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BOIIPOCBHI 3IPABOOXPAHEHU A

I'PYB HACJIEOCTBEHHOM IIATOJIOTMM

B [ONVJISILMM XUTEJIEM PECIIYBJIMKU

CEBEPHAA OCETUA-AJIAHUA

JIB.Wrramay, JLL . L&aras, TV iR

310pOBbE U 3/IpaBOOXpAaHEHNE — BasKHEHIIINE CO-
CTaBJISAIOIINE COLUATBHO-OKOHOMUYECKOM CHCTEMBI,
KOTOPBIC CYIIECTBEHHO BIIMSIIOT

poxnaennocty, cuexkrp BIIP. IIpoananusuposaHo
86340 ucTopuii pojioB 1 OEpeMEHHOCTEH, BhISIBIIC-
HO o0IIee KOJIIMYeCTBO HOBOPOXK-

Ha pe3yJbTarhl AeATeIbHOCTH
SKOHOMHUKHU U OTpPEJENsIOT Jie-
MoOTrpapUyYecKyl0 CUTyalHuio B
CTpaHe.

CoxpaHeHue U yKperuieHue
3/I0POBbS HACEJIEHUs, KAK OCHOB-
HOTO KpUTEpUs OLIEHKHU COCTOsI-
HUSL OKPY’KaOIEH Cpelbl, sSBIIs-
eTCsl TJIaBHOW LIENbI0 J0OBIX
MPUPOJOOXPAaHHBIX MEPOIPHs-
Tui. 3BECTHO, UTO JUHAMUKA
n3MeHeHus skonoruu B PCO-A
BBI3bIBACT 000CHOBAaHHYIO TPEBO-
ry. Cpena obutanus yeloBeKa
MTOCTOSIHHO TIOTIONTHSIETCSI BpEJ-
HBIMH (DAKTOpaMH — MyTareHaMH,
BBI3BIBAIOIIMMHU U3MEHEHUS B Ha-
CJIEICTBEHHOM anmapate, T.e. MyTaiuu. CIioHTaH-
HBI MyTareHe3 sIBIISIETCS Pe3yJbTaToOM COOBITHH,
MPUBOASAIINX K MOBPEXKJAEHUSIM I€HETHUECKUX
CTPYKTYp B T€UEHHE >KH3HEHHOTO LIMKJIA OpraHu3-
Ma.

W3ydeHue cHOHTaHHOTO MyTareHesa KpaiHe He-
00X0IMMO 7151 OLIEHKH JIOTIOTHUTEbHBIX My TallnH,
BO3HHUKAIOIIMX M0/ BIMSHUEM MYyTareHOB OKpy’Ka-
ouieil cpensl. JlaHHbIE Hccleq0BaHUA UMEKOT Ha-
Y4HOE U MPHUKIAJHOE 3HAUYeHHEe, TaK KaK MyTalluu
SIBJISIIOTCS TIEPBOOCHOBOM T€HETHUYECKOTO Ipy3a U
OTpeNeNISIOT OMOJIOTUYECKOE 3I0POBbE HOBOPOXK-
JIEHHBIX U HACEJIEHUS B IIEJIOM.

Marepuanbl u meToabl
B cBoeit paboTe MBI CTIONB30BAIN PETPOCTICK-
TUBHBII METOJ] aHAINM3a POIOB M OepeMEeHHOCTEH 3a
nepuon ¢ 1991 mo 2000 rT., BEIIBWIN TUHAMHUKY
o01Ieit poXKIaeMOCTH, YaCTOTY BPOXKICHHBIX TIOPO-
koB pazButus (BIIP), camoaboptoB (CA), mepTBO-

A.6.H., npog. Yonukairusuan J1.B.

nennsix ¢ BITP — 2426, meptBo-
poxaeHHbix — 1432, CA - 7714 u
CIIEKTpP NaTOJIOTUM.

LluTorenernueckue MUcciaeno-
BaHHUA OBUTM MPOBEJCHHI Ha Oa3e
[IUTOTCHETUYCCKON J1TabopaTopuun
KadeIpbl 300J0TMH € UCTIONB30-
BaHMEeM MeTonukun Mypxena [1].
O6cnenoBano 152 denoBexa
B3pocibix, 51 pebenok ¢ BIIP.
[IpoananusupoBano 8916 mera-
(ha3HBIX IUTACTHHOK B MOJIE 3PEHUS
Mukpockona Eunoval (ygBe.
15x90).

Pe3ynbratel n oébcyxaeHue

XpOMOCOMHBIE MYTaIll MBI
WCCIIEIOBAI MTPY aHAJIM3€ XPOMOCOM Ha MeTadas-
HBIX [UIACTHHKAX, IOJTYYEHHBIX M0 OOMIENPUHSATOM
metoauke (Mypxen, 1960). Meton meradasnoro
aHaJIM3a J1aeT BO3MOXKHOCTh YUECTh BCE OCHOBHbBIE
XpoMocoMHbIe abeppatnu (XA). YauTsIBas BEICO-
KU aHTPOIIOI€HHBIN IPecC B yCIOBUsX I. Biagu-
KaBKa3a, MbI MOMBITAJINCH U3YYUTh COCTOSTHHE Te-
Ho(oHIa HAa TIpUMepE TPYIIBI MOJIOABIX JIIOIEH 13
54 gyenoBek B Bo3pacte oT 18 1o 35 neT, He KOHTaK-
TUPYIOIIUX C OCHOBHBIMH MyTareHaMu OKpY»Karo-
LIEN CpEebI.

Beun mpoananusuposansl 2404 meradasznbie
TUTACTHHKU. AHAJIH3 TOJYYSHHBIX MAaTepPHAaJOB 10~
3BOJTUJT OTMETUTD IIHPOKYO BAPHAOETBHOCTD YPOB-
HSI XpOMOCOMHOT'O MyTHPOBAHUS y 00CIIETOBAaHHBIX
WHAWBUAOB. B cpenHem ypoBeHb XA konebnercs B
npenenax ot 1+3,8% no 6,6 +4,5%. Y tpoux us
quciia 00CIIe0BaHHBIX (PEHOTHITMYECKHU 37]0POBBIX
monel ypoBeHb XA ObUT O4eHBb BhicOKuid — 10
+4,5% (nBoe paboTalOT Ha KOMIIBIOTEPE, OIUH —
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BoAMTENb aBToOyca). OOIUM 7151 TaHHOM TPyIMIIbI
SBJISIETCSL TO, YTO B MX KapUOTHUIIC JOMHHUPOBAIU
noBpexaeHus xpomocoM (X.) rpymmnsl C. Xpomo-
COMHBIE U XPOMATHIHbIE MyTallMU B JAHHOW TPyII-
€. MOTYT BBI3BaTh CEphE3HbIC N3MEHEHUS B AKTHB-
HOCTH ()epMEHTa JaKTaTIeruaporeHasbl. B ciekr-
pe XA ecTh 1 HapymeHus X. rpynmnsl B, uzsecto,
4TO B 3TUX X. HAXOAATCS T€HBI, 00eCIIeUHBAIOIINE
CHHTE3 TeMOITIO0NHA. PeAKMMU SBIISIOTCS My TaIllUK
B X. rpyni A, E, D. B nenom, ananusupyst criekTp
XA mpu CIOHTAaHHOM MYTHPOBaHHUH, MBI OTMEYaeM
HaJM4re adeppanuii XxpOMOCOMHOTO U XPOMAaTH/I-
HOT'O TUIIOB, IPUYEM Y OJHUX WHAWBUIOB JJOMHHU-
pYIOT abeppalui XpOMOCOMHOTO THIIA, a y JPYTHUX
— XpOMaTHIHOT0. AHAJIN3 BCEX IMOIYUYEHHBIX MaTe-
pHAaJIOB MO3BOJIMI BBISIBUTH, 4T0 Y 50% o0cneno-
BaHHBIX MOJIOZBIX JIFOAEH TEHOTHII UIMEET YPOBEHb
XA B npeaenax HopMEI (10 3% XA); 37,3% umerot
HapyILIEeHHsI HACIECTBEHHBIX CTPYKTYP B Ipeienax
ot 4 110 6%, a'y 13% o0cien0BaHHBIX YPOBEHb XA
KoJieOnercs B peaeax ot 7 1o 8%.

Taxum 00pazom, 50% u3 yrcia 00CIIeI0BaHHBIX
UMEIOT TeHOTHII, COCTOSIHHE KOTOPOT'0 BBI3BIBAET 3a-
KOHHYIO TPEBOTY, TaK KaK 00CJIeJOBaHHbII KOHTHH-
TeHT — MOJIOZIbIE JIIOAH, T.€. MOTEHLUAIbHBIE PO-
JIUTENH, 1 OMOJIOTHYECKOE 3[I0POBBE UX JIeTel Ha-
XOJUTCS TOJ YTPO30H.

JloruveckuM MpPOIOJDKEHUEM JIAHHON PabOThI
OBUIM LUTOTEHETHYECKHE 00CIeIoBaHusl 2 TPy
pucka:

I rpynma — o6cnenoBanuchy KEeHIIUHBI C OTATO-
HICHHBIM aKymepckiuM aHamHe30M (OAA), T.e. xKeH-
HIMHBI, ¥ KOTOPBIX OTMEYAINCh CaM0abopThI B KO-
naryecTBe 2 1 Ooee pas ¥ poKAAINCh IETH C BPOXK-
JIEHHBIMU opokamu paszsurtus (BIIP);

Il rpynma — o6cnenosanuck aetu ¢ BITP.

HuTorenernueckoe o0OciaeI0OBaHUE KEHIIUH C
OAA 1oka3saio, 4To U3 YUcia BCeX 00CIE0BaHHBIX
TOJNBKO Y 26,5% xapuotumn Okl B HOpME, ¥ 33,7%
ypoBeHb XA MpeBbIIal KOHTPOJIb B 2 pa3a U co-
ctaBui 6%, a y 39,8% sxenmmn ¢ OAA ypoBeHb
MOPaXEHUSI HACJIEJICTBEHHOCTH IPEBBIMIAT KOHT-
pons B 1,5 pasa, B cpenHem coctaBui 4 — 5% [7].

Iurorenernyeckoe obcnenoBanue fAerei ¢ BITP
BBISIBWJIO, YTO U3 YucClia 00cienoBanHbIX (51 uen.)
TONBKO Y 4,9% TeHOoTHII OBUT Ha YPOBHE KOHTPOJIS;
y 19,5% nereit ypoBeHb XA MpeBbIIIai KOHTPOJIb B
1,5 pa3a, ay 75,6% — Gonee uem B 2 pasa.

Hcnonb30BaHHBINM HAMH IUTOT€HETUYECKUM Me-
TOJ| TIO3BOJIMJ PACCMOTPETh CTPYKTYPHYIO U3MEH-
YUBOCTb XPOMOCOM, KOTOpas MpeJcTaBiieHa adep-
pansIMH XpOMOCOMHOTO U XpOMaTH/IHOTO THIIOB.

Amnanu3 Metada3HbIX IACTHHOK, MOTyYeHHBIX
NpU WM3Y4YEHUH CIOHTAHHOTO MyTareHesa, MO3BO-
JIUJT BBISIBUTH HEPABHOE COOTHOIIIEHHE KOIMYECTBA
abeppaluii XpOMOCOMHOTO ¥ XPOMAaTHIHOTO THIIOB.
AGeppanini XpOMOCOMHOTO THIIa B HAIIIMX MaTepu-
aylax MpeACTaBlIeHBI TAPHBIMU KOHIIEBBIMU JICTICIH-
SIMH, TUICHTPUYECKUMH CIUSHUSIMH XpPOMOCOM U
SMMHUYHBIMH HEHTPUUECKUMH KOJIbIIaMH. YKa3aH-
HBIE CTPYKTYpHBIE U3MEHEHHUs1 00pa3yloTcs B Ipe-
CHUHTETHYECKON (pase MuTo3a (J,) M ABIAIOTCA pe-
3yJBTaTOM IPOCTOro pa3peiBa XxpomocoM [3]. AHa-
JU3UPYS MOTYYCHHBIA MaTepPHa, Mbl BBISIBUIH JI0-
MUHHpOBaHHE abeppanuii XpOMOCOMHOTO THIA
(57,4%), abeppannu XpoMaTUAHOTO THIIA COCTABH-
1 42,6%. B Hammx marepuanax 1mociegHue B oc-
HOBHOM (41%) nnpecTaBieHbl KOHIEBBIMU JIEJIEIU-
SAMH. DTO OJMHOYHBIE XPOMATHIIHBIE (ParMeHTHI,
BO3HMKAIOIIHE MPU Pa3pbIBE OAHOW XpOMaTUIBI B
CTajuy S Wi J, MUTOTHYECKOTO HHUKJIA KIIETKH.
Pusen [4] cnenan BEIBOJ, UTO BCE MIEPECTPONUKU XPO-
MOCOM SIBJISIFOTCS CIEACTBUEM OOMEHHBIX MPOLEC-
COB, HIYUIMX TMPHU MOJHBIX M HETOIHBIX PEKOMOU-
Hanusx (pparmMeHToB. [IpoBeieHHBII aHATIHU3 XPOMO-
coMHBIX abeppanuii (XA) moKa3bIBaeT, YTO aHTPO-
MOreHHbIe (akTophl BO BragnkaBkasze JeHCTBYIOT
Ha Bce (a3bl )KU3HEHHOTO IIUKJIA KIETKH, 0COOCHHO
Ha ¢asy J, J;

B mesnom crienyetr OTMETHTB: KaK CTPYKTYPHEIE
MYTAIIlH, TaK ¥ MyTallid TEHOMHBIE MOT'YT CITyKHTh
MOHHUTOPHUHTOM 33 TEMIIOM MYTaIlMOHHOTO POLIEC-
ca B nomynanuu xxuteneit PCO-A.

O0630p JIUTEpaTyphl O JTaHHOW mpodiieMe 3a
nocieaaue 20 JIeT maeT BO3MOXKHOCTh OTMETHUTh,
YTO CIIOHTAHHBIA YpOBeHb XA B KIIeTKax nepude-
pudeckoil KpoBH noBeicuiics B 1,5-2 pa3a u cocra-
Buna 2,78% [2].

BrlenpuBeieHHbIe MaTepUabl HAIUX HCCIIe-
JIOBaHWH CBUAETENHCTBYIOT O 3HAYUTEIHLHOM HAKOII-
JICHWW MYTAIMOHHOTO TPy3a B OMYJISIIAN KHUTEJICH
PCO-A. TloaTBepxaeHneM dTON KOHIICTIIINH SIBJISI-
I0TCSI TATOJIOTMYECKUE MYTaIlH, KOTOPBIE ONpee-
nsitot BIIP, HacnencTBeHHbIe O0JIe3HU, caM0abop-
ThI, OECIIJIOANE U MEPTBOPOXKIACHHOCTh. B pe3yinb-
Tare MyTallid HapyIIaeTcsl CTPYKTypa TeHa U ero
(GyHKIMSI, B OpraHu3Me CHHTE3UPYIOTCS OelKH, He
o0ecreunBaroue ero HopMaiabHOE Pa3BUTHE, TO-
POH PUBOASIIKE K JIETAILHOCTH MITH K ATOJIOTHH.

B nenom, 3¢ eKT TeHETHUECKOTO «TPy3a» y ye-
JIOBEKA BBIPAYKCHBI B ABOJIIOIIMOHHO-TEHETHYECKIX
SABJICHUSX OaJlaHCHPOBAaHHOTO MOJIMMOp(U3Ma, Jie-
TaJbHOCTH M CHIKEHUH (EpTHILHOCTH y HaceJe-
HUSL.

TOM 2

BECTHNK EY$!

BAGNKABKA3CKOro HAYUHOI O UEHTPA 2002



APpryMEeHTOM, IOATBEP>KIAIOLINM HalTy KOHIIET-
U0 MYTallHOHHOTO «TPy3a», ABIAIOTCS Marepua-
JIBI TIO PETPOCTIEKTHBHOMY aHAJI3Yy UCTOPHUI POIOB
u OepeMeHHOCTel, COOpaHHBIX HAMU B POAJOMAax
PCO-A 3a nepuog ¢ 1991 o 2000 rr.

Kak MBI OTMETHIIM paHbIle, K d3QdeKTaMm MyTa-
UOHHOTO I'Py3a OTHOCUTCS JieTalbHOCTh. OHA TIpO-
ABJISIETCSl HA YPOBHE THOEIM TaMeT, 3UToT, TIOAOB,
nereil. B aTtom mnane 0co0o mokazaTeabHBI CaMo-
a0optsl (CA): pannaue u no3auue. Panuaue CA B 75%
cirydaeB 00yCIIOBIECHBI TOpaKeHUEM HacJleICTBEH-
Hoctu. B PCO-A perucrpupyercs 25% OepeMeH-
HOCTeH, KOTOpbIe 3akaHunBatoTcst CA, 13 HUX 00JIb-
1re mosoBUHBI (69%) sBnsitoTcst panHuMU CA, Ko-
TOpbIe 00YCIIOBIIEHBI HAPYIIEHUEM TeHOTHIIA.

B psine pabor [5, 6] ormewaercs, uto B 62,1%
CIIy4aeB CIIOHTAHHBIE a0OPTHI 00YCIOBICHBI KPYTI-
HBIMU T€HOMHBIMH MyTallsIMU (MOHOCOMUS, TPHU-
COMUSsI, TPUILTONINSA); CTPYKTYpPHBIX abeppauuit
XPOMOCOM BbIsIBIICHO 4,7%. Heo0xonuMo OTMETHUTD,
4yr0 CA MOTYT OBITh BBI3BaHBl T€HHBIMU MYTAaIIWs-
MU, KOTOpBIE He (PUKCUPYIOTCS B [OJI€ 3PSHUS MUK-
POCKOIIa, @ MOTYT BBISIBISITHCS OMOXUMHYECKUMHU
MeTogaMHu. [ eHHble MyTanruu 00yCIaBIuBalOT BO3-
HUKHOBEHHE JeQEKTUBHBIX OepeMeHHOCTeH, KOTO-
prie BbI3bIBatoT CA Npu HOpMaJIbHOM KapHOTHUIIE.

AHanu3 MarepualioB HalllUX HCCIeI0BaHUM 3a
nepuoz ¢ 1991 o 2000 rr. moka3pIBaeT 3HAYUTEITh-
HBIH pocT yacToTel CA, ocobeHHO HaunHast ¢ 1994
r. (puc.1).

CrencreueM MyTaIllMOHHOTO TPYy3a SIBJISIETCS BBI-
cokas yactora poxjaenus nerei ¢ BIIP: B . Bnaau-
KaBKka3se 3a nocienuue 10 et oHa konebeTcs B rmpe-
nenax 40-46 nva 1000 HOBOPOXKICHHBIX, a B IIEJIOM
o PCO-A cocrasmnsiet B cpenuem 28 Ha 1000. Mao
310 Ui MHoro? CpasuuM: B Jlunerkoi, Kypckoit
00JIaCTAX U MO CPEeJHEEBPONCHCKAM TaHHBIM — 15-

1000

BOIIPOCBHI 3IPABOOXPAHEHU A

17 nereii ¢ BIIP na 1000 HOBOpOXKIeHHBIX. A B Jle-
HUHTpajckoi obnactu (nociue aBapunt ADC B 1975
I.) 9TOT MoKazarelns paseH 62/1000.

K coxxanenuto, reHO(hOHT COBpEeMEHHOTO Hace-
nenus He Tolibko PCO-A, Ho 1 Bcet Poccun v mna-
HETBl HAaXOJIUTCS MOJl aHTPOMOTEHHBIM MPECCOM.
Ecnu panbiie Mbl 0Opaiiaii BHUMaHHUE Ha 3arpsi3-
HEHHE Cpe/bl, BBI3BAHHOE MPOMBIILICHHBIMHU OT-
XOJlaMH, TPAHCIIOPTOM, TO celiyac HEBO3MOKHO He
YYHUTHIBATh BIHSHHE KOHCEPBAHTOB MYTareHHON
MPHUPOABI, ONOCTUMYISTOPOB, KOTOPHIMH HACHIIIE-
HBI MMUALIEBBIE MPOAYKTHl UMIOPTHOTO MPOU3BOJI-
CTBa.

Oco0y1o 01acHOCTh MPEACTABIAIOT UMIIOPTHEIE
¢pykTHI (OaHaHBI, KUBH), KOTOPBIE TIOABEPTrarOTCs
MHOTOKPaTHON paauannoHHOi 00paboTKe C IebI0
JUTUTENILHOTO XpaHeHus. VccriemoBanus moxkas3andy,
YTO TaKUe TEXHOJOTHH MPUBOAST K 00pa30BaHHUIO
B MPOAYKTaX CBOOOAHBIX pPaJWKajOB KHCIOPOJa,
SBIISIOLIMXCSI ONTACHBIMU dHIOMYyTareHamu. Hema-
JYI0 OMAaCHOCTH JJISl TEHETHYECKOTO 37I0POBbsI 00-
HIECTBa MPEJCTABIISIOT JIEKAPCTBA, O COMHUTEIb-
HOM Ka4eCTBE MHOTHX M3 HUX YK€ TOBOPSIT OTKPbI-
TO ¥ 4acTo. TakoBBl OCHOBHBIE (DAKTOPHI, BBI3bIBA-
IOLIHE POCT MyTAIIMOHHOTO Ipy3a B FTeHOPOH/IE Ha-
1117078

C 1esbio OLIEHKH TeHETHYEeCKOTO 3/I0POBbs Ha-
cenenus PCO-A B cBoeii paboTe MbI IpOaHaIN3U-
POBaIIM INHAMUKY YaCTOTHI POKICHUS OOJTBHBIX JIe-
TEU, JETEN C BBIPAKEHHBIMU BPOXKICHHBIMU I10PO-
kamu passutus (BIIP), uactoTy MepTBOpOXKIEHHO-
CTH U €€ IPUYHHBI, a TAKXKe OOIIYI0 THHAMUKY POX-
naemoctu B PCO-A 3a nepuon ¢ 1991 mo 2000 .

AHanu3upys oOIIyI0 JUHAMHUKY POXKIAEMOCTH
3a yKa3aHHBIA CPOK, MBI OTMEYaeM B MOCIEIHUE
rozbl (1997-2000 rr.) pe3koe najJicHue Yuciia Pox-
JTAEMOCTH M 3HAYUTENBHBIA POCT POXKICHUS 0OJb-
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Puc.1. lnnamuka camoadopTos B momyasiunu sxuteneii PCO-A.
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HbIX AeTeil. [IpuunHbl colManbHO-3KOHOMUYECKHE
U, KOHEYHO, TeHeThueckue (Tadm. 1).

XapakTepHo, 4T0 o0mui Ko3PPHUIHEHT pOXK-
nmaemoctH ¢ 16,9 B 1991 1. yman g0 10,5 8 2000 1.

3akoHHOE OECIIOKOWCTBO BBI3BIBACT MaJICHUC
CHEIHMATLHOTO KO3 (UITUCHTA POXKIACMOCTH B TIe-
puoa ¢ 1991 no 2000 rr. (Tabin.2), KoTopslii ¢ 65,5 B
1991 r. ynan g0 37,9 B8 2000 1., a cyMMapHBIit Ko3(h-
(DUIUEHT POXKITAEMOCTH (KOJI-BO HOBOPOXKICHHBIX
Ha 1000 >KSHIIWH U HA OJTHY JKEHIIUHY ) CBHJICTEIIb-
CTBYET O pe3Koil AeMorpaduieckoil necrabuimza-
IIUU U CTABUT I0J] YIPO3y CYISCTBOBAHUE HAIIUU.

[To sneMeHTapHBIM OHOJIOTHYECKUM 3aKOHAM,
YTOOBI MOMYJISAIUS HE JIerpagupoBajia — Ha OIHY
JKCHILUHY JOJDKHO poxknaThbes 2,15-2,17 nereii (Ha
100 >xenmuH — 215, 217). Hamm nokazarenu xara-
CTPOPUYCCKHU YAPYUAIOIIUe: HA OIHY KCHIIUHY
(heprriibHOTO Bo3pacTa poxaercs = 0,05 nereit, T.e.
Ha 100 >xeniuH BMecTo 215 nereit poxnaercs 5-6
netedi. B Mupe orMedaeTcss TEHICHIUS MaJeHUS
POX1aeMOCTH, 0COOCHHO B IMBUIIM30BaHHBIX CTpa-
HaX, HO HE B TaKOM CTETICHU.

Oco0eHHo pe3ko cHu3mIICs o0uwmii kodhduiu-
€HT POXKJIaeMOCTH 310pOBEIX nereil. Ecniu B 1991

27

I. oH coctaBmi 14,2, To B 2000 . — 5,7, T.e. KO-
YECTBO POXKJICHHUS 3/JOPOBBIX JIETEH YMEHBIIHIOCH
B 3 pa3a (Ta6u.1). OqHa U3 OCHOBHBIX MPUYHH, KO-
TOpast TIPUBENa K PE3KOMY YXYIIICHUIO 3/I0POBbS
HOBOPOX/ICHHBIX,— 3TO, KaK MBI I0JIaracM, MUTa-
HUE HACEJICHUS MPOJTYKTaMU UMIIOPTHOTO IMPOU3-
BOJICTBA, KOTOPBIC HACHIIICHBI KOHCEPBAHTAMU
MYyTareHHOMW MPUPOJIbI, — OHM B M300MJIUH MOSBU-
muck B PCO-A, nHaunnasg ¢ 1991 1. BeposiTHo, K
1996 1. mpou3o1Ien MPOIECC HAKOIICHUS My Talllii
B ICHOTHUIIAX )KUTEJCH (hepTUIBLHOTO BO3PACTa, UYTO
Y MPOSIBUJIOCH HA OMOJIOTMYECKOM KauyeCTBE HOBO-
POXKIICHHBIX.

Mpi Goree moJpoOHO MPOaHATHU3UPOBAIH JTUHA-
MUKy BpPOKAEHHBIX NOpokoB pa3Butus (BIIP) B .
Brnamukaekase 3a nepuog ¢ 1991 o 2000 rr. (Tabi.3).

3a mocieHue rojbl JOCTUTHYT 3HAYUTEIbHBIN
MPOrpecc B MOHMMAHUU 3THOJIOTHU U TATOTCHE3a
BIIP. ITpu 3TOM BBISICHWIOCH, YTO B MPOUCXOXKIE-
HUU 3TOH HO30JIOTUYECKH OOIIMPHOW TPYIIIBI OT-
POMHYIO POJTb UTPAIOT TCHETHYESCKUE (DAKTOPHI: CBBI-
e 80% M3BECTHBIX (JOPM ITHOJIOTUYCCKHU CBI3aHO
C HAPYIICHUSMHU CTPYKTYPHI U (PYHKIIUM TEHOTUTIA
[6]. OHTOTEeHE3 — TEHOKOHTPOJIUPYEMBIH MPOIIECC.

Tabnuya 1.

Junamuka o6mero kodgpuumeHTa poxkaaeMocTu u KodpuumenTa
POKIaeMOCTH 310POBbIX AeTeil B mepuon ¢ 1991 mo 2000 rr.

Bcero Obmmit k03dP. | oo POXIEHUI OOmwmit k03
Tonwl pOXI CHIIA POXXIaeMOCTH B 31OPOBBIX 11 eTeit pO)I(,I[aeMOCTI/IV
MIPOMUIIISIX 3I0POBBIX IETEU
1991 11170 16,9 9421 14,2
1992 9953 15,03 8467 12,8
1993 8928 13,05 7506 11,3
1994 9004 13,6 7252 11,0
1995 8984 13,5 7438 11,2
1996 8211 12,4 6512 9,8
1997 7908 11,9 6177 9,3
1998 7953 12,0 6097 9,2
1999 7299 11,02 5308 8
2000 6930 10,5 3756 5,7
Cymma 86340 67934
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OCHOBHBIM IPUHIUTIOM (BYHKIIHOHHUPOBAHHSI TEHO-
THTIA B OHTOTeHE3e sBJsieTcs auddepeHImaibHast
AKTUBHOCTH T€HOB, BBIpaXKarolasics B TOM, YTO B
pas3Hble MEPUOABI Pa3BUTHS U B pa3HBIX THIAX KJe-
TOK W TKaHEH aKTUBHBI Pa3HbIe YaCTH F€HOMA, T.C.
UMEIOT MecTo (a30- U TKaHecTeuPpUIHOCTh Jeii-
CTBHSI TEHOB.

B cBerte BbIlIECKa3aHHOTO, HALIIK MATEPHAJIBI TIO
BIIP, npencrasiennbie B Ta0N. 3, HE ClydaliHbl, a
TeHETUUECKH IETEPMUHUPOBAHBI HAKOTICHHBIM MY-
TallMOHHBIM TPY30M B nomyssiun sxureneit PCO-A
[7]. Haubosniee THIINYHBIE, YACTO BCTPEYAIOIIUECS
MaToJOTHK — 3TO MOPOKH OTOPHO-JBUTaTEIbHOTO
anmapara (OJA). x gacTora 0CTaToquHO CTaOMIIb-
Ha ¥ coctaBisieT B cpeanem 42-44%. Ha Bropom
MECTE M0 YacTOTE€ BCTPEYAEMOCTH — MOpaKEHUE
ueHTpainbHoi HepBHOHU cucteMsl (LITHC) — 15-16%.
IMopoku cepalia MUHUMaIBHBI ObUTH B 1992-1994
IT., @ TUK UX nposiBuwiIcs B 1995-1998 rr.; muk MHo-
JKECTBEHHBIX BPOXACHHBIX MOPOKOB Pa3BUTHS
(MBIIP) nmpuxomutcs Ha 1992 . 1 1998 1.

Amnamu3 cniektpa BIIP moka3seiBaet, 4To 0CHOB-
Hasl Macca [arojoruil MyJabTU(QaKTOPHAILHOM pH-
POIIBI — OHH SIBJISIFOTCS TOJIMT€HHBIMH, U JISI X TIPO-
ABJICHUS] TpeOyeTCs BIMSHUE ONpEACICHHBIX (ak-
TOPOB BHelIHe# cpenabl. OOMMMHU MpHU3HAKAMU
MynbTH()AaKTOpHAIbHBIX 3a00JIeBaHU SABISFOTCS:

BOITPOCBHI 3IPABOOXPAHEHU A

1) BbICOKast YacTOTa BCTPEYaEMOCTH;

2) BBIp)KEHHBIN KITMHHYECKUH MOTUMOPHHU3M.

MoHOTreHHbIE U XPOMOCOMHBIE 00JIE3HH, CY/ISI TTO
Marepuaiam, OTpaKEHHBIM B HCTOPUSIX pOAOB U Oe-
PEMEHHOCTEM, BCTPEYAOTCS PEAKO, 3a UCKIIIOUECHHU-
eM cuHapoma JlayHa, KOTOpBIM UMEET TEHICHILIUIO
K «OMOJIOKEHUIO», T.K. 3aPETUCTPUPOBAHBI CIIy4aH
POXIEHNUS 1eTell ¢ TaHHBIM CHHAPOMOM Y JKEHIINH
18-20-netHero Bo3pacra. O BIUSHUU aHTPOTIOTEH-
HOTO IIpecca Ha 3/J0pOBbE HOBOPOXKIECHHBIX, HA Ya-
cToty poxkaenus aereil ¢ BIIP roBoput rpaduk
cpaBHeHus yacTtoTsl BIIP cpeau HOBOPOXKIEHHBIX
o . Bnagukaskasy u o PCO-A (puc. 2). Cnenyet
OTMETUTH OCOOEHHO BBICOKYIO YaCTOTY 3aperuct-
pupoBaHHbIX BO Bianukaskase BIIP B nepuog ¢
1993 o 1997 rr. (65/1000 — 120/1000). MbI 00bsiC-
HSIEM 3TOT (haKT MHUTpaliell HACENICHHUS B CBSI3H C
BOCHHBIMU JiciicTBUsIMU B YeuHe u [ py3un. B ne-
soM B paifonax PCO-A B 1,5 paza meHbllIe yacToTa
BIIP, uem B ropoze.

I'eneTnueckuii rpys 3a cueT JOMUHAHTHBIX MY-
TaIMH MPOSIBISAETCs Ha BHYTPHYTPOOHOH CTaINH OM-
opuorenesa y 30% miomos. [Ipn Hammuum xpomo-
COMHBIX MyTalluii B BU/I€ aHEYIUIOUINH, TIOIHITIIO-
WWH U Pa3NUYHbIX MyTallui CTPYKTYPBI XpOMOCOM
pPa3BUTHE IUIOJA MPEKPAIIACTCS U3-3a HAPYLICHUS
TeHHOTo OajlaHca Ha pa3HbIX CTAAUSIX IMOpHUOTeHe-

Tabnauya 2.

JAuHamMuka cnenuaabHoro ko3¢ dumnuenta po:xxkaaemoctu B nepuoa ¢ 1991 mo 2000 rr.

Ko-Bo sxeHIIMH CrnenmaibHbIH CyMMapHEIit CymmapHsId
Tome! Konuuectso beprHIBHOTO K05 HIHEHT koddupeHT | kod3hPuireHt
HOBOPOKIEHHBIX Bo3pacTa pokaemocts | PORMAEMOCTH | POXKIAEMOCTH

(Ha 1 sxenmuny) | (Ha 100 >xeHITMH)

1991 11170 170510 65,5 0,06 6

1992 9953 142022 70,0 0,07 7

1993 8928 157209 57 0,06 6

1994 9004 161376 55,8 0,06 6

1995 8984 164797 54,5 0,05 5

1996 8211 166606 49,3 0,05 5

1997 7908 167340 47,3 0,05 5

1998 7953 168027 47,3 0,05 5

1999 7299 172572 42,3 0,04 4

2000 6930 174635 37,9 0,04 4

Cymma 86340
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Tabnauuya 3.
Junamuka cnexkrpa BIIP no ronam (r. Bragukaskas)
1992 1993 1994 1995 1996 1997 1998 1999 2000
Cnexrp BITP
Kol.| % |kom.| % |kom.| % |kom.| % |xom.| % |kom.| % |kom.| % |kom.| % |xom.| %
OnopHo-aBurarensHelii anmapar | 30 [42,8] 105|44,6| 111 42,36 312(48,9| 53 42,4 51 |46,4/ 6,2 | 44 | 19 |40,4| 20 33,9
IMopaxenue ITHC 10 {14,2| 35 |14,8| 42 | 16 | 108 16,95/ 18 |14,4 18 |16,4| 25 (17,7 — | — | — | —
BpokaeHHbIH OPOK cepaLa 2 1285/ 18 |7,7| 16 |6,1| 70 110,9| 19 (15,2 11 | 10| 9 |6,4| 8 | 17| 18 |30,5
3agepxKa BHYTp. Pa3BUTHS 2 10,85/ 3 |1,1| 1 (0,15 1 |0,78 4 (36| — | - | — | — | = | -
BreigenurensHas cucreMa 10 |142] 18 | 7,721 | 8 |44 16913 |104 9 |82| 9 |64 9 |19,1] 6 |10,2
[MumeBapurensHas cuctema 6 |8,57| 11 |4,68| 22 (18,39 48 |7,5|10 7,8 6 |55| 5 |3,5| 5 |10,6] 7 |11,9
JlsIxaTenpHas CHCTEMa - | =1 31,27, 5 (19| 9 |14 3 (23| 4 (36| 4 (28| — | — | — | —
ITonoBas cucrema 2 1285 3 (1,27) 4 |1,7) 6 09| 3 23| - | — | 4 |28 — | —| 2 |34
MBITP 10{142( 12| 5 | 8 | 3|9 14| 1 |0,7§ — | — | 15]10,6( 2 |43 — | —
ITpoune nmopoku - | = ]26|1127]10|25|39| 3 (23| 7 |64 8 [57| - | —| 2 |34
Hacnencrsennsie 3a001eBaHust - | -121085 3 |1,1| 508 110,78 — | — | — | — | 4 (85| 4 168
Oo611ee KoI-BO POXI. 2273 3566 4033 5273 1491 1115 3666 1631 1272
Kon-Bo nereii ¢ BIIP (1a 1000) | 70 |30,7|235|65,9/262 (64,9 637(120,8 128 85,8 110 |98,6| 141 38,5 47 |28,8| 59 [46,3

3a: €ClIM 3TH COOBITHA Npoucxomar B I Tpumectpe
OepeMEHHOCTH — TTPOUCXOAAT caM0abOPTHI, a eCITn
K KOHILy BTOPOTO U TPETHETO — MEPTBOPOXKICHUE
unu poxxaenue aereit ¢ BITP.

3nech ciexyeT oOpaTuTh BHUMaHHE HA DKO-
jgorudeckuii MomeHT. OOIIen3BeCcTHO, YTO Ha-
JUYHE TOrO WIM HHOT'O T'eHa B 3UT0TE HE 03Haua-

eT 00513aTeILHOTO NPOSIBICHUS CBA3aHHOTO C HUM
NpU3HaKa y cOPMHUPOBAHHOTO OpraHu3Ma, U
CTENEHb IPOSBICHUS 3TOrO NMPU3HAKA MOXET
OBITH pa3TUYHON TPU TOM K€ TeHoTHure. B cBi-
3 ¢ 3TUM (PaKTOM ClIeAyeT OOpaTUTh BHUMaHHE
Ha IEHETPAHTHOCTh M SKCIECCUBHOCThH I'€HOB,
paboTa KOTOPBIX YaCTO KOHTPOIUPYETCS PaKTo-

130
120

110
100

90
80

70
60

50
40

30
20

yactota BIIP na 1000 HoBOp-X.

10
0

1992 1993 1994 1995

1996

rogk

1998 1999 2000

- -+ -noPCO-A
—=— no Brnagukaekasy

1997

Puc.2. Ilunamuxa BIIP no r. BragukaBka3y u no pecnyo/jauke
B nepuos ¢ 1992 mo 2000 rr.
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Puc.3. lunamMunka MepTBOPOKI€HHOCTH B omyJasauun xureaeit PCO-A
(1991-2000 rr.)

paMu okpyxatomeid cpeasl 1 npuBoaut k 100%
JMeTaTbHOCTH (CaM0oaboOpPT WM MEPTBOPOKICH-
HOCTb).

AHamm3upys Matepruais Taon. 4 (puc.3), MbI KOH-
CTaTUPyEM 3HaYUTEIIbHBINA POCT MEPTBOPOKIECHHOC-
1 ¢ 1991 . mo 1997 r. CpaBHUBAs HAIK TAaHHEIE CO
cpenneesponelickumu (1,5%), MBI 0OTMEUaeM UK
MepTBOpoXkAeHHOCTH B 1994 1. — 3,1%, BbICOKUit
nmporeHT Habmromancs B 1992 1, 1993 r, 1995t
1997r. Ilocnenuue 2 roma (1999-2000 rT.) Harmw mo-

Ka3aTeJy 110 MEPTBOPOXKAECHHOCTH MTPUOIHN3MINCH K
cpenHeeBporeiickum u coctaBwm 1,6% u 1,5% —
MBI 3TOT (KT OOBSACHSIEM TEM, UTO B ITOCIISTHUAE TOITBI
OOJIBIIIMHCTBO KEHIIIWH HAXOASATCS 110/ HAOIFOIeHH -
€M Bpadeil, KOHTPOJIb 32 COCTOSIHUEM ILIOAA C I10-
Momipio Y3U maer BO3MOKHOCTh CBOEBPEMEHHO
MpepBaTh OEPeMEHHOCTh U U30eKaTh Tpareauu.
W3 marepuanos Tabm. 4 ciemyer, 4To CMEpTHOCTh
MaJIBYMKOB BBILIE, YEM JIEBOYEK, B CpeAHEM Ha 8%.
310 sIBIIEHUE U3BECTHO JaBHO. [loBbIICHHAS MYyX-

Taonuua 4.

[IpoueHT MepTBOPOKIEHHOCTH 1 YMEpPIIUX B Bo3pacTe 1-6 nneii
10 OTHOLIEHHUIO K YNcTy poxaenmii 3a mepuop ¢ 1991 mo 2000 rr.

[IpoueHT MEPTBOPOKIECHHOCTH
TomE! Yucno MepTBOpOXKICHHBIE IIpouent M0 OTHOILEHHUIO K IIOIIY
poxacHNN H yMepliue yMEpIIuXx
MaJIBYMKOB JIEBOYEK
1991 11170 240 2,2 56 44
1992 9953 276 2,8 53 47
1993 8928 255 2,9 56 44
1994 9004 279 3,1 60 40
1995 8984 243 2,7 58,4 41,6
1996 8211 189 2,3 61,3 38,7
1997 7908 197 2,5 56,3 43,7
1998 7953 181 2,3 59,6 40,4
1999 7299 117 1,6 63,2 36,8
2000 6930 107 1,5 56 44
Cymma 86340 2084 2,4 58 42
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CKasi CMEPTHOCTb — ATO €CTECTBEHHBIN MpOLECC.
My>KCKOH I0JI SKCIIEPUMEHTAJIBHBIN, a KEHCKUN —
KOHCEpPBATUBHBINA. IMEHHO Ha MYy>KCKOM OpIaHH3-
M€ 3BOJIIOIHSA [TPOBEPSIET HOBBIE MPU3HAKU, POPMH-
pyroLMecs B pe3yabTare MyTallUi, KOTOPBIE Yalle
BCEro Ipoucxomar B X uiau Y IOJIOBBIX XPOMOCO-
max. Haxozsick B TeMH3UTOTHOM COCTOSTHIH, 00pa-
3YIOIUECS JOMUHAHTHBIE WU PELIECCUBHBIE MyTa-
LMY BCEIJIA NPOSBISIOTCS B NIEPBOM ITOKOJICHUU U
OLIEHMBAIOTCSl €CTeCTBEHHbIM oTOOpoM. Ecin my-
TAalUU MOJOXUTENbHbIE — HHAUBUJ IPOLBETAET,
OoTpuLareNbHble — AumMuHUpYyeT. [locnennue ma-
Tepuabl 0 pacun(poBKe reHoMa YeJIoBeKa MoKa-
3aJ, 4TO B Y -XpOMOCOME BO3HUKAET OOJIbILE MY-
Tauii. B TeyeHue nokoJIeHui HOBBIH T'€H, OIpeae-
JISIFOLUM HOBBIN ITPU3HAK, IEPENAETCS OT OTLA CHIHY,
T.€. olpoOyeTcsi Ha My>KYHHaX, YTO «OTUIaunBacT-
Cs1» MYXKCKOW CMEpTHOCThIO. Eciu npusHak ynad-
HBII — ero o0ajaress 0CTaBUT MHOTO IOTOMCTBA.
C Ka)XJIbIM HOBBIM [TOKOJIEGHUEM COOTBETCTBYIOIIUI
reH OyJeT cMelaThes K Kpato Y -XpOMOCOMEI U ITy-
TE€M KPOCCHUHIOBEpA MOXKET IIEPEMECTUTHCA HA X-

31

XpOMOCOMY — TOTJIa OH JIOCTaHETCS BCEMY YeJIOBe-
YEeCTBY, & MUCCHUSI KEHCKOTO T0JIa — COXPaHHTh Te-
HETHYECKYIO nHpopmaruio [8].

Takum 00pazom, BpsIIL JIM MOKHO COMHEBATHCS B
TOM, YTO YBEJIMUYMBAIOIIEECs 3arps3HEHUE CPelbl
MOTEHIIUANBHO OMACHO JJISl YeJIOBEKa, OHO MPHUBO-
JIIT K MOPAKEHHIO €T0 HACIEACTBEHHOCTH, K POCTY
MYTaIMOHHOTO IPy3a, YTO IPECTaBISET CEPHE3HYIO
yrpo3y OMOJIOrMYECKOMY KaueCTBY JIFOJICH OnmKaii-
LIETr0 U MOCIEAYOIUX MMoKoyeHnid. Hacrano Bpe-
Msi O0paTuTh cepbe3HOe BHUMAaHHME Ha MPOLECCHI,
uayuue B renodone xutenei PCO-A.

[MpodunakTrika BHOBb BO3HUKAIOIIMX MYTaIUN
JIOJKHA CBOIUTHCSA K YMEHBILICHHIO MyTallHOHHOTO
rpy3a C MOMOIIbIO aHTUMYTareHOB, KOTOPBIE Pe/I-
nmaraet rpymnmna ucciuenoBareneit u3 COC'MA, HUU
MBIT non pyxoBoacTBoMm ipod. JI.I'. XeTaryporoti.
OnbIT paboTHl TaHHOM TPYIIIBI 3aCTyKHBAET 0CO-
00ro BHUMaHUs, a pa3paboTaHHbIe UMH (PUTOKOK-
TeinM 00nasaloT BHICOKUM aHTUMYTareHHBIM 3(¢-
(EeKTOM U MOTYT CITOCOOCTBOBATH COXPAHEHHIO Te-
Hodonna Hacenenust PCO-A.

Jlureparypa

1. Moorhead P.S., Nowell P.C., Mellman W.J., Battips D.M., Hanger-Ford D.A. Chromosome
preparations of a leukocytes cultured from human peripheral blood. — Exptl Cell Res., 1960. 20, 613 p.
2. Jlypnee A/, Cepedenun C.b. Mymazenvi: ckpuHuHe u apmaxoiocuieckas npoOuiaKmura 603-

oeucmeuu. M., 1998, ¢.8-11.

3. Jlyoununa JLI. Jletiixoyuma Kposu ueogexa — mecm-cucmema 015 OYeHKU MymazeHos cpeovl. M.,

1977, ¢.10-19.

4. Revell S.H. Evidence for a dose-squared ferm in the dose-response curve for real chromatid
discontimutiens induced by X-rays and some theoretical consequences there of.- Mutation Res., V. 3, 34.,

1966.

5. Ayounun H.II. Hexomopbie npobnemvl cogpementoul eenemuku. M., 1994, c.135-137.

6. boukoe H.II. Ilepcnexmugul meduyurckou cenemuru. M., 1982, c. 187-190.

7. Yonuxaweunu JI.B., Boovinesa JI.A. Oyenka cenemuyecko2o 300posbs nonyayuu xcumeneti PCO-
A 6 ycrosusax anmponozenno2o npecca.//Inexkmponnsiii socyprai. 2001, hitp://alanianet.ru/niimbpran.

8. Opexoea B.A., Jlawkosckaa T.A., Hleiioak M.I1. Meouyunckas eenemura. Munck, 1999, ¢.50.

MUMBM BHL, COry, COrMA, Bnagukaekas.

=

F i .I’# " ¥ i
L

TOM 2

BECTHNK EY$!

BAGNKABKA3CKOro HAYUHOI O UEHTPA 2002



