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U3YYEHUE PACMNPOCTPAHEHHOCTU FrEHETUYECKUX
MAPKEPOB OE®ULINTA 21-TMOPOKCUNA3bI HAOMNO-
YEYHUKOB Y OETEUA KOPEHHbLIX MANMOYUCNEHHbIX
HAPOOHOCTEW KPAUHEIO CEBEPA U OBLUUE NoA-
Xoabl K MOOENMUPOBAHUIO PACNTPOCTPAHEHUSA HA-
CNEOCTBEHHOW NATONOMMU B AETCKOW nonynsauuu

B pa6oTte npefcTaBneHbl AaHHbIE NUNOTHOTO NPOEKTa MO U3yYEeHWI0 PAacNpPOCTPAHEHHOCTU reHeTUYeckrx Mapkepos aeduumnta 21-OH B nony-
naumsax Kpannero Cesepa. MeTogom nonmmepasHon LenHow peakummn obenegosaHo 463 obpasua [JHK geten, npoxusatowmx B Pecnybnuke Caxa
(AkyTnsa) n Amano-HeHeLkoM aBTOHOMHOM OKpyre.

KnroueBble cnoBa: BpOXAeHHaaA runepnnasna Haano4e4yHnkKoB, reHeTu4yeckne Mapkephbl, Ll,ed)I/ILl,I/IT cbepmeHTa 21-FI/I,D,pOKCI/IﬂaSbI, WHTPOH 2,
3K30H 7, NPOrHoCTMYeckas Mogesb HaKoMMNeHs MyTaLuu.

In work data of the pilot project on studying of prevalence of deficiency 21-OH genetic markers in populations of the Far North are presented.
463 DNA samples of children living in Republic Sakha (Yakutia) and Yamal-Nenets autonomous region are surveyed by method of polymerase

chain reaction.

Keywords: congenital adrenal hyperplasia, genetic markers, deficiency of enzyme 21-hydroxylase, intron 2, exon 7, prognostic model of a

mutation accumulation.

BBepeHue

BpoxaeHHasi runepnnasusi Hagnoveu-
HMKOB — rpyrnna Hacrnegyembix ayTOCOM-
HO-PELECCHBHBIX HapyLUEeHUn CcTepou-
JoreHesa, Havbonee 4acTol NPUYUHOM
KOTOpbIX sBNsieTcs Aepmunt depmeHTa
21-rmppokcunasel, 0OyCroBMEHHbIA MY-
Tauunen reHa CYP21A2.

Yactota BpOXOEHHON Trvnepnnasum
HaAMOYEe4YHUKOB - KaK KNacCU4eCcKon, Tak
N Heknaccuyeckon ee hopm - B 3Ha4M-
TenbHOM Mepe 06ycnoBneHa aTHUYECKON
NpUHagnexHocTelo. Haubonbwas pac-
NpOCTPaHEHHOCTb 3TOW NaTonorun 3ape-
rMCTPUpPOBaHa B NONynAUnsix MoepuiiLes,
BbixoAueB ¢ KaBkasa u y eBpeeB-all-
keHa3n [8,10]. PacnpocTpaHeHHOCTb
Heknaccuyecko OpMbl  BPOXAEHHOW
ONCAYHKLUM KOPbl HaAMOYEYHUKOB, CO-
cTaBnswLllas B CpefHEM Mo Bcel no-
nynaumm 1:100, B nonynsauun eBpeeB
awkeHasun coctasnsetr 1:27 [8,9], y uc-
naHues — 1:40 [6], y utanbsaHues — 1:333
[6], y xuTeneit Hoto-Mopka — 1:100 [7,8].
leTeposurotel no gedunumty 21-rugpok-
cvnasbl BCTpevarTca ¢ yactoton 1:60
B NonynsiuMm He eBpeeB-allKeHasn u ¢

YACHbIK BsiuecnaB NpuropbeBu4 — 4.M.H.,
npod., 3aB. kacdpegpon CaHkT-lNeTepbyprckon
roc. neamatpuyeckon men. akagemun; AKOB-
JNIEBA CBetnaHa flHoBHa — 3aB. KoHcynb-
TATMBHOW MNOMUKNMHWMKOW [legmnaTpuyeckoro
ueHtpa PB Ne1-HUM; BYPLEBA TatbsiHa
EropoBHa — K.M.H., 3aM. upeKkTopa no Hayke
AHL, KMIM CO PAMH; NEW Maria landolo
— O.M.H., Npod., AMPEKTOP KIUHWKN OETCKON
3HOOKPUHOMOMMK, PYKOBOAUTENb CTEPOUOHBIX
nporpamMmm 6onbHuLbl MayHT CuHan, 1. Hbto-
I7IopK; CUHENNbHUKOBA EnenHa Bnagu-
MUpPOBHaA — A.M.H., goueHT CII6ITIMA; AB-
PYCUH Cepren JIbBOoBUY — K.M.H., JOLEHT
CMermvA; WAOPUH Buktop [MMaBnoBu4
— K.M.H., HA4anbHWK MH(OPM.-aHanuT. oTaena
AKyTCKOW [ETCKOW rop. 6OMbHULbI.

yactoTon Ao 1:3 B monynsumm eeBpees-
awkeHasu [6].

B 10 Bpems kak knaccuueckyto dop-
My NaTonornM y roMo3nroT, Kak npaBuro,
pacnos3HarT AOCTaTOYHO paHo, y reTepo-
3UroT AOCTATOYHO YacToO AMarHo3 CTaBaT
no3xe, NOCKOmbKY rOpMOHarnbHbIe Hapy-
WweHusa cnabo BblpaxeHbl, a Heaudde-
peHuupyemble reHuTanuMu ecnu n BeTpe-
yaroTcs, To B oopme runocnagnu.

Heknaccuyeckas dopma BpOXOEH-
HOM rvMnepnnasuv HagnoyYevyHUKoB B
OOnbLUIMHCTBE Ccry4YaeB B [EeTCTBE OC-
TaeTca HepacnosHaHHou. Kak npaswuro,
Heknaccuyeckas cdopma geduumta 21-
rMapokcunassl B nepuog AeTcTBa U B
nybepraTHbIi nepuos ownbovyHO naeH-
TnmumpyeTcs Kak namonaTuyeckoe npe-
XXOEBPEMEHHOE MOOBOE CO3pEBaHNE,
KMUCTbI SIMYHUKOB, OMYXOMK SINYEK, OMyXO-
nesble 06pa3oBaHMs KOpbl HAAMNOYEYHN-
KOB, SIMYHMKOBas runepaHgporeHns. [o-
CTaTOYHO XapaKTepHoe AN AeTEN C 3TUM
BMAOM NaTonoruvM onepexeHve cBepc-
THUKOB B (pM3NYECKOM 1 MOIOBOM pa3Bu-
TN peKo SABNSAETCS NPUYMHON Xanob, a
nocneayoLwmn 6onee HU3KUIN KOHEYHbIN
pocT, 0ByCrnoBMNEHHbIN paHHUM 3nudu-
3apHbIM OKOCTEHEHMEM, NMPUXOAUTCSA Ha
BO3pacT, Yalle BXOAAWMA B KOMMETEH-
LMI0 TEpPaneBTOB, a He NeanaTpoB.

B pamkax nunoTHoro npoekrta usyye-
HMe pacnpoCTpaHEHHOCTU BPOXOEHHOW
ONCAOYHKLMM  KOPbl  HAZNOYE4YHUKOB B
petckon nonynsauum Pecnybnukn Caxa
(AkyTna) Hayanock B 2005 r. [1]. Bmec-
Teé C TEM HEeKOTOpble W3BECTHblE reo-
rpacduyeckne, aHTPOMonornyeckme u
3THOreHeTM4ecKne Npeanochinku ceuge-
TENbCTBYIOT, NMPEANONIOXNTENBHO, O Bbl-
COKOW BEPOSATHOCTU BbISIBNIEHNSI AeULn-
Ta 21-rngpokcunasbl B NONynaumm AeTemn,
npoxwmBatoLLmx B pernoHax KparHero Ce-
Bepa, B YaCTHOCTU Ha Tepputopun Pec-

nybnukmn Caxa (Akytusa). K daktopam,
cnoco6CTByOLLMM pacnpocTpaHeHuto
3TOro BUAa NaTonornv, OTHOCSTCH B nep-
BYIO o4epefb reorpaduyeckue ycrioBus,
crnoco6CTByoLLIME U30MALMM HAceneHns.
HekoTopble 4epTbl obpasa XW3HW, OT-
MEHa CYMTaBLUUXCHA TPaAMLMOHHBIMU [0
20-x IT. MpOLUNIOro BeKa OrpaHUuyeHun
Ha BCTynneHve B ONU3KOPOACTBEHHbIN
Opak cnocobCTBYOT LUMPOKOMY pacnpo-
CTpaHeHWIo HacneacTBEHHOW MaTonorum
B NMonynsumm.

B Pecny6nuke Caxa (AkyTuns), no aax-
HbIM CTaTUCTUYECKOW OTHETHOCTU, B Ha-
cTosiee BpeMs Ha Tepputopun 3105,6
km? npoxusaeT 949 Tbic. yen. (0,31 ven.
Ha 1 km?), 36% HaceneHus NpoxunsaeT B
551 nocenke ¢ umicneHHocTblo 200-1000
yer., paccTosiHie MexZy HacerneHHbI-
MU nyHKkTamu coctaensiet or 30 go 650
kM. CneacTBMeEM 3TOro SIBMSIETCS BbICO-
KU ypoBEHb OnmnakopoaCTBEHHbIX Gpa-
KOB. YpOBEHb TOMOJIOKanbHbIX OpakoB
(cynpyrn npoxvBanu no 6paka B of-
HOM panoHe) pecnybrvke cocTaBnsaer
B cpegHem 50%, aHOonokanbHbIX (Cyn-
pyrv npoxusanu Ao 6paka B COCenHuX
parioHax) — 15%. B HekoTopbIX nocenkax
YypOBEHb rOMOMOKasbHbIX GpakoB [OXO-
ant 0o 100% [2,3]. BoamoxHoe wmpokoe
pacnpocTpaHeHne 3Toro B1aa natonorum
NoATBEPXKAAET BbiCOKasd YacToTa 06Hapy-
XKEeHUs1 B MONynsLUM KOPEHHbIX Maro4yumc-
neHHbIX HapogHocTen KpaviHero CeBepa
npoYMx — 3Ha4YMTENbHO MEHee pacnpo-
CTpPaHEHHbIX B MOMynsauMu eBponenues
— HacreacTBeHHbIX 3aboreBaHun, a
TakKke BbICOKasd 4acToTa HWU3KOPOCMNOCTU
B NMonynsiumMmn B3pocrbiX. M3BECTHO, 4To
BPOXAEHHAsA rMNepnnasvs HaanovyeyHu-
KOB BCTpeyaeTcsi Becbma yacTo (1:280) B
nonynsauun NMK-3CKUMOCOB [5], Mpoxu-
BaloLWmMx Ha Ansicke, cocTaBnsaBLUEN [0
N3BECTHbIX reorpadnyecknx U3MeHeHUn,



COMPOBOXAABLUMXCA ~ BO3HUKHOBEHWEM
BepuHrosa nponuea, eauHyt TeppuTo-
puto — BepuHruto.

MaTtepuanbl u meToabl

PaboTta BbinonHeHa Ha 6aszax CaHkT-
lMeTepOyprckon rocyaapCTBEHHON neau-
aTpuyecKko MeAULMHCKOW akagemuu,
Meanatpuyeckoro ueHTpa Pb Ne1-Haum-
OHasbHOrO LieHTpa MeauumnHbl Pecnybnum-
kn Caxa (FkyTns) n negnaTpu4eckoro oT-
nenexHnsa Mount Sinai School of Medicine
(Hbto-Mopk, CLIA) B cooTeeTcTBMM C
nnaHoM uccneaoBaHuin FKYTCKOro Hay4-
Horo ueHTpa KMIM CO PAMH B pamkax
HUP «HelipoumMMyHHbIE U SHOOKPUHHbIE
MEeXaHU3Mbl HapyLLUEHNs1 COMaTU4eCKOoro,
NCUXOCOMATUYECKOTO U PENnpPOAYKTUBHO-
ro 3400poBbsi NOAPOCTKOB Pecnybnuvku
Caxa (Akytus)» (permcTpaumoHHbIN HO-
mep Ne004).

Ha nepBom aTtane B xoae akcneau-
LIMOHHOM paboThbl OLEeHeHa pacnpocTpa-
HEHHOCTb B JETCKOM Nonynsiumm eHoTu-
NMUYECKNX NPU3HAKOB, XapaKTepHbIX O1is
BPOXAEHHOW rMnepnnasnumn HagnoyeyHu-
KOB, M MOMy4YeH matepuan nfs reHetu-
YECKUX NCCregoBaHni.

Ha BTOpoMm 3Tane npoBefeHbl reHe-
TUYECKME UCCReoBaHUs, aHanma nony-
YEHHbIX pe3ynsTaTtoB, CHOPMYMPOBAHbI
BbIBOAbI U MpaKTUYeckue pekoMeHaa-
umn. MeHeTnyeckne uccrnenoBaHUs Npo-
BefeHbl y 315 geTeit, npoxuBalowmx B
HaceneHHbIX MyHkTax Pecnybnukn Caxa
(Axytna), ny 176 geren, NpoXMBaOLLNX
B HaceneHHbIX NyHKTax Amano-HeHeuko-
ro aBToHoMmHoro okpyra (AHAO).

B cooTBeTCcTBMM C CyLleCcTByHOLIEN
NPaKTUKON STHUYECKYIO NPUHAAMNEXHOCTb
onpegensanu camougeHTudukaumen c
y4yeToM peHoTuna pebeHka n ceMerHoro
aHamHesa. [Insa geten ¢ BbISIBNEHHLIMU
MyTaUMsIMU COCTaBrsiNv CEMeHble ae-
peBbs 0O 3-T0 YPOBHSI POACTBA C BKLO-
YeHVEeM [aHHbIX 06 3THUYECKON MpUHa-
ONEXHOCTU, CTENEHN POACTBA, KOHEYHOM
pocTe, NOI0BOM PasBUTUKN, HANU4YnUK Tnp-
CyTM3ma, YrpeBOW ChIMW.

Oeten Bknovanu B wuccregoBaHue
cnyyariHeiM obpasom BO BpeMsi npodu-
NaKTUYEeCKUX OCMOTPOB MO YAOBMETBO-
PEeHUIO KpUTEpUEB BKIKOYEHUS. [nsa npo-
BeAEeHNS nccrnenoBanHnsi Obinio Nony4yeHo
onobpeHne aTMYecKoro KommreTa.

KpuTepusiMm BKMOYEHMSI B uUccrie-
OOBaHWE CMYXUINU: MOM MYXCKOA Unu
YKEHCKUI, Bo3pacT 3-17 neT Ha MOMEHT
BKITHOYEHNS, MOATBEPXKAEHHbIN  akT
pOXOEHUS 1N NPOXMBAHUS B OOHOM MO-
cernke (parnoHe), NOATBEPXAEHHbIN dakT
NpoXMBaHUs poauTenen pebeHka B TOM
Ke Mocersike, XXenaHve pogutenen n ge-
Ten ctaplie 5 neT npMHUMaTh yyacTue B
nccnefoBaHuy, yOoOCTOBEPEHHOE NoAMK-
caHueM MHOPMUPOBAHHOIO COrnacus.

Kputepusamun uckniodeHms Obinun nio-
Gble M3BECTHble WM MpeanonaraemMble
NpoTMBOMNOKa3aHns K 3abopy KpoBu U3
BEHbI.

[ins npoBedeHnsi reHeTUYeCKoro aHa-
1132 C Lienblo BbISIBNIEHNS HANuymsa MyTa-
uuii B reHe CYP 21 pyTuUHHBIM cnocobom
Bbigensanu OHK n3 nenkountoB nepude-
puyeckon kpoBu. [ns BbISBMEHUS MyTa-
umn nt 6569 («intron 2g») n V281L («exon
7») ncnonb3oBanu annenb-cneuudnyec-
ke MUP. Ona onpegenexHus mytauum B
MHTPOHe 2 (656) A/C — G ncnonb3oBanu
npanmepsl: In2ns, In2ms, In2cs. ns on-
pegeneHnsa myTtaumm B ak3oHe 7 (V281L)
vcnonb3oBanu npanmep Ex7ma. Bo Bcex
cryyasix MCnomnb30Banu NONOXNTENbHYIO
KoHTponbHyto OHK. B crnyyae nonoxu-
TENbHOWM peakuun npoueaypy NoBTOPSNU
1, B Clly4yae NOBTOPHOIO MOMOXMWTENbHO-
ro pesynesrarta, 4N NoaTBEPXAEHMS Bbl-
AIBNEHNs MyTaLMmn CNonb3oBanu npoLe-
AYpY CEeKBEHNPOBaHUS.

Ona oueHkn Hanuuusa accoummpo-
BaHHbIX TFeHeTuyeckn obyCnoBeHHbIX
3aboneBaHun B 2 crnyvasix MpoBOAMIU
onpefeneHve naHenu MyTauui, xapak-
TepHbIX ANns: cuHgpoma Bloom, 6onesHn
Canavan, 6onesHn Gaucher, 6onesHu
Niemann Pick, 6onesnun Tay Sachs, ce-
MENHOM OM3aBTOHOMMUM, MYKONMMNMA03a,
aHemun PaHKOHM (BCe wuccrnegoBaHWs
npoBegeHbl B Jewish Genetic Disease
Center (gupektop - Dr. Robert Desnick).

Basbl gaHHbIX BEnu € UCMOMb3oBa-
HMEe NpPOrpaMMHbIX CPEeAcTB MaKeToB
STATISTICA (Bepcus 6).

PesynbraThl u 06cyxaeHue

PacnpepneneHve uyucna BbISIBNEHHbIX
MyTauuin NO STHUYECKUM rpynnam npeg-
cTaBneHo B Tabnuue. Bcero 6bino Bbi-
ABrneHo 12 reTepo3vrotr ¢ MyTaunsmu
B reHe CYP21. Hu ogHon romMosurothbl
BbISIBMEHO He Obino. M3 HuX cnnamcuxr-
myTaums no 659AC—G 6Gbina HargeHa
B 1 xpomocome, myTtauus no V281L — B
11 xpomocomax. PacnpocTpaHeHHOCTb
myTaummn 659AC—G (Intron 2g) y aBeHoB
coctasuna 1:41 (unn 2,4:100). B npounx
3THUYECKUX rpynnax ata MyTauus BbisiB-
neHa He Obina. Takum obpasom, B cped-
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HEM B MCCNEeLOBaHHOW HaMu Nonynauum
JaHHas MyTaums onpeaensieTcs ¢ 4acTo-
Tom 0,4:100.

PacnpocTtpaHeHHoCTb MyTaumm V281L
Obina HanbonbLien y dykden (5,1:100) n
tokarvpoB (5:100) npu cpegHen pacnpo-
CTPaAHEHHOCTU B WUCCregoBaHHOM Mnomny-
naumm 2,4:100.

CBsA3M KkonuMyecTBa MyTaLMi, 3THU-
YECKOW rpynnbl U ee YUCIEHHOCTU Ha
UCCnefoBaHHON TEPPUTOPUN OLIEHNBanu
onpegerneHneMm koppensiuun Spearman.
Mony4yeHHble pe3ynbTaThbl NOATBEPAUN
Ha YpPOBHe TEeHOEHLMUW CYLLECTBOBaHUS
ObITOBOrO MOHATUS «HaUMOHAmbHBIA Mo-
cenok» (r=0,51, p<0,09), Tem cambim
KONMUYECTBEHHO OMWCaB CTeneHb mnpe-
obnagaHnsa Kakon-To OOHOW 3THUYEeCcKoMn
rpynnbl B «HaUMOHANIbHOM MOCENKeY.
Beina BbisiBreHa cpefHer cunbl CBSA3b
pacnpoCTPaHEHHOCTU MyTauum C 4uc-
NEHHOCTBIO STHUYECKOW TPYNMbl, NPOXK-
BaloLLEV Ha UCCNe0BaHHON TeppUTOpUn
(r=-0,69, p<0,05), uytOo noaTBepxaaet
HEKOTOPYH CKITOHHOCTbL Npw Bbibope cyn-
pyra BblOvpaTb npeacTtaBuMTeENnsd CBOEW
3THUYECKOW rpynnbi.

CpaBHeHVe [aHHbIX, MpeacTaBrieH-
HbIXx B Tabnuue, co cpefgHen 4acToTowm
BCTPEYaeMOCTM reTepOo3unroT No MyTauuu,
aCCOLUMMPOBAHHOM C  HEKIacCU4eCcKon
dopmoii natonorum (1:60 ons HeeBpees-
allkeHasu), Mo3BONSAET caenatb BbiBOA
O TOM, YTO AONsi BCEX WUCCIELOBaHHbIX
KOPEHHbIX 3THUYECKMX rPYNM, MPOXKMBato-
wmx B Pecnybnuke Caxa (Akytus), pac-
NPOCTPaHEHHOCTb MyTaLUi MO MEHbLUEN
mMepe B 2 pasa bonblue, Yem y NpoxuBa-
owmux B AMano-HeHeLkom okpyre cenb-
KyrnoB 1 B CPEAHEM B MOMNYNALUN.

OueBMOHO, YTO CyLLECTBYKOLINE TEH-
OeHuMn KpaviHe HeratusHbl. [pu mx co-
XPaHEHUN MOXHO OXuAaTb YXyALIEeHUs
KadecTBa nonynsuMn 13-3a yBenuyeHusi
yncna MaHUMECTHbIX — YacTo BecbMa TS-
xenbix — popM natonoruu. C Touku 3pe-
HMS MaHMPOBaHUA KadecTsa nonynaumnm
N pas3BuTMa MeauuMHcKoro obecneve-
HMs, LenecoobpasHo opMUpOBaHNE
MaTeMaTU4eCKnx Mogenen ¢ Lenbk npo-
rHO3MPOBAHUS  YUCINEHHOCTU  BONbHbIX
HacnencTBeHHbIMM 3aborneBaHamun. Bbl-

PacﬂpOCTpaHeHHOCTL HCCIETOBAHHBIX MyTaIIl/lﬁ B Pa3/IMYHBIX ITHUYECCKHUX Ipynnax

O6m1as Intron2 g V281L

dHmecKne YHCIICHHOCTh

e Ha KOJIMYECTBO 1a 100 Ha KOJIMYECTBO | 1

Ha TEPPUTOpPHUH | 00CIIEIOBAHHBIX 00CIIeTOBAaHHBIX

Uykun 428 0:29 0:100 2:39 5,1:100
DBEHBI 1793 1:41 2,4:100 1:48 2,1:100
FOkarupsl 476 0:20 0:100 2:40 5,0:100
OBEHKU 1285 0:48 0:100 2:106 1,9:100
JlonraHbl 1272 - - 0:2 0:100
Caxa 432290 0:25 0:100 1:49 2,0:100
Henbt 20917 0:40 0:100 0:41 0:100
CeJbKyIbI 1530 0:58 0:100 3:137 2,2:100
Hpyrue - - - 0:2 0:100
Bcero 459991 1:261 0,4:100 11:464 2,4:100
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[nHamuka npoLeccoB N3MEHEHUsT YNCIIEHHOCTU

NSLMK, CHUXKEHWSI YPOBHSA €€ 340POBbS U YBENUYeHUs
KONMMYyecTBa roMo3uroT B Monynauum Ans Heknaccuyec-
KoVt hOpMbl BPOXKAEHHOW runepnniasun HagnoyYe4YHNKoB

60op ynpaBnsemMbIx NepemMeHHbIX (Hanpu-
Mep, W3MEHEHME YPOBHS romornokasnb-
HblX GpakoB BCneacTeve MNpoBedeHUst
KaMnaHuu nonynsipusaunym MexyrycHbIX
MOMOAEXHbIX becTuBanen wunu ynyud-
LUEHMS TPaHCMOPTHOW MHAPACTPYKTYpbI
M np.) B Ka4eCcTBE MapaMeTpoB MOAENu
NMO3BONMUT AOCTATOMHO 3MEKTUBHO Yni-
paBnsiTb YMCIMEHHOCTbIO HOCUTENEN My-
Tauui B NONynsumn.

B xope pa3paboTkum noaxodoB K moc-
TPOEHUIO MPOrHOCTUYECKOW MOJEenn Ha-
KonneHus mytauuv B nonynsauuy Obina
npeanoxeHa aHanMTuyeckass Mogernb
YMEHBLUEHNS YUCAIEHHOCTW MOoNynsaumm,
npegnonaratoLas 3 gasbi:

1) kopoTkas hasa nosiBNeHus myTa-
uu1 B nonynsaumn (MPUBHOC U3BHE, MyTa-
reHes),

2) onuHHas dasa pacnpocTpaHeHus
MyTauuu B MonynsumMm n ee dukcauus
(nepegaya noTomkam, NosiBNEHWE romo-
3U1roT),

3) baza yMeHbLUEHUs YUCMEHHOCTH
nonynsauun  (HaKoMmeHHoe KONMYecTBO
MyTaLMWIi Tak BEMWKO, YTO NONyNsuus He
MOXXET BOCCTaHOBUTLCS; B 3TOM Cry4ae
YMEHbLUEHNE YMCMEHHOCTN HacTynaeT B
TEYEHNE HECKOIBbKMX NMOKOMEHNI).

PucyHok npeacTtaBnser BO3MOXHbIN
X0, KPVBbIX [OWUHAMUKM  YUCIIEHHOCTU

nonynsiuumM, ee kayecTsa u Ko-
nuyecTBa roMo3urot B Monyns-
UMK, COOTBETCTBYHOLUX 3STOW
mMogenu, cdopmMuMpoBaHHOMW C
yyeTtoMm gunemmbl Haldane gns
crny4vas Heknaccuyeckon dop-
Mbl BPOXOEHHOW runepnnasum
HaOMOYEYHMKOB U MOMynauum
OONbLUOW YNCNIEHHOCTMW.

[aHHbI noaxon no3BonsieT
paccunMTatb KONMM4YecTBO Mo-
KONMEeHUA [0 «yracaHus» mo-
nynauMm Kak yHKUMIO 1cxoa-
HOW YMCINEHHOCTM MNOMynAuun,
CKOPOCTHU pacnpocTpaHeHus
MyTauum n koadduumeHTa ce-
nexkumun. B cnyvae nonynsuui
Marow YMCNEHHOCTN Takon nog-
xon TpebyeT yyeta 6GonbLlIOro
KonmyecTBa napameTpoB. BbibpaHHble B
xone paboTbl ynpasnsoLie napameTpsl
He BXOOAT B HACTOsILLEe BPeMSs B CMIUCOK
XapakTepUCTUK TrOCYNAapCTBEHHOW CTa-
TUCTUYECKON OTYeTHOCTU. Jleranusauus
perncTpauum 3TUX XapakTePUCTUK MO3-
BOMUT OMNMcaTb OYEBUOHO YCKOPEHHOE
yXyOLWEHNe YPOBHSI 340pOBbsS MONyns-
UMK, CKOPOCTb 0bpasoBaHWsi rOMO3UrOT
1, B KOHEYHOM cyeTe, onpeaenvTb bonee
paHHee HacTynreHve MOMEHTa «yraca-
HUS» NONynsLMK.

nony-

BbiBOoAbI:

1. Mytauua V281L, obycnaenueaio-
Was BO3HWKHOBEHME HEKNacCU4eCcKom
hopMbI BPOXAEHHOW rvnepnnasui Hag-
MOYEYHUKOB, [OCTATOMHO LUMPOKO pac-
npocTpaHeHa B AETCKOM MonymnsuumM Ko-
PEHHbIX MaroYMCreHHbIX HapoOHOCTEN
KpanHero Cesepa; Hanbonee 4acTto oHa
BCTpPEeYaeTcs B MONynsauun YyKyeu, toka-
TVPOB U CENbKyMoB.

2. MyTtauusi B UHTpoHe 2, obycnasnu-
BalOLLasA Kraccuyeckyro dopMmy BpPOX-
OEHHOW TMnepnnasnnm Hagno4yeyYHUKOB,
pacnpocTpaHeHa 3Ha4YuTENbHO 4alue,
YeM BbISIBMIAETCA NPY HeOHaTanbHOM CK-
pYHUHre.

3. BbifBreHHble MyTauun SABASAOT-
CA ceMeVHbIMW, OHW acCoLMMPOBaHbI C

MECTOM MPOXMBaHNs!, YTO NOATBEPXKAAET
bakT HanmMums roMosiokarnbHbIX Gpakos,
N KOPPENUPYIOT C YMUCIIEHHOCTbLIO 3THU-
Yeckon rpynmbl.

4. MopgenupoBaHue pacnpoCcTpaHeH-
HOCTM HacneacTBEHHOW naTtonorum B
OETCKOW nonynauum ¢ Mariol YncreH-
HOCTbIO HaceneHns BO3MOXHO Mpu y4YeTe
3HauMTenbHO Bonbluero konuvyecTsa na-
pameTpoB ANs ONMCaHWs OYEBUMAHO YC-
KOPEHHOIo yXyALLEHWS YPOBHSA 300POBbS
nonynsuun, obpasoBaHns rOMO3UroT U, B
KOHEYHOM cyeTe, bonee paHHero HacTyn-
NIEHUs1 MOMEHTA «yracaHusi» Nonynsuum.
OOwenpuHaTbLIE MOAENM pacyeta pac-
NPOCTPaHEHUs MyTaLuii HenpuMeEHUMbI

ang nonynaunn Marom YNCITIEHHOCTU.
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