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OueHeHo pazHoobpa3re MOHOTEHHbIX HacneACTBeHHbIX 6one3Hel (MHB) y HaceneHus BocbMm paiioHoB Pecnybnvkm TatapcTaH
(PT). YncneHHocTb 06cnenoBaHHOro HaceneHus coctaBsuna 264 310 yen. AHanua npoBeneH A1 BCEro HaceneHns parioHoB 1 OT-
[OenbHO AN NpeacTaBuTenel TUTYNbHOW Haumm (Tatapsl). Tatapckoe HaceneHue (209 265 yen.) npeacTaBneHo Tpemsi OCHOBHLIMU
3THOrpadunyeckMm rpynnammn — kasaHckme Tatapbl (Apckuil, ATHUHCKMIA, KyKMOPCKMIA paoHel), muwapu (BymHckuin, poxxaHoB-
ckuin) n TenTapu (AkTaHbIckuid, MycntomoBckuin 1 MeH3ennHekmin). Ho3onormieckumin cnekTp HacneacTBeHHbIX 60ne3Hel BKiYan
256 3aboneBaHuii: 135 ¢ ayTOCOMHO-A0MMHAHTHLIM TUNOM HacnegoBaHus (ALL), 97 ¢ ayTocomHo-peueccuBHbIM (AP) 1 24 ¢ X-cuen-
neHHbIM (X-cu,.). OnpepeneHbl pacnpocTpaHeHHoCTb MHB, YacTble 1 peakue HO30510rnYeckne GopMbl, HAKOMEHNE OTAENbHbIX 3a-
6onesaHuii no cybnonynaumsm. NMoareepxaatowas JHK-nnarHocTuka nposeneHa ans 38 MHB (211 6onbHbIx). MpoBeneHo cpaBHe-
Hue pasHoobpasns MHE ¢ paHee nony4yeHHbIMU AaHHbIMK MO FeHETUKO-3NUAEMUONIONrMYECKM UCCNEN0BAHNAM €BPONEeicKoi YacTun
Poccuu: Knposckoii, Koctpomckoii, Teepckoid, BpsHckol, PoctoBckoin obnactein, KpacHogapckoro kpas v Pecnybnvk Anpiren,
BawkopToctana, Mapuin 9n, Yamyptum n Yyeawwmn.

KntoyeBble cioBa: reHeTnyeckas anuaemmnonorus, pasHoobpasme MOHOreHHo HacneacTBeHHOW naTonorumn, Pecny6nvka TaTap-

CTaH, aTHorpaduyeckne rpynmnbl, kKadaHckue Tatapbl, MULLAPK, TENTSPU

Beenenue

B cepuu npenpinyiyx cooOIEHU MO TeHETUKO-3MUAC-
MUOJIOTHYECKOMY M3ydyeHuIo HaceneHus PT nmpoaHanusupo-
BaHBl TeHETHYeCKasl CTPYKTypa u oTrsroméHHocts MHDB
B BOCbMU paiiOHax, B KOTOPBIX TMPEICTABUTENIN TUTYJIbHOM
HallMM — TaTapbl — TPEJICTaBICHBI TPEMSI OCHOBHBIMU CY-
09THUUYECKMMMU TPYMMaMKU BOJITO-YpaJbCKUX TaTap (Ka3aH-
CKMe TaTapbl, MUILIApU U Tentapu) [2—7, 12].

Her equHoii Teopru MpOMCXOXIEHNST COBPEMEHHOTO Ta-
TapcKOro Hapoja, Tak Kak He OMpeaeSéH HeJTOCTHbIA STHU-
yecKuil KopeHb [14, 17]. DTHOHUM «TaTapbl» CTajl aKTUBHO
npuMeHsTbes ToabKo ¢ VI Beka. Cpeny mpenkoB TaTap BbI-
NEJISTIOT TYHHOB, KUITYaKoB, Oy/irap, HOrailleB U Apyrue Ha-
po/ibl, chOpMUPOBABIIMECS B APEBHEMIIINE BpeMeHa, BKIIIO-

yast ckudoB. B Gosee mo3nHuMii mepuoa BecbMa 3HAUUTENb-
HOe BIMsHUE Ha (HOPMUPOBAHUE COBPEMEHHBIX TaTap OKa-
3aI1 (PUHHO-YIPHI U ciaBsHe [14, 17], mpuuém poJib pa3HbIX
mwieMeH B (OpMUPOBAaHMU OTAEJIBbHBIX CYOSTHOCOB TaTap
TOYHO He ompeneneHa. OCHOBHbBIC dTHOrpadruecKue TpyIi-
bl BOJITO-ypaibckux Tatap PT (kasaHckue TaTapbl, Mulla-
PH M TENTSIPY) HEKOTOPOE BpeMsl IPOXUBAIIM B reorpaduye-
CKOI M3OJISILIMU APYT OT Jpyra. ATMUHUCTPATUBHBIC IPaHU-
1IbI coBpeMeHHol Tarapuu omnpeaeauyiuch OTHOCUTEIbHO
HEIaBHO C TOYKHU 3pEHUS] U3MEHEHMsI TeHeTUYEeCKUX Tpo-
neccoB B nonyisiuuy. Ha reHodoHn Kaxkmoi u3 cyoaTHUYE -
CKUX TPYII TaTap B pa3HOe BpeMsl C pa3HOW MHTEHCHUBHO-
CTBIO U TIPOTSKEHHOCTHIO OKA3bIBAJIM BIUSIHUE PSIIOM TTPO-
JKMBAWOIIME TUIEMEHa, Hapojbl, HApOJIHOCTU. B 1ieHTpasb-

* Pabora BbIoaHEHA py yacTuayHOM (puHaHcupoBanun PODU (Nel14-04-00525-a, 14-04-10075-k, 12-04-00122-a).
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Hoit yactu PT 1 BOJIM3M TOPOJIOB B HACTOSIIIIEE BPEMST OTME-
qaeTcsl 3HaYMTebHAsl MeTHUCALlMsl He TOJbKO TaTap pa3HbIX
3THOTPA(GUUECKUX TPYII, HO U TaTap C APYTMMHU STHOCAMH.
Ananmu3 pazHoo0pasusa MHB y Tatapckoro HaceneHMs B 1ie-
JIOM M B pa3HbIX CYO3THUYECKMX TIpYIINax, BO3MOXHO,
BHECET TOTOJHUTEIbHYI0 MH(POPMALIMIO B U3YYEHUE 3THO-
reHe3a 3TOro Hapoja.

Marepuralibl 1 METOIBI

OueneHo paszHoobpaszue MHDB B BocbMu paitonax PT
C YMCJIEHHOCTBIO 00CIe0BaHHOTO HaceneHust 264 310 ven.
IIpencraBuTeny TUTYJIbHON HAlMKU TPEX OCHOBHBIX 3THO-
rpacduyecKuX Tpynim BOJTO-ypaIbCKUX TaTap COCTABUIU Bbl-
6opky u3 209 266 yen. (79,13% or Bcero 06GCICIOBAHHOTO
HaceJieHMs1): KazaHckue tatapbl — Apckuit (51 607 yen.),
Ataunckuii (13 800 uesn.), Kykmopckuii (47 414 yen.) paiio-
Hbl; Muiiapu — byuHckuii (45 144 yen.) u JpoxkKaHOB-
ckuit (25 841 4yen.); TenTApu —  AKTaAHBIIICKUI
(31 790 gen.), MycmomoBckwmii (19 638 yen.) u MeH3senuH-
ckuit (29 076 ven.). Cpenu APyrMxX HALMOHAIBHOCTEM Clie-
JlyeT OTMETUTh KOMIAKTHOE MpOXUBaHUe uyBalleil B JIpox-
KaHOBCKOM 1 BynHckoM paitonax (20 337 yen. — 7,69%),
yamypToB B Kykmopckom paitone (5690 uen. — 2%) u pyc-
CKUX, MPOKMBAIOIIMX MMOBceMeCcTHO (25 435 ven. — 9,62%).
IMopaiioHHast YMCAEHHOCTb M ATHUYECKUIA COCTaB 00CIen0-
BaHHOTO HaceJieHUsl MOAPOOHO TMPUBOMSTCS B CTaThe IO
aHaIM3y OTATOIIEHHOCTH HACEJICHMSI BOCBMU pailoHOB [4].

O0cnenoBaHre HaceleHUsl U3YYEHHbIX PailOHOB MpoBe-
JIEHO HE3aBMCUMO OT HAlMOHAJIBbHOCTU U IMOJIO-BO3PACTHOI
CTPYKTYPHI, B COOTBETCTBUHM C TIPOTOKOJIOM Te€HETUKO-ITH/IE-
MHUOJIOTMYECKUX  ucchenoBaHuit  (paspabotka  DI'BY
«MI'HL» PAMH). Metonbl c6opa 1 00paboTKu MEeAMKO-Te-
HETMUYECKOTo MaTepualia OCTAlOTCsl HEU3MEHHBIMU Ha MPOTSI-
JKEHUM BCEX HCCIIeNOBaHUI, MPOBOAMMBIX COTPYIHUKAMM
®OIBY «MTHLI» PAMH, 4To 103BOJISIET MPOBOIUTH CPaBHE-
HUE BHOBb TOJIYUEHHBIX JAHHBIX C pe3yibTaTaMM W3 paHee
obcenoBaHHbIX monyssauuii Poccun [1, 8—11, 15, 16, 19].

BrisiBieHue u BepuduKkanus pa3TIndyHbIX HO30JI0THYE-
ckux opm MHDB nipoBeneHsl BpauaMu, crieliMaanu3upyo-
LIMMHUCSI HA COOTBETCTBYIOLIEH HACAeACTBEHHOM MaToso-
TMU — CHHAPOMOJIOTOM, MEAUMATPOM, HEBPOJOIOM, JIep-
MaToJIOTOM, OPTOIEIOM, OTOJIAPUHTOJIOTOM, O(MTaTbMO-
sorom. [lpu amarHoCTUKE MCIONIb30BaHbl COBPEMEHHbIC
METO/Ibl: TeHeaJoTUYeCKUii, CUHAPOMOJOTMYECKUI; M0-
MOJHUTEJbHbIE  HCcaenoBaHus  (dJaeKTpomuorpadus,
pentrenorpacdus, KT, MPT, aynnorpamma u T.4.). Yactu
00JIbHBIM (110 TIOKa3aHUSIM) MPOBEACHO ILIMTOreHETHUYEe-
CKOE HCClIeOBaHUE COTPYAHMKAMU Meauko-reHeruye-
ckoit koHcyaprauuu r.Kazanm (3aB. MI'K Baguna 3.1.).
ITogrBepxnmaromass JHK-guarnoctuka (mo mpocnoe
0onbHBIX) TpoBeneHa 211 mammenrtam. JJHK-nmunarnoctu-
Ka BBINOJHEHA COTPYIHUKAMM JaOOpaTOpUil: reHeTuye-
CKOIl »2IuUIeMUOJOTUM (PYKOBOAMUTENAb MA.M.H., IIpod.
P.A. 3unuenko), [AHK-mmarHoctmku (pyKoBOOMTEIb
10.0.H., mpod. A.B. TlonsakoB), sanureHeTUKU (PYKOBOIM-

Teab 1.0.H., npod. J.B. 3aneraeB), HaciaeaCTBEHHBIX 00-
Je3Hell oOMeHa BellecTB (PyKOBOJAUTENb J.M.H. 3axapo-
Ba E.10.) ®I'BY «MI'HLl» PAMH.

Bce nmauueHTHl Tpu OOC/IEAOBAHUM TMOANMUCAIA MUCh-
MeHHOe MH(pOPMHUPOBAHHOE coriacue (B ciaydyae HECOBEp-
LIEHHOJIETHUX JeTell H(MOPMUPOBAHHOE COTrjacue TMoJyye-
HO y UX poauTesieil) Ha TOOPOBOJIbLHOE yyacTue B 00cCie10-
BaHUU, Ha 3a00p OMOJIOTMYECKOr0 MaTepraja (KpoBb, BOJO-
Chl) ¥ Ha MyOIMKALMIO JaHHBIX O HUX B T€YaTH, BKJIIOYAs
dororpacduu. Hacrosiee nccienoBaHue o100peHO JOKalb-
HbIM aTHYeckuM KomuretoM ®I'BY «MI'HL» PAMH.

PasznooOpasue MHDB mipencraBieHo B Bume peecTpa
B COOTBETCTBUU C KaccubuKalueil 1o opraHHOMY U CHUC-
TEMHOMY THIIaM 3a00JIeBaHUSI: HACJEICTBEHHbIE CUHIPOMBI,
TeHOAepPMaTo3bl, odTalIbMOJIOTUYECKas, HEBPOJIOTHYeCKast,
cKesieTHast ¥ mipoyvasi natojiorust. [1pu onucaHuu pasHooO-
pasust MHDB B criekTp BKJIIOUEHBI MUKPOJEJIEIMOHHbIE CUH-
npombl (IIpanepa—Bumiu, DHxenbmeHa, bakBur—Bune-
MaHa ¥ ap.) M Homepamu o OMIM [26], He Boluealne B
pacyéT oTATOlEHHOCTH. AHaiM3 pa3Hoobpas3us MHDB mpo-
BeAE€H B TPEX TpyINax: JJsl BCEro HacejaeHusl, Ui TaTap U
CyMMapHoO Uil OOJBHBIX APYrMX HallMoHaabHOcTel. CpaB-
HeHMe 3HaYeHWI pacrpoCcTpaHEHHOCTH OTAETbHBIX 3a00Jie-
BaHUI MPOBEJIEHO C paHee 00C/eI0BaHHBIMU TIOTYJISILIASIMU
eBporneickoil yactu Poccum ¢ o01eld YUCIEHHOCThIO 00-
cJieloBaHHOTO HacejieHus1 6ojiee 3 MJIH yen. B aHanus Bo-
1LITA JaHHBIe 0 pacupocTtpanéHHoctT MHB B 11 monymsimu-
sx: Kocrtpomckoii, Kuposckoii, Pocrosckoii, TBepckoi,
bpsinckoit obnactax, KpacHomapckoro kpas, Pecrybiaukax
Yysawwus, bamkoprocradH, Mapuit Oi, ¥YaMmyptusi, Anpirest
[1, 8—11, 15, 16, 19].

AHaM3 PaBHOMEPHOCTU TEPPUTOPUATBLHOTO pacIpo-
CTpPaHEHUs OTIAEIbHBIX HO30JI0TMUYECKNX (hOPM IO paiioHaM
NMpoBeA€H ¢ ucrnoyib3oBaHueM F-pacripeneneHust (ypoBeHb
gHaunmocTu o < 0,01) [13]. Jdnsg u3ydyeHuss reHeTUIeCKUX
B3aMMOOTHOILIEHUN MEXAY Pa3TuYHbIMU 3THOTpahUIECKU-
MM Tpynnamu Tatap no pacrpocrtpaHéHHocty MHDB mnpo-
BeAEH KJIACTEPHBII aHAIU3 CPETHECBS3BIBAIOIIMM METOAOM
JUIT BOCbMM PAlOHOB C MCMOJb30BAHMEM IPOrPaMMHOTO
makera «Statistica 10».

Pe3yabtaTel u 00CyXKIeHne

Hozonoruueckuii ciektp MHDB, BbISIBIEHHBIX B BOCBMU
paitonax Pecryonuku TaraperaH, BKIIOYaa 256 HO30JI0THI,
u3 Kotopbix ¢ AJl Tunom HacnenoBaHust Ob10 135 3a0071€e-
BaHuit (938 GonbHbIX U3 570 cemeit), ¢ AP — 97 3abonesa-
Huit (532 GonbHbIX U3 417 cemeit), u 24 HO300TUM C X-CII.
TunoM HacienoBanust (132 mopaxéHHbIXx M3 92 cemeii).
CymmapHo BoIsiBIIeHO 1602 601bHBIX 13 1079 cemeit, u3 Ko-
Topbix 1275 mauueHtoB M3 851 cembM ObUIM TaTapaMu IO
npoucxoxaenunio (79,59%).

Ho3zonoruveckuii cnektp Al 3aboeBaHuit npeacTaBieH
B Tabna. 1. BoJbLIMHCTBO W3 BbISBIEHHBIX 3a00JIeBaHU
BCTPEYAJIOCh M B paHee 00CAeTOBAaHHBIX POCCUIMCKUX TTOITY-
nsumsx [1, 8—11, 15, 16, 18—21].
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Tabmua 1
Ho3onornyeckunit cnektp A, natonorum B BOCbMU paoHax Pecny6auku TatapcTtaH !
Tatapbl Lpyrve HaumoHanbHoCTH Bcé HaceneHne
Ne | OMUM [narHo3 Pac.1
AT |AP| K| O |B|AK|MC|MH| = wa |AT|AP|KID)B| AK MC|MH| = |Pac. 1Ha| £ | Pac.1Ha

1 2 3 4|5 |6|7|8|9|10[11]12] 13 |14|15(16/17|18| 19 |20 |21 |22| 23 24 25
1 |#118210|HMCH IIA1 1 1209266 1 264098
2 | 609260 [HMCH IIA2 Tvin 21 3| 69755 3 88033
3 | #118220 [HMCH, Tun 1A 3|41 1 4 |13] 16097 13| 20315
4 | #162200|Heiipodubpomaros, Twn 1 4151 411 15| 13951 1 12| 27416 | 17 15535
5 | #158900 |MMA, Jlanay3u-AexeprHa 1 2 3 | 69755 3 88033
6 | # 183086 | CnnHo-LiepebennsapHas atakcus, Tin 6 1 1209266 1 264098
7 | # 168300 | BpoxaeHHasi napamvoToHyist diineHoypra 2 2104633 2 132049
8 | #161800 &%%ﬁimaszgwmpﬂaﬂ MuoraTvis 1 11209266 1| 264098
9 | #601419 MM/, nosicHo-KoHe4HocTHas, | Tvn 1 1] 54832 | 1 264098
10 | #159001 | MM/, nosicHo-KoHewHocTHas, 1B Tvn 5 51| 41853 5 52820
11 | #159000 | MMJ, nosicHo-koHe4HocTHast, 1A Tvn 1 | 1209266 1 1| 54832 | 2 132049
12 | #143100 | Xopesi ['eHTMHITOHa 3 3 1 7 | 29895 7 37728
13 | #168601 | BonesHb MapkuHcoHa 2 2104633 1 1] 54832 | 3 88033
14 | #182601 | BonesHb LLiTpiomnens ¢ No3aHMM Havaiom 8 1|9/ 23252 9 29344
15 | # 182600 | bonesHb LLiTpioMnens ¢ paHHM Haqanom 4 4| 52317 2 2| 27416 | 6 44016
16 | # 117000 | BonesHb LIEHTPaIbHOrO CTEPXHS 3 3| 69755 3 88033
17 | #605543 | HacnencTBeHHbI NapkKUHCOHM3M, Tvn 4 9 9 | 23252 9 29344
18 | # 128100 | TopCvioHHas ANCTOHUS 1 11209266 1 264098
19 | #190300 | ScceHUmanbHbI Tpemop 1] 2 3 | 69755 3 88033
20 | #614782 | ScceHumanbHbIiA TPEMOP C PaHHAM HAYaIoM 4 | 452317 4 66025
21 | #191100| Ty6epo3Hblii cknepo3 5 1]1]1]8]|26158 2 2| 27416 | 10| 26410
22 | #160900 | MroToHuyeckas anctpodus 1 11209266 1 264098
23 *** | Onurodperust 1114 5/16/ 10| 6 52| 4024 10119 29| 1891 | 81 3260
24 ol TPA, nepudepuyeckas hopma 6 1 17| 12310 17 15535
25 ***|TPA, cMeluaHHas dopma 1 7 8| 26158 2 2| 27416 | 10| 26410
26 | #108985| TPA, LeHTpasibHasi GecrurmeHTHas 1 11209266 1 264098
27 | #153700 | LieHTpanbHas aereHepaums cetyatki becra 1 1209266 11| 54832 | 2 132049
28 | # 193220 | XopeopeTuHasibHasi 6eCMrMeHTHas fereHepaLiyis 2 2 1104633 2 132049
29 | #143200 | ButpriopeTviHanbHas aereHepauys Barnepa 1 1 1 3 | 69755 3 88033
30 | # 120970 | XopeopeTuHasibHas abrotpodust 1 6 7 | 29895 7 37728
31| #608895 Ic-lfsggﬂ,:mewaq BO3pPACT 3aByCHMast MaKyoy- 5 2104633 5 130049
32 | #165300 | ATpodvist 3puTesbHbIX HEPBOB C KAaTapaKTov 3 3 | 69755 3 88033
33 | #165550 L‘ggggg%”““”a“"““a“ ATPODHS IPATESHbIX 111]o0 2104633 11 2| 27416 | 4 | 66025
34 | #137760 | OTKpbITOYrobHas riaykoma 4 3 7 | 29895 5 27| 7833 | 14 18864
35 | # 137750 |KOBeHWnbHas rnaykoma 2 2 1104633 2 132049
36 x BpoxaeHHas katapakra 2121 5|2 4|16 13079 1 2| 3| 18277 | 19 13900
37| 164100 |BpoxaeHHbIA HUCTarM 3 3| 69755 3 88033
38 | #110100|Bnedapodrmos, nro3 8 1 9 | 23252 1 1 2| 27416 | 11 24009
39 | #116600| 3aaHuiA NEHTUKOHYC 1 1] 54832 | 1 264098
40 | #148300 | KepatokoHyc 1 1] 54832 | 1 264098
41 | #178300 | BpoxaeHHbIi nTo3 312 2 | 7| 29895 2 2 4| 13708 | 11 24009
42 | #180500 | Criropom AkceHdensaa 111 21104633 2 132049
43 | #122200 | Peweryaras aycTpodus poroBuLibl 1 11209266 1 264098
44 | #120200 | BpoxzaeHHas konoGoma 2 2104633 1 1 2| 27416 | 4 66025
45 | #611638 | KonoGoma pagykit, M KPOpTasibM, MUKPOKOPHea 3 1 4| 52317 1 1| 54832 | 5 52820
46 | 160700 |Muonus BbICOKOI CTEMeHN 10 10| 20927 10 26410
47| #125250 ;':flka:ae’;);’(?’BTa”bMo“”er”” ¢ arpodweli spute 1 |1 2 104633 2 | 132049
48 | #180200 | PeTvHoGnacToma 1 1 1 3 | 69755 1 12| 27416 | 5 52820
49 | #107250 | BpoxaeHHas katapakta ¢ MKPOKOPHea 1 171 3| 69755 3 88033
50 | # 146700 | VxTno3 21610 4 | 3 |25 8371 3|4 4 11| 4985 |36 7336
51 | #148700 | JlanoHHO-NOAOLIBEHHbIN rnepkepaTo3 10(10]7 7 6 |40| 5232 21412 18| 3046 | 58 4553
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Tabmmua 1 (npogonxeHue)

1 2 3 4|5 |6|7|8|9|10[11]12| 13 |14|15|16|17|18/19|20|21|22| 23 |24 25

52 | #602032 | kTonepmManbHas avcnnasws, Tin 4 1 1209266 1 264098
53 | #129490 | OXTOACPMANEHER (UTOTWAPOTIHECKaS) AMCTNG: | 4 | g 2 6| 34878 2| 2|27416| 8| 33012
54 | #124200 | BonesHb Japbio—Yaiita 1 11209266 1 264098
55 | #162900 | HeByc anuaepMonmTyeckuii 1 1209266 1 264098
56 | 177750 |MceBaOMOHUNETPUKC 22 22| 2492 | 22 12004
57 | 151900 |MHOXECTBEHHbI NMMOMaTo3 1 101 2|5 41853 3 3118277 | 8 33012
58 | # 100800 | AxoHpponnasus 2 111 41853 5 52820
59 | #146000 | F’unoxoHaponnasuns 511 11116 1]15 13951 112 114 13708 | 19 13900
60 | 183600 |3kTpopakTunvs 21 3| 69755 1 1 |54832 | 4 66025
61| 185900 |CwvHpaktnnus, Tin 1 3 1 4| 52317 4 66025
62 | #186000 | CuHpakTmms Tvn I 2 2 1104633 2 2 27416 | 4 66025
63 | # 113200 | Bpaxupaktuams, Tvn D 2 2 1104633 2 132049
64 | #174200 | Nonupaktunms, noctakcuaibHas 1|8 |9]|23252 9 29344
65 | # 174500 | MonupakTnms, npeakcuanbHas 2|2 4| 52317 2 2 127416 | 6 44016
66 | #610713 | CyHapom GpaxnpakTuivv -CUHAAKTIM 113 4| 52317 4 66025
67 | # 133700 | Ok30CTO3HAs XOHAPOAMCNIA3NS 8|2 10| 20927 10 26410
68 | # 156500 | MeTadm3apHas xoHapoavicrnasus (LLmuara) 2 | 2|104633 2 132049
69 | 169000 |CemeitHas avcnoKaLys KONEHHON Yaleyku 2 2 | 27416 | 2 132049
70 | 108110 |Aprtporpuno3 2 2104633 1 154832 | 3 88033
Al X HecoBepLueHHbI ocTeoreHes 212 4 | 52317 1 1154832 | 5 52820
72 | 181800 |MmvonaTyyeckuii ckonmos 1 11 8| 2|2 [15] 13951 21 2| 5 | 10966 | 20 13205
73 | # 136760 | PpoHTOHA3aNbHAs AVICTa3us 101 101 52317 4 66025
74 | #156530 | MeTatponuyeckas aucnnasus 2 2 1104633 2 132049
75 | #168400 | MapacTpemmatyeckuii npapduam 1 1209266 1 264098
76 | #103580 | OcteomvicTpodus Onbpaiita 1 1154832 1 264098
77 | #183900 | CnoHamno-anmduaapHas aucniasvs 36 9 | 23252 9 29344
78 | 603740 |Akpoaycrnnasus 2 | 2 (104633 2 132049
79 | 156000 |Bone3Hb MeHbepa 212|221 9| 23252 1 1154832 | 10 | 26410
80 | 119530 |Opo-daupanbHbiii CUHLPOM 1 11209266 3 3118277 | 4 66025
81 | #113620 | CyHapom GpaHxvio-0To-dauyabHbIi 1 11209266 1 264098
82 | 181180 55:@%"%%%”&3&?%”?3& 'é‘mg‘;g;;'w“’ Ha 1 1209266 1| 264098
83 | # 130650 | CvHaopom Beksut—BunemaHa 2 2 1104633 2 132049
84 | 188700 |CvHppom BnayHTa 1 1 1/209266 1 264098
85 | #193500 | CvHapom BaappeHbypra, Tun 1 2 2104633 2 132049
86 | #611584 | CvHopom BaapaeHbypra, Tun 2 1 1209266 1 264098
87 | #608328 | Cvnppom Bennn—Mapuesanu, Tvn 2E 2 227416 | 2 132049
88 | #119300 | CvHapom Ban [ep Byna 5 5141853 5 52820
89 | #194050 | CvHopom Bunbsivca 2|1 1 2 | 634878 1 154832 | 7 37728
90 | 164210. |CviHgpom lonboeHxapa 2 21104633 1 1154832 | 3 88033
91 | #153400 | CvHapom ancTmxmas, iumbaTuyeckuii otek 2 2 1104633 2 132049
92 | #175700 | CvHppom IMpeiira 3 3| 69755 3 88033
93 | #137580 | Cvppom Xuing fie na TypetTa 1 12 4| 52317 4 66025
94 | 149000 |CwHapom Knunnens—TpeHoHe Bebepa 214 6 | 34878 6 44016
95 | #118100 | CuHapom Knunnens-Peiing 1 1 21104633 2 132049
96 | #122470 | CvHppom KopHenun—pe-JlaHre 1 1 21104633 2 132049
97 | #182940 | CvHapom kayaanbHO perpeccumn 1 11209266 1 264098
98 | #123500 | CvHopom KpysoHa 1 1209266 1 264098
99 | # 174800 | Cunapom Mak-KbtoHa—OnGpaiita 1 1 /54832 | 1 264098
100| 154600 |CwvHppom Mapkyc—IyHHa 2 2 4| 52317 4 66025
101 | # 154700 | CuHopom MapdaHa 214 2 1| 4 |13]| 16097 1|1 |54832| 14| 18864
102 | # 163950 | CuHopom HyHaHa 3 2 | 5| 41853 5 52820
103 | # 154400 | CuHpopom Harepa 1 11209266 1 264098
104| 173800 |CwHapom MonaHoa 1 1 |2]104633 2 132049
105 | # 176270 | CuHzpom Mpapepa—Bunnm 1 3 4 | 52317 4 66025
106 | # 180860 | CuHppom Paccena—Cunbaepa 1 11209266 1 1154832 | 2 132049
107 | # 187300 | CuHppom Pexato—Ocnepa 1 1209266 1 264098
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Tabnmua 1 (okoH4aHwe)

1 2 3 4|5 |6(7|(8|9|10(11(12] 13 |14]15|16|17|18/19|20|21|22| 23 |24 25
108 | # 180849 | CuHopom PybuHLLTEiHa—Teintun 1 11209266 1 264098
109 | # 101400 | CuHopom Cetpe—YotaeHa 1 3 4| 52317 4 66025
110| 126900 |KownTpaktypa [ionontpeHa 1 11209266 4 4 113708 | 5 52820
111| #117550 | Cunppom Cotoca 1 11209266 154832 2 132049
112 #108300 | CuHppom Cruknepa, un il 3 3| 69755 3 88033
113 | #142900 | CuHppom XonT—Opama 111209266 1 264098
114 | #185300 | CuHzpom LLitypre—Bebepa 1 1 1 3| 69755 4 4 113708 | 7 37728
115 #  |Cunapom Snepca—flannoca 21| 2510/13|13| 22| 20| 8 |13 1585 678 1 22| 2492 |154| 1715
116 | # 105830 | CuHapom SrxenbMeHa 1 11209266 1 264098
CVHIPOM HU3KOPOCIIOCTH, BpaxvaakTuni,
117| 603396 |aucnnasvm Horreii M yMCTBEHHOI OTCTaNOCTH 2 21104633 2 132049
(ToHOKV crHapPOM)
AdanaHrus, YacTn4Has ¢ CUHOAKTUNAMEN 1 NONn-
118| 600384. |paktnvein MIOCHEBbIX KocTel, MuKpoLedanmein 1 1209266 1 264098
W Tvnonnasueit Horrei
119 # 148210 | CuHIPOM TYroyxoCTU-MXTUO3a-kepaTuTa 1 11209266 1 264098
120| 611929 %ﬁ;ﬂd;gg:m&:ﬂaxg;ommnm 2 2104633 2 2 | 27416 | 4 | 66025
121| 600593 fyprf);ﬁggf:ﬁﬁja;”g éﬁxi’faﬁ;;(ﬁg”gg‘;e“””' 2 2104633 2| 132049
122 ox CvHOpOM rvnoTpyxo3a 1 TyroyxocTu 9 9 | 23252 9 29344
123 | # 164200 | [na3o-3y60-nanbLeBoii CYHAPOM 1 11209266 1 264098
124 | #103500 | CuHZpOM TYroyxoCTu, anbouHmama 1 1154832 | 1 264098
125 #139210 f’ﬁﬁ%’é"iﬁﬁ&ﬂ“""we”mm PasBvTA 1 11209266 1| 264098
126 | # 182900 | AHemus MuHkosckoro—LLladapa 2 21104633 2 132049
127 | # 193400 | BonesHb Bunnebparaa 1 1209266 1 264098
128 | # 102200 | AneHoma rvnodu3sa, cemeiiHas 1 11209266 1 264098
129 ox HelpoceHcopHas TyroyxocTb 3 63| 6 18| 11626 2 2 4 | 13708 | 22 12004
130 ?&?ﬁ’é’e"éﬁ’y"ﬁﬂ JrOYOCTE: 2|3 8 |13| 16097 2|2 |27416 | 15| 17607
131| 166800 |Otocknepo3a 1 11209266 113 4 113708 | 5 52820
132 #173100 | Fvinodw3apHbIii HaHU3M 1 2 3| 69755 1 154832 | 4 66025
133 | # 173900 | MonmkncTos nouek 3 3 6 | 34878 2 2 127416 | 8 33012
134 | #153100 | HacnenctBenHas numdeaema (Munpos) IA Tvn 1 11209266 1 264098
135| 126070 |Mvinomenannam, anbouH1am 8|4 12| 17439 12 22008
Mpumeyanne ans 1abn. 1, 2, 3: AT — ATHUHCKMIA paiioH; AP — Apckuii paiioH; K — Kykmopckwii paiioH; [l — [lebecckuit paiioH; B — BymHckuii paiion; MC — Mycnio
MOBCKMIA paiioH; MH — MeH3enuHckuin paitoH; AT — ATHUHCKUIA paitoH; *** — Ne no katanory OMIM ToyHO He onpefienéH B CBA3M C reTeporeHHOCTbI0 3a6051eBaHmns;
Pac. 1 Ha — PacnpocTtpaHéHHOCTb 3a6oneBaHus, 1 Ha ... yenosek; HMCH — HacnefcTBEHHAs MOTOPHO-CEHCOPHaa HelponaTus; ML, — mblwedHas auctpodus; MM/,
— nporpeccupyioLLas MbllleyHas auctpoowus; TPA — taneTo-peTuHanbHas abroTpodus

Haubonee yacteimu (1:50 000 u yaine) anst Bceil momy-
AUy 3apeructpupoBaHbl 38 A/l Ho3omorMuecKux (Gopm
(28,14% ot obmero uucna AJl 3aboneBanuit). DT 3a60J1e-
BaHMS aKKyMYJIMPOBAJIM OCHOBHYIO YacTh rpy3a AJl maToso-
run. JIoJst MalMeHTOB ¢ YaCThIMU 3a00JIeBaHUSIMU COCTaBU-
na 77,83%. CaMbIM paciipoCTpaHEHHBIM OKa3ajIcs CUHIPOM
Dnepca—/laHnoca, BCTPETUBLIMIICS B paccMaTpuBaeMoit
BBIOOPKE C PacIpOCTpaHEHHOCThIO 1 O0abHOM Ha 1715 ven.
(y tarap 1:1585, y OONbHBIX OPYrMX HAlMOHAJIBHOCTEH
1:2492). BctpeuaemMocTb 3a00JieBaHUST B pETMOHE BhIIIE, YeM
BO BCEX paHee U3ydeHHbIX monysiiuusx PO. BropeiM mo ya-
crote BcTpeuaemoctu AJl 3abojieBaHMEM OKasaiach OJIU-
rodppenust (1:3260). PacnpoctpanénHocts AJl onurodpe-
Hum y Ttarap 1:4024, 4yTo walue, 4eM CpemHssT paclpo-

CTPaHEHHOCTh IO POCCUNCKUM TOMYJISIUSIM, M CXOXa
¢ JaHHbIME 110 Pecriybnmkam Bamkoprocran (1:5600) u V-
myptust (1:5300) [8—11]. Cpeau 4yBalICKOTO HaceIeHUs
ByuHckoro u JIpox:kaHOBCKOTO pailOHOB 3a00JieBaHUE pac-
npoctpaHeHo e vyame — 1:1891.

C BBICOKOM  pacHpOCTPaHEHHOCTBIO  (Yalle, 4YeM
1:10000 uen.) B oOGCiIeI0BAHHOM MOMYJISILIMYM TaKKe BbISIBIIC-
HBbI: JIAIOHHO-TTOIOIBEHHBII runepkepaTo3 — 1:5232 (cpenu
tatap 1:4553, y i apyrux HaumoHanbHocTei 1:3046); Byb-
rapHbiil uxtno3 — 1:7336 (1:8371 u 1:4985 cOOTBETCTBEHHO);
HEWPOCEHCOpPHAsT TYrOyXOCTb, BKJIIOYAsl MPOTPEeCCUpYIOIINe
dopmer 1:7138 (1:6751 u 1:9139 cOOTBETCTBEHHO); Tare-
To-peTrHabHas abnotpodust (TPA), Bkmouass nepudepu-
YeCKyIo U cMelaHHyto popmbl — 1:9781 (1:8371 u 1:27416).
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C pacnpoctpanéHHocTbio oT 1:10000 mo 1:20000 3ape-
TUCTpupoBaHbl ciaenywomue AJl 3abojeBaHMs: HACAEACT-
BeHHass MOTOpHO-ceHcopHasl Helipomatus (HMCH) —
1:15535 cymmapHo no BceM ¢dopmam (y tatap 1:12310);
Heiipodubpomaros — 1:15535 (y tatap 1:13951); runoxoH-
nporutazust — 1:13900 (cpenu tarap 1:13951, cpenu naiu-
€HTOB Hpyrux HamumoHambHocTel 1:13706); mamomaTtuye-
ckuit ckoimmo3d — 1:13205 (1:13951 u 1:10966 cootBeTCT-
BEHHO); BpoxInéHHas katapakra — 1:13900 (1:13079 u
1:18277 coOTBETCTBEHHO); OTKPBHITOYTOJibHAsI IJlayKoMa —
1:18864 (1:29895 m 1:7833 COOTBETCTBEHHO); CHHAPOM
Mapdana — 1:18864 (1:16097 u 1:54832 cOOTBETCTBEHHO).
Bce atu 3aboneBaHus 1 At OOJBIIMHCTBA pernoHOB Poc-
CHUM SIBJISTIOTCS YaCTbIMM, OJHAKO BCE K€ CTOUT OTMETUTh
pasauyMsl B YaCTOTaX BCTPEYAEMOCTH MEXIY MOMYISIIUASIMU
[1,8—11, 15, 16, 18—21]. O6HapyXeHO, UTO CPEAU UyBalll-
CKOTO HaceJeHUsT UMEIOT BEICOKYIO YaCTOTY BCTPEYaeMOCTH
opo-(aumanbHbiii  cuHagpom —  1:18277  (pacmpo-
CTpaHEHHOCTD BO Bceii BhIOOpKe 1:66025), ceMeiiHblit city-
yaii KoHTpaktypbl diomontpeHa — 1:13708 (mst Beeit mo-
nynsuun 1:52820), cunapom ILlTypre—Bebepa — 1:13708
(mns Bceit momymsauuu 1:37728), otockinepos — 1:13708
(st Beeit monyasiimu 1:52820) u 1iceBIOMOHWIETPUKC —
1:2492 (nns Bceit monyasiuuu 1:12000).

C yvacroroii Bctpeyaemoctu 1:20001—1:50000 3aperu-
CTPUPOBaHbI: crnacTuyeckas mnaparmierus Ltprommens
C paHHUM U MO3AHUM Hauyajom — 1:24009 (cpenu Tatap
1:23252, cpenu OOJNbHBIX JPYrUX HAlMOHAJIbHOCTEH
1:27416); Tybeposnbiii ckiepo3d — 1:26410 (1:26158 wu
1:27416 cooTBeTCTBEHHO); GiedapoPruMo3 ¢ NTO30M —
1:24009  (1:23252 wu 1:27416  COOTBETCTBEHHO);
BpPOXAEHHBINA nTo3 — 1:24009 (1:29895 u 1:13708 cooTBeT-
CTBEHHO); 9KTOJIepMasibHasl TUIMOTMIPOTHYEeCKasl MUCILIa-
3ust — 1:33012 (1:34878 u 1:27416 COOTBETCTBEHHO); MHO-
kecTBeHHbIH unomato3 — 1:33012 (1:41853 u 1:18277 co-
OTBETCTBEHHO); MpeakcHaabHas monuaakTuans — 1:44016
(1:52317 u 1:27416 cooTBeTCTBEHHO); 60Je3Hh MeHbepa —
1:26410 (1:23252 u 1:54832 cOOTBETCTBEHHO); CUHIPOM
Bunbsimca — 1:37728 (1:34878 u 1:54832 cOOTBETCTBEHHO);
MOMMKUCTO3 movek — 1:33012 (1:34878 u 1:27416 cooTteT-
CTBEHHO).

JlecsaTh yacThIX B 00CJI€JOBaHHOM HaceJleHUr 3a00JjieBa-
HMI1 BBISIBICHBI TOJBKO CpeIM TaTap: Xopes [eHTMHITOHa
(pacnipocTpaHéHHOCTH 1:37728 BO BceM HacelleHUU 8§ paiio-
HOB, cpeau Tatap 1:29895); HacienCTBEHHbIN MAapKUHCO-
Hu3M 4 tuna — 1:29344 (cpenu Tatap 1:23352); xopeopeTu-
HasibHast abuotpodust — 1:37728 (cpeau tatap 1:29895); ce-
MelHass MUOITHSI BRICOKOI cTeneHn — 1:26410 (cpeau Tatap
1:20927); nmonupakTuius nocrakcuanbHas — 1:29344 (cpe-
o Tartap 1:23252); 35K30CTO3HAsl XOHAPOAMCIUIA3US —
1:26410 (cpenm Tarap 1:20927); croHmuio-3nubU3apHast
nucrnasusi — 1:29344 (cpeau Ttatap 1:23252); cuHapom
Kmunnenss—TpeHone—Bebepa — 1:44016 (cpenm TaTap
1:34878); cMHAPOM TUIOTPUX03a U Tyroyxoctu — 1:29344
(cpenu Tatap 1:23252); rumnomenaHu3M C aTbOMHU3MOM —
1:22008 (cpemu tatap 1:17439). Bce atu 3aboneBaHMsT Xa-

pakTepHBbI U sl OOJBIIMHCTBA perMoHOB Poccuu, omHako
He SIBJISIFOTCSI YaCThIMU Il Kaxaoro pervona [1, 8—11, 15,
16, 18—21].

B paHee oOcliemoBaHHBIX TOIYJSILIMSX €BPOIEICKOM
vactu Poccunm ¢ pacnipoctpanénroctsio 1:50000 1 yaie Ha
BCIO paccMaTpuUBaeMyl0 BLIOOPKY BBISIBIEHBI CJeIyIOLINe
Al 3aboneBanus: HMCH (1:14149), Heiipocdudbpomaros
(1:17013), muoroHmyeckast auctpodus (1:49520), onu-
rodpenust (1:20695), TPA (1:25000), BpoXm€HHBII NTO3
(1:26411), BpoxnénHas karapakta (1:17441), TumoxoHm-
porutazust  (1:18894); mnocrakcuanbHask MOJMAAKTUIUS
(1:28887), cunpaktunus I tuna (1:37998), HecoBeplleH-
Hblii octeoreHe3 (1:49520), umMonatuyeckuil CKOJIMO3
(1:48652), MHOXecTBeHHBIN unomatos (1:33819), namoH-
HO-TIOJOIBEHHBIN runepkeparos (1:13594), ByabrapHblit
nxtro3 (1:4806), cunagpom Mapdana (1:33441), cunapom
Hynen (1:44018), cunapom Dnepca—Hdannoca (1:9497),
HelipoceHcopHasi TyroyxocTh (1:24983). OnHako ais Kax-
JIOTO PEroHa YacTOThl BCTPEYAEMOCTH OTAENbHbBIX 3a00J1e-
BaHUI pa3inyaioTcs, Kak U CIUCOK YacTbiX 3a001€BaHUN.
Hanpumep, Bapumanuss 3Ha4YeHUN pacrpoCcTpaHEHHOCTU
cuHIpoMa Diepca—aHiao Mmexmy permoHamu oT 1:5600
B Pecnyonuke bamikoprocran no 1:14435 B Kuposckoit
ob6aacTu, ByJabrapHoro uxrtuosa ot 1:1545 B Pecny6nuke
Mapuii 31 oo 1:8534 B Kpacnogapckom kpae [1, 8—11, 15,
16, 18—21].

KonuuecTBo HaciencTBeHHbIX 3aboneBaHuii ¢ AP Tu-
MOM HacJeloBaHUs, BBISIBIEHHBIX B BOCbMM paiioHax PT,
cocTaBwio 97 3aboneBaHuii (Tab. 2). boablMHCTBO 3ape-
TUCTpUpOBaHHBIX AP Ho3omornyeckux ¢HopMm ommcaHo u
B OpPyrux poccuiickux momyirsumsax [1, 8—11, 15, 16,
18—21]. Yacteimu AP 3aboneBaHUSIMU SIBJISIIOTCST 12 HO30-
noruit (12,37% Bcex BBISIBJIEHHBIX HO30(opM — 67.67%
Bcex OOJIbHBIX): HECMHIPOMaIbHasI HEMPOCEHCOPHAsT TYTrO-
YXOCTh C pacrnpocTpaHéHHocThIO 1:2539 (cpenu Tatap
1:2616, cpenu GONBHBIX NPYrUX HaLMOHaNbHOCTEH 1:2285);
onurobperus — 1:1749 (1:1938 u 1:1275 cooTBETCTBEH-
HO); MuKpoliedanus ¢ onurodpenuein — 1:17607 (1:16097
u 1:27416 cOOTBETCTBEHHO); TMMOMU3APHBIA HAHU3M —
1:26410 (1:26158 1 1:27416 COOTBETCTBEHHO); (DEHUITKETO-
Hypust — 1:29344 (1:26158 u 1:54832 COOTBETCTBEHHO);
BPOXIEHHBIN rurmotupeos — 1:17607 (1:16097 u 1:27416
COOTBETCTBEHHO); aJIbOMHU3M TJIa30-KOXHbIE — 1:15535
(1:19024 u 1:9139 cOOTBETCTBEHHO); LIEHTPaJbHAas AUCTPO-
¢us ceruatku ITaprapara — 1:44016 (1:52317 u 1:27416
cooTBeTcTBEHHO); cuHapom Cekens — 1:44016 (1:52317 u
1:27416 cOOTBETCTBEHHO); CUHAPOM aMHUOTUYECKHX TTEepe-
Tsokek — 1:20315 (cpemu Tatap 1:16097); opo-darmo-nn-
rutanbHbId cuHapom, Tun II — 1:37728 (cpeau Tarap
1:29895); dauno-Topako-ckeneTHblit cuHapom — 1:37728
(cpenu TaTtap 1:29895).

B paHee u3y4eHHBIX perMoHax eBporeiickoit yactu Poc-
cuM ¢ pacipoctpaHéHHOcThIo 1:50000 1 yaiie oGHapyXeHbI
caenytomue 3aboneBaHusl: IIMJI mosiIcCHO-KOHEUHOCTHasI
(1:38516), onuroppenus (1:8804), muxpouedanus ¢ oau-
rodppenueir (1:22919), cnuHanbHas MblleyHasi aTpodust
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Tabmua 2
Ho3sonornyeckunit cnektp AP natonorum B BOCbMU paioHax Pecny6auku TatapcTtaH
Tatapbl [pyrve HauoHanbHoCTH Haczizﬂme
Ne | OMIM [varto3
ATIAP K| 4| B |AKMC|MH| = | PaC T IaTiAP | K | 4| B K MC|MH| x | PaC T 5 | Pac.
1 2 3 4/5/6|7/8[9]10|11]12 13 [14|15|16|17[18|19|20 |21 (22| 23 |24 | 25
1 | #254800 | MuokioHyc-aninencus 1 1 | 209266 1 1264098
2 | #253400 | CnuHanbHas MbiieyHas atpodus il 1| 1 |209266 1 |264098
3 | #608654 Egﬁjgg;;‘;ﬁ::ﬁg CEHCOPHO-BEreTaTMBHas 1 1 | 209266 1 | 264098
4 | #257320 | JuccaHuedans 101 2 | 104633 2 132049
5 | #204500 | HelpoHasbHbIN LIepOMAHBIVA IMNODYCLHO3 2 TV 2 2 | 104633 2 132049
6 | #260500 |Manvnombl COCYMCTOrO CriETEHS 1 1 | 209266 1 |264098
7 | 207950 |Anomanms ApHonbaa—Kuapn 1 1 | 209266 1 264098
8 | #225753 | MocTo-MOo3XeuKoBas runoniasvs 4 Tmna 1 1 | 209266 1 264098
9 | #277900 | onesHb BunscoHa—KoHoBasioBa 1] 1]54832| 1 |264098
10| 217990 |AreHe3ust Mo30MCTOrO TENa 1 1 | 209266 1 |264098
11| #600794 QT"'B%L?;':’;‘ oc[?awg:mbgaﬂpwwomoqw C npevmyLLe 1 1 | 209266 1 | 264098
12 | #256030 | HemannHoBas Mvionatus 1| 1 |209266 1 264098
13 | #613722| Snunencus reHepan13oBaHHas 2| 227416 | 2 |132049
14 | #266500 | BoneaHb Pecdbeyma 2 2 | 104633 2 132049
15 | #224050 | BpoxzaeHHas runonnasvs Mo3xeuka, onnrodpeHys 2 2| 4 | 52317 4 | 66025
16| #611105 ngmﬂ:ﬁfgﬂ’gﬂg MIOPEKEHIGM GTEONA 1 Bl 2 2 | 104633 2 |132049
17 | #604004 | JleiikoaHuedanonats ¢ CyoKopTUKaIbHbIMM KUCTaMM 1 1 | 209266 1 1264098
18 | #606369 ﬁgmgg:“_egjfoimeq’a“°”“””* 1 1 | 209266 1 | 264098
19 | #253601 | MM/, nosicHo-koHeuHocTHas IIB Tvn 1 1 | 209266 1 264098
20 | #253600 | MM/, nosicHo-KOHeYHOCTHas, 2A Tvn 3 3118277 | 3 | 88033
21| #254090 | BpoxaeHHas MblLueyHas avctpodus Ynbpixa 1 1 | 209266 1 1264098
22 o MwionaTus BpoxaeHHas 1 1 | 209266 1 |264098
23 | #251200 | Mukpouedanus, onurodbpenus 1 3 5|22 13 | 16097 1 1227416 | 15 | 17607
24| 251280 ﬁ”nﬁi‘lﬂﬂiﬂ’fm”m”?e%:;g&%e“”” 1)1 1 2| 5 | 41853 5 | 52820
25 *** - 1Onurodpermus 9121825/ 18|20 9 | 7 |108| 1938 3 15|19 2 | 4 |43] 1275 |151| 1749
26| 267760 |MurmeHTHO-GecnMrmeHTHas TPA 2|2 4113708 | 4 | 66025
27 | #217800 | MakynopcTpodus poroBuLibl, MUOMKS 2 2 | 104633 2 1132049
28 *** | TPA, nepudepnyeckas dopma 3 2| 5 | 41853 5 | 52820
29 *** | TPA, cMelLiaHHas hopma 2 3 5 | 41853 5 | 52820
30 | #611040| 3agHuii MukpodTanbm ¢ nepudepuryeckoii TPA 1 1 | 209266 1 264098
31| 258500 |Atpodus 3pUTensHbIX HEPBOB 1 3 4 | 52317 1 154832 | 5 | 52820
32 | #231300 | BpoxaeHHas rnaykoma 1 1 1 3 | 69755 1 1154832 | 4 | 66025
33 *** | BpoxaeHHas katapakTa 101 112 5 | 41853 5 | 52820
34| 251505 |MwKpodTasbM, MKPOKOpHEa, konoboma 1 1 | 209266 1 264098
35 | #248200| LientpanbHas puctpodus cetyatku LLitaprapara 1 3 4 | 52317 2| 227416 | 6 | 44016
36 | #604537|AmaBpo3 Jlebepa, Tvn 5 1 1 | 209266 1 1264098
37 | #204870| QvcTpoduist poroBuLbl aMmnnonaoBuaHas 2 2 | 104633 2 132049
38| 258400 |OdranbmMoners ¢ nro3om 1 1 | 209266 2 227416 | 3 | 88033
39 | #242100| VixnosndopmHas 3puTpoaepMms 1 1 | 209266 1 |264098
40| 242530 |Cunppom nxTosa ¢ onnrodpeHvien 1 1 | 209266 1 |264098
41 | #203100 | AnbOUHM3M rN1a30-KoXHbIiA, T.1 1121412|1 1 11 | 19024 4 1 16| 9139 | 17 | 15535
42 | #604379 |TMnoTpX03 BPOXAEHHIA 3 3118277 | 3 | 88033
43 | #226600 | BynnesHbiii anupepmonua, Tin Fannone—CuMncoHa 1 1 | 209266 1 264098
44| 259680 ﬁgfgg‘;ﬁgmﬁ PELIAVBIDYIOLLMIA MHOXECTEEHHbIN 3 3 | 69755 3 | 88033
45| 250230 |MetadusapHas xoHapogvcnnasus (Kautuna) 1 1 | 209266 1 264098
46 | #259420| HecosepLueHHbIV OCTEOreHe3 201 1 4 | 52317 4 | 66025
47| 250410 |MetadmsapHas anCnnaavis C MMrMEHTHbIM PETUHTOM 1 1 | 209266 1 |264098
48| 271600 |CnoHpuno-anndusapHas avcnnasns, Tin Tapaa 2 2 | 104633 2 132049
49| 251190 g::ﬂ“&%“:o“”r;ﬁggjg’E’T’;";I”Tgé‘:gfg’e“"'"' MpvMop 1 1 | 209266 1 154832 | 2 |132049
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Tabnmua 2 (okoH4aHwe)

1 2 3 4516|718 [9]10(11]12 13 [14|15|16|17[18|19|20 |21 (22| 23 |24 | 25

50| 252100 E%"M"H';"Skﬂ“‘&%;?“"*’“b'” cnrapow, Tun | 5] 2 7 | 29895 7 | 37728
51| 211910 Sx:ﬂ&mi;l;g iaﬁaf;’c‘;ﬂ‘:g;"”" (karopaKTY 7 7 | 20805 7 | 37728
52 | 257800. |Okyno-LepebpanbHbiii CUHAPOM C FUMOMMIMEHTaLMEN 1 154832 | 1 |264098
53| 246570 %%%ﬁggg;a;‘og:gfm”m?_gzgﬁ’afjg"'”6°”bL”e 1 1| 209266 1 | 264008
54 | 235000 |CvHApoM remurinepniasnm 1 1 | 209266 1 1264098
55 | #257920 | Okyno-nanaro-CKeneTHbIi CUHAPOM 1 154832 | 1 [264098
56 | 220500 |CvHOPOM OHMXOAMCTPODWN 1 TYrOyXOCTH 1 1 | 209266 1 |264098
57 | #214150 | Cunppom Liepebpo-okyno-daLio-ckeneTHbli (COFS) 1 1 | 209266 1 |264098
58| 227250 grgﬁgﬁxﬁonmro¢peﬂmm, K1OCKONMOo3a 1 INLIEBLIX 1 1 | 209266 1 | 264098
59 | #257850 | OKyNo-AEHTO-ANMATasIbHbIA CUHOPOM 1 154832 | 1 |264098
60| 213950 |Llepebpo-daLwio-TopakansHas avcrniasuvs 1 1 | 209266 1 |264098
61 | #219200| CvHpopoMm "BSNOi Ko™ (CUHOPOM 3aTbUTOYHOO pora) 1 1154832 | 1 |264098
62| 258850 E)ul;?_;l%)s;ﬂ?-,ﬂMFMTaﬂbeM cuHppom, Tin Il (cuHapom 2 2 | 97416 | 2 |132049
63| 601420 gﬂ:@ﬂ%ﬂ&%ﬁfﬁgﬁg%Z”*ewo“ ryGui/HeGa, | 4 1 | 200266 1 | 264008
64| 258040 %ﬁ”fgﬁﬂﬁgmo‘bm‘ 3apalLenve aHyca, fedex 1 1 | 209266 1 | 264098
65| 217100 |CvHOPOM aMHMOTUHECKUX NEPETSHKEK 213|1]1]2 3|1 13 | 16097 13 | 20315
66 | #209900 | Cunopom Bapne—buans 1 1| 2 | 104633 2 132049
67 | # 143500 | Curppom Xunbbepa 2 2 | 104633 1 1|2|27416 | 4 | 66025
68 | #244400| Cunppom KaptareHepa 1 154832 | 1 |264098
69 | #216400 | CuHopom KokkeiiHa 1 1 | 209266 1 |264098
70 | #216550 | Curppom KoaHa 2 2 | 104633 2 132049
71| 248770 |CuHzpom MapaeHa—Yonkepa 1 1 | 209266 1 264098
72 | #233400 g;':ﬁg‘(’ﬁe'&@ﬁﬁ*‘Cfdz‘z‘p%’,'wT)VFOVXOCT” W mnorora- 1 1| 209266 1 | 264008
73 | #256500 | CuHppom HetepToHa 11 2 | 104633 2 132049
74 | #210600 | CuHapom Cekkens 11 2 4 | 52317 2 |2|27416| 6 | 44016
75| 211960. |Cunzpom Tenb—Xatomep 1 1 | 209266 1 |264098

CwHppom ncesao-TORCH (ruapouedanis ¢ MUKpo-
76 | #251290 | uedanmeii, cynoporamu, CnacTy4eCKM TeTpanape- 1 1 | 209266 1 |264098
30M, katapakToi 1 A3H)

77| 261800 |CuHapom Mbepa—PobeHa 1| 1 |209266 1 1264098
78 % |CuHapom Yiwepa 1 2 1 4 | 52317 1 154832 | 5 | 52820
79| 241000 S:nﬂvg;:ﬂoam onurodpernn, MukpoLedannm, runoreHn- 1 1 | 200266 1 | 264098
80 | #251255 grb*;)ﬂmm;ﬁ;’gﬁﬁfﬂe%{ﬁ:f:ﬁ‘ EEH",ISS&")" 1 1 | 200266 1 | 264008
81| 251800. S;':fg’;(g m‘;'”;;%;&aefﬁ%:jﬁy*“b'x CTIyXOBbIX 11| 2 |104633 2 132049
82| 245570 |CuHppom JlaHpay—KneddHepa 1 1 | 209266 1 |264098
83| 228200 |FFU cunppom (Femur—Fibula Ulna syndrome) 2 2 1104633 2 132049
84| 221200 |CvHOPOM TYroyxoCTU, MUOMIAW, ONIMIrOpPEHNM 1 1 2 | 104633 2 132049
85| 608763 gg‘:ﬁgg?"&ggg‘gﬁ C(ﬁm"fm‘;;‘/r"womm“""“rw 1 1|54832| 1 |264098
86 | #262400 | MMnodu3apHbIil HaHN3M 1 112131 8 | 26158 1)1 2| 27416 | 10 | 26410
87 | #202010 | AnpeHOoreHTasIbHbI CHAPOM 1 1 1 3 | 69755 3 | 88033
88 | #231670 |nyTapoBas aummypust 1 1 | 209266 1 1264098
89 | #261600 | PeHWUNKETOHYpYS 3|3 2 8 | 26158 1] 1/|54832| 9 |29344
90 | #219700 | MykoBMCLUMAO3 2 1] 3 | 69755 1 154832 | 4 | 66025
91 | #236200 | lomoLmCTUHYpUS 2 2 | 104633 2 132049
92 | #243150| MHOXECTBEHHAs MHTEpCTULMabHas aTpesns 1 1 | 209266 1 264098
93 | #274900 | BpoXAEHHbIN runoTvpeos 211121 13| 2] 2]|13| 16097 1 2 127416 | 15 | 17607
94 | #262600 | MaHrvinonuTyuTapuam 1 1 | 209266 1 1154832 | 2 |132049
95 | #278000| Kcantomato3 (BonesHb Bonbmara) 1 1 | 209266 1 1264098
96 *** | HellpoceHcopHast TyroyXocTb, MPOrpeccupytoLLas 1 1 1| 3 | 69755 1] 1|54832| 4 | 66025
97 *** | HelipoceHcopHast TyroyXxocTb 5|8|20/12/11 13| 9 | 2 | 80 | 2616 31111 9 |24| 2285 | 104| 2539
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(1:49520), Tamero-pernHanbHasi adbuorpodust (1:21332),
BpoxkI€HHas KatapakTa (1:28297), uxrnosudopmHas 3puT-
ponepmus (1:42017), denunkeronypust (1:48652), annou-
HU3M TIJ1a30-KOXHbIN (1:46212), runodusapHblii HaHU3M
(1:46212), Bpoxa€HHbIi TUTOTHPeo3 (1:42664), HelipoceH-
copHas TyroyxocTh (1:6081). Tak xe kKak u B ciydae ¢ Al
3200/1eBAaHUSIMU, KaXXIbIii PETUOH XapaKTepU3yeTcsl CBOUM
cnuckoM d4acTteix AP 0oznesHeil ¢ BBICOKOW Bapualueit
B 3HaueHMsIX pacrpocrpaHénHoctu [1, 8—I11, 15, 16,
18—21].

PasHoo06pasue yactoii X-cii. naronoruu (tadiu. 3) cocra-
B 9 Hozonoruii (37.50% Bcex dopm). Yncno OONBHBIX
C YacTBIMH 3aboseBaHMsIMU cocTaBwio 81.82% ot obrero
yyucila 3aperucTPUPOBAHHBIX OOJNBHBIX C JaHHBIM TUIIOM
MHB. Cpemun X-cu. 3abojeBaHuii Haubojee pacrpo-
CTpaHEHHBIMU SIBJISIIOTCST ojuroppenuss — 1 OoiapHOI Ha
1971 obcnenoBaHHbIX (cpeau TaTap 1:2754, cpenu Apyrux aT-
HocoB momnyisiiuu  1:945, cpennsisi mo Poccum 1:10284);
BPOXIEHHBIH HUCTarM — 1:13205 (1:14948, 9139 u 1:29540
COOTBETCTBEHHO); CHUHAPOM MHKpouedamuu ¢ ommrodpe-
Huel 1 HaHu3MoM — 1:26410 (1:104643, 1:6854 u 1:347100
COOTBETCTBEHHO); rumnodocharemust — 1:44016 (1:104643,
1:3708 u 1:154260 cOOTBETCTBEHHO).

Takxe mpu o0CieqOBaHUM HACEJIEeHUsI BbISIBIEHBI He-
CKOJIbKO MUTOXOHIpUANIbHBIX 3a00jieBaHmit: cuHapoM Kep-
Hca—Ceiipa (#530000) — 1 GoabHO#, cuHapoM MELAS
(#540000) — 4 GonbHBIX, 60s1e3Hb JIu (#256000) — 4 GoJb-
Heix, cunapom MERRF (#545000) — 1 GonbHOIA.

CpaBHeHue Hozojornyeckoro criekrpa A, AP u X cu.
3aboneBaHuit co cnuckoM MHDB B eBporneiickux nomyssiiu-
ax [25, 26] mo Peructpy HacieACTBEHHOM marojaoruu bpu-
taHckoit Koxym6um [23, 24], u mo gaHHbIM «Orphanet» [27]
OonpeAe IO U XapaKTepHble isi Bcex pernoHoB MHB u
crienrduuecKrie TOIbKO IJIsl JTaHHOM MOMYJISILIVN.

JIHK-0uaznocmurxa mMoH02eHHbIX HACACOCMBEHHBIX O0Ae3HEl

C uenblo YTOYHEHMs] JAMarHo3a TMOATBEpXKAalolast
JHK-auarnHocTuka MaXKOpHbBIX MyTallMi y TTALIMEHTOB IIPO-
BeneHa 211 00JIBHBIM CO CIEAYIOUIMMU IUArHO3aMU TI0 CUC-
TeMaM.

® HeBpoJiornueckue 3aboseBaHus: arakcus Opuapeiixa
(1 OGonbHOI1), Tporpeccupylollas MbIllIeUyHass AUCTPOGUS
HMiomenHa/bekkepa (3 ceMbu, 3 OOJBHBIX), BPOXAEHHAs
nmapaMuoToHUs DiteHOypra (1 0oJbHOIT), HacleACTBEHHAs
MOTOpPHO-CeHcOpHas Heiipornatus (13 cemeii, 17 GOIbHBIX),
xopest I'entunrroHa (3 mauueHTa, 3 ceMbH), CIIMHAJIbHAS
MblleyHast atpodust (1 maueHT), MUOTOHUYECKast AUCTPO-
¢ust (1 manueHT), IpOrpeccUpyloNiasi MbIlIeYHast TUCTPO-
¢us (3 manumeHTa, 3 ceMbu), BPOXKIEHHAS MMPOIPECCUPYIO-
1ass MyonaTtust — JamuHonaTtus (1 6onbHOIT), Helipoduo-
pomaros 2 tumna (1 manueHr);

e odranbMmosiornueckue 3aboeBanusi: TPA tunm ®dpaH-
yeckeTTH (1 mauueHT), LieHTpalibHasl IereHepalus ceTyaTKu
Ilraprapara (2 mamueHTa U3 2 cemeit), K0JI000MaTO3HBII
mukpodTaabM (1 mammeHT), XopeopeTHMHaIbHasi aTpodus
(1 mauueHr), cymepeuHas ciaernora (1 maiueHr);

® fepmatosiornyeckue 6ose3Hu: cuHapoM Kpucra—Cu-
MeHca (1 GoJbHOIT), aKTomepMasibHast aucriazus tuna Il
(rumpotuueckast), wiu cuHapoMm Kiayctona (1 ©osbHOI),
cuHapoMm Hereprona (1 001bHOIT), BPOXKIEHHBIN TUITOTPH-
X03 (B 3 ceMbsiX 5 OOJIbHBIM);

® HACJIeACTBEHHbIE CUHAPOMBI: X-CIETUIEHHBI JMM-
donponudepaTuBHblii cuHapoM (1 60bHOI), cuHAPOM Bu-
nbsamca (1 GonbHOIT), cuHapoMm BaapmepOypra (1 cembs,
2 ©onbHBIX), cuHApoM MaptuHa—benn (29 nanueHTOB,
26 cemeit), cunapom JKunpoepa (5 OONBHBIM U3 5 ceMeit);

® Hac/le/ICTBEHHbIe 00JIe3HU OOMEHAa BEIIECTB: CUHAPOM
Kepuca—Ceiipa (1 6omabHoit), cunapom MELAS (1 6omib-
HOI1), 601e3Hb JIu (1 60JIbHOI), IeliKO3HIIe(haTIonaTHs C IO~
paxeHWeM CTBOJia M HakoruleHueM Jakrtata (1 OoibHOI),
MMOKJIOHYC-3ruienust  YH(peppuxra—JlyHaoopra (1 6ojib-
HoIi), romouucTuHypust (1 GoabHOIt). IIsl YyTOUHEHUsT aua-
rHO3a TPEM TMallMeHTaM BBHITIOJIHEHA TaHIEeMHash Macc-CIeK-
TPOMETPUSI AaMUHOKUCJIOT U alIUJIKAPHUTUHOB KPOBU;

® [poyasi MaToJOrus: U30JMPOBAHHAS HEMPOCEHCOpHAs
Tyroyxocthb (104 00nbHBIX), DeHUIKETOHYpUS (8 OOJBHBIX
u3 7 cemeii), aapeHOreHUTaIbHBII cUHIpPOM (1 GOJIbLHOI),
MYKOBHUCLIMI03 (3 OOJNIbHBIX U3 2 ceMeil), aXOHApOIUIa3ust
(5 6oabHBIX, 5 cemeit), octeoneTpo3 (1 6OabHOIA).

B pesynbrate mpoBEeNEHHBIX TUArHOCTUYECKUX Jabopa-
TOPHBIX HccnenoBanuii y 104 mammenToB (49,29%) muarHo3
TOATBEPKAEH MOJIEKYJISIPHO-T€HETUYECKHU.

Anaauz meppumopuanvnozo pacnpedeaenuss MHb
no paiionam Pecnybauxu

JIIss  OLEHKM TEepPUTOPUATBHOTO  PACIPOCTPaHEHHUS
MHB no obcienoBaHHBIM pailoHaM TMPOBEIEH aHAIU3 paB-
HOMEPHOCTHU pacripe/ieIeHUs OTHCJIbHBIX HO30JI0MMUECKUX
¢opm 1o paitioHam PT. BHyTpupailoHHOe HaKoOILIeHHE
MHDB noxazano mns 44 3aboneBanuii (35 ¢ Al HaciaenoBa-
HueM, 3 ¢ AP u 6 ¢ X-cu.). B ta6n. 4 npusonsitcs MHB, 06-
HapyXUBIIIME HaKoIJIeHue no pailoHam Pecnybnuku. Pas-
JIMYM B 4uciae 3a00JieBaHWi, MOKa3aBIIMX HaKOIUIEHME,
MeXIy 3THOrpaUueCKMMM TPyIIaMu He BBISBIEHO.

Kak cnenyer u3 Tab:1. 4, B OCHOBHOM HaKOTUICHUE 3ape-
TMCTPUPOBAHO CPEIM TaTap M JyBalllei.

3aboeBaHnsI, OOHAPYKUBILINME HAKOIICHUS Cpeay Ka-
3aHCKUX TaTap MoapoOHO 0OCyxXAeHbl B Ooyiee paHHEH Ha-
el myonMKauuu, B KOTOPOM MpeACTaBIEHbBl HEKOTOpPLIE
0O0JIbIIINE POMOCTOBHBIE C 9K30CTO3HOI XOHIPOINCILIA3UEiH,
xopeeii ['eHTUHTITOHA, GoNe3HbI0 LLTproMmnens u HecUHAPO-
MaJIbHOM HeWpOCEHCOpPHO# Tyroyxoctbio [12]. HyxHo oT-
METHUTh, YTO OOJILIIMHCTBO 3a00JIeBaHMI, MOKa3aBIIMX Ha-
KOIUIEHWE IO paifoHaM, TIPENCTaBIEHO OOJBIIUMU POIO-
CJIOBHBIMU, U TIALIMEHTHI SIBJISIIOTCSI POACTBEHHUKAMM.

Ha puc. 1 u 2 moka3zaHbl pogocyioBHEIE ¢ Oedapodumo-
30M C TITO30M, CIIOHIWJIO-3MTH(U3apHOiL nucIriasueit us by-
MHCKOTO pailoHa. Bce maimeHTsl, TaTapbl MO MPOUCXOXIE-
HUIO, SIBJISIIOTCSI KOPEHHBIMM KUTEISIMU paiioHa. B pojo-
CJIOBHOM (pHUC. 3) ¢ CHHAPOMOM TMIIOTPUX03a C TYTOYXOCTBIO
13 AKTaHBIIICKOTO paifoHa 4acTh MAIlMEHTOB Tepeexaia Ha
MOCTOSTHHOE MECTO XXKHUTEJIbCTBO B YIMypTcKylo Pecry6nm-
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Tabmya 3

Ho3onorunyeckuin cnekTp X-cu. naTtonorum B BOCbMU paoHax Pecny6nukm TatapcTaH )

Tatapsbl [pyrve HauoHanbHoCTU Bcg

Ne| OMIAM Avarrios Pac. 1 Pac. 1 Hace’;zz"'j

AT|AP|K| 4| B MC|MH| = a AT |AP | K| 4| B |AKIMC|MH| = w | |

1 b Onurocdperus 2/6(4[3]|5 6 | 1|38 2754 71915 2| 6|29 945 | 67| 1971
2 | 300557 |BonesHb MapkvHcoHa 12 Tvina 2 2 | 52317 2 | 66025
3 | #307000 |I'mppouedans, onurodperns 1 104633 1 1132049
4 | 302802 |HMCH, 3 mn 2 2 | 52317 2 | 66025
5 | #310200 Bzz;geccmpynomaﬂ MblLLeyHas anctpodus Jro- 1 2 | 50317 2 | 66025
6 | #300376 | Muonatus, Tun Bekkepa 1 1 1104633 1 1|27416 | 2 | 66025
7 | #308100 |WxTvio3 1 1 2 6 | 17439 6 | 22008
8 | #300071 | CymepeuHas cnenota tvn lIA 2 2 | 52317 2 | 66025
9 | #309300 |MeranokopHea 1]2 3 | 34878 3 | 44016
10 | #312600 | MurMeHTHas fereHepaLyis ceTyarkv 1 1 1104633 1 1132049
11| #310700 | BpoxzaeHHbliA HACTarM 4 2 | 7 | 14948 101 1| 3] 9139 | 10| 13205
12 | #304110 | KpaHnodpoHToHa3asbHas avcniasms 1 1 1104633 1 1132049
13 | #301200 | HecoBepLueHHbI amenoreHe3 3 3 | 34878 3 | 44016
14 | #305400 | CuHzpom Aapckora 413 7 | 14948 7 | 18864
15 | #305100 | CuHzpom Kpucta—Cumerca 1 1 1104633 1 1132049
16 | #305450 | CuHapom Oputca—Kasemku 1 1 1104633 1 1132049
17 | #312750 | CuHpopom Petta 171 2 | 13708 | 2 | 66025
18 | #309500 S::fogg”M"z‘;;ﬂ%ﬁﬁagggp%gmg")q’pe“”e“” 1 1104633 4 4| 6854 | 5| 26410
19| 300650 |CuHOpom anbbuH13Ma-Tyroyxoctn 2 2 | 52317 2 | 66025
20 | #308240 | NnmdonponndepaTUBHbIi CUHAPOM 2 2 | 52317 2 | 66025
21| #307800 |'mnodocdatemms 1 1 1104633 2 | 213708 | 3 | 44016
22 | #309900 | Mykononucaxapuaoa, Tin Il 1 1 1104633 1 1132049
23| #306700 |Femodunma A 1 1] 2 4 | 26158 4 | 33012
24 | #306900 |Femodunus B 2 | 2| 52317 2 | 66025

Ky. IlpakTnuecku Bce 3aboyieBaHMsI, OOHAPYKMBAIOIIE Ha-
KOIUIEHUE, UMEIOT TTPUCITOCO0IEHHOCTh, CTPEMSILIYIOCS K 1,
YTO JOMYCKaeT BEPOSITHOCTD YBEIMYEHUST YaCTOThI BCTpeya-
eMOCTU 3a00JIEBaHUII B CJEMYIOUIMX MOKOJEHMSIX, a BO3-
MOXHO U B COCEHMX TMOMYJISILMSIX TIPU MUTPALIMK TAllMeH-
TOB.

BrisiBneno nakormienune MHDB cpenu uyBaliickoro Hace-
neHus B JIpoxckaHOBCKOM M bymHckoMm paiioHax. B [Ipox-
JKQaHOBCKOM paiioHe BbIsIBIeHO HakorieHue u Al u AP
dopm onuroppernun u AJl mceBmoMoHwIeTpruKca, B bynH-
ckoM — onurodpenun ¢ AJl Haciae0BaHUEM.

Pacnipoctpanénnocts Al ¢popm onurodpeHun B paiio-
Hax coctaBuia 1:1720 u 1:1289 cooTBeTCTBEHHO, MPU TOM,
YTO TOJILKO CPEeIy 4yBAllICKOTO HaceJeHMs BbIILENepeyrnc-
JICHHBIX pallOHOB YacTOTa BCTPEUYaeMOCTHU OTIpe/iesieHa Kak
1:990 u 1:500 cooTrBeTcTBeHHO. PacnpocTpaHEHHOCTh TICEB-
JTOMOHWIETpUKCA cpeny dyBaiueil paitoHa — 1:450. I1pax-
TUYECKU BCE BBISIBJIEHHbIE OOJbHbIE U3 POACTBEHHBIX SIIEP-
HBIX ceMeii. BoisiBIeHbI 00JIblINe POAOCIOBHBIE C OJIUTOd-
peHwueit (puc. 4 1 5) 1 TICEBIOMOHMIETPUKCOM (pHC. 6) B 9y-
BallICKMX ceJlaX, MPeACTaBISIONIMX COBPEMEHHbIE U30JISThI
C BBICOKMM YpOBHeM MHOpHMIWHTA. JIOKATbHBIM WHOPUIMHT
B CEJIbCKUX MocesneHusIx (c.1.) IpoxkaHOBCKOTO paiioHa,
B KOTOpBIX OOHapyxkeHbl ceMbu, YyBaiicko-HoBomibMOB-
ckom coctaBwi 0,0101, B Yysamicko-/IpoxkaHOBCKOM —

0,009, B MokpocaBasieeBckoM c.l.bynHckoro paitoHa —
0,0117 [5—7]. Tpu 5TOM CpeaHEB3BEIIEHHbIE 3HAYSHUSI JIO-
KaJbHOro nHOpuauHra mist JIpoxskaHOBCKOTo 1 bymHckoro
paitonoB coctaBwin 0,00616 u 0,458 cOOTBETCTBEHHO, a
B paMKax pernoHa rnokasaTe;iv yMEHbIIATCs elllé Ha Mmopsi-
IOK. BbIsiBJIEeHHbIE TEHIEHIIMU TTOKA3bIBAIOT, YTO OCHOBHBIC
MUKPOSBOJIOLMOHHBIE MPOIECChl  MPOUCXOASIT HMMEHHO
B TIOMYJISIIUSAX HU3LIETO MepapXUIecKOro YPOBHSI — CEJlb-
ckoM moceneHuu. I[lpu aHanuse dhamuiabHOro jJaHmiadra
JpoxkaHOBCKOTO U BynHCKOTroO paiioHOB TPOCIEXKUBAIOTCS
nBa Kjacrtepa. OnMH KjacTep COOTBETCTBYET TaTapCKOMY
HaceJIeHMI0, BTOPOii — 4yBalickomy. [TosydeHHbIEe JaHHBIE
CBUJIETEJILCTBYIOT O HAJIMYKMKU 3THUYECKOM Moapas3neéHHO-
cTu cenbekoro Hacenenus PT [5—7].

Haxonaenue omoeavnoix MHb y mamap
no cpagnenuto ¢ opyzumu nonyasuusmu/Imuocamu Poccuu

JIJis BBISIBJIEHMSI CTAaTHCTUYECKM 3HAYMMOTO HaKOTLIe-
nust (F-pacnpeneneHue; ypoBeHb 3Haunmoct  0,01) oTne-
npHEIX MHDB mpoBeneHo cpaBHeHUE pacnpoCTpaHEHHOCTHU
KOHKPETHbIX 3a00JIeBaHUIT CyMMapHO Y TaTapCKOTrO Hacelle-
HMS M B paHee U3YYEeHHBIX 3THOCAX U TIOMYJISIINSX eBpOIeii-
ckoit yact P®. Cpenn Al maTojoru y Tatap JIOKaJIbHO
BBICOKME 3HAUYEHMSI paclpOCTPaHEHHOCTH OOHAPYKUBAIOT
21 3aboneBanue: oauropenust — 1 : 4024 (cpeansist o pa-
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Tabnuya 4
MHB, o6HapyxuBatwme HakonneHue (p<0,01) B BocbMu 06CcnenoBaHHbIX panoHax TatapcTaHa )
Monynaums AwvarHos T/H Pacn. B |HauuoHnanb-| Pacn. B
panoHe HOCTb 8 parioHax
KasaHckune Tatapsbl
ATHUHCKUI CuHapom Gnepca—/aHno AL 1:657 T 1:1715
OK30CTO3HAasa XOHAPOANCMNIA3NA AL 1:1725 T 1:25410
CuHpakTunus, Tin 1 AL 1:4600 T 1:15535
JlapOHHO-MOJOLWBEHHbIN rMnepkepaTos AL 1:1380 T 1:4553
Henpodurbpomartos, Tun 1 AL 1:3450 T 1:15535
Xopes M'eHTUHrToHa AL 1:4600 T 1:66025
Cunppom Aapckora X-cu. 1:1725 T 1:18864
HecoBepLuUeHHbI amenioreHes X-cu,. 1:2300 T 1:44016
Apckuii HacnencTBeHHbII MApPKUHCOHU3M, TN 4 AL 1:5734 T 1:29344
Kykmopckunin Cunppom BaH-pep-Byna AL 1:9483 T 1:52820
BonesHb LLTptomnens ¢ no3gHUM Havyasnom AL 1:5927 T 1:29344
MxTnos AL, 1:3646 T, 4 1:7336
CuHapomM Mmukpouedanmn ¢ onurodpeHmnen 1 HaHM3MOM X-cu, 1:5927 T 1:26410
Mwuwapn
JpoxkaHoB- OnurodppeHuns AL 1:1720 T,4 1: 3260
cKuit OnurogppeHuns AP 1:646 T,4 1: 1749
OTKpbITOYronbHas rnaykoma AL 1:5168 Y 1:18864
Kono6oma pagyxkm, MUKpodTaabM,MUKPOKOpHea AL 1:8614 T 1:52820
[ceBoOMOHUNETPUKC AL 1:1170 Y 1:12004
Opo-daunanbHbliii CUHOPOM AL 1: 8614 Y 1:66025
OTocknepos AL 1. 8614 Y 1: 52820
ByunHckumn MM/[, noscHO-KOHEeYHOCTHag, IB tnn AL 1:9028 T 1:52820
OnurogppeHuns AL, 1:1289 T,4 1:3560
Mwnonuns BbICOKOW CTenexnun AL 1:4514 T 1:26410
TaneTo-peTnHanbHasa abnoTpodus AL 1:2508 T 1:9781
Bnedapodnmos ¢ ntozom AL 1:5016 T 1:29144
XopeopeTnHasnbHasa abrnotTpodus AL 1:7524 T 1:37728
CnoHgunno-anndusapHasa gucnnasms AL 1:6449 T 1:24009
MnomenaHnam, anbouHNU3M AL 1:5643 T 1:22008
daumo-Topako-cKeneTHbI CUHAPOM AL 1:6949 T 1:37728
Tentapu
AKTaHbILICKWIA ATpodus 3puTenbHbIX HEPBOB C KaTapakTomn AL 1:10597 T 1:88033
Mpanonatnyeckuii ckonmos AL 1:3973 T 1:13205
CunHOPOM rMnoTprxo3a 1 TyroyxocTu AL 1:6358 T 1:37728
Opo-daumno-gurutanbHblii cuHApoMm, Tin |l AL, 1:4674 T 1:19239
MycniomoBckuii | FunoxoHgponnasng AL 1:3273 T 1:13900
CuHppowm [peiira AL 1:6546 T 1:88033
CuHpgpom dnepca—/LaHno AL 1:935 T 1:1715
TMNOTPMX03 BPOXAEHHbIN AP 1:6546 Y 1:88033
LleHTpanbHaa anctpodus cetyaTtkm LLtaprapara AP 1:6546 T 1:44014
CymepeuHas cnenoTta tun A X-cu. 1:4910 T 1:66025
BonesHb MNapknHcoHa 12 Tuna X-cu, 1:4910 T 1:66025
CvHAPOM anbbuHN3Ma-Tyroyxoctu X-cu. 1:4910 T 1:66025
MeH3enuHckuin | BpoxaeHHas katapakrta AL 1:4846 T 1:13900
MonunpakTunma, noctakcmanbHas AL 1:3634 T 1:29344
HelipoceHcopHasa TyroyxocTb, NpoOrpeccupyoLas AL 1:2908 T 1:17607
CuHgpom MapdaHa AL, 1:5815 T 1:18864
lMpumeyaHme. T/H — TMN HacnenoBaHus; Pacn. — pacnpoCcTpaHeHHOCTb; T. — TaTtapsbl; Y. — vyBawmn
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Hee M3y4eHHBIM perroHaM P® 1 : 20695), Tameto-peTrHa-
npHast abuorpodust — 1 : 8371 (cpeansist mo PO 1 : 24983),
uauonaTudeckuii ckonmuosd — 1 : 13951 (cpenusis mo PO
1 : 48652), magoHo-TmomollBeHHas KepaTtoaepmust — 1 : 5232
(cpenuss mo PO 1 : 13594), cunnpom Dnepca—aHio —
1: 1585 (cpenusst mo P® 1 : 9497), 6one3ub L Tprommens —
1: 16097 (cpennsist mo PO 1 : 74950), Gredapobumos ¢ nTo-
30M — 1 : 23252 (cpenusig mo PD 1 : 89456), sk3ocTo3Hast
xoHnpomuctasust — 1 : 20927 (cpennsist mo P® 1 : 60286),
anpouHusm — 1 : 17439 (cpennsas mo PO 1 : 74950), Tybe-
po3HbIit ckiIepo3 — 1 : 26158 (cpenusist mo PO 1 : 106659),
sKToaepMalibHas aucruiazus — 1 : 34878 (cpennsigs mo P®
1 : 106659), cunmpom Buibsimca—Bebepa — 1 : 34878
(cpenuss mo PD 1 : 154063), 6one3nh Menbepa — 1 : 23252
(cpenuss o P 1 : 46218), OTKpBITOYrONbHAS TIayKOMa —
1 : 29895 (cpemusts mo P® 1 : 213319), cuHIpom
Ban-Ilep-Byna — 1 : 41853 (cpennsas no P® 1 : 213319),
cunapom Knunnens—TpeHone—Bebepa — 1 : 34878 (cpen-
Hsst o PO 1 : 231095), xopeopeTuHanbHast abuotrpodusi —

it O

| 5 /v 3 1 : 29895 (cpennsia mo PP 1 : 308127), cnoHauno-snudu-

3apHas aucriasus — 1 : 34878 (cpemnsisi mo PO 1:396163),

Puc. 2. PomocnoBHas co crnoHauno-anuusapHoi aucnnasvein (byvH- HacJIe/ICTBEHHbII MapKUHCOHU3M, TN 4 — 1 : 23252 (paHee
CKUI pamoH)

He 3apernucTpupoBaHa), MUOIUS BBICOKON CTEMeHU —
1:20927 (paHee He 3aperucTpupoBaHa), CUHIAPOM TMIIOTPU-
X03a 1 Tyroyxoctu — 1 : 23252 (paHee He 3aperucTpupoBa-
Ha) [1, 8—11, 15, 16, 18—21].

m 1(O—

0%
EISOA0

3 45 8 9 10 11

Puc. 4. PopocnosHasg cembu ¢ onuroppenunen (LpoxxkaHoBCkuii panoH, HoBomnbMoBCKoe C.1.).
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Cpenn AP 3aboneBaHMii HaKOIUIEHWE BBISIBJICHO ISt
CHAenyIoInX ceMu Ho3zodopM: onuroppenus — 1:1938
(cpeansss mo P®D 1:8804), anbOMHU3M IN1a30-KOXHBIA —
1: 19024 (cpentsst mo PO 1 : 46218), cuHAPOM aMHUOTHYC-
ckux repetskek — 1 : 16097 (cpemusst mo PO 1 : 84035), ar-
podust 3putenbHBIX HepBoB — 1 : 52316 (cpennsia mo PO
1:231095), cunapom Cekenst — 1 : 52316 (cpentsist o PO
1 :277314), opo-daimo-aurutajbHblii CUHIAPOM (CUHIPOM
Mopa) — 1: 29895 (paHee He 3aperucTpUpOBaHa), CHHAPOM
I'yamanbsipa — 1 : 29895 (cpenHss mo PO 1 : 346643).

HakornieHnue Tpéx HO30(pOpM BBISIBJICHO U MPU aHAIU3e
X-CII. MaToJOruM y TaTapCKOro HaceJeHUs:: OJUrobpeHust
— 1 : 2753 (cpennsist o paHee M3ydeHHBIM peroHam PO
1:10271), cunapom Aapckora — 1 : 14947 (cpennsisg nmo PO
1: 60285), HecoBepieHHBIN ameoreHe3 — 1 : 34877 (panee
He 3apeructpuponana) [1, 8—11, 15, 16, 18—21].

BonblMHCTBO 3a00s1€BaHMiT BCTpEYasoch B paHee 00-
cJe0BaHHBIX Monyasiusax PP ¢ 6onee HU3KMMU 3HAYSHU -
SIMU pacrpoCcTpaHEHHOCTH, TOJbKO 3 AJl Ho30(opMbI (Ha-
CJIeICTBEHHBIN MAPKMHCOHM3M 4 THITa, CeMeiiHash MUOTIHS
BBICOKOI CTEIeHM, CUHIPOM TMIIOTPUX03a C TYTOYXOCTHIO),
onHo AP 3abGoneBanue (opo-dauuo-IUTUTAIbHBIIA CUHI-
POM) 1 OfHA MATOJIOIUsI C X-CII. TUIIOM HacjeaoBaHus (He-
COBEPLICHHBI aMeloreHe3) B Ipyrux nomysiuusx PP pa-
Hee He PerucTpUpOBAKCh.

I

II

III

Anaauz eenemuueckux 63aumMoomHoOueHUl
no pacnpocmpanénnocmu aymocomuvix MHE
MeHcOy OCHOGHBIMU CYOIMHUMECKUMU PYNNAMU mamap

Ha ocHoBanum aHamm3a pa3HOOOpa3usi ayTOCOMHBIX
MHB ¢ ucnonap3oBaHMeM KJIACTEPHOIO aHaIM3a U3Y4YeHbI
TeHeTMYeCKNe B3aMMOOTHOIIEHUSI MEXIy paccMaTpuBae-
MBIMU paiilOHaM¥ M CYO3THUYECKUMHU rpynmamu. Kak yxe
paHee TOBOPHUJIOCh, 00OCIeI0BaHHAsI HAMU BbIOOpKA Xapak-
TepU3yeT TPU CYOITHUYECKUE TPYIIIbl BOJITO-YPaTbCKUX
Tarap: KazaHckue TaTapbl (Apckuit, ATHUHCKMI u Kyk-
MOpCKUii paitoHsl), mutnapu (bynHckuii u IpoxkaHOB-
ckuit), rentspu (AKtaHbickuii, MycaoMoBckuit 1 MeH-
3eJIMHCKMUIA).

Mo manHBIM 0 pacrpoctpaHéHHocTH (10~4) y Tatap A/l n
AP 6oe3Heit Ipy MOMOIIM KJIACTEPHOTO aHan3a MOCTPoe-
HbI JeHaAporpamMmbl ajst kaxknoro tuna MHB (puc. 7a nns
AJl 6onesneii, puc. 76 st AP).

Kak crnenyer u3 nenaporpamm (puc. 7), Ha Oojee paH-
HeM YpOBHE B €IMHbII KJacTep OO0BbEIUHSIOTCSI TaTaphbl, OT-
HOCSIIIMECS K ABYM CYO3THUYECKUM IpyIIaM — Ka3aHCKHe
TaTapel U TENTSApU. PailoHbl, 3aceN€HHbIE MULLIAPSIMU, TOJIb-
KO Ha TOCJIEIHEM YPOBHE MPUCOEAMHSIOTCS K OCTAJIbHBIM
teppuTopusaM. Koppensiiys Mexmy TMCTaHIMOHHBIMM MaT-
punamMu, paccunTaHubMU 1011 Al m AP maTtonoruu, mojo-
XuTeIbHA U cocTapiser r = 0,58 + 0,29.

Puc. 5. PopocnosHas ¢ onurodpeHueii (bymHckuii panoH, Mokpocasaneesckoe C.n.).
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Puc. 6. PopocnoBHast ¢ NCEBAOMOHUIETPUKCOM (ﬂ,pO)K)KaHOBCKVIVI panoH, '“WBaLLICKO D,po>K>KaHOBCKoe c.n.).
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Puc. 7. KnactepHsblii aHanu3, NpoBeAEHHbIA NO PacnpoCTPaHEHHOCTK
All (a) v AP (6) naTonoruu B BOCbMM paitoHax Pecny6nuku TatapcTaH.

JlaHHbIe, MOJyYeHHbIE MPU KJIACTEPHOM aHaIM3€e, Corla-
CYIOTCS KaK C reorpadmuecKuMu pacCTOSIHUSIMU, TaK U C pe-
3yJbTaTaMu, TIOJYYEHHBIMU 4Yepe3 pasiMuyHble TeHeThue-
ckue cucrtemsl [2, 4—7, 22]. JleHnporpaMmbl UJUTIOCTPUPY-
0T CBOEOOPa3HY0 CIIeLM(PUUHOCTb reHOhOHAA pa3HbIX 3T-
HorpaduyecKux IpyI.
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Medical-genetic study of the Tatarstan Republic.
VII. Diversity of hereditary diseases in eight Districts
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Mikhailova L.K.2, Kadishev V.V.', Havrilina S.G.", Petrin A.N.*3, Elchinova G.I.",
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— Pirogov Russian National Research Medical University, Moscow, 117997, Russia

— Central Research Institute NN Priorova Health Ministry, Moscow, 127299, Russia

— Moscow State Medico- Stomatology University, Moscow, 127474, Russia

— Scientific and Practical Center of medical care for children, Moscow, 119620, Russia

Diversity of monogenic hereditary diseases (MHD) in the population of eight districts of the Republic of Tatarstan (RT) is reviewed.
The number of the investigation population was 264,310 people. The analysis was performed for the entire population of the region,
and separately for the representatives of the titular nation — Tatars. Tatar population (209,265 people) represented by three basic
ethnographic groups — the Kazan Tatars (Arsky, Athninsky, Kukmorsky districts) Mishars (Buinsky, Drozhzhanovsky) and Teptyars
(Aktanysh, Muslumovsky and Menzelinsky). Nosological spectrum of MHD was 256 diseases: 135 with an autosomal dominant (AD)
mode of inheritance, 97 with autosomal recessive (AR) and 24 X-linked. The prevalence of the MHD, frequent and rare nosological
forms, the accumulation of some diseases in subpopulations was determined. For 38 MHD (211 patients) diagnostics was carried out
for DNA. A comparison of the diversity of the MHD with previously published data on the genetic and epidemiological studies of the
European part of Russia: Kirov, Kostroma, Tver, Bryansk and Rostov regions, Krasnodar Kray and the Republics of Chuvashia,

Bashkortostan, Mari El, Udmurtia and Adygea.

Key words: genetic epidemiology, diversity of monogenic hereditary disease, Republic of Tatarstan, ethnic groups, Kazan Tatars,

Mishary, Teptyars
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