT METUIIMHCKUX pAOOTHUKOB, U3
CIeLMaTU3UPOBAHHbBIX YUPEXKICHUI, ClTUCKOB 610po MCD)
Obl1a co3maHa enrHast 6a3a JTaHHBIX 0 OOJTBHBIX C IPEITO-
noxutenbHo HIT, koTtopas siBusiach OCHOBOM [J1s1 mocie-
nytoliero ocMotpa 2898 BhISIBIIEHHBIX ceMeil. Bce cembu
OBLIM TIPUTJIAIICHBI UISI OCMOTpa BpayaMU Pa3IndyHOTO
npoduist B MEAUIIMHCKUE YIPEKIACHUS 00CIeI0BaHHBIX
paiioHOB (MHBAJIUABI 1 TPYIITBI OCMATPUBAIMCH Ha JIOMY).
CeMbsIM ¢ MyJIbTU(aKTOPUATbHOM MaTOJIOTHUEN M BPOX-
JEeHHBIMU aHOMAaJIMSIMU He HACJIeICTBEHHOM MPUPOJIbI
MPOBEICHO MEIUKO-TeHETUYECKOe KOHCYJIBTUPOBAaHUE 1
JaHbl peKoMeHaauu. [1pu 1momo3peHru Ha XpOMOCOMHYIO
MMaTOJIOTUIO TTALIMEHTHI HAMPABIISUIMChH HA TOTTOJTHUTEb-
HOe IIUTOTeHeTn4YecKoe obcenoBaHue B PecrybavukaH-
ckyio MTI'K B r. BnagukaBkase, 1100 Ha XpOMOCOMHBI
MUKPOMATPUYHBII aHaJIM3. XpOMOCOMHasI TIATOJIOTHS TTO/I-
TBepKaeHa B 18 ceMbsiX, TPOBENCHO MEAUKO-TeHETUYE-

ckoe KoHcyapTrupoBaHue. B 390 ceMbsix ¢ 564 GOBHBIMU
3aperucTpupoBaHa MpeanoyioxkuTebHO MoHoreHHas HIT.
Ha Bce cembu opopMIeHBI MEIUKO-TEeHETUUECKHE KapThl
C TIOJTHBIM OTMCaHWEM KIIMHWYIECKUX U TeHEaJTOTHISCKIX
JNAHHBIX, a TAaKXe Pe3yJbTaTOB JTOMOJHUTEJIbHOIO Iapa-
KJIMHUYECKOTO 00cCenoBaHUs O0TbHbIX.

CerperayMoHHbI aHann3

YuuThiBasi reTepOreHHOCTh MHOTHX HO30JJOTMYECKUX
(opm, TpeboBaioch MOATBEPKACHNE XapaKTepa Hacaeno-
BaHus 3a00JeBaHus B ceMbsix (Al, AP, X-c11.) MmeTonamu
cerperaifioHHoro aHanusa. CoopaHHBINM MaTepuasl ObLI
pasnesieH Ha 2 IpynIibl HA OCHOBAaHMM XapaKTepa poaocC-
JIOBHOM: CEMBMU C IIPEAIIOJIOXUTEIBHO PELIECCUBHOM I1aTO-
Jorueit (06a poautesst 3mopoBbl; 324 001bHBIX U3 293 ce-
Meii) U ¢ IPEATIOI0XKUTEIbHO TOMUHAHTHOM MAaTOJIOTUe
(omuH U3 poauteneit 6oseH; 240 6oabHBIX U3 97 cemeit).
I1epBas rpymiia Morja BKJII04aTh CEMbU ¢ X-CII. peLIeCCUB-
HOI maToJIoTuel, cayyau ¢ IOMUHAHTHBIMU MYTallUsIMU
de novo n ¢penokonuu HIT. Ha ocHoBaHUM KIMHUYECKUX,
TreHeaJOTMIECKUX U MOJICKYJISIPHO-TEHETUIECKUX JaHHBIX
U3 MaTepuasia ObUIM BbIAEAEHBI M UCKITIOYEHBI ceMbU ¢ Al
3a00JIeBaHUSIMU, OOYCIIOBIEHHBIMU MYTallUSIMU de novo.
Takux cemeil, 1, COOTBETCTBEHHO, OOJIBHBIX 0Ka3aJI0Ch 86.
K ux uynciay oTHECeHBI ceMbU ¢ TYOEPO3HBIM CKJIEPO30M,
OTOCKJIEPO30M, HelipoudpomaTo3oM, cuHapomamu [1o-
naHga, Mapdana, Pyounimreitna-Teiiou, Catpa-YoTtce-
Ha, Xonra-Opama 1 pAfoM Ipyrux 3a00JI€BaHmiA, TPUHA -
JIEXKHOCTb KOTOPBIX K Al TUIy Hac/iefoBaHMsI HEe BbI3bIBa-
eT coMHeHuit. Takske TUIT HaclIeOBaHMs ObLT IMTOATBEPXKIEH
B pe3yJIbTaTe IIPOBEICHHOIO MOJICKYISIPHO-TEHETUIECKOTO
TECTUPOBAHUS (MUTMEHTHAsI JeTeHEePaLUsl CeTYaTKU, BPOXK-
JIEHHasl KaTapakTa, HelpOCEHCOPHas TYTOyXOCTb, UXTHO3U-
(opMHas aputpoaepmus u T.4.). B 14 ciyyasx onucaHue
0OJIbHBIX HE COOTBETCTBOBAJIO HU OJTHOMY M3 MpPeICTaB-
JICHHBIX B JIUTEpaType, 3T CEMbU ObUIM OTHECEHBI B pa3-
psI criopaaudeckux ciydaes, ¢peHokonuii HIT. 13 213 ce-
Meil ¢ mpearnonoxuTeabHo AP XapakTepoM HacienoBaHuUs
3a00JieBaHUs 26 ceMeil oKa3aanuch HeMH(GOPMATUBHBIMUA
(Tad.a. 2), TaK KaK MMEJIN TOJIBKO OJHOTO peOeHKa.

Ta6nuya 1
YucneHHOCTb ropoACKOro 1 ceNbCcKoro HaceneHua 3 o6cnegoBaHHbIX paiioHoB PCOA
Paiton YucaeHHOCTb 00CIEJ0BAHHOTO HACEIEHUS
Bcero ['opoznckoe HacesneHMe Cesnbckoe HaceJIeHue
ApIOHCKMIA 31232 19600 11632
TIpaBoGepexHbIi 59712 37029 22683
Kuposckuit 25953 12400 13553
Htoro 116897 69029 47868
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Kak cnenyer u3 Tada. 2 MaKCUMaJIbHOE KOJUYECTBO
OOJILHBIX B BBISIBIEHHBIX CeMbsiX — 5. B 47 cembsx (22%)
3a00JIeBaHNE HOCUJIO CEMEIMHBIN XapakTep, T.€. B 9THX Ce-
MbSIX BBISIBJIEHO 2 U 0oJiee 00JIbHBIX. B cerperaliMoHHBbIN
aHanu3 Bouutn 187 cemeit co 196 GONBHBIMU (C ABYMS U
OoJiee cubcamu B ceMbe). [TpoBeneH KOMITJIEKCHBIN cerpe-
TallMOHHBI aHaJIM3 B COOTBETCTBUU C aJITOPUTMOM, pa3-
pabotaHHBIM MopToHOM [12], KOTOPBIH MOKa3aja xopoliee
cooTtBeTcTBHE AP THITY Hac/iemoBaHMs B aHATU3UPYEMBIX
CceMbsIX. 3HaUCHNE BEPOSITHOCTH PETUCTPAIIAU 7T COCTaBH -
7o 0,76, (0,88 B Kuposckowm, 0,71 B [IpaBobepeskHOM 1
0,73 B ApnoHcKoMm paitoHax). OueHka cerperaljioOHHO
YacTOTHI (P) C YIETOM BEPOSITHOCTH PETUCTPAIlUM OKa3a-
Jack paBHoii 0,23+0,04, yTo He OTIMYAETCS OT OXUAae-
moii (0,25). ITpu 5TOM 10151 cCIOpagUYeCcKuX clIydyaeB OKa-
3aj1ack MUHUMaNbHOM Xx=0,06%0,11.

ITpu TOMUHAHTHOM MATOJIOTVH aHAJIN3 COOTBETCTBUS
pacrpeneyeHNsT OOJIBHBIX M 3M0POBBIX B SIIEPHBIX CEMbSIX
TIPOBOIMIICS pa3IesIbHO IO IBYM TPYITIIaM IBYMST METOIa-
MM B 3aBUCHMOCTH OT CITOCO0a perrcTpanun ceMbu. [1pn
perucTpanum yepe3 MopakeHHOro poauTeIst (TIoJTHast pe-
TUCTpallMsl) CPaBHUBAJIOCH OXKMIIaeMoe U HabJogaeMoe
COOTHOILIIEHUE OO0JBHBIX 1 3M0POBBIX cbcoB (1:1) B simep-
HBIX CEMBSIX TECTOM %> B 39 ceMbsix ¢ 126 cubcamu (x> = 0,43,
p>0,05, d.f.=2). I1pu peructpauuu ceMbt yepe3 00JbHO-
ro peOEHKa cerperallMoOHHbIN aHaIU3 TPOBOAMWIICS TPO-
0aHIOBLIM MeTooM BaliHOepra (Mo aHaJloruu ¢ aHaIu-
30M i cemelt ¢ AP nmatosorueit). BeposiTHOCTh perucrpa-
LIUU I CEMEN ¢ MPEeANOoJOXNUTEIbHON TOMUHAHTHOM
nmarosiorueit cocrabuia 1=0,71 (0,90 B Kuposckom, 0,68
B I[IpaBoGepexHoM u 0,72 B ApmoHcKoM parioHax). Cerpe-
rallioHHasT 9acToTa, MOJIydeHHash METOIOM MaKCUMaJlb-
HOTO TIPaBIOINOA00US C YUETOM BEPOSITHOCTU PEerucTpa-
muu, coctasuia 0,46+0,06, 9To He OTIIMIAETCS OT OXKMIA-
emolii (0,50). [TonyyeHHBIE pe3yabTaThl CETperaliluOHHOrO

aHaju3a rnoarsepxaaioT Al u AP Tun cerperaiiyu B 0To-
OpaHHBIX 1J1s1 aHaau3a rpynmnax. Ciaeayoinmm 3TarnoM 1uc-
clieqoBaHus sIBUJICS pacueT oTaromeHHocTd HIT Hacene-
Hus Tpex paitoHoB PCOA.

3HauveHns otaroweHHocTy HIM
B cy6nonynauyunax PCOA

B pesynbrare npoBeAeHHOTO MENMKO-TeHETUYECKOTO
obOcnenoBaHus HaceneHus Tpex paitoHoB PCOA Hamu ObI-
J10 BBISIBJIEHO 550 60IbHBIX 13 376 ceMeil ¢ pa3IndHON MO-
HoreHHo#t HIT: 183 cembu ¢ 326 60apHbIMU AJl 3a00J1€Ba-
Husamu, 166 cemeii ¢ 190 GonbHBIME AP 3a001€BaHUSIMK
u 27 cemeit ¢ 34 6oabHBIMU X-CII. 3a00eBaHUsIMU. Yuc-
JIO OOJIBHBIX JUISI OLIEHKM OTsToleHHOCTH AJl maTronoru-
el MOJIy4eHO IIyTeM CYMMUPOBaHUsI OOJbHBIX U3 IBYX
TPYIII: U3 CeMeii, B KOTOPBIX OIMH U3 POJUTEIICH ObLI MO~
paxkeH TeM ke 3abosieBaHMeM (240 60gbHBIX U3 97 ceMeit)
M U3 CEMEi CO 3I0POBLIMM POIUTEIISIMU, SIBJISIIOIMXCSI HO-
CUTEJISIMU MyTalluii de novo (86 60bHOI U3 86 ceMbH).
OrgaromenHocth HIT HaceneHust Tpex pailOHOB MpeacTaB-
JieHa B Ta0.1. 3.

ITpu aHanuze Tada. 3 obpamaioT Ha ceOsi BHUMaHUE
BBICOKHE 3HaueHus rpy3a kak AJl, Tak AP u X-ci1. 3a60-
neBaHuii. CpeaHeB3BelIeHHbIC 3HaUeHUSs Tpy3a AJl maro-
JIOTUH Y TOPOJICKOTO HAceJIeHUsI 00CIeI0OBaHHBIX PaiiOHOB
coctaBwm 2,41£0,19', cenbckoro — 4,01£0,29, ¢ Bapua-
1Meil B 3HaUYEHUSIX oTdrouieHHocTu AJl maronorueii ot
1,86+0,22 B 1. Becnan no 5,331£0,68 B cemrax ApJOHCKOTO
paiioHa. CpaBHUTeNIbHBIN aHanMu3 Tpy3a AJl marojaoruu rmo-
KasaJl JOCTOBEpHbIE pa3inyust (1ada. 4), Kak MEXIy Cellb-
CKMM M TrOpoAcKuM HaceieHueM (x>=23,69, p<0,05,

'31ech U qanee OTSrOMEHHOCTh IPUBOAUTCS B pacuere Ha 1000 yenoBek, a
OTATOLIEHHOCTh X-CII. naroyiorueii u3 pacuera Ha 1000 My»x4uH.

Tabnuya 2
PacnpepeneHune cemeli c AP natonorvei no uncny 3gopoBbiX 1 60NbHbIX AeTei
Yucno cubcos B Yucno cemeii ¢ Yucno GOBHBIX B CEMbE

ceMbe (cubcTBa), S s-cubcamu, n 1 2 4 5
1 26 26
2 88 67 21
3 70 53 17
4 22 16 5 1
5 3 1 1 1
6 4 3 1
O61ee yuciIo 213 166 45 1 1
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D.f.=1), Tak 1 BHyTpH paccMaTpuBaeMbIX rpyrm (x*=8,23;
¥x>=16,99, coorBercTBeHHO, p<0,05, D.f.=2).
CpenHeB3BellleHHbIC 3HAYEHUST OTSATOIIEHHOCTHU
ceJibckoro HaceiaeHuss AP matonorueil cocraBuiu
2,4410,23, ropoackoro — 1,70+0,16. 3HayeHUsT OTATO-
IIeHHOCTU HaceneHUss AP martosiorueit BapbupoBaiu
mexny nonyiasuusimu ot 1,17+£0,24 B r. ApnoH ApaoH-
ckoro patioHa a0 3,10+0,48 y cenbckoro HaceneHust Ku-
poOBcKoOTro paifoHa. BrisiBieHa nuddepeHnanuss Mexmy
OTSATOILIEHHOCTBIO TOPOJCKOTO U CEJILCKOTO T0 Tpy3y AP
HIT (>=7,89, p<0,05, D.f.=1), npu HaJIM4UU JTOCTOBEP-
HbBIX pa3INYUil B TPYITIE CEIbCKUX MOMYJISIiui (x>=5,99,

p<0,05, D.f.=2) u ropoackux nonyasuuii (x*>=12,63,
p<0,05, D.f.=2).

3HadeHus rpy3a X-cCII. TTaTOJOTUM BapbUpOBaIn OT
0,35%0,18 B cenbckoit MecTHOCTH [TpaBoGepexHOTO paii-
oHa 10 1,2940,46 B c. DibxoToBO KnpoBcKkoro paiioHa.
CpenHeB3BellIeHHbIE 3HAUEHUS OTSTOIIEHHOCTH X-CII. TTa-
TOJIOTHEN CeTbCKOro HaceaeHus coctapwin 0,67£0,17 Ha
1000 MyxuuH, ropogackoro — 0,61£0,13. JlocToBepHBIX
pasznmmauii (Ta0.1. 4) B Tpy3e X-CII. TATOJIOTUN MEXIIY «T'0-
poIOM» U1 «ceoM» He BeisiBlieHO (x*>=0,08, p>0,05, D.f.=1),
TakK Xe KakK W B KaXJI0il paccMaTpuBaeMOil TIpyre
(x*=2,33; x*=5,83, coorBercTBEeHHO, p>0,05, D.f.=2).

Tabnuya 3
OTaroweHHOCTb (Ha 1000 06ceao0BaHHbIX) FOPOACKOro U CeNIbCKOro HaceneHus Tpex parioHos PCOA
3 Ha 1000 ye0BeK/MyKUMH*
Paiton YucaeHHOCTD Ipy /My 4B
Al AP | X-ci.* | CymmMmapHshlii rpy3 HIT
CeabcKoe HaceJieHne
ApPIOHCKUIT 11632 5,3340,68 1,81£0,39 0,86+0,38 8,00%0,80 1:132
[IpaBoGepeXHbII 22683 3,26%0,38 2,38+0,32 0,35+0,18 6,00£0,51 1:172
Kuposckuit 13553 4,131+0,55 3,10%0,48 1,03£0,39 8,26+0,75 1:129
CpenHeB3BeIlIeHHOE 47868 4,01+0,29 2,44+0,23 0,67+0,17 7,12+0,38 1:147
Topozckoe HacesieHHe 1 PaiilieHTPbI

AprroHcKuid 19600 3,6240,43 1,17+0,24 0,5140,23 5,3140,51 1:198
(r. ApmoH)

Mpasobepexkbiit 37029 1,86+0,22 1,5940,21 0,43+0,15 3,89+0,31 1:272
(r. becnan)

Kuposcxnit 12400 2,10+0,41 2,8240,48 1,29+0,46 6,3140,67 1:180
(c. DIbXOTOBO)

CpenHeB3BelIeHHOE 69029 2,4110,19 1,70+0,16 0,61+0,13 4,71£0,25 1:227

Hpumeuanue: AH — ayTOCOMHO—I[OMI/IHaHTHHﬁ TUIT HACJICOOBAaHU, AP — ayTOCOMHO—pSL[eCCPIBHHP’I TUIT HACJICOOBAaHUA, X-c11. — X-CILeTUIeHHBII
TUIT HACJICIOBAHUSI * OTATOLICHHOCTDh pacCUMTaHa Ha MY2>KCKOE€ HACCJICHUE, YB — vacTora BCTPEYAEMOCTH HIT.

Tabnuya 4

PesynbraTtbl cpaBHeHUA oTaroweHHocTu AJl, AP n X-cu. naTonorven ropoAcKoro 1 cenbckoro HaceneHus Tpex panoHos PCOA

CpaBHUBaeMble 3HAYCHMSI
rpy3a (f) nonynsiiuu

3HaueHus >

ropoi

fALL,,,/ AL ., 1?=23,69, p<0,05, D.f.=1
fAP_ /AP +=7,89, p<0,05, D.f.=1
X-ci.,,,, / X-c, o, %2=0,08, p>0,05, D.f.=1
fAL,, 1>=8,23, p<0,05, D.f.=2
AP, %*=5,99, p<0,05, D.f.=2
X-cu.,,, ¥=2,33, p>0,05, D.f.=2
AL o +=16,99, p<0,05, D.f.=2
fAP o ¥’=12,63, p<0,05, D.f.=2
X-ci. %*=5,83, p>0,05, D.f.=2
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Yacrora BcTpeuaemocTu MmoHoreHHoit HIT B cenbckoit
MecTHOCTU cocTaBuia 1:147 yenosek (7,12+0,38), B ropo-
nax u paiiuentpax 1:227 (4,71+0,25).

CpaBHUTEIbHbBIM aHAJIU3 BHISIBIIEHHBIX B HACTOSIIIIEM
HCClIeNOBaHUM 3HaYeHU rpy3a MoHoreHHoi HIT mpose-
JIeH ¢ paHee 00C/IeI0BaHHBIMU TIOTYJISILIUSIMU €BPOITeii-
ckoii yactu Poccuu. B Tadua. 5 mpencraBieHbl JaHHBIE O
YUCJIIEHHOCTH W cpenHeil yacToTe Berpeyaemoctu HIT B
paHee 00C/IeIOBAaHHBIX TIOMYJISIIMSIX, a Ha puc. 1 1mokasa-
HBI 3HAYEHUS OTATOIIEHHOCTH TOPOJCKOTO 1 CEJTbCKOTO
HaceneHus peruoHoB AJl, AP u X-cu. naroyiorueit 6e3
ydeTa 3STHUYECKOM MpUuHamiexxHocTu |8, 13—15].

AHanu3 ructorpammel (puc. 1) moka3bIBaeT, YTO HaU -
OOJIbIIIME 3HAYEHUST OTATOIIEHHOCTH 3apErMCTPUPOBAHBI
B PCOA, pecnyonukax KapauaeBo-Uepkeccusi, Tarap-
craH, YamypTus, balkoproctaH, Kak cpeayd ropoacKoro,
TaK U CPelu CEJIbCKOTO HaceIeHUSI.

IIpoBeneHHbIt aHanu3 oTsromeHHocT HIT Tpex
paitonoB PCOA mo3BoJinJI ciefiaTh ClAenyole BbIBOIbI.
st HaceneHus Tpex oocnenoBaHHbIX paiioHoB PCOA xa-
pakTepHa 0oJiee BBICOKAsT OTSATOIEHHOCTh HaceseHust A/l

no cpaBHeHU10 ¢ AP u X-cu. nmaronorueii. JlaHHast KapTu-
Ha xapakKTepHa Jy1s1 00JbLIMHCTBA paHee 00CIeT0BaHHBIX
HaMU MOMyJIsInii eBporneiickoii yactu P®. I'pys kak AJl,
Tak 1 AP nmaToysioruu B ropoiax v pailieHTpax HUXKe, 4eM
B CeJIbCKOI MeCTHOCTU. B oTHomeHnn X-c1I. maToJ0ruu
HE BBISIBJICHO TOCTOBEPHBIX Pa3JIMUUii MEXIy CyOromy-
JUUsMU. AGCOIOTHBIE 3HAYEHUS OTSATOLIEHHOCTH Ha-
cenenust AL u AP nmatonorueii Bbicokue, Habl0aaeTCs
3HAUYUTEIbHAsI Bapualys B 3HAYCHUSIX CYMMapHOTO Tpy-
3a Mexay cyononyasuusamu ot 3,89+0,31 (1:272 yeno-
BeK) B paiiueHTpe [IpaBobepexHoro paitoHa r. becian 10
8,26%0,75 (1:129 yenoBek) y ceabckoro HacejneHus Ku-
POBCKOTO paifoHa. B 3TOM OTHOIIIEHUU XapaKTepUCTUKU
rpy3a HacJeACTBEHHOU MaTOJOTUM B pacCMaTPUBAEMbIX
paitoHax PCOA 06113Ku K TeM, KOTOpble ObUIN TOJIyde-
HBI IS HacesleHus pecnyoaunk Kapauyaeso-Yepkeccus,
Tarapctan, Yamyptus, bamkoproctaH. B pycckux mo-
nyJasguusx eBponeiickoit yactu Poccuu 3HaueHus otsi-
rouieHHocTH HaceneHust HIT cymectBeHHo Huke. [Tpu-
YUHBI BBISIBICHHBIX PA3JIMYMl TIpearioaaracTcs U3yuuThb
B MOCJIEAYIOIIUX UCCIeTOBaHUSX.

Tabnuya 5
YucneHHOCTb 1 YacToTa BcTpevyaemoctu HIM B nonynauymnax esponenckon yactn Poccun
Ne YucaeHHOCTb 00CIen0-
Ne [Monynsuus BAHHOTO HaceJICHUS OCHOBHOI HalIMOHAJIBHBIN cocTaB | YacTora BcTpeyaeMocTn
(4ucio paitoHOB)
1 KpacHonapckmii Kpait 426 600 (6) Pycckue 1:202-1:556
2 | PocroBckast 061acTh 497 460 (12) Pycckue 1:165-1:340
3 | BpsiHckas obsacth 88200 (1) Pycckue 1:324-1:422
4 | TBepckas 06JacTh 75000 (2) Pycckue 1:260-1:405
5 | ApxaHresbckasi 00JacTh 40 000 (5) Pycckue 1:180-1:340
6 | Kocrpomckast 06acTb 444 476 (10) Pycckue 1:121-1:545
7 | KupoBckas ob1acth 286 600 (11) Pycckue 1:83-1:548
8 | Pecnyonuka Mapuii O 276 000 (7) MapuiiLibl, pycckue 1:78-1:286
9 | Pecniyonuka Yysanust 264 419 (6) Uysaiuu, pycckue 1:115-1:550
10 | Pecniybiuka Yamyprus 255000 (6) YIMypThl, pycckue 1:77-1:375
11 | Pecryonuka TaTapcran 264 098 (8) Tarapsl, pycckue 1:88-1:350
12 | Pecniy6nuka bamkoprocran 250 110 (8) Baukupsl, TaTapbl, pyccKue 1:83-1:351
13 | Pecrybmuka Ampbirest 101 800 (4) AIBITEHLIBI, PyCCKUE 1:99-1:236
14 | Pecniyonuka KapauaeBo-Yepkeccus 410 368 (10) KapauaeBl1ibl, uepkechl, ada3uHbI, 1:91-1:405
pycCKuUe, HOTalIIbl
15 | Pecniyonuka CeBepHast Ocetusi-AjlaHust 116 897 (3) OceTuHBI, pyccKue 1:129-1:272
HUTOIO 3797028 (99)
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Cpeanee (1)

PocroBckas obaacts (r)

Kpacunoaapckuii kpaii (r)

KocTpomckas obsacTs (r)
Teepckan obaacth (r)
Kuposckas obaacts (r)
ApxaHrejbckas 001acTh (1)
Bpsinckas 0d6nacTb(r)
Pecnybanka Mapuii i (r)

Pecnydnuka Uysawmus (r)

Pecnybainka Yamyprus (r)

Pecnydnnka Bamkupus (r)
Pecnydnnka TaTapus (r)
Pecnybanka Kapauaeso-Uepkeccus (r)

Pecnyonka Cesepnas Ocerns (r)

Cpennee (c)

PocroBekas obaacts (c)
Kocrpomckas obaacts (¢)
Teepckas obaacTs (c)
Kupoerckas odaacrs (c)

ApxaHre/bc.00aacTh (c)

Bpsanckas odaacts(c)

Pecnybauka Mapuii Ja (c)

Pecnybauka YysBammus (c)

Pecnydnuka ¥Yamyprus (c)

Pecnybonnka bamkupus (c)
Pecnybnnka Tarapus (c}

Pecnybnnka Kapauaeso-Uepkeccns (c)
Pecnybsanka Aabires (c)

Pecnybanka Cesepuas Ocerns (c)
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Puc.1. OTﬂFOLLlEHHOCTb OCHOBHbIMU TUMaMIn HaCﬂe,El,CTBeHHOIh naTosIornm ropoackoro n CenbCkoro HaceneHua paga ﬂOI'IyﬂﬂLl,I/IVI esponeMCKoﬁ yactu PO.
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