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IToka3zaHo, YTO MPUCYTCTBHE alljiesist AMKoro Tuna rena Small bristles (sbr) B ogHOM 103€ y caMOK reHoTHna
Df(1)v-L4/+ (0/+) He cka3biBaeTCs C}/H_IGCTBGHHO Ha WX IUIOJOBUTOCTH, B TO BPeMsI KaK YMEHBIIICHAE TO3bI
TemIovyBcTBUTENBLHOrO annens sor’? (1 (1)ts403) okaspisaeT Ha camok Df(1)v- L4/sbr’? (0/sbr!%) B ycnopusix
MEPMUCCUBHOM TEMITePaTyphl CHIIBHBIIH CTepI/mHsy}omlxm addekt. OnieHnBamn BKIaJ TakKux (PakTOPOB,
KakK pe3op6unﬂ SIALIEBBIX KaMepP, YMEHBIIICHHUE ;mueOTKnanKH ru6Gesib MOTOMKOB Ha aMGpHOHaHLHon o JIi-
YUHOYHON CTafMsIX 1 CHIDKCHNE IUIOOBUTOCTH CAMOK 0/sbr!?. Tlokaszamm, uro crepummsyronmuii 3¢ dexT
myTanTHOTO annens sbr'’, B meppyro ouepenn, 06ycnosnen IHGETBIO OTOMKOB Ha 3MOPHOHANBHOI CTa-
MW Pa3BUTHUSI U CTAIUU JIMYMHKHU nepBoro Bo3pacra. Ecnu y camok 0/+ 6oJbliiasi 4acTh HEpa3BUBIINXCS
SILL TIpejiCTaBIIeHa SIAIIAMU, B KOTOPBIX SMOPHUOHBI MOTUOIM HA TO3[HUX CTAUSIX PA3BUTHSI, TO § CAMOK
0/sor’? Gonee 50% nepa3BUBIIMXCS AW TGO He OGHAPYXKUBAIOT BEANMBIX IIPH3HAKOB PA3BUTHS, THO0 9M-
OpHOHBI B HUX OCTAHOBIJINCH B PA3BUTHM HA PAHHUX dTarax daMOpHOTreHe3a. HonyquHLIe pe3yabTaThl
CBUJIETENLCTBYIOT O FalIOHE0CTATOUYHOCTH TeMIOUyBCTBHTENbHOTO ajmtens sr'? B o6ecnieuennn penpo-
RYKTHBHBIX (pyHKIMil camok Drosophila melanogaster.

I'en sbr (small bristles) y Drosophila melanogaster
SIBJIIETCS XKU3HEHHO BAXXKHBIM M Y Pa3HbIX OpPTraHU3-
MOB, BKJIFOUAsl Y€JIOBEKa, UMEET OPTOJIOTOB, KOTO-
pble NMPHUHAJJIEXKAT K CEMEUCTBY T'€HOB, HA3BAHHBIX
NXF (nuclear export factor) [1]. DBOIIOLUOHHBIM
KOHCEepBaTHU3M I'€HOB JJAaHHOTO CEMeNCTBa ONpefens-
eTcs TeM, 9to TeHbl NXF BoBiIeueHbI B KOHTPOJIb aK-
tuBHOro tpancnopra MPHK wu3 gapa B uuronnasmy
[1]. Mcnonb30BaHne MOJENbHLIX O0BEKTOB, TaKUX,
KaK ipo3oduiia, HO3BOJSET NOHATh POJIb 3TUX FT€HOB
B ONpENeJICHNN PEeNnpOAyKTUBHBIX (DYHKIUN oOpra-
HU3Ma, PETYIISINA Pa3BUTHS 1 MOpdoreHesa.

MyTauuu reHOB, KOHTPOJUPYIOLUX OCHOBHbIE
MPOLIECCh] KU3HENAESATENbHOCTH KIIETKHU, KaK MpaBu-
710, 06JIafIal0T MIEHOTPOMHBIM 3(P(PEKTOM, 3TO SBISA-
eTcsl XapaKTEPHOIl OCOOEHHOCTBIO U MyTaHTHBIX aJl-
Jeseii reHa Sor, B TOM Ynciie U TerIoYyBCTBUTEIBHO-
ro amens — 1(1)ts403 (sbr’%), y D. melanogaster [2].
Myrauus sbr’’ 6bina nonyyena ApKUHIOM U OXapak-
TepU30BaHa KaK KJIETOYHAas IS-JIeTalb C peCTPUKTHUB-
HoHl TeMniepartypoii 29°C [3]. [laHHas MyTanus Oblia
LUTOJIOTMYECKN KapTUpOoBaHa B paiione 9F5-6—9F§-
11 monmurenHsix xpomMocom D. melanogaster mexmy
MCTaNbLHBIMA TOYKaMu paspbiBa genenumii Df(1)Vv-3
(L3, me yganser ren sbr) u Df(1)v* (L4, yoanseT ero)
[4]. ¥ myTanTHBIX 0coGeit sbr’’ mpu TemmoBoM BO3-
meficTBUM HaOMIOfAeTcss BpeMEHHbBI OJOK CHHTE3a
6enkoB TemnoBoro moka (BTHI) [5], nBuraTenbHbIN
napanuy [2]. HapyimieHHbIME Tak>XKe OKa3bIBAKOTCS:

pacxoKaeHHe MOJI0BbIX XPOMOCOM B Meii03€e Y caMOK
[6], mpomndepaTnBHAS aKTUBHOCTH MHUTOTHYECKUX
KIIETOK [7], KOHfIeHCcasi MUTOTHYECKHX XPOMOCOM
[8], amOpuonanbHOE pa3BuTHe [2], a TakKe MOpgo-
reHe3 pa3INYHbIX CTPYKTYP JUYMHKHY [3] U B3pociio-
ro HacekoMoro [9]. ITocie Toro, Kak ObliIa BEISIBJIEHA
pouib reHa Sbr B simepaom akcnopre MPHK [10, 11],
CTaJl MOHSATEH MEXaHU3M HapYIIEHUs] Ha MOCTTPAHC-
KPUIIIMOHHOM YPOBHE JKCIIPECCUN TE€HOB OEJIKOB
TEIJIOBOrO IOKa y MyTaHToB Sbr’’ mpu TemnoBoM
Bo3felicTBun [5]. [JlaHHOE MPOSIBIIEHNE MYTaHTHOT'O
ansens Shr’” MoXHO 06 BSICHUTE HapyIIIEHUEM TPAHC-
nopTa u3 sinpa B uromiazmy MPHK renos hsp (heat
shock proteins) [12]. OgHako cieayeT OTMETUTh, YTO
HE JIJI BCEX MEPEUYUCIEHHBIX MPOSBICHAN MYTaHTHO-
ro aniuens Sbr’’ noHsTeH MexaHu3M, JeKalnil B Oc-
HOBE Kakoro jmbo KOHKpeTHOro adekra. DTO
MpeKJie BCero CBSI3aHO C TeM, YTO HE TOJIBLKO CaMo MO
cebe Hapymenne TpaHcnopta MPHK MoxkeT umers
IMUPOKHN TUIEHOTPONHBIH 9(p(eKT, HO W HeXBaTKa
BTIII MmoxkeT 0Ka3bIBaTh CAMOCTOSTEIbHbBIN INICHOT-
pomnHbli a¢ppexT Onaropaps HanepOHHbIM (PYHKIU-
M 3ThX 6enkoB [13, 14].

OcoObIil HHTEpeC B MTOHNMaHUU (DYHKIMA TeHa Shr
NPEJCTaBISIOT TaKue MPOSIBICHUS] MyTAHTHOTO ajl-
nens sbr’?, KoTopble MOXKHO BBISIBUTD, HE TIpHOerasi K
TEIIIOBOMY Bo3fieiicTBUI0. Cpein HUX — BIIMSIHUE MY-
tanuu SHr’’ B ycIoBHSIX EPMUCCHBHOM TEMIIEPATY-
pbl 24.5 + 0.5°C Ha penpoAyKTHBHbIE (DYHKIMH ca-
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MOK, B TOM CJIy4ae, KOrja MyTaHTHbIA ajens sor!?
MPUCYTCTBYET B OAHOHN J03¢ (Ha (pOHE [eneuuu
Df(1)v-L4, ynansromeii ren sbr) [4].

B 3apgauy gaHHOTO MCCIeOBaHUSI BXOJWIO OIpe-
[cJECHNE MPUYKMH KpaiiHe HU3KOW MJIONOBUTOCTH Ca-
Mok Sbr’?/Df(1)v-L4, necyuux offHy 03y MyTaHTHOTO
anenist Sbr'’, 1o cpaBHEHHIO ¢ CAMKaMU TOMO- M T€MU-
3UTOTHBIME [0 HOPMAaJIBHOMY QJLJIEIIIO T'eHa SO, a Tak-
K€ € CAMKaMU, TOMO3UTOTHBIMU 110 ajisiesnto shr’’.

MATEPHUAIJIbI 1 METObI

B pabGoTe ObLIm MCHOIB30BaHbI CIAEAYIOIINE JIU-
HUM U TUOPUABL:

1. Jlunus, He cogepxkamjas Mytanuio sbri’, mecy-
ast Mapkep V (vermilion), B manbHefiieM o603Hava-
eMas “+7.

2. Jlunus, vecymas myramuro sbr’? [3] ¢ mapkepa-

mu raspberry? u vermilion — ras’ sbr’’ v, 8 nanbuei-
eM o6o3Havaemas sorfo,

3. Jlunus, HecyIasi HyJIeBOM ajliesb reHa Shr — jie-
nemuro Df(1)VH4, saTparusaromnyro paiion X-xpomo-
combl 9F4-10A2 wm ypansromyro reHbsl vermilion,
raspberry u small bristles [4]: Df(1)V4, ras
mP/FM6l,y*"d sc® dm B/Dp(1; Y) vt y*. B nanbHeiimem
XpOMOCOMa C HyJIEBBIM ajljieJieM reHa Sbr o6o3Hayva-
ercs kak “0”.

4. Jlunns, necymas nenenuto Df(1)V-3, saTparusa-
oyo paiton X-xpomocomsl 9F10-10A7 u ypansto-
yro red vermilion, HO He ymaJsoyr0 reH Shr:
Df(D)V-3/In(1)FM6I, y'd sc8 dm B/Dp(Z;Y) v'y*. B
JaJbHENIIeM XpoMocoMa C JaHHOU Jienenuein 00o-
3HavaeTcs — L3.

5. Jluans W2B (white? ' i Bar), koTopast BO Bcex
9KCNIEPUMEHTAX MO OIIEHKE IIOJOBUTOCTH CAMOK HC-
HOJIb30Ballach B KAYECTBE OTI[OBCKOIL.

6. Tubpugubie camku (0/+) remoruna Df(7) v,
ras’ mP/v, mony4eHHble B pe3yabTaTe PENUIPOKHLIX
CKpEIMBAHUN C UCIONIb30BaHueM JuHmii V u Df(L)VH4,
ras mP/FM6l, y/9 scb dm B/Dp(1;Y) v* y.

7. Tubpupnbie camku (0/sbr’’) renoruma Df(1) V-4,
ras’ mP/ras sbr’’ v, nonyueHHble B pe3ynbTaTe pel-
MPOKHBIX CKPELIMBAHUI C WCIOIL30BAHUEM JIMHHUI
ras sor’ v u Df(1)V4, ras’ mP/FMél, y/9 scf dm
B/Dp(1;Y) V* y*.

8. TuGpuubie camku (Sbr’%/+) rerorunos ras sbr’’
V/V, IONyYeHHbIE B PE3YJIbTATE PENUIPOKHBIX CKPE-
[IMBAHUIA, C UCIIOIb30BAaHUEM COOTBETCTBYIOLIUX JIH-
HUH.

9. TwuGpumnble camku (L3/sbr’’) renoruma
Df(1)v-3/ras’ sbr!’ v, monydyenuble B pe3yibraTe pe-
LUIPOKHBIX CKPEIIUBAHMI C UCIIONL30BAHUEM JIMHUIA
Df()V-3/In(1)FM6I, /9 sc8 dm B/Dp(1,Y) Vy* u ras’
sbrifv.

10. Tubpuanbie camxu (L3/+) renoruna Df(L)V-3N,
MOJIyYEHHBIE B PE3YJIbTATE PEUUIPOKHBIX CKPEIIH-

BaHuii, ¢ ucnonb3osanueM jauauit Df(L)V-3/In(1)FM6l,

314 sc8 dm B/Dp(1; Y) vyt u V.

Omnucanre reHOTUIA JTUHUHA TaHO B COOTBETCTBUU
co cnpaBouHukoM Lindsley, Grell [15].

PasButne ocobeit Bcex JuHUI ¥ THOPUOB MTPOUC-
xoauio npu Temneparype 24.0 £ 0.5°C.

O1eHnBanyu MIOOBUTOCTh CaMOK-MMaro, KOTO-
PBIX B BO3pacTe TPEX CyTOK MOMEIIAIN C caMIaMu
auHIE WPB MaccoBo B cooTHoleHnu 1 9:13 B emko-
ctu oobemoM 0.9 5. OTkianka suI NpoucxXoauaa Ha
IUTaCTHHKM C arapoBOM CpPENOW, CMa3aHHOW CYCIEH-
3uelt fpoxken. Kaxabple CyTKU MIIAaCTUHKU CMEHSIN
Ha CBEXWHe, Noyyyas, TaKUM 0o0pa3oM, YEeThIpe Cy-
TOuyHble sineknagku. Cpa3y mocie OTKIaAKH Sl
OTpEeJeIIsIA UX YNCI0, a Yepe3 48 4 — YucIilo BhITY-
NUBIINXCS TUYMHOK. JIMUMHOK YYHUTHIBAIH U TIOME-
LJAJTM Ha U3FOMHO-IPOXKXKEBYIO Cpefly [JIsl 3aBepliie-
HUS pa3BUTUSL.

J1J1s1 KasKAbIX YeThIpEX CYTOK ONPEeeIsiu IIORO0-
BATOCTBH CAMOK KaK OTHOIIICHUE YNCIIa BbUICTEBIINX
MOTOMKOB-MMAro >KeHCKOTO 10J1a K YICITY POAUTENb-
CKUX CaMOK, ICKJIIOUEHUE CaMIIOB IIPH yyeTe MII0f0-
BHATOCTH CBSI3aHO C T€M, YTO YacTh NOTOMKOB MYXK-
CKOT'O I0JIa, MONYYEHHBbIX B psAie CKPEIIMBAaHUN, HE
BBIXKUBAET M3-3a JIETATHLHOTO 3(heKTa COOTBETCT-
BYIOLUX EJICIHAMN.

CocTosH1Ee SIMYHAKOB CAMOK OIIEHUBAJHN KaXKjble
CYTKH, OKpallliBasi penaprupoOBaHHbIE SIMYHUKH aK-
punuHOM OpaHXeBbIM [16; 17]. AHanM3 mpemnapaToB
MIPOBOJIUIIH C TIOMOIIBIO TFOMUHUCIIEHTHOTO MUKPO-
ckona JIIOMAM M-2, o60pyroBaHHOTO 4epHO-0e-
mort CCD kamepoil, TOAKIIFOUeHHON K KOMIBIOTEDY.
Jlns aHanmm3a n300paXKeHUH MCIOIb30Bali KOMITBIO-
TepHyto nporpammy VideoTest FISH v. 1.0. Kaxpbie
CYTKU OIPENEIISIIN OO IMYHNKOB C OKPaIlleHHbIMUI
B OpaH:KeBBIH 1BeT sifpamu [16, 17]. AnyHuK cuntanu
MOBPEXKJIEHHBIM, €CIU MOJOBHUHA M OOJNbIIEE YUCIO
OBapHoOJI IMENIA OKPAILIEHHBIE B OPAHKEBBIN IBET SII-
pa B 30He repMapusi U sIfilieBbIX Kamepax 1o crtaauu 10.

JInHaMuKy SIALIEOTKIIAJKA OLEHHUBAIN KaK OTHO-
LLIEHUE YUCIIa OTIOXKEHHBIX 3a CyTKH SIALL K YACITY PO-
AUTEIILCKUX CaMOK.

T'ubenp ocoGeit Ha aMOPUOHATBHO CTAUU OIpe-
[eJSUTH KaK OTHOIIIEHNE YhCa SIUII, U3 KOTOPBIX He
BBUIYIIINACH JIMYUHKH, K OOIIEMY YUCIY OTIIOXKEH-
HbIX sun. [1pu onpeneneHnn nepropa sMOpUOHATb-
HOI CMEPTHOCTH 3MOPHMOHBI NOJBEPralld AEXOPHO-
Hu3anuu 3%-HbIM pacTBOPOM TMIIOXJIOPUTA HATpUs,
U JeBUTCIJUTMHU3AIAN CMECBIO (POpMaNberuia 1 Me-
TaHOJIIa, TOCTIE Yero OKPAIINBaIu KpacuTeaeM XeXCT
33258 [18]. Paznuuanu panHioo rubeinb — sina 6e3
CIIe[IOB Pa3BUTHUS UM SMOPUOHBI, OCTAHOBHUBIIKECS B
pa3BUTHHU B Bo3pacTe He Gonee 3 4, U MO3[[HIOI0 9MO0-
PUOHATBHYIO THOEb.

Bce QKCIIEPUMEHTBI NPOBOJUIIA HE MCHEC YEM B
IISATA TOBTOPHOCTAX.

I'EHETHUKA Tom 40 N3 2004
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Puc. 1. HJIOHOBI/ITOCTI) CaMOK pasINYHbIX TEHOTUIIOB, ONIPpEACTIAEMas Ka>XKAbI€ CYTKN B TEYEHUE YETHIPEX MOCIENOBATEIbHBIX
CyTOK. @ — OTME€YEHLI 3HAYCHUSI, CTATUCTUYECKUA 3HAYUMO OT/INYaronuecs npu P <0.05 or TakoBBIX , IOJTYYEHHBIX U151 CaMOK

+/+.

PE3YJIBTATBI

ITockonbKy TeH Sbr JoKamu3yeTcss B TOJOBOI
XpPOMOCOME, IITOIOBATOCTH OLEHUBAIIH IO YHCITY TI0-
TOMKOB >XEHCKOT'0 [T0JIa Ha OJHY POJIUTEINILCKYIO CaM-
Ky. W3 puc. 1 BuiHO, 4TO HanGOIbIAast TNIOTOBUTOCTH
XapakTepHa JJ1s THOPUIHBIX CAMOK, HECYIIUX “+” all-
JIeNIb reHa Sbr, B TOM 4Yucle U TOrja, KOrja OHU ObLIn
reTePO3UTOTHBI 110 MyTaHTHOMY ajietro sbr’’, Y ca-
Mok shbr’?/sbr!’, 1o cpaBHEHHIO ¢ CAMKaMU IPYTHUX Te-
HOTHIIOB, INIOIOBUTOCTh CHIXKE€HA, HO He OoJice YeM
Brpoe. Camku renoruna sbr’ 0/0 oTIMUarOTC CTaTHUC-
THYECKHU 3HAUNMO OT CAMOK JIPYTUX UCCIETyEeMbIX re-
HOTHUIIOB TEM, UYTO UX IIJIOJOBUTOCTbH KpaﬁHe HU3Kasd —
OKOJIO TpeX MIOTOMKOB Ha OJTHY CAMKY 32 OJTHU CYTKU.
O6beM BBIOOPKH IS KasKJOTO BapuaHTa COCTaBIIS-
eT 50 camoK.

IInopoBuTOCTH 3aBUCUT OT MHOTUX (PAKTOPOB, OT
NPOTEKAaHHUS OOTEHe3a, KOJMYEeCTBa OTKJablBac-
MBIX $IUI,, BBXKMBA€MOCTH MOTOMKOB Ha 3MOpHO-
HAJBbHON, TMYNHOYHON M KYKOJIOYHOW CTaiusIX.

SAngauku CaMOK, HE HOHBepFaBIHI/IXCH KaKOMy—JII/I—
60 BO3MCUCTBUIO, OKPAIIINBAIIA AKPUUHOM OpaHXKe-
BBIM. DTO JaBaJi0 BO3MOXKHOCTh OIEHUTh HapyIle-
HUSI B OOT€He3€, MPUBOJSIIUE K pe30pOINH AAEBbIX
kamep. MI3BeCcTHO, 4TO B OOTeHe3e, HAUMHAs CO CTa-
nun 12, muTaromue KIETKN MPEeTepIeBaroT alonTo3,
U 3TO IETEKTUPYETCS OKPACKON aKpUTUHOM OpaHXkKe-
BbIM [16]. OKka3anochk, 4To B sMYHUKAX caMok Shr’?/0
SIIpa, OKPAITUBAOIIAECS B XEIITHIN M KPACHBIH I[BET,
MOXKHO HaOIIOaTh B OOLUTaX 00Jiee paHHUX CTA Ui
(panee craguu 10), B OCHOBHOM Ha cTagusix 67, a
Takke B repMapusx. SIMUHAK cunTanu ie(PeKTHBIM,
€CNIM TIOJIOBMHA W 0oJiee OBAapHOJl XapaKTephu30OBa-
JUCh MaccoBOH rubensto Aaep. Ilpu aToM dacts Aii-
[EBBIX KaMep B Ae(PeKTHBIX SMIHUKAX He OOHAPYKH-
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BaJla BUUMbBIX HapylieHuil. MakcuManbHYIO 9acTo-
Ty SIMYHUKOB C THOHYIIIIMI OONATaMH HaOIIONATH Y
camok sbr’%/0. Ona e npessimana 50% (puc2). Y ca-
Mok Sbr’?/sbr!? gonst AMYHMKOB ¢ TUOHYIIUMH OOLHM-
TaMmu B 2 pa3a IpeBhIIIaia 3TOT II0Ka3aTelb Y CAMOK
OCTaJILHBIX UCCIENOBAHHBIX T€HOTUIOB U COCTaBJIS-
na He 6osee 20%. Ha ocHOBaHNYM NOJTYyYEHHBIX [JaH-
HBIX MOXHO 3aKJIIOUHUTb, YTO Pe30pOIusl SANEeBBIX
KaMep He SIBISIETCS I'JIaBHOM NPUYMHON CHUKEHUS
IUIOMOBUTOCTH caMOK reHotumna sori/0. Tubens oo-
IUTOB MOTIJIa CHU3UTH INIOMOBUTOCTH CAMOK HeE 00-
Jlee YeM BIBOE IO CPAaBHEHUIO C KOHTPOIBLHBIMU CaM-
kamu. O0beM BbIOOPKH [T KaXKIOTO BapuaHTa Tak-
ke cocrasisieT 50 caMOK.

Pe3opOuus siiieBbIX KaMep, a Tak:Ke U3MEHEHUs
CKOPOCTH OOT€HEe3a MOTYT MPUBOJUTH K YMEHbIIIE-
HUIO YNCIIa OTKJIIAAbIBAEMBIX SIUI] 34 ONpefeIeHHbIN
MPOMESKYTOK BpeMeH!. Mbl aHaTN3NpOBaIIN MPOAYK-
TUBHOCTb CAMOK Pa3JINYHBIX TEHOTUIIOB KaK CpeflHee
YUCIIO ST Ha CaMKY, OTJIOKEHHBIX 3a cyTku. Cpefi-
HEe YHCIO SHII, OTKIIaJbIBAEMbIX OJHOM CaMKOM 3a
CYTKH, 17151 OOJILIIMHCTBA THOPUAHBIX CAMOK SIBJISIET-
cs1 6osiee BBICOKHM, UeM 3TOT MOKa3aTellb Y CaMOK
JUHUY AUKOTO THma (+/+) (Tabnuua). ITO MpOSBIA-
€TCSl U B YBEJIMYEHUU MJIOOBUTOCTU 3TUX CAMOK
(puc. 1). B 1o ke Bpemsi camku renotunos sbr/?/sor!?
u sbr’’/0 orknanpIBarOT B TeueHHE CyTOK B 2 pasa
MEHBIIIE S IO CPAaBHEHUIO C CAMKaMU APYrUX HC-
CIIeTOBAaHHBIX TEHOTHUIIOB (Ta0HIA).

ClielyroluM 3TanoM, CyLIECTBEHHBIM B OMpeEfe-
JIEHUM TUIOJOBUTOCTH, SIBJISIETCH 3SMOPHOHAJBLHbI
nepuof. CieyeT OTMETUTD, YTO NPUCYTCTBHUE B Te-
Horune camok fenernuu Df(1)VH4 (0), ynanstromeir ren
sbr u nposBrsIONIEl eTaIbHbIA 3(P(EKT B reMU- 1
FOMO3HUIOTe, HECOMHEHHO TOBbIIIAET TAKOW MOKa3a-
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T'OJIYBKOBA u ap.

IToka3zaTesu, onpepensomue MIOOBUTOCTb CAMOK Pa3IMYHbIX TEHOTUIIOB: IPOAYKTUBHOCTE, THOEIb IOTOMKOB Ha 3M-
OpHOHANBLHOW CTAaiMM U IMYMHOYHOM cTaguu 1-ro Bo3pacra

JInaun n OO61ee 4nciIo Cpepnnee yncio gui | OMOpHOHAJIbHAS OO011ee ynucio acrora aHOMaINbHBIX
TUOPH/IbI| OTIIOXKEHHBIX SIUI] | HA CAaMKY 3a CYyTKH CMEpPTHOCTb, % JIMYAHOK TYUHOK, % OT 06Lero
YUCIIa THIAHOK

sbr!® 5943 25.3%%* 14.7 £ 0.46* 1804 0.4 +0.15

+/+ 7520 40.1 5.7+0.27 5116 0.4 £0.06
sbr'%0 5309 25.0%* 72.9 £ 0.61%%* 197 257+ 3.11*
0/sbr!° 3755 29.9%* 82.8 £ 0.61%** 518 27.0 £ 1.95%

+/0 3950 47.8% 26.6 £0.70* 2071 0.2+0.10

0/+ 3404 45.8% 29.2 £0.78* 1938 0.4£0.14
+/sbr!0 2292 50.8%* 3.1+£0.36%* 1917 0.2+0.10
sor!0/+ 2187 49.8%* 6.5+0.91 672 0.2+0.17
sbr!%/L3 3234 47.9% 26.4 +0.78* 2153 0.2+0.10
L3/sbr!0 4679 50.5% 26.4 £ 0.64* 3511 0.4 £0.11

+/L3 1741 47.1% 24.5 £ 1.03* 1300 0.2+0.12

L3/+ 2150 48.4% 26.1 £0.95* 1551 0.2£0.11

TIpumeuanue. [Ipu 0603HaUCHNN TEHOTUIIOB THOPUHBIX CAMOK, IIOYUYECHHBIX B PE3yJIbTaTe PEIUNPOKHBIX CKPEIIMBaHMil, Ha IIEPBOM
MeCTe yKa3bIBAETCsl TEHOTHUIT MATEPUHCKOI JIMHUH, UCIIOb3YEMOI MPHU MOJIyYeHUH COOTBETCTBYIOIINX THOPHIOB.
* OTMeYeHbI 3HAUEHHsI, IPEBLIIIAIONIIE CTATHCTHYECKN 3HaunMO 1pu P < 0.05 3HauyeHns1, NoIydIeHHbIE IS CAMOK +/+.
*#* OTMe4yeHbl 3HAaUCHHUS, KOTOPbIE SIBISIFOTCS. CTaTUCTUYeCKU 3Ha4MMO 1pu P < 0.05 HiKe TaKOBBIX, IOTYYEHHBIX JIJIS1 CAMOK +/+.
*%% OTMedeHbl 3HaUSHNS, IPEBBIAIOIIAE CTATUCTHYECKN 3HaunMO Tipu P < 0.05 3HaueHus], moyYeHHbIE IS CAMOK OCTaNIbHBIX HC-

CJIENYEMbBIX T'€HOTUIIOB.

TeJb, KaK 3MOpUOHATbHAST CMEPTHOCTh, TIOCKOIBKY
MMOJIOBMHA CaMIIOB (FeMH3UTOTHI IO JAHHON JIeJICIINNT )
norubaeT Ha 3SMOPHUOHANBHOW CTAuU Pa3BUTHUSL.
YTo6bl yuyecTh BKJaJ JeTanbHOro 3dpexTa nemne-
UM B ONpefiesieHne YacTOThl 3MOPHOHAIBHON
CMEPTHOCTHU Cpeffl TIOTOMKOB TeTepPO3WTOTHBIX ca-
MOK, B KQ4eCTBE JOMOJHUTEJILHOTO KOHTPOJISI HC-
MOJTB30BaJIM CAMOK, F€TEPO3UTOTHBIX MO APYIoi fe-
neuun — Df(A)V-3, Menenua Df()V-3, kax u DF(1)VH4,

%
60
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40
30

20
10

0

CyTku
I'enoTun camoxk

o +/+ @ sbri%sbr'® o sbrl0/+ 0/+ m0/sbr'®

Puc. 2. Jonst suaHUKOB (%) ¢ MaccoBOil THOEIBIO SAEP B
repMapusixX U sIIEeBbIX KaMepax, BBISBICHHBIX IPH OKpa-
CKe aKpUAMHOM OpaHXeBbIM. [] — OTMEUeHbI 3HAaYCHUS,
CTAaTHCTUYECKH 3HAYNMO oTandaronmecs npu P < 0.05 ot
TaKOBBIX, IIOJIyYEHHBIX JIJISI CAMOK +/+.

o6nagaeT jeTanbHbIM 3(h(PEKTOM B TEMU- U TOMO3HU-
roTte, HO He yAaJsieT reH Sbr. OMOpHOHaIbHAS CMEPT-
HOCTB B moToMcTBe camok +/0, sbri?/L3, +/L3 komne-
6amnack oT 24.5 10 29.2%, 94TO COOTBETCTBYET TEOpE-
TUYECKA OXKHugaemMon rubenn 1/4 TOTOMKOB —
CaMIOB, TEMU3UTOTHBIX IO COOTBETCTBYIOIIEH Jeiie-
uuu. [1pu aTom Gomnbiras yacTh 9MOPUOHOB NOTHOa-
eT Ha TO3JHEN cTaguu dMOPUOHAIBLHOTO Pa3BHUTHS
(puc. 3). B To xxe BpeMms o/ HEpa3BUBLINXCS SHIL B
MOTOMCTBE caMOK reHoTunos sbr’?/0 u 0/sbr’’, mony-
YeHHBIX B pe3ybTaTe PEIMIPOKHBIX CKPEIINBaHNUI,
coctaBisgeT 72.9 n 82.8% coOTBETCTBEHHO W CTAaTHC-
THYECKU 3HAYMMO MPEBbBIIIAET MaHHBIN MOKa3aTesb
IJISI CAMOK APYIHX MCCIENyeMbIX T€HOTHIIOB (Tabmn-
ua). Cunegyer orMeTuTh, 9ro camku Sbri?/L3, +/0,
+/L3 He OOHapy>KUBaIOT CTaTUCTUYECKU 3HAUMMBIX
pa3znnunii Mexay coOoil Mo mokasaTessiM 3MOpPHO-
HaJIbHOW cMepTHOCcTH. Eciu cpenu Hepa3BUBIIUXCS
S, TIOJTyYEHHbIX OT caMok sbr%/L3, +/0, +/L3, oc-
HOBHAsI JIOJIST IPUXOANTCS Ha TIO3IHIOI0 SMOPHOHAIb-
HyIO TH6END, TO y camok Sbr’’/0 u 0/sbr!’ ocHoHyrO
MOJIF0 COCTABISIIOT siilia 6e3 MPW3HAKOB pPa3BUTHUS
WM morudiire Ha paHHUX 3dTamnax 3MOpHoreHesa

(puc. 3).

Camxku rerorumna Sbr?/0 u 0/sbr!? oramuarorcs ot
CaMOK [IPYTHX UCCJIENYEMBIX T€HOTHUIIOB EILE MO Of-
HOMY NOKA3aTENIO — MOSABJIECHHUIO B IOTOMCTBE JIMYH-
HOK C XapaKTE€PHBbIMH HAPYIIEHUSIME MaJlbIUTHEBbIX
COCYHOB. LIaCTOTa IIOJABJIICHUS JINMYNHOK C TaKUMHU
AHOMAJIMSIMHU, CPEIU OOILNEro YMCIa BbUTYMHBIIMXCS
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Puc. 3. Yacrora sMGproHaIBHOM cMePTHOCTH (%) B TOTOMCTBE CAMOK Pa3IMYHBIX TeHOTHUIIOB. | — paHHSISI THOEIB, 2 — O3HSS

9MOpUOHaIbHasA THOEINb, 3 — BBIKHUBIINE SMOPHOHBI.

JIMYAHOK, focTuraet 25%. OObIYHO aHOMAIILHLIE JIN-
YMHKU MOru0aroT Ha CTAaJuu NEepBOro Bo3pacra. B
MMOTOMCTBE CaMOK JIPYTUX HCCIEyeMbIX F€HOTHUIIOB
[OJIsI aHOMAJbHBIX JUYMHOK He mpeBblmaeT 0.4%
(Tabauma).

I'mGens Ha cTagusAX TMYUHKH 2-T0 U 3-TO BO3pacTa
U Ha KYKOJIOYHOH cTajuu ObLia HE3HAUMTEJIbHA, HE
BHOCHJIA BECOMOTO BKJIajia B ONpefIelIeHHE TTOIOBH-
TOCTH M ObLlIa OMHAKOBAa B IIOTOMCTBE CaMOK BCEX
UCCIEyEeMbIX T€HOTHIIOB.

OBCYXIEHUNE

Panee 0110 moka3zano [19], uTo Ha caMOK, TOMO-
3UTOTHBIX TI0 TEIUIOYYBCTBUTEIHLHOMY ajuiestto Sbrif,
TEIUIOBOM IIOK OKa3bIBaeT CTEPHIN3YIOIUil 3¢-
(hexT. OgHAKO B YCIOBUSIX IEPMUCCUBHOI TeMIepa-
TypsI (24.5 + 0.5°C) miogosurocts camok shr/?/sbr!?
JUIIB He GoJiee YeM B 3 pa3a HUXKe, 4YeM y CaMOK JpY-
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TUX HMCCIAENOBAaHHBLIX reHOoTUunoB (puc. 1). B To xe
BpeMsl IPUCYTCTBUE B '€HOTHUIIE CAMOK MYTAHTHOI'O
amutens sbr’’ B oHO# [103€ TPUBOJUT B yCIOBHSX
MEPMUCCUBHOM TEMIIEPATYPHI K CHISKEHHIO IITO{OBH-
toctu caMok Sbr/%/0 mouru o nynst. Hamu nokasaso,
YTO TPUYMHON CHUXKEHHUS IUIOJOBUTOCTH CaMOK
sbr’?/0 siBsieTcst He TONBKO MOBPEXIEHUS SIAIIEBBIX
KaMep M CHUKEHME YHCIa Sull, OTKIIAIbIBAEMbIX OfI-
HOH CaMKO¥ 32 OJHM CYyTKH, HO U TuOeb MOTOMKOB
Ha 3MOpHOHAJILHONI ¥ JIMYUHOYHON CTajusiXx pa3Bu-
THd (Tabnuna). [lpryeM no 4acrore aMOpHOHATBHON
U JIUYAHOYHOW IMOeny MOTOMKOB CaMKH T'€HOTHUIA
sbr’?/0 ornuyaroTess OT caMOK IPYrUX MPOAHATM3HU-
POBaHHBIX T'€HOTHUIIOB, B TOM 4HCJIEe M OT CaMOK
sbr’%/sbr’?. B to xe Bpemsi camku +/0, HECyIEE HOP-
MaJTbHbIN aJlyIeib FeHa Shr B ofHO 103¢e, He MPOSIBIIs-
IOT CTATUCTUYECKN 3HAUYUMOTO CHUXKEHUS IUIOf|OBU-
TOCTH MO CpaBHEHHUIO ¢ caMKaMu + /+. IlogoGHbIE
laHHbIE CBHIETEIBCTBYIOT O TOM, YTO I'eH Shr o 1o-



6 TI'OJIYBKOBA 1u np.

Ka3aTero IUIOJOBUTOCTH HE SIBJISIETCS TallJIOHENO-
CTATOYHBIM. DTO XapaKTEPHO U JIJIS APYTUX MPOSIBIIES-
HUI ajtenst MUKoro tuma reda sor [11, 20.21].

Hamn nokasaHo, 4TO CHIDKEHHE IUIOOBUTOCTH
camok sbr’’/0 B mepByro ouepesb 00YCIOBIEHO IMO-
PHOHAIBHOI CMEPTHOCTBIO TOTOMKOB. [1pu aToM oc-
HOBHYIO I0JIIO0 COCTABIISIFOT siiilja 0€3 MPU3HAKOB pas-
BHUTHS UJIU MOTUOIINE HAa PaHHUX 3Tamnax amMOpuore-
He3sa (puc. 3). ITponecc aMOprnoOHATIBLHOTO Pa3BUTHSA Y
Apo30¢uabl BO MHOTOM 3aBUCHT OT pabOThbl I'€HOB
MaTEepUHCKOI'0 OpraHnu3Ma, Ha3bIBa€MbIX TeHaMH Ma-
TePHUHCKOTO 3(ppexrTa. MyTanun reHoB MaTEpUHCKO-
ro adpekTa BIUSIOT Ha pa3BUTHAE TOTOMKOB-3MOpH-
OHOB HE3aBHCHMO OT F€HOTHUIIA TOTOMKOB, (peHOTH-
NUYECKOEe TPOSBIICHUE HUX MyTaUuil 3aBHCHT OT
reHotuna Marepu [22]. B oonurax npo3oduis mpo-
AYKThI JaHHBIX T€HOB, TJIaBHBIM O00pa3oM OeJKHu U
MPHK, yyacTBytoT B hopMHUpPOBAHUU TaK Ha3bIBac-
Mo mo3unuoHHOo# nHpopmaryu [23]. Hecryuaiinast
JIOKaJu3alys B siiilie MPOAYKTOB T€HOB MaTEPUHCKO-
ro agpdekra onpeessieT IIaH CTPOeHUsT OyayLero
B3pOCIIOro HaceKoMmoro [24, 25]. BoapmmHCTBO HO-
CUTellel NO3UIMOHHON HH(hOpMal CAHTE3UPYETCs
B NMUTAIOIIMX KIIETKAX W TPAHCIOPTUPYETCS B OOLUT
B COCTaBE CIIOKHBIX MAKPOMOJIEKYJIISIPHBIX KOMIIIEK-
coB [26, 27]. O6IMUM CBONCTBOM BCEX I'€HOB MaTe-
pUHCKOTrO 3 eKTa SIBISIETCS TO, YTO OHHM IKCIpec-
CUPYIOTCSI 10 OIUIOOTBOPEHUS], XOTS UX IPOXYKThI
MOT'YT JIeiCTBOBAaTh KaK B XOfle¢ OOTreHe3a, TakK ! Io-
clle OIUIOIOTBOpEHUs], Oiarogapsi cioCOOHOCTH CO-
XpaHATbCS B LUTOIJIa3Me JJIUTENIBHOE BpPEMS U TEM
caMbIM OKa3bIBaTh CBOE BIIUSIHUE HA MPOLECCHl paH-
HEro W Mo3AHero pa3purus. Takum oO6pa3om, TpaHc-
HOPT MAaKpPOMOJIEKYJI UTPAET ONPEAESIIOIIYIO POIIb
B (pOpMUPOBAHMU MO3UIUOHHOM I/IH%DopMaHI/II/I. Ha-
pyuienue miogosuTocti camok Sbr’’/0 moxuHo cBsi-
3aTh C OMHON M3 (PYHKINI JAHHOTO TeHa — YIaCTHEM B
tpancnopre MPHK u3 sinpa B nuronnasmy [20, 28, 29].
Hapymenns tpancnoprta MPHK Moryt nmpuBectu K
U3MEHEHUSIM B paclpefieleHuH MO3MLIUOHHON WUH-
¢opmanuu, 4YTO MOBIEUET 3a cOOOI aHOMaIuU dMO-
pHoreHesa 1 MopgoreHnesa OpraHoB B3pOCIOTrO Op-
ranu3Ma. B oonurax matepunckue MPHK coxpansi-
FOTCS B 153701 (S PUOOHYKIEONPOTENHOBBIX
KOMIUTEKCOB. [Ipr 3TOM mpopyKT reHa Sbr, sBisisich
KOMIIOHEHTOM siiepHoro akcnopta MPHK, moxert
BIMATH Ha (popMHpOBaHHE TaKMX KOMIUJIEKCOB, a
TaKKe UX MOCTIENYIOMIYIO JTOKAIN3ALMIO.

W3BecTHO, UTO y ip030hUIIbI, MBIIIIN, YETIOBEKA U
IPYTAX OPTaHW3MOB CYIIECTBYET MO HECKOJbKY Te-
HOB-TIapaJIOroB, MpUHAJIeXamux K cemeiictBy NXF
(nuclear export factor). ¥ Drosophila melanogaster
reH Sbr — OiMH 13 reHOB JaHHOTO ceMericTia [28, 29].
HawuGomnbiee cxoacTBo Mexxay reHamu sbr D. melan-
ogaster u TAP (NXF1) Homo sapiens no3posisieT cuu-
TaTh red Sbr rimasubiM B cemeiictBe NXF [11, 29].
Y4uurbiBasi CTOJb Ba>KHYIO POJIb reHa SOf B TpaHC-
nopre MPHK, MOXHO ObIJIO MPEANOI0XKUTH, YTO Y
MMOTOMKOB MY3KCKOTO T10JIa, TEMU3UTOTHBIX 110 HYJIE-

BOMY JIJIENTIO, pa3BUTHE OYJIET OCTaHABIMBATHLCS C HA-
YaJIoM (PYHKIMOHMPOBAHMSI 3UTOTUIECKOTO E€HOMA.
B To e BpeMs moka3zaHo, YTO OOJBUIMHCTBO MOTOM-
KOB, MOJYYEHHBIX OT caMOK +/0, morubaeT Ha MO3[HEN
SMOpPHUOHANIBHOU CTaiuu (pUC. 3). DTO MO3BOIMUIO BbI-
cKa3aTh Ba NpefAnojoxeHus: 1) mnu6o sMOpHOHATb-
HOE pa3BUTHE TPOJOKAETCS 3a CYET HAKOIUICHHUS
NpOAYKTa MAaTEPUHCKOTO reHa Shr; 2) mmbo cyiecTBy-
IOT alIbTepHATUBHbIE yTH TpaHcnopta MPHK u3 san-
pa B IIMTOIIa3My, CHOCOOHbIE OAJiEP>KaTh pa3BUTHE
9MOpHOHA 10 MO3AHUX CTaiuil, HO HE MO3BOJISIOLIIE
HOpPMAJIbHO 3aBepIINTh aMOpuoreHes [30].

Cpenu notomMkoB camok 0/sbr!’ umib HeGobInas

4yacTh (MeHbllIe 27%) ciocoOHa 3aBEPIIATh 9MOPHO-
HaJbHOE pa3BUTHE U NPEBPATUTHCA B JIMUMHOK, U3
KOTOPBIX, B CBOIO 0OUepe/ib, OKOJIO 25% UMEIOT Heco-
BMECTUMBIE C KU3HBIO HApYIIeHUs pa3BUTHA (TabIu-
1a). I3MeHeHHbIMU, IPEKIE BCETO, SIBISIOTCI Majlb-
MUrueBbl cocybl. PaHee ObLIO MOKa3aHO, YTO MOSIB-
JieHHe JMYMHOK C HAPYUIEHHBIMH MAallbIIUTHEBBIMU
COCy[laMH — OJJHA U3 XapaKTEPHbIX OCOOEHHOCTE ca-
MOK, TOMO3HMTOTHBIX Mo ajutento sbri’, momsepruy-
Teix TII, B MOTOMCTBE KOTOPBIX aHOMAaJIbHbBIE JIH-
YUHKH NOSABIISIIOTCS € 4acToToir okono 20%. Meto-
noM FISH Ob1mo mokaszaHo, YTO Takue JIMYUHKA —
MOHOCOMUKH 1O BTOpoit xpoMocoMe [31]. Ogno u3
NPOSIBJIEHUI TEMTIOYYBCTBUTENLHOTO ajens sbr!’ —
TO, YTO y CAMOK, TOMO3UT'OTHBIX 110 JAaHHON MyTalluH,
pH TemtoBoM Bo3fericTeun (37°C, 1 1) B 3pesbIX 00-
LUTaX HHAYLIHUPYETCs HEPACXOKACHNE MOJIOBbIX XPO-
MocoM [6]. [TokazaHo, 4TO faHHbI 3(PPEKT HE ABIA-
eTcsl ciefcrBueM HapyueHns cuHte3a BTIHI y my-
TaHTHBIX caMOK [19]. OcraeTcs HEU3BECTHBIM,
OIOCPEOBaHO JIU HapYIIEHNE PACXOXKAEHUS XPOMO-
COM, MHAYLHMPYEMOE TEIUIOBBIM IIOKOM B Meio3e y
camok sbr/%/sbr’?, mapymenusimu Tpancropra MPHK
WM 3TO ele offHa (pyHKIwms rena sor [21].

Ecnu paccmaTpuBaTh HapyleHUs] PaCXOXKACHHUS
OJIOBBIX XPOMOCOM B Mefio3e y camok Sbr/’/sbr!? u
HOSIBJIEHNE JTMYMHOK C XapaKTEPHbIMU aHOMAJUSIMU
MaJbIUTAEBBIX COCY/IOB, IS KOTOPBIX MMOKa3aHa MO-
HOCOMHS TI0 XpoMocoMe 2 [31], Kak IpOsIBJICHUE He-
CTaOMJIBHOCTH B IIOBEJEHMM XPOMOCOM B IIpolecce
KJIETOYHBIX [ICJICHHUH, TO MOKHO OXKHJIaTh, 4TO B OC-
HOBE 3TUX COOBITHUII JIeKaT O0IIre MEXaHU3MBI.

BaXHO OTMETUTb, YTO B HOTOMCTBE CaAMOK
0/sbr’’, mecymumx ofHy 103y MyTaHTHOTO aJlJIENs, JIH-
YMHKH C HAPYIIEHUSIMH MaJbLIUTHEBBIX COCYIOB IIO-
SBJISIFOTCS B YCJIOBUSIX NIEPMUCCHBHOI TEMIIEPATYPbI
(c wacroroit 6oiee 20%) (Tabmuna). [TosiBnenue ta-
KHX JINYMHOK B YCJIOBHSIX HOPMAJILHOM TEMIIEPATYPhI
MO3BOJISIET MPEIOIOKUTD, YTO TAHHOE MPOSIBJIEHUE
MyTaHTHOrO aytens sbr’’ — cnepcreue ramioHeno-
cratouHocTH amiens sbr’’ B oTHomennn pacxoxye-
Hust XpomocoM. B To ke Bpems st camok sbr’?/0 ue
IIOKa3aHO yBeJII/I“IﬁHI/IH qacTOThbl UCKIKYUTCIBHBIX
IOTOMKOB, BO3HMKAIOIUX B PE3YILTATE HEPACXOXK-
JIEHUS TIOJIOBLIX XPOMOCOM B YCJIOBHSIX MEPMUCCHB-
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HOI TemmepaTypbl (He omybinmkoBaHo). CiepgoBa-
TenbHO, nHaynupoBannoe TII HepacxoxpeHue 1M0-
JIOBBIX XpoMocoM y camok sbr’%/sbr’’ rtpymno
OOBSCHUTD HEJOCTATKOM (PYHKIMOHAILHO aKTUBHO-
ro MpojIyKTa reHa Shr u3-3a TEMIOBON HHAKTUBALAK
npojiyKTa MytanTHoro ajens sbr’’. meromuecs B
HAllleM PaCHOPSIKEHUM JKCIEPUMEHTAIBHBIE [IaH-
Hble HE MO3BOJISIIOT B HACTOSIINI MOMEHT paspe-
IIATH 3TO NMPOTHBOPEYHE.

TakuM 06pa3oM, MbI TOKa3alH, YTO IPUCYTCTBUE
aJJIeNst AMKOTo THIA reHa SOf B OffHOI 103€ Yy CaMOK
+/0 He cka3bIBaeTCs CYIIECTBEHHO Ha UX MJIOJOBUTO-
CTH, B TO BpeMsI KaK YMEHBIIEHHas 1032 MyTaHTHOTO
amsens sbr’’ okaswiBaet Ha camok 0/sbr’’ B yciosusix
MIEPMUCCUBHON TEMIIEPATypbl CUIBHBIN CTEPUIHA3Y-
ot apdexT. IlpuumHbl crepunusyromero adg-
(pexTa MOTYT 3aKJIIOYATHCS, C OHON CTOPOHBI, B Ha-
PYILIECHAN IPOLECCOB Pa3BUTHS, TaK KaK NPORYKT re-
Ha Sbr yyactsyer B TpaHcnopre MPHK wu3 simpa B
nuromniasmy [29], a Hapymenust Tpancnopra MPHK
MOTYT HOBJIEYb 32 COOOI N3MEHEHUs! B (POpMUpOBa-
HUM NO3MLUOHHON MH(OpPMAalLMH, YTO, B CBOIO OYe-
penb, NpUBEAEeT K HapylleHusM sMOpuoreHesa. C
Apyroy CTOPOHBI, HENb3sl UCKIIOYUTh, YTO T'MOEIH
MTOTOMKOB (B OCOOCHHOCTH Ha PaHHHUX CTafilsX dMO-
puoreHesa) MOXeT ObITh CIEACTBUEM HECTaOMILHO-
CTH B PacXOXJEHUU XpPOMOCOM KakK B MeHo3e y ca-
MOK, TaK U B IEPBbIX MUTO3aX y 3SMOPHOHOB. DTO He-
n36e3KHO CTAaBUT BOMPOC O POJIU MyTanuii reHa sbr B
BO3HUKHOBEHNN TaKON HeCTAaOWILHOCTH. M3BECTHO,
4TO Yy TEMIOYYyBCTBUTENLHOTO MyTanTa Sbr’’ mpu
TEIUIOBOM BO3[ICHICTBUM HapyIIaeTcs Kak TPAHCIOPT
MPHK wu3 gapa B quTomiasmy, Tak ¥ pacxoxXjeHue
XpOMOCOM B Meil0o3€e Yy caMOK Ap0o30(uisl. JABistoTCs
JIM 3TU TPOSIBJIEHUsS] MyTaHTHOTO ayteist sbr’’ ces-
3aHHBIMU IPUYMHHO CIEICTBEHHBIMI OTHOIIECHUSIMUA
WY HapylIeHWe KOMIIIeKca B3aMMOJEHCTBYIOUIUX
MaKpOMOJIEKYJI, YYAaCTBYIOIINX B SIIEPHOM 3KCIOPTE
MPHK, MoxeT oka3biBaTh BimsiHIE Ha (hOPMUAPOBa-
HUE amnmnapara pacxoxXjeHns XpoMocoMm [21].

CylecTBYIOT JJaHHbIE O TOM, YTO IpOILiecC saep-
HOTO TpaHCIOpTa MaKpOMOJIEKYJ M IIpolecc pac-
XOKJIEHUSI XPOMOCOM MOTYT OCYIIECTBIISITBCS C ydac-
THEM OJTHUX U TeX Xe (pakTopoB, Hanpumep ['TPazwl
Ran [32-35]. 1 xors apepublit akcnopt MPHK He 3a-
Bucut ot ['Tda3wl Ran [36], BaxkHO, 4TO 00a mpolec-
ca — AAEpHBIN TPaHCIIOPT MaKPOMOJIEKYNI U TpaHC-
MOPT XPOMOCOM K IIOJIFOCAM BEPETEHA — MOTYT HC-
MOJb30BaTh OOIIME MOAYAU. ODTO TO3BOJSET
BBICKA3aTh IPEANIOIOKEHUE O CYIIeCTBOBAHUY IIOJIH-
(pyHKIMOHANBHBIX (PAKTOPOB, UYBCTBUTENBHBIX K
HEelOCTaTKy (PYHKIMOHAJIBHO aKTHUBHOI'O IPOMYKTa
rera sbr m yyacrByrommx Kak B Tpancnopre MPHK,
TaK ¥ B TPAHCIIOPTE XPOMOCOM K TOJIFOCaM AEJIEHUS
kyaeTku. Tem Oosee uTo 00a aTu mpoyecca npefcTas-
JSIFOT COOO0I CMEHSIIOIIME APYT Apyra 3Talnbl (PYHKIH-
OHAJBHON aKTUBHOCTH Sipa ¥ MOTYT OCYILI€CTBIISITh-
Csl C y4aCTHEM OIHMX M TeX Xe (paKTOpOB.
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