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0COOEHHOCMU MAKUX HACTEOCMEEHHbIX OONe3Hel, OMALOWEHHOCTb AYMOCOMHO-OOMUHAHMHBIMU U
aymocomMHO-peyecCcusHbIMU 3a001e6AHUAMU, PAKMOPLL PUCKA HACTEOCMEEHHbIX 6one3Hnell 015 pas-
Pabomku HayuHo 06OCHOBAHHBIX PEKOMEHOAYUll no NPoGuIaKmuke, pannei OUACHOCMuUKe U opea-
HUAYUY JedeHus. YCmanoeieno nanudue IMHOmMepPUmoPUaIbHblX 0COOeHHOCmell MaKux Hacueo-
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Epidemiology, ethnoterritorial, genetic, clinically-patogenetic featurers of some congenital deseases, com-
plications of autosomally-dominant and autosomal recessive deseases, risk factors of congenital deseases
for the development of scientifically-proved recommendations in preventive maintenance, early diagnostics
and treatment organizing are studied. The presence of some congenial deseases like hypotrichos, congeni-
tal letal osthopetrosis, family congenital erythrocytosis, brathiodactilia are revealed.

[To manabpM BO3, 5-7% HOBOPOXKIEHHBIX MMEIOT PA3IMUHYI0 HACIEIACTBEHHYIO
MaTOJIOTHIO, B KOTOPOW MOHOTEHHBIE (POPMBI COCTAaBILIOT 3-5%. Y Kakmoro Hapona
CBOM CIEKTp XapaKTepHBIX MyTaliid, 0OyCIOBIMBAIOIINX HACTEACTBEHHbIE OOJIE3HH.
Yucio 3aperucTpupoBaHHBIX HACTEACTBEHHBIX OOJIe3HEH MOCTOSHHO pacteT. Bemy-
My reHetukamu PO [3, 4 u ap.] yuensiMu UyBaIckoro rocy1apCTBEHHOTO YHUBEP-
cureta u corpynuukamu MI'L] I M3 CP YP [6, 7] nokazaHo, uTo B UyBarickoii
PecryOnuke yarie perucTpupyroTcsl Takue 3a00JIeBaHuUs, KaK HACIIEICTBEHHBIH 3PUT-
POILIMTO3, TUTIOTPHUX03, OpaxXUIaKTIINS TUI B, HaclIeICTBEHHBIH JICTATBHBINA OCTEOICT-
PO3, UXTHO3, HeWPOoPUOPOMATO3, MyKOBUCIIUI03, CHHAPOM Diiepca [laHnoca, 00ie3Hb.
Mapdana, BopoHKOOOpa3Hast IpyaHasl KJIeTKa, HEKOTOpbIe (JOPMBI COEMHUTETBHOT-
KaHHBIX JIUCIUIa3Ui, 00YCIIOBICHHBIC OIM3KOPOCTBEHHBIMH OpaKaMH.

Heanb padoTbl — U3YYUTH IMUAEMHOJIOTHIO, 3THOTEPPUTOPUATHLHBIE, TEHETH-
YeCKHe, KIMHHKO-TIATOICHETUYECKHE OCOOCHHOCTH HEKOTOPBIX HACJICICTBEHHBIX
0oe3HeH, OTATOUIEHHOCTh ayTOCOMHO-IOMHWHAHTHBIMH M ayTOCOMHO-pPEIeCCHB-
HBIMH 3200JIeBaHUAMH, (PaKTOPHI PUCKA HACIIEICTBEHHBIX OoJie3Hei a1 pa3paboT-
KM HayYHO 0OOCHOBAaHHBIX PEKOMEHJIAIUI 10 MPO(QUIIAKTHKE, PAHHEH TUArHOCTH-
KU U OpTraHu3aIiy JICUCHUS.

Martepuansl 1 MeToabl. OOBEKTOM HCCICAOBAHUM SBISUIMUCH CTaTUCTHYE-
ckue maaasie MIL] T M3 CP YP, MUAL| M3 CP YP, peructpbl HacieacTBEeH-
HbIx 3a0oseBanuit MI'1] TII11[ M3 CP UP, oryeTHbIC JaHHBIC TJIABHBIX CIICIIUAJIH-

* PaGoTa BBINONHEHA B pamMkax rockontpakta Ne [11292 ®III1 «HayuHble 1 Hay4HO-MENATOTHYECKHUE KAPBI UH-
HoBalmonHoi Poccun» Ha 2009-2013 rrm.
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ctoB M3 CP UYP, pe3yibprarhl COBMECTHBIX JMHIEMHOJOTHICCKHUX, KIMHHKO-
71a00paTOPHBIX, TEHETHYECKUX HCCIICOBAHHMN.

Hamu mcnosnp30BaHbl METOBI HOMYJISIIMOHHOM CTATUCTHUKY, CTaHIAPTHBIE METO-
Jbl TOMYJIIMOHHO-CTaTUCTHYECKOTO aHaN3a, CerperaldoHHBbI aHauu3 MpoOaHmo-
BeIM MeTozioM BaitaOepra (Morton N.E., 1959), omeHKa MpOrHOCTHYIECKUX W THAarHO-
CTUYECKUX KPUTEPUEB ITyTEM aHAIM3a YETHIPEXIOIbHOM MaTpHIBI, HCTIOIb3yeMON B
JoKa3aTenbHo MenuuuHe. [IpoBomwicss aHanu3 Hanboliee 4acTO PETHCTPUPYEMBIX
3a00JIEBaHUI TT0 ITHHYECKUM OCOOEHHOCTSIM. B paboTe MCIOIBp30BaH STAHBIA METO
MaTeMaTH4ecKol 00paboTKM ToydaeMbIX pesynbraToB B momudukampm C.H. Uep-
KacoBa. 3HaueHus pacnpoctpaneHHocTH AJl 1 AP 3a0oreBanunii paccUMTHIBAINCH Ha
1000 gemoBek 0OCIICIOBAaHHOTO HACEJICHUS, X-CIICTUICHHON TMaToioru (X-CIi.) — Ha
1000 myxckoro HaceneHus. CpaBHEHHE PacIIpOCTPAHEHHOCTH HACJIEICTBEHHBIX 00-
Ne3Hell MeXIy paioHAMH MPOBOIHIOCH TIPH TIOMOIIH TecTa ) u f-kputepus CThro-
JeHta. JIs CpaBHUTEIBHOIO aHAIN3a MEAUKO-TEHETHYECKHX XapaKTEPHCTHK, IOJY-
YEHHBIX [UISl YyBAIICKOI'O HACEeJIeHHsI, UCIIOIb30BaHbl aHATIOTMYHBIE JAHHBIE, OJTyYeH-
HBIE paHee I psijia apyrux Teppuropuii Poccnn [3, 4, 5].

YacToTy reTepo3UroTHBIX HOCUTeNeH (EHMIKETOHYpUH B IOMYJISIIUU pac-
CUMTHIBAJIM HA OCHOBAaHUH 3aKoHa Xapau—BaiiHOepra no gopmyie

P+2pq+q'=1,
IZie ¢ — 4acToTa HOPMAJIBHOTO T'€HA, p — YacToTa MyTaHTHoro ayutens. s nuar-
HOCTHKH TICUXW4ecKkoro pa3Butus aereir ¢ ®KY npumensumcs Metoap! HaOmroe-
HUSI M CTaHJIApTHBIE NATOIICUXOJIOTHYECKUE METOANKH, alallTHPOBAHHbIE JUIST KaXK-
Joro Bo3pacTtHoro mHTepBaia. C menbio nuarHocTuku (penmiakeTonypuun B MKI]
[IIL M3 CP YP ompenensimu ypoBeHb (heHmnananuaa (PA). Ilpu @A ot 2,1 no
7,9 MI/mIT cTaBUIICS AMATrHO3 «I00pOKadecTBeHHas rutnep(eHnIaTaHnHEMHAS.

C nesnpro JUarHOCTHKH BPOKAEHHOI'O TMIIOTHPE03a ONPEIEIIsUICS YPOBEHb TH-
peorporHOoro topmoHa (TTI) MeTomomM WMMYHOQIIFOOPECIIEHTHOTO aHaW3a C
BPEMEHHBIM pa3pelIeHueM JroMUHecHeHIH. C 1eibl0 JUarHOCTUKY MYKOBHUCLIHU-
Jl03a OMpEJENsIeTcss YpoBeHb MMMyHopeaktuBHoro TpurcuHa (MPT) mmmyHOGD-
JIFOOPECLEHTHBIM MEeTOAOM. J[Isi ITMarHOCTHKH aIpeHOTeHUTAIBHOIO CHHIpOMa
ompeaensui ypoBeHb 170-okcuruapornporecrepona (17-OHP) meromom TBepmo-
(hazHOr0 MMMYHO(QUIIOOPECIIEHTHOTO aHAIN3a C BPEMEHHBIM pa3pelieHHeM JIIOMU-
HecueHIMU. C Lenbl0 JUAarHOCTHKM TaJaKTO3eMHM OINpelesiiii ypOBEHb 00LIeH
ranaktosbl (I"am) (ramakro3a+ranakrosza-1-gocdarer) har0OpecieHTHEIM METOIOM.

Hus uccnenoannit Ha JIHK kpoBp Hampammsmmace B8 MI'HI[ Cankt—Iletep-
Oypra win B MockBy. B kaudecTBe marepuana Ui MOJEKYJISIPHO-TEHETHYECKUX
WCClIeJOBaHNH ncnonb3oBanu oopasiel JJHK, BeineneHHble u3 TEHKOIUTOB TIENb-
HOW KPOBHU WJIM TISITEH BBICYIIEHHOW KPOBU Ha (DUIBTPaX, C MOCIEAYIOIMIEH aMILIH-
(ukanmeit, ananmmzoMm pacmiererns pparmentoB JJHK dbepmentamu pectpukinmy,
JIeTekueit Ha anmektpodopese ¢parmentoB JJHK B mommakpunaMuaHBIX Temsx.
IIpu cpaBHeHHMM YacTOT ajlieieil B XpOMOCOMAaxX C MyTalMe€il U B HOIMYJISILIMOHHBIX
XPOMOCOMAX HCIIOJIb30BAIA ¥ -TECT JUIs JBYTOJIBHON TAaBIHIbI, @ TAK)KE TOUHBI
kpuTepuii dumiepa s COydaes, KOrIa KPUTEPHil y° HENPUMEHHM TIPH MAaloM
yucae HaOmoaeHud. s OLEHKH HEPaBHOBECHOCTH IO CLEMJICHUIO Ul IIOJIU-
MOpPGHBIX MapKEPOB B IPyIIe OOJIBHBIX NCIOIb30BAIN OLEHKY

d=(Pp—Py)/(1-Py),
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rae J — Mepa HEpaBHOBECHOCTHU CLEIUIEHHs, Pp — 4acTOTa acCOLUMUPOBAHHOIO al-
JIeNd Cpey XpOMOCOM C MyTalueH, Py — 4acToTa 3TOTO e ajuleisl Cpelud HOp-
MaJbHBIX XpoMocoM 110 Levin et al. u Delvin et al.) [3, 4].

Hamu npoBeneH aHanus:

- craructuyeckux JgaHaeix MMUAIL M3 CP YP, nganaeix Meauko-
reseTryeckoro nenrpa Ilpe3naeHTckoro nepuHaTaibHOrO IeHTpa MUHUCTEpCTBA
3[[paBOOXpaHEHUs M colnanbHoro pazsutus Yysamickoi PecyOmmku (MI'L TTTTL]
M3CP UYP) 3a mocnmeaaue 10 ner;

- HAYYHBIX TyOJMKalMi 1O HACIEACTBEHHBIM 3a0ojeBaHusM B UyBamuw,
TOZIOBBIX OTYETOB T'OPOJCKUX M PAallOHHBIX NEANATPOB, HHTEPHATOB U AETCKUX J10-
MOB C II€JIbI0 U3YYCHHUS PACIPOCTPAHCHHOCTH HACIIC/ICTBEHHBIX 3a0oeBanuii (H3)
y nereit Ha TeppuTtopun YyBamickoit PecryOnmkw;

— JIaHHBIX O POXKJAEMOCTH JETEW C HACJIEICTBEHHOW IATOJOTHEH, pacmpo-
CTPaHEHHOCTH XPOMOCOMHOM M T€HHOH NaTOJIOTHH, BPOKICHHBIX IOPOKOB Pa3BH-
Tust Ha Matepuanax MI'T] T M3CP YP;

— TONYJSILIMOHHO-TEHETHYECKON CTPYKTYpPbI, MEUKO-TEHETHIECKOE U3ydeHNE Ha-
cenensl (OLIEHKa Ipy3a, pa3HO0OpasKsl HACIICACTBEHHBIX OO0JIe3HEH, BBISBICHNE JIOKAIb-
HOT'O HAaKOILIEHUs! OTAENbHBIX HACIIEICTBEHHBIX 3a00JI€BaHNM Cpey BCETO HACENIEHUS U
Cpe/u vyBallieii), aHaIn3 HACJIeICTBEHHBIX OOJIe3HEH JIETCKOTrO HACETICHUS;

- 3a0051eBa€MOCTH HACJIEACTBEHHBIMU OOJIE3HSIMHU AETCKOTO HACEJICHUS B Uy-
BAILICKOW MTONYJISALIUU;

— PpacmpoCTpaHEHHOCTH HACJEICTBEHHBIX OoJIe3HEH B pas3iIMyHBIX paioHax
pecnyOnuKh, TOMyIAIHOHHON TeHETUYECKOH CTPYKTYPHI;

— JaHHBIX HEOHATAJBHOIO CKPMHUHIA HAa HACJEeICTBEHHBbIE 3a00J€BaHUS U
BPOKIEHHBIN runotupeos 3a 10 ner.

PesynbTatel uccaenoBanusi 00paboTaHbl METOAAMU BapHALMOHHON CTaTUCTH-
ku (I.®. Jlakun, 1990; J1.3. Kaiinanos, 1996) c onpenenenuem kputepus CThio-
JIeHTa, cpenHeil apudmerndeckoit (M), ctTangapTHOW OMMOKHU (1m) M MOKa3aTems
JIOCTOBEPHOCTH pa3nuyuii (p).

Pe3yabTaThl HccnenqoBanus. B sTHOrpadguueckoM OTHOLIEHNH YyBallH I1OA-
pa3aendioTcs Ha JIBe OCHOBHBIE TPYIIIBL: 8upbal (BEPXOBBIE), 3aHUMAIOIINX CEBEP
U CeBepoO-3amaj] peTUoHa, U anampu (HA30BBIE), IPOXKUBAIOIINX HA FOTO-BOCTOKE.
BepxoBble uyBamm npoxxuBatoT B AlMkoBckoM, BypHapckoMm, KpacHoapmeiickoM,
Kpacnoueraiickom, Mopraymickom, Yebokcapckom, [llymepnuackom, SapruHckom
paiioHax; cpenHeHusoBble — B LluBuibckoM, MapmnocaackoM, KoznockoM paii-
OHaX, YaCTMYHO — B YPMapCKOM paiioHe; COOCTBEHHO HHU30BBIE — B AJIATBIPCKOM,
BareipeBckoMm, Ubpecunckom, Kanamickom, Komcomonbckom, Ypmapckowm, Ille-
MYPIIMHCKOM, SJBYMKCKOM, SIHTUKOBCKOM paiioHax.

[To stHOrpadmveckuM rpymmnam BepxoBble uyBamu — 235 062, cpeaHeHn30-
Bble — 102 628, HuzoBbIe — 174 428. UucneHHOCTh MOCTOSHHOIO HaceiaeHus: Uy-
Banickoit Pecryonmuku Ha 01.01.2010 r. Bcero: Hacenenus — 1279,4 Thic., ropoj-
ckoro — 738 300, censckoro — 541 100, pereit — 251 100. YacTora poxxaeHus jae-
Tell ¢ HACJIeACTBEHHBIMU O0Ie3HsAMH cocTaBuiia 6,02%.

CTpyKTypa U pacipoCTpaHEHHOCTh HACIEACTBEHHBIX 00JIe3HEH 0 OCHOBHBIM
HO30JIOTHSIM 110 pecryOJIMKe Majo OTIMYAIOTCS OT JAHHBIX APYTHX PETHOHOB, HO
Takue 3a00JIeBaHMsI, KaK HACJEICTBEHHBIH SPUTPOLUTO3, THIIOTPUX03, Opaxuaax-
tunus (Tun B), HacleICTBEHHBIN JI€TaIbHBIA OCTEONETPO3, HXTHO3, HEUPOPUOpo-
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MaTo3, MyKOBHUCIIHJI03, CUHpOoM Diepca Jlannoca, 0. Mapgana, BOpoHkooOpa3Has
rpyIHasi KJIE€TKa, HEKOTOpble ()OPMbI COCANHUTEIbHOTKAHHBIX IUCIUIA3Ui, BCTpe-
YalTCs Yalle, a TUIIOTPUX03, CEMEUHBIN HACIEICTBEHHBIN 3PUTPOLUTO3, HACIIE-
CTBEHHBIN JIETAIbHBIH OCTEONETPO3, OpaXUOJaKTHIINS BCTPEUAIOTCSI B OCHOBHOM Y
JeTell dyBalcKod monyisiuii. [IpruauHbBI 3THX 0COOEHHOCTEH WHTEPECYIOT Teau-
aTpOB, TEHETHKOB, F€MATOJIOTOB U IPYTUX CHELUAIUCTOB.

[lo mammm manabM, AP 3aboneBanus ¢ pacrpoctpaneHHocThI0 1:50000 m
yame B YyBamickoi PecryOirke MOXXKHO OTHECTH: HEHPOCEHCOPHYIO TYTOYXOCTh
(1:4334), nurmentrbiit petuHUT (1:11498), Bpoknenusii runorpuxo3 (1:13221),
HepuddepennmpoBannyo omurodpenuto (1:14 690), BpokIeHHYIO KaTapakTy
(1:17 628), mukpouedanuto ¢ onuropperneii (1:22035), MukpodTabM ¢ MUKPO-
kopuea (1:44070), BpoxxaeHnsrit runotupeos (1:23780), runoduzapHbiii HAaHH3M
(1:24319) u uxtrozudopmuyro spurpoaepmuto (1:37774).

AHaM3 TepPUTOPHAIIFHOTO PACIIPOCTPaHEHHs OTENBHBIX 3200JIeBaHMIl TI0 00CITe-
JIOBaHHBIM paiioHaM IOKa3al CTATUCTUYECKH OCTOBEPHOE HAKOIUIEHUE TOJIBKO JUIS Ha-
CJIEICTBEHHOTO TMIIOTPUX03a U HECHHAPOMAIBHON HEMPOCEHCOPHOI Tyroyxoctu B Ma-
purHcko-IlocanckoM paifoHe U MUTMEHTHOIO PETHHUTA Yy PYCCKUX B AJIATBIPCKOM paii-
one. Hozomormueckwuii criektp X-cI1. 3a0oneBanuii ipencrapied 11 dopmamu. Yacteivu,
T.€. ¢ pactpoctpaneHHOCTHIO 1:50000 My>KUrH U Harre, BEISBICHO 6 3a00JIeBaHMIA: OJH-
rodppenus (1:6610), remodumas A (1:22035), nxtros (1:26442), HaciencTBeHHas MO-
TOPHO-CEHCOpHAasl HEHpoIaTHs, HUCTarM M XOPEOAEPMHUsI C PacIpOCTPAHEHHOCTHIO
1:44070. Hanboree 9acTbie y1st APYTHX POCCUHCKUX PETMOHOB X-CII. 3a0011eBaHus (TIpO-
IPECCUPYIOIIAs MBIILIEYHas AUCTPO-
¢ust, i JrormenHa n bekkepa, Ha-
CJICACTBEHHAsI MOTOPHO-CEHCOpHAsI
Helporatysl) OKa3aJluCh — pacmpo-

Tabimna 1

Hozosornueckuii cnexrp A/l narosiornu,
BLISIBJIEHHO# cpeIu AeTCKOro HacejieHusi 6 paiioHoB
Yypauickoii Pecny0inku

Pacnpo-| CTPAHCHBI HCKIIOUHTEIBHO ~ CpEIH
Jluaruo3 crpanen-| PYCCKOI'O HACCIICHUA. Anami TEP-
§ HOCTE | PUTOPHUATEHOTO  PACIIPOCTPAHCHHS
MpocTof uxrios L1616 | % _c11. 3a60meBaniil BEIIBIIT JIOKATb-
Hetipopubpomatos, I tun 1:9694 . .
Cunzpom Mapgana 1:13572 HOC€ HAKOIUICHUC CEMCHHOHN OJ'II/IFO(I)—
TlocTakcuanbHast O IAKTHIIHS 1: 13572 peHun B MapI/II/IHCKO—HOCZII[CKOM
gpomeﬂﬂaﬂ A Hgggg paiiore (4 cembu — 15 GOJNBHBIX).
aﬁf;f;;ff:;;ﬂ = Teoes| Bce ocranbHEle 3abonmeBaHsT BCTpe-
CHHIPOM MHOECTBEHHBIX 9K30CTO30B 1:16965 | HalIACh PpaHCC M SBJLIIOTCA 9aCTbIMU
Cunpom Ionanna 1:16965 | HE TOJBKO II0 IAHHBIM I'€HETHKO-
HecnnnpomansHast onmuroppeHns 1:22620 SMUIEMHONIOTHUCCKUX ~ HCCIICIOBA-
JlaJoHHO-NIOIONIBEHHAs. KEPATOIEPMHUS 1:22620 o P
CHHIPOM apaxHOAAKTIIINH, TedopManuy nansies | 1:22620 HUMH, HpOBC,I[eHHBIXVB occu, HO U
Cunapom Xautepmana—Illtpaiidga 1:22620 | IO JaHHBIM MHUPOBOM JIMTEPATYPBI.
CunnpoM DHKelbMeHa 1:22620 K NEPHOy HOBOPOKIECHHOCTH
}BI;’KMPHegﬁi;‘:;‘og‘e“pm“‘mpﬂa" TYTOYXOCTR }fggggg niposiisieTcs 10 25% 3aboneBaHmi.
CHHIpOM MHOXECTBEHHbBIX HEBYCOB 1:33930 K 3 ronam MaHHq)eCTprIOT y)K? 1o
AXOHIPOILIA3HS 1:33930 | 70% HacleICTBCHHBIX OoJe3HEH, a
lépaxnﬂaKTnﬂm, un B - 1133930 K KOHIy IyOepTaTHOTO Tepruoaa
nnapom Kimnnens—Tpenone—Bebepa 1:33930 0 &
Crrapon Tipagepa_ B 133030 MPAKTHYECKH 90% HacIieACTBEHHOU
Cunnpom Dnepca—/lanmno 1:33930 NaTOJIOTHH  UMCIOT ~ Pa3BEPHYTYIO
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KJIMHUYECKYI0 KapTuHy. Ho30/0rHYecKuii ClIeKTp HACCICTBCHHBIX OOJIC3HEH, BBISIB-
JICHHBIX TOJILKO CPEIU JICTCKOTrO HaceneHwus, coctaBwi 106 3adoneBanmii (57 — ¢ AJ]
TUIOM HaclienoBanus, 44 —c AP u 6 —c X-cii.) [3, 4, 7].

B Tabxn. 1 nmpexacrasien criekrp gactoit A/l maromoruu, pacnoyioKeHHO! B 3a-
BUCHMOCTH OT PacIpOCTPaHEHHOCTH Cpellu JeTCKOTo Hacenenus [3, 4, 7]. Hanbo-
Jiee 4acTBIM OKa3aJiCsl MPOCTOW MXTHO3, KOTOPBIN 3aperucTpupoBaH y 42 OOIBHBIX
nereit u3 35 cemeit. [IpakTryecku y Bcex jeTed NeOrOT 3a00JIeBaHMs TIPUILCIICS Ha
MEpBbIE MECSALBI JKU3HU. PacrpoCTpaHEHHOCTh NPOCTOr0 MXTHO3a cocTaBmia 1:1616
JieTeil. BTOphIM 10 4acToTe BCTPEYaEeMOCTH CPEIU JISTEl oKasaics HelpoguOpoMaTos
[ Tuna, pacnpocTpaHeHHOCTh KOTOPOro cocTaBmia 1:9694.

B ta6u. 2 npencrasiiensl yacteie AP 3a00ieBaHus, BBISBIICHHBIC CPEIU JICTCH.

AHanu3 pazHO0Opa3us HACJIECTBEHHON MAaTONIOTHH, BBIIBJICHHOM Cpev BCEro Ha-
CceJIeHHs], TOJIbKO Y YyBalllel U XapaKTepHOM I IeTCKOro BO3pacTa, MOKasal, YTo OC-
HOBHAs 4acTb HACJIEACTBEHHBIX 3a00ICBaHMI, BBIBICHHBIX CPEM yBAIICKOTO Hacele-
HUsI, BCTPEYACTCSl U B JPYTUX POCCUMCKUX U €BPOIEUCKUX IOMYISUAX CO CXOIHBIMU
yactotami. OJJHAKO psiJT 3a00JIeBaHMIT OOHAPYKUBAET JIOKAJTHHO BHICOKHE 3HAYEHHS pac-
MPOCTPAHEHHOCTH CpPeay 4yBa-

1IeH, py 3ToM MO0 BOOOLIE HE Tabmua 2
BCTPCYAACh B JPYIMX TIOIYJIAIIM-  AyTocoMHO-pelecCHBHBIE 32050 IeBaHNsl, BbISIBJIEHHbIE
SIX, THOO BBISIBJISISICH C OUYEHb HH3- cpeau aereii Yysamickoii Pecny0anku
Ko yactoroit. Cpeny dyBaIicKo- Pacnipo-
TO HacelleHWs pexe, deM cpemau |OMIM Muarnos CTpaHeH-
PYCCKOIO HACEJIEHHS], BCTPEYAIOT- : HoetR
220700 HecunapomanbHast HeHPOCEHCOPHAs 1:1786
sl (PeHIIIKETOHYPHST, MyKOBHCITH- TYroyXocTb :
J103, IIPOIPECCUPYIOIINE MBIIIeY- |249500 |HecunapomanbHas onuropperms 1:8483
HEIE ,I[I/ICTpO(l)I/H/I Jromenna, bek- 251200 |Mukpornedanus, onurodpeHus 1:9694
H 212500 [BpoxieHHas KaTapakTa 1:9694
Kepa. HarpoTB, € O4CHb BBICO- 5100 VixTrosndopMHas SpuTpoiepMus 1:9694
KMMH YacTOTAMM PACHPOCTPAHE- (604379 |[umorprxos 1:9694
HBI TOIBKO Cpeau ‘-IyB&HIGfI " He- |268000 |ITurMeHTHBII peTHHAT 1:11310
CKOJIKO peske Cpeu MapHﬁHCB, 241400 [Bposk/IeHHBIH THIIOTHPEO3 1:11310
251600 |Mukpo¢Taasm, MEKpOKOpHEa 1:16965
KaK MUHUMYM, TPH ayTOCOMHO- 1557400 [Bpouennbiii nucrarm 1:16965
PELIECCHBHBIX 3a00JIEBaHUA. DTO (259750 Jeranbmbiii MHQAHTIIBHELT 0CTEONETPO3 1:16965
HACJICJACTBEHHBIN JICTAIBLHBLIA OC- |203320|AnbOunusm, sKenThIi 1:22620
TEOMeTpo3, TOTANBHBIH BPOJKJIEH- 262400 | "'nnodusapHbIil HAHU3M 1:22620
o 270800 | bone3ns LITprommenst 1:33930
HBIM TUIIOTPUXO3 U SPUTPOLUTO3 - [555100 JlefikomucTpodust 1:33930

(dacToTa TEHa CpemM 4YyBalIEH  [253340|Crunansnas wpimeunas arpodus, Il Tun 1:33930

1,68, 2’72 u 1’84% COOTBETCT- [255300 |BposkieHHas MHOTIATHS 1:33930
BeHHO). BhICOka B DecIvOIMKe 231300 [BposkieHHas riiaykoma 1:33930

) o p 6Hy 265050 | BpoxxaeHHBII ITO3 1:33930
TAKOKE 4aCcTOTa HEMpOPHOPOMATO- 547300 [ameanprnii mxruos 1:33930
34, BYJILI'APHOI'0 MXTHO3a, UXTUO- 277300 |CrioHmIo-KOCTaIbHBIH JH30CTO3 1:33930
SO(I)OPMHOP'I SPUTPOAECPMUH, Hel- 225360 |Cunapom Diepca-anmo 1:33930

podubpomaroza u GomnesHu Bep- (221300 |CHHAPOM MIKPOTHI € ATPESHCTi HADYAHEX | 1 3393
CITyXOBBIX IPOXO/IOB U KOHYKTUBHOM IUTyXOTOH

HHKa FO(b(I)MaHa. 241000 |Cunnpom onurodpennd, runoreauranmsma | 1:33930
I'enetnueckoe CXOJACTBO CHHIPOM OJIMTOpPEHNH, TUIIEPTENOPU3MA .
. - AP YARH 1:33930
yyBalle U MapuiLEB HE CIy- u dALL
o N AP Bonesus 'upinpynra, onurodpenus 1:33930
JauHO. 110 UCTOPHUYICCKUM NAH- 536700 ToMouuCTHHYpHS 1:33930

HBIM, 3aCCJICHUEC YYBALICKOT'O [261600)|PeHunKeToHypus 1:33930
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Kpasi 6onrapo-cyBapaMy WHTEHCHBHO LIO A0 cepenuHbl XIV B. ¢ 0IHOBpeMEH-
HBIM OTTECHEHHEM MECTHOT'O MapHUHCKOTO HaceJeHUs U cMelenrneM ¢ HuM. Coor-
HOUICHUE 3TUX KOMIIOHEHTOB IIPH BO3HUKHOBEHHUH YyBallled 0CTAeTCsl HEACHBIM.

Ciydan 3puTpoLmMTOo3a, HOCAIINE CEMEHHBIM XapakTep, B OCHOBHOM PErHCTPHPY-
I0TCSl B CEBEPO-BOCTOUHBIX paioHax Uysammmu. KnmHuka 3THX ciydaeB He COBIagaeT
HU C OTHOM M3 W3BECTHBIX HO30JIOTHYECKHUX (POPM, IJIsl KOTOPBIX ObUTH M3BECTHBI MY-
TallM¥ B TeHAX, NPUBOJIAIIME K 3a00neBannto. Ho KiMHMYeCKast KapTUHA TPH TaHHOW
(opme 3aborneBaHVI HAIOMUHAET KIMHWYECKYI0 KapTHHY CeMerHoW moOpokade-
ctBeHHON moymmnTemMun (OMIM 263400). DpuTponyTo3 B YyBalICKUX CEMBSIX SIBIISI-
eTcsl DHAEMIYECKON (HOPMOI ONMCAaHHBIX CEMEWHO-HACIECTBEHHBIX SPUTPOIMTO30B.
Ero pacnpoctpaneHHOCTs cpefu dyBaiei coctaBisieT 1:4450 dyenmoBek. AJuienbHas
yacrora MyTauuu paBHa 1.84%, pacuernas yactora spurpouurosa — 1:3000 uero-
BEK, YTO BBIIIE PACIPOCTPAHCHHOCTH 3a00JICBaHUS, ONPEICICHHON B X0/I€ KIMHHU-
KO-3IHIEMHOJIOTHIECKUX UCCIIeIOBaHUH.

Bpaxupaxrumms B u cuaapom Xamnepmana—1ltpaiida B qpyrux poccHACKUX TO-
NYJSILWSX TIPH T€HETHKO-3MUAEMHOIOTMUECKHX HCCIIEIOBAaHMSX HE 3aperHCTPHPOBAHBL.
Oco0060 x0Tenoch Obl BBIIEINTh OpaxuIaKTHINIO B, Tak Kak 3Ta JOCTaTOYHO peaKast
topma BeIsBNIeHa B UyBamickoi PecryOmike ¢ BBICOKOH pacrpoCTpaHEHHOCTHIO. Bee
OOJBbHBIC 10 HAIMOHATIFHOCTH SIBISIOTCS UyBalllaMH, [IPOKUBAIOT B TPEX U3 ILECTH 00-
CIIeIOBAaHHBIX paiioHax pecryomuku (Mopraymickom, YebokcapckoM u LuBHITbCKOM).
Yacrota BCcTpeuaeMOCTH OpaxWIakTWIMU B cpean dyBalICKOTO HACENEHHs COCTaBHIIA
1:14894 uenoeka. Bo Bcex cembsix HaOMOmAICs MEKCEMEHHbIA KIMHUYECKUM IOJIH-
Mop¢ur3M 3a00JIeBaHusL, @ B IBYX CEMBSIX — M BHYTPHCEMEHHBIH.

AHanu3 pe3ynbTaToB HEOHATAIFHOIO CKPHHHMHIA HA OCHOBHBIE C TSDKEJIBIM IIPOTHO-
30M 3a00JieBaHusl (BPOXKICHHBIM Tunotrpeo3, AI'C, MyKOBUCIIM/IO03, TajlakTo3eMus, (he-
HIDIKETOHYPHSI) TIOKa3all: (peHMIIKETOHYpHSI BCTpedaeTcsi ¢ yactoToi 1:6531, BpoxkaeH-
HBIM Tunotrpeos — 1:2069, mykoBucumnos — 1:14395, anpeHoreHUTAIBHBIA CHHAPOM —
121593, ramaxrozemust — 1:39849. 3a 20 net B peciryOmnuke BhISIBIEHO 699 XpPOMOCOMHBIX
3a00JIeBaHMH, CTPYKTypa XPOMOCOMHOM MAaTOJIOTHH TIPE/ICTaBNIeHa B Ta0II. 3.

BoiBoabi. 1. B Uygamickoii PecmyOnuike
PETUCTPUPYIOTCSI BCE OCHOBHBIE HACIIEICTBEH-
Hele Ooneznn (HB), HekoTopble U3 HUX BCTpe-

Tabmnuma 3

CTpyKTYypa XpOMOCOMHOIi aHOMAIUHU
10 IUTOreHeTHYeCcKoii 1adopaTopuun

MTIK 3a 1991-2010 rr. 4aroTcsi ¢ OOMBINEeN YacTOTOM, YeM B JIPYTHX
Ko. | OT peruonax P®, psin 3aboneBaHuii BCTpedaeTcs
BCeil o
Hosotorms au- | M | TOIBKO y JIMI[ YyBALICKOW HALMOHATBHOCTH
et | worum, | (momyysiumm). ITH Ke OONE3HH PETHCTPHPY-
%
IOTCS B COCEIHUX PECHyOInKax, TpaHIYaniinx
C. Jlayna 247 | 3534 JHAX PECITyOJIMKax, Ip S
C. llepemesckoro-Tepuepa | 115 | 16,45 ¢ Uysamckoii PecryOnmkoi, u y dysaiue,
C. Knsitnenbrepa 87 | 12,45 | BpIEXaBIINMX B IPYTHUE PETMOHBL
C. DuBapaca 6 0,86 o _
C Tharay 057 2. L{aCTOTa POJKIAEMOCTH JleTeli C Hacyes
Tonncomus o Y 4 0,57 CTBEHHOW Taronorueid B pecnyommke 5,8%, 1o
Llomicomus o X 6 | 086 | Pd — 5-7%. Habnromarores pasinums B ypOBHE
AHOMaJIMH TI0 MOJIOBBIM XPO- 18 2,58 <
MOCOMAM OTSTOIIEHHOCTH HACENIEHHUsI ayTOCOMHOM TaTo-
Maubie anomami xpomocomam | 91 | 13,02 |  jorueil Mexay paifoHaMu pecITyONiKH, Hanbo-
XpomMocoMHbIe abbeppalu 109 | 15,59
Sl PR Jiee BBIPAKEHHBIE Pa3IddMs TIPH Pa3fiefieHAN
Vtoro 699 | 100 HaceJIeH!s! Ha TOPOJICKOE U CETbCKOE.
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3. K ayTocoMHO-peniecCUBHBIM ~ 3a00JI€EBaHUSIM C  PacHpPOCTPaHEHHOCTHIO
1:50000 u yame B YyBamickoi PecnyOinke MOXHO OTHECTH: HEHPOCEHCOPHYIO
Tyroyxocts (1:4334), nurmenTaerii petrHUT (1:11498), BpoKIeHHBIN THIOTPHXO03
(1:13221), neguddepenunpoBannyo onuroppennto (1:14690), BpoxkIeHHYIO Ka-
tapakty (1:17628), muxpornedanuto ¢ onmuroppenueit (1:22035), muxpodTanbsm ¢
mukpokopHea (1:44070), Bpoxaennsiii runotupeo3 (1:23780), runoduzapHblii
HaHm3M (1:24319) u uxtnozudopmuyto sputpoaepmuto (1:37774).

4. YCTaHOBJICHO HAJIMYKE 3THOTEPPUTOPHAIBHBIX OCOOCHHOCTEH TakuX Ha-
CIIEJICTBEHHBIX OOJIE3HEW, KaK THIIOTPUXO3, HACIEJCTBEHHBIN JIETANBHBIN OCTEO-
NEeTPO3, CEMEHHBII HACIIEACTBEHHBIH SPUTPOLUTO3, OPaxXUOAaKTHIHS.

5. OTArOIIEHHOCTh JETCKOI'0 HACEJIEHUsI OCHOBHBIMHM THIIAMH MEHIEIHPYIO-
nield HacJIeJCTBEHHOH MaTOJIOTHH OKa3ajlach HEOOBIYaifHO BBICOKOH.

4. AHanu3 pe3ysbTaToOB HEOHATAJIbHOTO CKPUHUHIA HA OCHOBHBIE C TSKEIIBIM
IPOTHO30M 3a0oseBaHus (BpOKACHHBIN runotupeo3, AI'C, MykoBUCIIHIO3, TalaK-
To3eMUs, (DEHUIKETOHYPHS) TTOKa3al, 9T0 (DEHUIKETOHYPHS BCTPEUAETCs C YacTo-
Toit 1:6531, BpoxkaenHnsIit runotupeo3 — 1:2069, mykoBucuunos — 1:14395, angpe-
HOT€HHUTAJbHBIN cuHapoM — 121593, ranakrozemus — 1:39849.
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