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Ha ocHOBaHMY aHaNIN3a UTOrOB F€HETUKO-3MHIEMUOJIOT MYECKUX MCCIIEOBAHUI MEHIETTUPYIOIIEH MAaTON0-
ruu B HaceneHnu Pecny6nuku Caxa (SIkyTusi) 0OOCHOBBIBA€TCS BbIEIECHUE HECKOIBKUX (DOPM NATOJIOTUH,
Ha3BaHHBIX “SIKYTCKUMH~ HAaCJECTBEHHbIMU OOJIE3HSMHU, MMEIOIUX BBICOKYIO PaCIpOCTPAHEHHOCTb Y
SIKYTOB B CPABHEHHHU C MAPOBBIM HapOJOHACEJIEHUEM: CIIMHOLEpeOesIsipHas aTakcus | Tuna, MUOTOHIYe-
ckas guctpodus, OKynogapHHreanbHas MbIIIeYHass AUCTPO(Us, HACIEACTBEHHAs 3H3UMOINEHUYECKas
MeTremorioounemus u 3-M cungpom. ITpuBogsiTcs faHHbIE O MOJNEKYISIPHON MPUPOJE MyTalWil B T€HAX

SAKYTCKHUX HACJIE€ICTBEHHBIX OOJIe3HEN.

B nonynsiuoHHON reHeTUKE YEeN0BEKA, UMEIOIIEH
B KauecTBe OOBEKTAa CBOEr0 U3YUYEHUS MOMYJISIHUIO
KaK CaMOCTOSATEJIbHYIO, OTHOCHUTEIBHO O000COOJIECH-
HYHO 4acTb HACEJICHUS, UCTOPUUECKHU CIIOKUBIIYHOCS
Ha OTPEeNIeIEHHON TEPPUTOPUM U CAMOBOCIIPOU3BOJISI-
LIYIOCSl B TPaHMIIAX CBOEro apeana [1], cyliecTBeHHOE
MECTO 3aHUMAaIOT MEIUKO-TEHETUUECKHE HCCIIENOBa-
Hus HacelieHusl. C BasKHEHUIITIM JOCTHUKEHUEM I'eHE T -
k1 XXI B. — pacimgppoBKOi HYKJIEOTHAHON MOCIENO-
BaTenabHOcTH [THK yenoBeka — y MEIUIIMHCKUX F€HE-
THKOB, KaK 3aMeTul B. MakKbIOCHK, OSIBUJICS CBOI
CcyOCTpaT AJisl UCCICAOBaHUS — FTEHOM, MTOIOOHO TOMY,
KaK OH €CThb y KapAMOJIOrOB — CEPALIE U COCY/pbL, a y
HEBpPOMNATOJIOrOB — HEpBHas cucrema [2]. Tak, Mosne-
KyJIIpHAsl TeHETUKA cTaja MHCTPYMEHTOM, Ha HOBOM
YPOBHE UCCIEAYIOIIAsl 3aKOHOMEPHOCTH NOMYJISIIUOH-
HBIX IIPOIECCOB B HAPOJOHACETIEHNH 1 OIMCHIBAIOIIAST
MOJIEKYJISIPHYIO CTPYKTYPY '€HOB, COCTABJISIIOLIMUX I'e-
HOPOH/IBI YEIOBEYECKIX OMYJIISIUI 1 TEHETUIECKYIO
OCHOBY 00JIe3HEl YeJoBeKa.

OTeyecTBEHHbIE UCCIAENOBAHUS B 00IACTH T€HETH-
YECKOH SMUAEMHUOJIONMU HACIEACTBEHHBIX OOse3Hel
(HB), OTAromeHHOCTH (Tpy3a) HacJAEeACTBEHHOM NaTo-
JIOTHEN pa3NUYHBbIX 3THUYECKHUX MOMYJISIUA CTPaHbI
AMEIOT CBOIO Hcropuio. B 1968 r. Teopermyeckoe
000CHOBaHME JAHHOTO HAYYHOT'O HAIpaBlIeHUsI ObLIIO
npepcrasiaeHo H.II. BoukoeiM u H.B. Tumodee-
BbIM-PecoBCKUM, OTMETHUBIINX, YTO COXPAHEHUIO MY-
Talyii, IPUBOJAIIMX K TATOJIOIMU U HAKOIUIEHUIO UX B
OIpeIeJIEHHBbIX 3THOCAX, CIOCOOCTBYET cBOEOOpa3ue
9KOJIOTHYECKUX (PAKTOPOB, TPAAULMOHHBIX YKJIaJOB
>KU3HU, OCOOEHHO PENPOAYKTUBHOI'O IIOBEIEHUs, a HC-
ClleflOBaHMs B 3TOM HAIpPaBIEHWU MOTYT ChI'PaTh
BaXHYIO POJIb B OTKPBITHH HOBBIX ajlienieil FeHoB [3].
Bcekope B.I1. D¢ pounmcon (1970), obeyknast mpobiie-
My rereporeHHoct HB, BbicKa3ail IpegonoxxeHue o
MOHOMYTAHTHOCTH OONE3HM JJIs1 Kaxfoil reorpadu-
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yeckoll 30HbI uinu faxe ceMmbu [4]. IlepBas oreue-
crBeHHas nyonukanus H.IT. boukosa u coasr. (1971)
OTKpbLIa pabOThl MO CHCTEMATHYECKOMY HM3YUEHHUIO
n3onmpoBaHHbIX rpynn Hacenenust B CCCP [5]. Menu-
KO-TeHeTn4yeckuilt HayyHblidl neHtp PAMH coOpan u
poaHanu3upoBan fanHble o rpy3e Hb cpepn muoro-
00pa3HBIX 3THHYECKHMX Tpynn HaceneHums CpepmHen
Asun n eBpomnerickoit 4actu Poccum [6-8]. Ilapan-
JeJNbHO HakomuieH Oorathlit O6momatepuan (JHK,
KPOBb, CYXH€ TISITHA KPOBH), KOTOPBIN CETOfHS aHAIIU-
3UpyeTcs C UCNOIB30BaHNEM F'€HOMHBIX TIOAXO/0B.

Mepuko-reHeTnueckue ucciaegoBanusi B Cubupn
HauyaTel B 1980-x romax [9] u mpogomKaroTcs cerogHsi
Ha TeppuTopur ToMcKoil o6aacTu (pyccKoe U TaTap-
ckoe HaceneHne), ToiBbl, Bypsitum, I'opHoro Anras,
Xakacun, SAxkyrum [10-13]. Meauko-reHeTnueckoe
UCCTIelOBaHUE HaceJleHusl SIKyTum — caMoe MpOofoJi-
SKUTENbHOE 110 BPEMEHU U WHTEHCUBHOCTH M3Y4YEHMUS.
OHo oka3zanoch U Haubojee HH(MOPMATUBHBIM IIO
MOJIHOTE ONUCAaHMS U TITyOnHE aHalln3a, BKIFOYalollle-
ro M MOJEKYISPHO-TEHETHUYECKOE WM3yYeHUE BbISB-
JIEHHBIX 60JIe3Hel. ITOMY CIIOCOOCTBOBAIIN YETKOCTh
cOpMyIUPOBaHHbBIX 3a/lay MCCIAEOBaHUS CO CTOPO-
Hbl HanmonanbHOro LeHTpa MefuuuHbl MuH3gpasa
Pecniy6mmmkn Caxa (SIkytmst) m SIKyTCKOTO Hay4HOTO
neaTpa CO PAMH, a Takke 06 beJMHEHNE C YICHBI-
MU [IPYTUX Hay4YHBIX yupeskpennit Poccum [13-16] m
3apyOeKHbIMH KoJieramu [17, 18].

Llenp Hacrosmieil nyOaMKanuu — MPEACTABUTH
0000IIeHNE IO MEAUKO-TEHETHIECKUM HCCIETOBAHM-
M SIKyTHM W TIpeKJie BCero KacaloIIUXCsl KIIMHUJe-
CKOTO W MOJIEKYJIIPHO-TEHETUIECKOTO OTMCAHWs He-




HACJEIOCTBEHHBIE BOJIE3HU Y dKYTOB

CKOJIBKHMX 3THOcHenuguuecknx 3adojeBaHuii, 000-
3HAYEHHBIX HaMU Kak “sgkyrckue” Hb.

STHOCIIEH®NYECKOE PASHOOBPA3UE
HACIHEOCTBEHHbLIX BOJIESHEN
B ITOITYIALMAX YEJIOBEKA

ITpoGnema sTHUYECKIX OCOOEHHOCTEH pacnpocTpa-
HeHus (BctpeuaeMmoctr) HB B MupoBOM HapopoHace-
JIEHUU UMEET TABHIOIO MICTOPUIO M TIEPBOHAYAIILHO TIOJT
“ocobenHocTsIMI” TIoHUMadics “rpy3” HB, orsaroien-
HOCTb oThenbHbIXx nomyssiuuii HB. Cumraercs, dro
HamboJee JoKa3aTeIbHbIMU B 9TOM acHeKTe MCCIENo-
BaHUSIMH SIBIISTFOTCS /IBE MUOHEPCKHE paOOThI, HA4aThIe
B 50-€ rofipI MPOIIIOro CTONETHUS U MIPOOJIKAOLIIECS
no cux nop B bpuranckoit Konym6uu (Kanana) u Ce-
BepHoil Mpnanmuu [19, 20]. Ucionw3yst pa3Hble NOAXO-
ObI (B IEPBOM — 0030PHBII MeTOH, cOOpa MH(OPMaLUH
OT TPAKTUKYIOMIMX Bpayel, MEUIMHCKUX YUpesKie-
HUA ¥ CIyKO CIIeNUajIbHON OMOIIY, HallpuMep, Y4u-
TBHIBAIOLLMX JIUL] C YMCTBEHHO! OTCTAJIOCTHIO X MHBAJIH-
JIOB; B IPYI'OM — JaHHBIE PETHCTPA COCTOSHUS 3[I0POBbS
HaceJIeHNs), 3TU MCCIAEOBaHNUS NTO3BOIMIN MOTYYHATh
cpaBHUTENBHBIE oleHkr yactoT Hb no kpurepuro xa-
pakTepa ux HaclenoBaHus (AyTOCOMHO-TOMIUHAHTHbIE,
ayTOCOMHO-peliecchBHbIE M X-cremieHHble). O630p
TakiuM 00pa30M OPraHW30BAHHBIX M OCYILECTBICHHBIX
HCCIENOBAaHNI (3apyOe>KHBIX U CBOUX COOCTBEHHBIX)
npepacrasieH E.K. ['matepowm [7].

JIpyroe feno MOMyJsIUM, COXPAHSIOMINAE TPafn-
LUOHHBIN YKJIaJ] XXU3HH, CYLIECTBYIOLINE JOJTOE Bpe-
Ms B YCIOBHSIX OTHOCHTEIBbHON M3oiauuu. B Takux
MONYJISILUSIX HOBBIH aJliesb 1160 BHOCUTCS N3BHE OC-
HOBaTesneM nonyusinuu (3pgekT ocHoBaTENs), TUOO
BO3HUKAET de novo, U pa3iuyuTh 3TU iBE CUTyaluH
Heserko. Ho nMeHHO anst Oose3Hell, HaKaniuBaro-
LUXCS B NOJOOHBIX MOMYJISILUSX, YIOTPEOISIOTCS
TEpPMUHBL: 3THOCHELM(UUYECKUE HAacle[ICTBEHHbIE
00JIe3HH, 3THUYECKU MPUYypPOUYEHHbIE 3a00JI€BaHUs,
0oJie3HN ¢ JIOKANbHBIM HakomieHueM. Hepenko ra-
KHUM 00JI€3HSIM IIPUCBAaUBAETCs UMS IONYJISILUM, B KO-
TOPBIX OHM BCTPEYaIOTCs Yallle, YEM B COCEHHX I10-
OYyJSIUSIX WM B [EJIOM B MUPOBOM HACEJICHWH, U B
OCHOBE CBOEN UMEIOT crienuuieckue MyTanuu (“‘eB-

petickue”, “cpuHcKue” 3a6071eBaHuUs).

IlepBbie “eBpeiickue” HacneAcTBEHHbIE OOJIE3HU
OBbLIH ONHCAHBI PU N3YISHNH CKEIETHBIX JVCILIA3HIA 1
KapiukoBocTH y amuiieil B Jlankacrepe (ITencunbpa-
Hust, CIITA) B 1960-e roubl. MccnenoBaHye Havanock ¢
nocetienus: B. MakkbrocukoM “OpaTcTBa Jrofiein Ma-
neHpKoro pocra” [21]. Beimo o6Hapy:KeHO HaKoIIe-
HUE JIBYX PelleCCUBHBIX (DOPM HU3KOPOCIOCTH Y aMU-
mweit. OpHa — cuagpoM Diuca—Ban-Kpepenbna — u3-
BeCTHa [aBHO, HO BIEpBble 3a(UKCHpPOBaHA B
HEOOBIYHO OOJBIIIOM YHCIIE CTYyYaeB B OTHON 3THUYE-
CKOI1 rpymrie, Apyrast — Metadu3apHast XOHAPOIUCILIA-
3us (Trn MakkbiocHKa), — OOHapyKeHHas1 y 77 0onb-
HBIX B 53 ceMbsIX aMuIlieli, onucaHa Brepsbie. Kpome
TOTO, Y aMHAIIIEel OTMEUYEHO IIIMPOKOE PACHPOCTPaHEHHE
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OoJie3HeN, CBSI3aHHBIX C HApYIIEHUEM JIMIUAHOTO 00-
MeHa: 6one3nb Tes—Cakca, Humana—ITuka u B3pocnas
¢opma (I Tum) 6one3nu ['ore. OGO6IIEHNE TO STUM U
APYyTUM HACJIEACTBEHHBIM OOJIe3HSIM aMUIlIed mpef-
CTaBJICHO B 0030pe [22]. Pe3ynbTaThl MOJEKYISIPHO-
FeHEeTHYECKUX HCCIIeJOBaHMN “‘eBpeiickux’ Hacief-
CTBEHHBIX 0OJIE3HEN HElaBHO ONMyOJIMKOBaHbI [23].

OTKpbITUIO (PUHCKUX HAcleACTBEHHBIX 3a00IeBa-
HUIA OJIaroNpHuATCTBOBAIO HECKOJIBKO YCIOBHIA: COXpa-
HUBIIASACS TPaJULINOHHAs OMYJISIIIMOHHAS CTPYKTypa B
mpefenax OrpaHMYeHHbIX reorpapuyeckux TEPPUTO-
PHii CTpaHbI, BLICOKHIN YPOBEHb MEAUIIMTHCKOTO 00CIY-
>KWBaHWs, TOYHbIE 3aIMCH UICTOPUH CEMBU B IEPKOBHO-
MIPUXOJICKMX KHUTaX Ha MPOTSLKEHNU fIeCsTKa MOCTeN-
HUX NOKOJIeHn!. B puHCKOI nonynsuuy KapTHpOBaHO
32 HaclenCcTBEHHbIX 3a00J1eBaHusl, KOTOPbIE BCTpeya-
FOTCH 3/IECH IOBOJILHO YacTO M OYEeHb PEKO WU BOOO-
1lle HUKOTIMa — BHE 3Toil cTpansl [24, 25]. B 70% Bcex
KapTUPOBaHHBIX T€HOB 3a00J1€BaHUII OOHAPY>KEHBI Ma-
>KOpHbIEe MyTalyu. BaxkHO 3aMeTHTB, YTO IIEHTPBI IPO-
WCXOKJIEHUs] 3TUX 3a00JIEBaHUI PACIONOXKEHbI B OT-
[ETbHBIX TreorpapMuecKux peruoHax TEPPUTOPHUU
CTpaHbl, a Cpel HaceJIeHus1 OONBIINX FTOPOAOB 3TH 6O-
JIE3HU MPAKTUYECKH OTCYTCTBYIOT [26]. K penkum pe-
LIECCHBHBIM 3a00JIeBaHUsIM, BCTpedaromumcess B Pun-
JSTHAWM Yallle B CPABHEHUM C APYTUMHU MOMYJISALMSMH,
BCTPEYAFOIIMMICSI, OTHOCAT BPOXKJIEHHBII He(ppoTHye-
ckuit cuapoM (puHCcKast popma) — acmapTHITIINKO3a-
MUHYpUS, PaHHUI [ETCKUH IepOMIIUNO]YCIUHO3,
BPOX/CHHOE VIIJIOIEHNE POTOBHIbI, KapilUKOBOCTH
Men6pu u ap. [26].

OrpaHm4nMcs 3TUMU IBYMsT IPAUMEpPaMH 3THOCIIEII-
(prraecKknx HaCJIECTBEHHBIX 3a00JIeBaHMI — €BPEHCKH-
M U puHCKUMH. TakuM o0pa3oM, MOXHO yTBEPXK/AaTh,
4TO (pEHOMEH 3TOT MOBCEMECTEH W MPEATIONaracM st
MHOTHIX APYTIHX M30JTOB [7, 27]. B 3akmrouenue cremy-
€T JIMIIb 3aMETUTh, YTO, TO-BUIIMOMY, B OTHOIIEHUN
MEHJIENIEBCKHX 3a00JIEBaHNIA B HACTOSIIIIEE BPEMsI CKJla-
IbIBAETCS TaKas XKe CUTyalysl, Kak 1 C KjacCupuKary-
ell HEXPOMOCOMHBIX BPOXKJEHHBIX IOPOKOB Pa3BUTHS,
OCHOBAHHOW Ha (peHOTUIMYECKUX MPOSIBIEHNUSIX. PeHO-
TAIWYECKOE OIMCAHNE COTEH CHHAPOMANBHBIX MOPO-
KOB Pa3BUTHS, YTO 0KA3aJI0 Ba>KHOE BIIMSHIE HAa TAKTH-
KY KJIMHAYECKOTO BEJIEHUsI OONBHBIX U T€HETHYECKOE
KOHCYJIbTUPOBAaHUE CEeMEW 3THX OONBHBIX, CTAlO aK-
TUBHO JIOTIOJIHSITHCSl CBEACHUSIMH W3 MOJIEKYJISIPHOM
ouosorud, (hopMHUPYsl HOBBIEC TPYMIbI 3a00NEBaHUIL.
OTOT MyTh CHCTEMATHKU HACJE[CTBEHHBIX OOJIe3HEN
0611 0003HaueH B 1960-e rogbl B. MakKbBIOCMKOM KaK
“pazgenenue u oobeguHenne” (“lumping and splitting’)
Ha OCHOBE JIJaHHBIX 110 MOJIEKYJISIPHOI reHeTHKe (heHO-
TUIOB, YTOYHSIIOIIUX UX NMPUHAIIEKHOCTh K TOW WIH
HMHOM ‘‘TeHeTm4ecKol Ho3oorun’” [28]. B aToM cMbIcIe
JaHHBbIE MO MOJIEKYJISIPHOH T€HETHUKE MEHJEIIEBCKUX
(peHOTHUIOB, IO KOTOPHIM CPaBHUBAETCS CIIEKTP HaCTIEN-
CTBEHHBIX OOJIE3HEH B Pa3IMYHBIX 3THONOMYJISALMIX,
CTAHOBATCS JIMMUTHPYIOIIMMY B [JOKA3aTEIBHOCTH BbI-
CKa3bIBaEMbIX MTOJIOXKEHUI 00 OCOOEHHOCTSIX MOMYJISIIH-
OHHBIX ITPOLECCOB ¥ 3aKOHOMEPHOCTEN (pOpMHUPOBaHHUS
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rpy3a HaCIeICTBeHHbBIX Oome3neit. CrnpaBeyinBo OTMe-
YEHO, YTO MOJIEKYJISIPHO-TEHETUUECKHE TECThI SIBIISFOT-
sl KAUeCTBEHHBIMH, TOYHBIMH W OJHO3HAYHLIMH B CPaB-
HEHUM C KIMHUYECKUMU MMPU3HAKAMU, KOTOPhIE OMKIChI-
BaIOTCSl KOJHMYECTBEHHO, TOPOI efiBa YJIOBUMBI,
pa3uyHbl M HECYT OTYETIMBYIO CYOBEKTUBHYIO
OLICHKY [29].

MOJIEKYJISIPHAS TEHETUKA AKYTCKUX
HACIHEOCTBEHHBIX BOJIEBHEN

SIKyTcKOe KOpEHHOE HaceJeHHEe W3Y4eHO IO
00JIBILIOMY CIEKTPY FeHeTUYecKux MapkepoB. Cpenu
HUX FT€HETHYECKNE MapKephl CUCTEM UMMYHOJIOTAYe-
CKOTO (3pUTPOLUTAPHBIEC AHTUI'EHBI IPYNII KPOBH) 1
O6MOXUMUYECKOro (0eKH U (PEPMEHThI ChIBOPOTKU
KPOBH, 3pUTPOLUTApHbIE (pepMEHTHI KPOBU) IOJIH-
Mop¢pu3MoB [1], ayTOCOMHbIE MUKPOCATEIIUTHbIE
(STR) nokycsl u nokycel Alu-nosropos [30], tuaun
mutoxouapuanbHoit [THK [31], reHbl-KaHaugaThl
LIXPOKO PacHpOCTPAHEHHbIX 3a0oneBanHuil [32], Ha-
KOHell, MOTUMOP(MU3MbI U MyTalliil T'€HOB HacJefl-
CTBEHHBIX 60Jie3Hel [16, 17, 33-37]. DTu ucciegosa-
HUSI, JOTIOJTHEHHBIE IeMOrpapuIeCKUMU CBEICHUSIMU
U MaHHBIMHU BUTAJbHBIX CTATHCTUK, CBHETEIHCTBY-
FOT O TOM, 4TO y 1) KOpeHHOTr 0 HaceneHus SIKyTuu cy-
LIECTBYET OIpefiesIeHHasl MOApa3AeeHHOCTb, OfHa-
KO €€ YpOBeHb HEBBICOK; 2) 10 98% mu1 BO3pacTHOMI
KOTopThI 10 20 JeT SIBISI0TCI MECTHBIMHU XXUTEISIMHA,
a B LIEJIOM I HACEJICHHWS MUTPALMOHHBIN MPHUTOK
[OJIHOCTBIO OTpaHuyeH Teppuropuei JAxyruu; 3) fo-
CTaTOYHO BBICOKHUI YPOBEHb M3OJSLUN (HU3Kasl 4ya-
CTOTa MEXXHAMOHAILHBIX OpakoB); 4) MIpOAoIKaeT-
Csl MHTEHCUBHBI POCT YMCIEHHOCTH 32 CYET BBICO-
KOl poxpmaemocTu (3a mociaegHue 250 et
YHCJIEHHOCTb SIKYTOB yBeIMumiIack B 14 pas) [38].

Ilepeuncnennble pakTOpbl OOYCIOBINBAIOT BBICO-
KYIO CTelleHb T€HETHYEeCKOI TOMOT€HHOCTY ITOIYJISILII
1 OONBIIYIO MPOTSZKEHHOCTH “0510K0B” LD (HepaBHO-
BECHSI 1O CLEIUIEHUIO), YTO MO3BOIMIO OTHECTH SIKYT-
CKYIO TIOMYJISILMIO K “UfieanbHbIM~ B OTHOLLEHUH BO3-
MOXKHOCTH MJCHTU(DHUKAINK 3THOCTIEHU(PUIESCKUX MY-
TalMi TEHOB MEHENIEBCKHUX OOJIe3HEN N KApTUPOBAHUS
TeHOB IIMPOKO paclpoCTpaHeHHbIX 3ab6oneBanmii [39].
Menuko-reHeTHIeCKOe NCCIeIOBaHne JaHHO! MOTY-
JSIUUH MTAPAIIIETBHO C YCIIEUIHBIM MOJIEKYJIISIpHO-Te-
HETUYECKUM H3YyYEHUEM OT/JEJIbHbIX (PEHOTHUIIOB
NOATBEPANIIO BBIMICU3IOKECHHbIE TONOXeHus. B
TabauLe NpeACTaBIeHbl MEH/IeIeBCKIe (PEHOTUIIbI,
KOTOPBIM HaMU ITPUCBOECHO Ha3BaHUE “‘SIKYTCKHX Ha-
CIIE[CTBEHHBIX OoNe3Hen” .

Cnunouepeéeuisipaas arakcus, I tun (CIHA 1) —
HACJIEICTBEHHOE ayTOCOMHO-JOMUHAHTHOE 3aboJe-
BaHME, 0COOEHHOCTSIMU KIIMHIKH KOTOPOTO SIBIISIETCS
no3nHee nposiienue (k 2040 rogam) u 60NBIION
NOAUMOP(U3M COUETAHUS NMPOrPECCUpyroLIeil MO3-
>KE€YKOBOW M MHPAMUAHON cumnToMaTuku. o cepe-
muHbI 70-x rogoB XX B. B SIKyTun 6071€3Hb OTHOCUIIU
K “MO3X€eUKOBO#l (popMme” BUIIOHCKOro 3HuUedano-

I[TY3BIPEB, MAKCUMOBA

muenuta [40, 41]. Beicokasi pacipocTpaHEHHOCTh 3a-
6oneBanud (38.6 Ha 100 ThIC. IKyTOB IO CPAaBHEHUIO
1-2 : 100 TBIC. B MMPOBOM HacejeHun) B SIKyTun Obl-
Jla OLlEHEeHa KakK ‘‘CuOMpPCKU ovyar’ HaKOIUICHUS 3a-
OoneBanyd, KpynHenmii B mupe [17, 18, 35]. Moneky-
JSIPHOI OCHOBOH 3200JICBAHMSI SIBISIETCS YBEJTMUEHHE Y
SIKyTOB 4Hcla TpUHYKIeoTUHbIX CAG-IOBTOPOB 0
39-71 no cpaBHeHnto ¢ 19-36 B Hopme Brene SCA, 10-
KaJW30BaHHBIM B oOnacty 6p22—p23 [18]. Cpenn pas-
JMYHBIX (DOPM HACIEACTBEHHBIX aTakCcHil B SKyTmn
CHA 1 Bcrpeuaetcs B 88.1% Beex cemeii [42].

Muoronnyeckass mucrpoduss (MIA) — Hacuen-
CTBEHHOE ayTOCOMHO-IOMUHAHTHOE 3a00IieBaHME,
MPOSIBIISIIONIEECs] MUOTOHHMEH, MHONATUEH, cephey-
HO-COCYAMCTBIMU HapPYLICHUSIMU, SHAOKPUHHO-BETe-
TaTUBHBIMU PACCTPOIICTBaMH, KATapaKTOMN M CHILKE-
HHEM HHTeJIekTa. HaunHaTbes MOXET B [IE€TCKOM
BO3pacTe, HO 0oyee TUNHUYEH 1e00T BO 2—3-M fAecs-
THJIETHHN KU3HU. ['€eH MHOTOHWYEecKO# mucTpodun
(DM) pacnonoxeH B ob6mactu 19q13.2-q13.3 u co-
cTouT U3 15 53K30HOB. MOIEKYISAPHON OCHOBOM 3260-
JeBaHud sBasgeTcsa aKcnaHeus yucaa konuit CTG-mo-
BTOpa B 3'-HeTpaHcnupyemoit yactu reaa DM. Yucno
CTG-noBTOpOB B HOpME cocTaBisieT ot 5 o 37, npu
npemyTanun — ot 37 mo 50, mpu maTonoruu — 6onee
50 u mo Heckonbkux Thicad CTG-moBTopoB. Mccne-
poBanne nonumoppuzma CTG-noBTOPOB reHa MHO-
TOHUHIIPOTENHKUHA3bI Y OOJBHBIX SKyTHH, TpUHA-
JeXalux K pa3HbIM 9THUYECKUM rpylIiiamM (ﬂKYTbI,
9BEHKMH, 9BEHbI, IOKATUPHI U JOJTaHbI), OOHAPYKUIIO
HU3KUI YpOBEHb TE€HETWYECKOrOo pa3HOooOpas3msi B
CpaBHEHUU C NOMyIsAuusMu EBpa3uy U HHU3KOE CO-
fep>kaHue HecTaOUIbHbIX amnened [33, 34].

Yacrora M]I B pasinyHbIX NONMYJIALMAX MUpa
onpepensercs: B uatepnaine 4.0-5.0 va 100 ThIc. Ha-
cenenus [43]. B Skyrumn pacnpocrpaneHHOCTs ML
3HAYUTEJIBHO BbIIIE U COCTABIAET y IKYyTOB 21.3 Ha
100 TeIC. HaceneHus [44]. DT faHHbIE, ONUPAIOIINE-
Csl Ha 40 OOJBHBIX (1 = 92), 3aperncTpupOBaHHBIX
B PecnyOnukaHCKOM TE€HETHYECKOM pErucrpe
(AxyTck), BepoaTHO, Oojiee pealibHbl, YeM IpHUBe-
neHHble paHee [15].

Okynodgapunreansnas MpllleYyHass JucTpogus
(O®M]) — HacnencTBeHHOE 3a00JIeBaHNE HEPBHOM CH-
CTeMbI C ayTOCOMHO-IOMAHAHTHBIM THIIOM HacleloBa-
HUs, MaHU(ECTUpPYIOIee 0ObIYHO Ha 5—0-M JecsTuie-
iU XKu3HU. B knuHaMyeckoit KapTuHe 3a00lieBaHus Ha-
OIIIOAArOTCS POTPEeCCUPYIOIIAsl MbIILIEYHAs! Cl1abOCThb U
aTpodusi NPOKCUMANBHBIX OTEIOB KOHEUHOCTEH, pac-
CTPOJICTBA IJIOTaHMS M (POHALUH, ITO3, CIIa0OCTh JIUIIe-
BOIl MycKyaTypbl. O®M]I OTHOCUTCS K YUCTY PEAKIX
3a0oreBaHnil 1 BCTpeyaeTcs B €BPONEHCKUX CTpaHax C
qacroroi 1 : 100 000 — 200 000 [45]. OmHakO B HEKOTO-
PBIX 9THUYECKUX IPYNINAaX U TEPPUTOPUAIBHBIX FPYIIIax
¢ adpdpexToM ocHoBates yactora OPM]I HaMHOTO BBI-
11e, HalpuMep, BO (PPaHKO-KAHAJCKON HOMJISIIA —
1:1000 [45], y eBpeeB Byxapsi — 1 : 600 [46].
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CpaBHI/ITeJ’IbHLIe JaHHBIC 110 IIATU HACJICACTBCHHBIM GOoNe3HIM Yy SIKYTOB U B MUAPE

PacnpocTpaneHHOCTh

Ha3sganme Gonesun (OMIM*) nga};;ii len MyTanus y sKyTOB Conestt ta 100 Teic. et JTuteparypHast

. CChLIKA

y SIKyTOB B MHpe

CrmHonepebeIsipHast aTak- ALl ATXNI | Oxcnancust CAG-oBTOpOB 36.8 1.0-2.0 [42, 35]
cus I Tuna (164400)
Mpuororngeckast fucTpodust ALl DMPK | Oxcnancusa CTG-ioBTOpOB 213 4.0-5.0 [44, 43]
(160900)
OxkynogaprHreanbHast MbI- ALl PABPNI | 9xcnancust GCG-IoBTOpPOB 8.8 1.0 [36, 45]
meyHas guctpocus (164300)
Hacnengcrennast sa3mmMorne- AP DIAI Pro269Leu 14.9 1.0 [16, 15]
HIYecKasi MeTreMorIo0uHe-
must (250800)
3-M cunppom (273750) AP CUL7 4582insT 10.0 HewusgectHo [37]

* OMIM — HOoMep B 27IeKTpOHHON Bepcu KaTanora B. Makkbrocuka “Mendelian Inheritance in Man” (MIM): www.ncbi.nlm.nih.gov/omim/.
** Al m AP — ayTOCOMHO-JOMUHAHTHBIN U ayTOCOMHO-PELECCUBHBII TUIIBI HACIETOBaHUS.

B SxyTun 3a0oseBanue ObLIO U3BECTHO IIOJ Ha-
3BaHUEM “‘OeTIoreH” — Kak cBoeoOpa3Has Haclefl-
cTBeHHas (opma OynpbapHOoro mapanwda [47]. B
manbHenmeM, yxxe Kak O®PM]I, Ob1IH OnmucaHbl HO-
BbIe cinydan 3Tor 6omne3nu [48]. B nenom gokazana
BBICOKAsl 4acTOTa OKYJIO(apHUHI€albHON MHOANC-
Tpour NMPEUMYIIECTBEHHO Y SIKYTCKOT'O HaceJeHus
C HAaKOIVIEHWEM €€ B Y cThb-AJfJaHCKOM yiayce. Hacro-
Ta ODPM]] cpenn sikyTckoro HacemeHus — 1 : 11680,
yTo BbIlIe B 10-20 pa3 OTHOCUTENLHO peTUCTpUpye-
moii B EBpornie [36].

T'en O®M]] nzonuposan B o6nactu 14q11.2-13 u
OTBETCTBEH 3a CUHTE3 MOJH-(A)- CBI3bIBAIOIIETO
6enka 2 (PABPNI), cnyxamero pakTOpoM Nostnaje-
nuwmpoBanusi MPHK; unentucpuimpoBana myranust —
yBEJIMYEHNE YKcIa KONUi TpuHyKiIeoTuaHbIXx GCG-
OBTOPOB B 1-M 3Kk30He reHa [49]. B Hopme reH co-
[Eep>XKUT IIECTh TaHAEMHBIX Konuii moBTopoB GCG, a
y OOJIBHBIX YHUCIIO MOBTOPOB AOCTUraeT 8—13 Kommii.
B HEKOTOpBIX NOMyNSILMAX IKCIAHCHS 4HCIa TPU-
HYKJIEOTHAHBIX MIOBTOPOB MPOUCXOAUT 3a CYET MPO-
croro no6asnenust GCG-noTopos [46, 50], B ipyrux
— BMecre ¢ akcrnancnein GCG-MOBTOPOB MPOUCXOAT
GCA-BcTaBka [51].

B fkyTnu BriepBble IPOBENEHO MOJIEKYJIISIPHO-TEHE-
TIyeckoe uccaeoBanne 40 GONBHBIX U BBISIBIIEHA MY-
Tanyst B 1-M 9Kk30He reHa PABPN/, 3aKiTro4aroInasics B
yBennyeHnnt GCG-nostopos jio 10 [36]. A B 17 ceMbsx
IIpA NPSIMOM CEKBEHMPOBAHMYM T'€Ha YCTAHOBIIEH THII
MyTaluu — BcraBka yeTbipex GCG-nOBTOPOB.

HaciegcrBeHHasi 3H3MMOINEHHYECKAasT MeTreMo-
rnoounemust I tuma (HIOM) — HacneicTBEHHOE ayTo-
COMHO-PEIIeCCUBHOE 3a00JieBaHNe, MPOSIBIISIONICECs
[TAHO30M KO3KHBIX IIOKPOBOB ¥ CIIM3UCTBIX, OJIBIIIKOI,
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TOJIOBHOH OOJIBIO, YMCTBEHHOW OTCTANOCTBIO pa3iny-
HOIl CTENIEHN BbIPAa’KEHHOCTH, IOBBIILIEHHBIM YPOBHEM
METTEMOITIOONHA W HENOCTAaTOYHOCTBIO METTEMOITIO-
OuHpenyKTas3bl B Kposu. Paznuuator ise hopmbl aedu-
muTa (epMeHTa MeTreMOoryIoonHpenykTasel. [Ilpu
¢opme I HOM mMeroTCs TONBKO CUMIITOMBI XOPOIIIO
HNEPEHOCUMOl MEeTreMOrIo0MHeMuy, U (hPepMEHTHBII
fedeKT CBsI3aH C 3pUTPOLUTAPHONI paCTBOPUMON IIATO-
xpoM-b5-peaykrazont (quacdopa3zoit). [Tpu dopme 11 —
YMCTBEHHAsl OTCTAJIOCTh C T€HEpaIM30BaHHBIM ep-
MEHTHBIM Ie(PEeKTOM, 3aTParuBarolM KaK pacTBOPH-
MYIO, TaK 1 MUKPOCOMAIIBHYIO TUTOXPOM-b3- pegykTa-
3y B apurpouuTtax u Jjedkouutax. [Ipm pedumure
NADH-1uToxpoM-b5-penykTa3bl 00pa3yoIIMics MeT-
FEMOTJIOONH HE MEPEXOAUT OOpaTHO B FEMOIIIOONH, U
YPOBEHb METTeMOTI0O0MHA B KPOBH Y MAIMEHTOB C IO-
MO3UTOTHO! (POPMO¥ B CPEHEM COCTaBISIET OKOJIO
18% (y retepos3urotr — 2%, a B HopMe — MeHblIe 1%).
HOM saBnsercs pe3yapTaToM MyTalyii reHa guadopa-
3bl (DIA]), TOKaIM30BaHHOTO B TEPMUHAJILHON 00na-
CTH IJTMHHOTO TUTeYa XpOMOCOMBI 22, B yuacTke q13-qter.
B nacrosiiiee Bpemst u3BecTHO okono 30 MyTaiuii B re-
He DIA I, 19 13 KOTOpBIX MPHUBOJSAT K pa3Butuio HOM 1
Tuna [16].

B Mupe HOM dacTo BerpevaeTcs: cpei 9CKUMOCOB
Aunscku [52], eqHIYHBIE CITy4au ONMMCaHbI B IPYTUX MO-
nynsanuax mapa. B SIkytim eme B 1970-e rob! ObLT BBI-
stBIIeH KpymHeimi odar HOM [53]. B macrosiee Bpe-
Ms1 pacnpocTpaHeHHocTs HOM B SIkyTuu oneHusa-
eTcsd Kak 1 : 5677 [15].

IlepBast monbITKa MOJEKYJISIPHO-TEHETHYECKOTO
WCCIIeJOBaHUsl XapakTepa MyTtanuu reHa DIAI y
aKyTcKuX OonbHbIX HOM I Tuna okazanace 6e3-
ycnemHoil [14]. Hu ofgHa 13 U3BECTHBIX MyTalUil re-
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Ha DIAI (Len72Pro, Vall105Met, Arg57Gln), oGHapy-
SKEHHBIX Y ONMKaIINX cocefiell SIKyTOB — SINOHIEB U
KUTaillleB, He ObLna upeHTUduuponana. Ilo3nHee
13 3TOM >Ke BbIOOPKHU Y 16 HEPOICTBEHHBIX SIKYTCKUX
OOJILHBIX U UX & 3[IOPOBBIX POJCTBEHHUKOB ITPOBENECH
aHaJIN3 HEpaBHOBECHS 11O CUETITICHUIO 3a00JIeBaHMs C
YeThIPbMS MapKepaMu, (hIIaHKApYyrouMu reH DIA T,
a 3aTeM CEKBEHUPOBAHUE BCEX [IEBSITU 9K30HOB I'eHa
[16]. BrisiBieHa HOBasi MECCEHC-MyTalusl B 9K30He 9,
npuBopdmas K 3ameHe Pro269Leu B ¢depmente
NADH-muroxpom- b5-pemykrase.

“sikyrcknii cuagpom Hu3Kopociaoctn” (SICH)
nian cuagpom 3-M. C TakuM Ha3BaHUEM ONMMCAHHBIN
B 2007 r. H.P. MakcumoBoii ¢ coaBT. [37] cuagpoM ObLT
BKJIIOYEH B KaTanor reHoB OMIM kak anbTepHATHB-
HBII U3BeCTHOMY ‘“‘cuHpipomy 3-M” (OMIM 273750).
OcHoBaHue i1 OOBEAUHEHNSI 3TUX ABYX CHHPOMOB
IOfl OJHUM HOMEPOM KaTajora — OfiuH U TOT e IeH
CUL7 (Kynnut 7), HO € pa3nuyHbIMU MyTalUsIMIL.

B 37 sKyTCKHX ceMbsiX y OONBHBIX C MPOMOPIHO-
HAJbHO HU3KUM POCTOM, IIpe- U IMOCTHATaJIbHOM 3a-
NEPKKOI pocTa, JNULEBbIMU AU3ZMOPQUSIMU U HOP-
MaJbHbIM YPOBHEM COMATOTPOIHOTO TOPMOHA U WH-
TEJJIEKTOM OBbUI NPOBEJEH CKPUHUHT MOJHOIO
rarmiongHoro resoma [37], moka3aBIIdil reHETHUUYE-
CKoe cuerieHue ¢ JokycoM D6S282 (Jlop-6ami 24.6).
KanpupatHblil pernoH reHa ObUT ONpPEENIeH MEXY
Mapkepamu D6SI1552 n D6S271 B ten Kynmun 7
(Cullin7, CUL7), OTBETCTBEHHOM 3a pa3BuTue 3-M
CHHJIpOMA ¥ KapTUPOBAHHOM CPABHUTEJIBHO HETABHO
TPYNION yYEHBIX W3 HECKONbKuX crpaH [54]. Ilo-
CKOJIbKY KIIMHUYECKHE JJaHHbIE SIKYTCKUX OONBHBIX
OBIIY CXOKU C KIMHUKOM pefiKoro cuHapoMa 3-M, To
aBTOpbI peuiny, 4To CULY sBisieTCs XOpOILIUM KaH-
AUIATHBIM T€HOM JIJIsI SIKYTCKOT'O BaprMaHTa HaHU3Ma
U IPOBEJIHN NPSIMOE CEKBEHMPOBAHUE BCeX 25 KOAUPY-
roInux 3k30HOB reda CUL7. Y Bcex 43 OONbHBIX ObI-
na ugeHTuduIrpoBana HoBasg MyTanus 4582insT B
rede CUL7 B TOMO3UTOTHOM COCTOSIHUH, IO3BOJIMB-
11asi BBICTAaBUTh TOYHBI AMAarHo3 OONbHBIM, a Y UX 34
POACTBEHHUKOB — ONpPEEIUTh TeTEPO3UTOTHOE HO-
CHUTEINIBCTBO, ISITh U3 HUX ObLIH 3 OPOBBI.

3-M cunpgpom (OMIM 273750) OTHOCUTCS K TpyIIie
HacJIe[ICTBEHHBIX CHHAPOMOB C IaTOJIOIMYeCKOl HuU3-
KOPOCIIOCTHI0. 3a00seBaHre Ha3BaHO 110 NEePBbIM OyK-
BaMm pamunuit Tpex aBropoB (Miller, McKusick, Mal-
vaux), BIEPBbIE OMUCABIIUX 3TOT CUHAPOM B 1975 T.
[55]. D10 penakoe HacIEACTBEHHOE 3a00JIeBaHUE C
ayTOCOMHO-PELECCUBHBIM THIIOM HACJICIOBAaHMS Xa-
paKkTepu3yeTcs Mpe- U NOCTHATAIBHON 3ale pKKOI
pocTa, NTUIEBbIMHA AU3MOPMUSIMHA, HOPMATLHBIM WH-
TEJJIEKTOM M PEHTT€HOJIOTNIECKUMHI M3MEHEHUSIMU
B KOCTSIX (TOHKUE TpyOyaThle KOCTH U AJIUHHBIE I10-
3BOHKM). YacTora 3-M cuHpoMa B MUpe HEU3BECTHA,
Tak Kak 3a 30 neT onucaHo Bcero okono S50 equHuY-
HBIX KJIMHUYECKHUX Ciy4aeB 3a00JIeBaHUs B Pa3HbIX
sTHHYecKuX rpymnmnax [56, 57]. I'en CUL7 (KIAA0076,
Kynnun 7), BeI3bIBaOIMI 3TO peKoe 3a00IeBaHuE,

I[TY3BIPEB, MAKCHMOBA

ObLT KapTHpOBaH U upeHTHguposad B 2005 r. Ha
xpomocome 6p21.1 [54]. On cocronTt n3 26 3K30HOB U
kompupyeT 6es10k CUL7, KOTOpbIit OTHOCHTCS K CeMeTi-
CTBY KYJIJIMHOB, COCTOSIIIIEMY U3 CTPYKTYPHO CBSI3aH-
HBIX OEJIKOB, BOBIICUEHHBIX B IPOIECChl KIETOYHON
Peryssun, TPAaHCAYKIMK CUTHAJIAa, KACIOPOTHON pe-
rynsuuu u penapanyu JHK. C. Huber et al [54] onu-
cany 25 pa3nMuHbIX MyTalyil AJ1s1 JAHHOTO TeHa, 19 u3
KOTOpPBIX — TIpeficKa3biBaeMasi MpexKaeBpeMeHHas!
TepMUHAIMS TPAHCISUUN U 6 — MUCCEHC-MyTalyi, y
0onbHBIX ¢ 3-M cuHgpOoMOM U3 29 ceMell — BBIXOALIEB
u3 Tynuca, Mapokko, Ppanym, Amxupa, Cupun,
ITopryramuu, I'epmannu, lpu-JTanku, Typouu, I'ep-
manun, ABctpun, Uranuu, Cypunama, Maguu u Bpa-
3unmuu. B 22 ceMbsix O0JIbHbIE ObIIU CBSI3aHBI MEXKY
cO0O0I1 KPOBHBIM POJICTBOM.

Takum 06pa3oM, y SIKYTCKIX OONBHBIX CHHAPOM 3-M
BBI3BIBACTCS EITHCTBEHHOM, HE ONMCAHHON paHee MyTa-
nueii B reie CUL7. BbIsBiIeHHAs! €JMHCTBEHHAS My TaLyst
Brene CUL7 y BceX OONBHBIX U BBISIBJICHHBIN TAIUIOTHUIL
yKa3bIBAIOT Ha 3(pexrT ocHOBaTemns. Pacmpocrpanen-
HOCTb SIKyTCKOro cuHipoMa Huskopocnoctu (ACH) co-
crasiset 1 : 8775, mmm 10 Ha 100 ThIC. HaceaeHus [58].

SAKIIIOYEHUE

BrifeneHo naTh SIKYyTCKUX HACIEACTBEHHBIX 00Je3-
Hell (AHB) no nBym kputepusiM. Bo-nepBrIx, pacnpo-
CTPaHEHHOCTb MX 3HAUUTENIBHO BbIIIIE, YEM B MEPOBOM
HapojioHaceJIEeHWH, a fiBa 3a00JIeBaHUsl — CIUHOLEPE-
OessipHast aTakcwsi | Thna 1 SH3UMONIEHNYeCcKast MeT-
reMOTIJIO0MHEMHUS] — OTHECEHBI K MUPOBBIM Ouyaram Ha-
KOIUICHUSI HACIIE[ICTBEHHbIX Oone3Heil. Bo-BTOpBIX,
TS KQXKAOTO U3 HUX BBISIBICHBI OCOOEHHOCTH MOJIEKY-
JISIPHOM IIPUPOJIbI, OTIMYAIOLIKE X OT CXOAHBIX (PEHO-
TUIOB B IPYTUX NMOMYJISILMSX, B KOTOPBIX OHM BCTpeYa-
FOTCS1 3HAUUTENLHO peke. Ha ocHoBaHMM pe3ynbTaToB
FeHETUKO-3IMIEMUOIOTNYECKUX WCCIENOBaHull U Ha-
KOIJIEHHOH B PecrnyOiInKaHCKOM T'eéHEeTUYECKOM PEeru-
cTpe (SAKyTcK) uHpopManyn, BOSMOXHO €Ie HECKOJIb-
Kux “KaHpupatoB” Ha SIHB: cuagpoM HaHU3Ma C cy6-
aTpoduell 3pUTENBHOTO HEpBa M MENbIePOBCKON
aHomanuei neiikonuToB [59], 6one3ns Ppunpeiixa u
CHHJPOM MUKPOTHUH C KOHAYKTHBHOM TITyX0Toi1 [15].

TeopeTnueckass BasKHOCTb MOJIEKYIISPHO-TEHETH-
YeCKOro M3yUYeHUs] ITHOCTIEIM(PIIECKOIl HACIeCTBEH-
HOI1 TATOJIOTWH YEeJIOBEKa, HApsTy C TPAIUIIMOHHO 000-
3HAYECHHBIMHI OOJIACTSIMH WCCIIETOBAHNI — TeHETHYe-
CKasl TETEPOreHHOCTh U KJIMHUYECKUIN TOIuMOpu3mM
GoJie3Hel, TeHeTHIEeCKoe pa3HOoOOpa3ne MOy
YeJI0BeKa, YTOUYHeHne (PaKTOPOB MOMYJISIIMOHHON JIU-
HaMUKH, onpefienstommx Hakomnenne Hb, — 3akmtoya-
€TCs elll€ ¥ B TOM, YTO IOJOOHBIE HCCIIENOBAHUST AT
MHCTPYMEHT K CHCTEMATHKe OIPOMHOT'O pa3HOOOpa3us
HACJIEICTBEHHON MATOJIOTUN — YTOYHEHHUIO CYIIIECTBY-
IOIIMX M CO3MAHUIO TaK HEOOXOHUMBIX KIIMHHUIMCTAM
HOBBIX KJ1accupuKanuii 60Jie3Hel. Y MECTHO 3aMETHUTh,
YTO MpHUOIMKEHUE K TOYHOMY 3HAHUIO MEXaHU3MOB
MIPOSIBJIEHNSI MyTaHTHOTO TeHa B (DEHOTHUIIe MEHJIETIeB-
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CKOTro 3a00JieBaHMs MofcKa3bIiBaeT Ooiee a(ppekTrB-
Hble CMOCOObl WAECHTU(PUKALMKA T'€HOB-KAaHAUATOB
MyJNbTU(paKTOpUaNbHbIX 3a0ojeBaHuil — OoublIast
YacTh HaIlMX 3HAHUI B 00JIaCTH MOJIEKYJISIPHBIX MeXa-
HHU3MOB, JIEKAIIUX B OCHOBE IIMPOKO PACIPOCTPaHEH-
HBIX 3200JI€BaHNUIl, €CTh 3HAHUS, IIOyYCHHBIE [IPU U3Y-
YEHWHU pefIKUX HacleyeMbIX (popM naronoruu [60].
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