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IIpoJior
Boana

MsHe cHUTCS, YTO 51 CTOI0 Ha 6epery Mopsl.

ITo 0Ge cTOpoHBI OT MEH$ AJIMHHAS M0JI0Ca CBETJIONO MecKa ¢ BKPAIJIEHUSIMU TEMHBIX IECUMHOK
MIPOCTUPAETCS BAOJb BOIBI, OUepurBasi OObIIyIo OyxTy. S 0co3Hal0, 4TO 3TO Geper raBaickoro oct-
POBa, Ha KOTOPOM s BRIPOCIIa, — Kpai OyXThl XUII0, T/ie 51 KOT/1a-TO POBOANIIA BHIXOAHBIE C IPY3bsIMH,
HaOTI0as1 32 COPEBHOBAHUSIMH 110 Tpediie Ha KAHO? WJIM Pa3bICKMBAsl PAKYILIKH M CTEKJISTHHBIE IIIapH,
ymnaBliye 3a OOpT ¢ AMOHCKUX PhIOOJIOBELIKMX CY/I0B M MHOT/IA BBIHOCUBILIMECS Ha Oeper BOJHaMu '

Ho cerogns Tyt He BUJHO HU ApYy3€il, HU KaHO3, HU phIOOJIOBELIKMX CYIeHbleK. beper mycr,
IIECOK U BOJIa HEECTECTBEHHO CIIOKOMHBI. 3a BOJIHOPE30M JIyYM CBETa HEKHO UTPAIOT HA [TOBEPXHOCTU
OKeaHa, OyITO XOTAT YHATh MOH CTpax, 3apOJMBLIMICS elle B JIeTCTBE, — CTpax, Mpecieayonui
KaKI0ro XUTeNsl ropoaa XuiIo He3aBHCHMO OT ero Bo3pacta. [loka s1 Obl1a peOeHKOM, Ha OCTPOB
HU pa3y He MPUXOAWIM BOJHBI IyHAMH, HO Bce Mbl BUIEIM ¢otorpadpuu. Mel 3HaeM, 4TO ropo
HAaXOJUTCS B 30HE 3aTOIICHUSI.

Kak no 3akasy, Baajeke nossisercs oHa. BonHa.

CHayana oHa coBceM HeOoOJbllasi, HO C KaXJOH CEKyHJOW pacTeT, BO3BbILIAETCA IEpesio
MHOM CTEHOM, ee TIEHUCThIe rPeOHM 3aCIOHSIOT HeOo. 3a Hell — Ipyrue BOJIHBL, U BCE OHM KaTSATCS
T10 HaIpaBJICHUIO K Oepery.

4l ckoBaHa cTpaxoM — HO, KOT/Ia ITyHaMH TOJIXOIUT ONMIKe, YKac YCTYMaeT MECTO PEIIMMOCTH.
[Mozamu ceds st 3amevaro HeOOBIIYIO JepeBAHHYI0 XxuoapKy. OHa mpuHaiekutT Moeit nogpyre Iya,
U 1iepe]] Hell BaJIsieTCsl MHOXKECTBO JIOCOK /1S cepduHra. S XxBaraio ofiHy U3 HUX M IUTIOXAI0Ch B BOALY,
BBIrpedaio B OyXTy, orudaio BOIHOPE3 M HANPABJISAIOCH MTPSMO B Haberarolye BOIHbL. 5 ycrieBaro rmoy-
HBIPHYTb MO]] [IEPBYIO M3 HUX JIO TOTO, KAK OHA HACTUTHET MEHs, U, OKa3aBLINCh IO IPYTryI0 CTOPOHY
OT Hee, CKaThIBAIOCh 110 BTOPOU BOJIHE. B 9T MIrHOBEHHS 51 HACJIAKAAI0Ch OTKPhIBIIMMCS BUAoM. OH
npekpaceH: ropa MayHna-Kea, a 3a Heil — Mayna-Jloa, ycTpeMiistioTcsi BBbICh, B HE0O, 3allIUTHHIMU
CTEHaMM BO3BBILLIASCH HaJl OyXTOM.

Sl 3axMypHuBalOCh — UM OTKpbIBaIO I71a3a B cBoell cnayibHe B bepkum, mrar Kamudophaus,
3a ThICSYM MIJIb OT JIOMa, B KOTOPOM BBIPOCIIA.

Certuac mtonb 2015-ro, ¥ 3TO caMbIil 3aXBaTBHIBAIOIINI, CAMBIA OIIEJIOMUTENBHBINA rof MOeN
KU3HM. §1 yXe TaBHO BHXKY MOIOOHBIE CHBI, HO TeNepb MHE JIETKO paclio3HaTh X TIIyOWHHBIA CMBICI:
Oeper — 3T0 MUpax, HO BOJHBI U KJIyOOK MOLIMI, KOTOpblE OHU BBI3BIBAIOT — CTPaX, HaJek/a, Tpe-
TIeT, — YPE3BbIUANHO PEATMCTUYUHBI.

Mens 30ByT xennudep JayaHa. S OMOXUMUK, 1 OOJIBIIYIO YaCTh CBOEW Kapbephl s IPOBeJia
B J1a00paTopuu, UCCIeysl BEIIM, O KOTOPBIX OOJIBIIMHCTBO HECIELMATMCTOB HUYEro HE CIIbILIAJIM.
OpnHako B OCJEHYUE JIET MATh 5 OKa3ajlach BOBJIEUEHA B padOTY, KOTOPYIO MOKHO CUUTATh MOJIUH-
HBIM IIPOPBIBOM B HayKaX O XKU3HH, ¥ TETIepb X Pa3BUTHE HEBO3MOKHO y/IepKaTh B CTEHAX KAKOTO Obl
TO HHU OBUIO MCCJIEIOBATENILCKOTO IIEeHTpa. MeHsI 1 MOHMX KOJUIEr 3aXBaTHjia HEelpeogonMasi CHJIa,
MaJIO YeM OTIMYAIoNIasics OT LlyHaMU MOMUX CHOB — C TOH JIMIIb Pa3HULIEH, YTO B PEasIbHOCTU 3TH
BOJIHBI TIOMOIJIa BBI3BATh 5 CaMa.

K nery 2015-ro roga GMOTEXHOJOTMUECKUI METO/I, KOTOPHIA 51 TIOMOIJIa pa3paboTaTh BCEro
32 HECKOJIbKO JIET JI0 3TOro, HaOpaja B CBOEM pa3BUTUM TaKyl0 CKOPOCTb, KaKyIO sl U MPEJICTaBUTh
cebe He Mora. M1 BO3MOXKHBIE MOC/IEICTBUSA €ro MPMMEHEHUs1 0OPETAIOT MOAJMHHO CeICMUYECKUIA
MaciiTal — He TOJIbKO U1l MEUKO-OMOJIOTMYECKUX HAYyK, HO M 1151 )KU3HU Ha 3eMJIe B 1IEJIOM.

! Umetotest B BUJY KyXTBUIM — MOIUJIABKY AJIs1 ceTeil. B HaIy JHU OHM OOBIYHO IIACTHUKOBBIE, HO paHbIE BBIIYBAIICh U3 CTEKJIA
B BHJIe OOJIBIIMX TIONBIX MIAPOB (npumey. Hay4. peo.).
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OTa KHUTA — WCTOPHS Pa3BUTHs STOTO METOJa U MOsl COOCTBeHHas1 ucTopus. M Baia Toxe.
[Ipoiier He Tak MHOTO BpEMEHH, MPEkXAE YEM IUIOAbI, KOTOPbIE IPUHECET HOBAsl TEXHOJIOTHS, OKa-
KyTCSl M y Bac Ha MOpore.

Jlionu TeICAYENEeTUAMU U3MEHSUIM OKPYKAlOIMIA MUpP pagd CBOUX IeJield, HO Pe3yJbTaTbl
UX JIeSITeJIbHOCTH HUKOT/IA He ObLTM HACTOJIBKO MacIITaOHBIMU, Kak cefivac. [IpoMbiiiuieHHast peBo-
JIOLYS BBI3BAJIA U3MEHEHHU S KJIMMAaTa, yrpoKalole 9KOCUCTEMaM 10 BCEMY 3eMHOMY LIapy, U OHA ke
BMeCTe ¢ APYruMuy (popMaMHy YEeJI0BEYECKOM IeATEIBHOCTH CTajla MPEeJNOChUIKON Pe3KOro YCKOpPEHUs
BBIMUPAHUs1 BUJIOB, B X0/1€ KOTOPOT'O UCYE3a€T MHOKECTBO NOMYJISLIAN CaMbIX Pa3IMYHbIX CYILECTB —
HAIlIMX COCeJe Mo TUiaHeTe. DTH MepeMeHbl TOOYIMITN Te0JIOroB MPeAJIoKUTh HOBOE Ha3BAHUE IS
3M0XH, B KOTOPYIO MbI )KMBEM, — aHTPOIIOLIEH, 9pa YeJIOBEKA.

B Ouonornueckom Mupe Toxke MPOUCXOIAT KapAWHAIbHBIE TIEPEMEHBI, BhI3BAaHHBIE YesloBEYe-
CKOH JIeSITeIbHOCTBIO. B TeueHne MUIIMapaoB JIeT ;KU3HEHHbIE (POPMBI YCJIOKHSTUCH COIJIACHO 3aK0-
HOMEPHOCTSIM, KOTOpbIe BbISIBUII JJapBHH: OpraHU3Mbl COBEPIIIEHCTBOBAIMCH Oarofapsi uepese Ciy-
YalHBIX TEHETUYECKMX U3MEHEHHI, 4acTh KOTOPBIX 0OecreurBaia MpeuMyIecTBa sl BLDKUBAHUS,
KOHKYPEHIIUH 1 pa3MHOeHHs1. [lo cuX 1mop 1 Harll COOCTBEHHBIN BUI (POPMUPOBAJICS MO ISHCTBUEM
AHAJIOTUYHOTO TPOLIECCA; HECOMHEHHO, BILIOTH 10 HEAABHETO BPEMEHU Mbl BO MHOIOM 3aBHCENIU
OT €ro MUJIOCTH. JlecsATh ThICSIY JIET Ha3a/l, KOI/la BO3HUKJIO CEJIbCKOE XO3SMCTBO, JIIOAM Havyall CaMu
BJIMATH HA IBOMIOLMIO IyTEM CEJIEKIIMM PACTEHUI U KUBOTHBIX, OIHAKO MCXO/IHBIN MaTepuall — Ciy-
yaitiple MyTaimu B JTHK, nexarniyie B OCHOBE JOCTYIHBIX T€eHETUUECKUX Bapyaluid, — BCE €lle MOsIB-
JISITICSL CAMOTIPOM3BOJIBHO U OeccrcTeMHO. [109TOMyY MOIBITKY HAIlIero BUaa NpeoOdpa3oBaTh MPUPOLY
ObLTA TPYJHBIMU U UMEJM OTPAHUYEHHBIN YCIIeX.

Tenepb Bce KapaUHAIBHO MEPEMEHMUIIOCh. YUEHBIE CYMENH IMOJHOCTBIO B35ITh STOT JPEBHUI
MPOILIECC MO/I KOHTPOJIb YesioBeKa. Mcnosb3ysi MoIHbIe OMOTEXHOJIOTMYECKHUE MHCTPYMEHTHI 1151 9KC-
nepumeHnToB ¢ JIHK BHYyTpuM XUBBIX KJIETOK, OHU TeNepb MOTYT MAaHUIYJIMPOBATh COCTABOM 3TOW
MOJIEKYJIBl M PAIIOHATIHO M3MEHSTh TeHbI, ONpeIesisone 00IMK JTI0O0ro OUOIOrMYeCcKOro BUAa
Ha IJIaHEeTe, BKJII0Yasl U Halll C BAMU. A € TIOSIBJIEHUEM HOBEWIIETO U, BEPOSITHO, caMoro 3(ppeKTHB-
Horo uHctpymeHTa reHHoil unxkenepun, CRISPR-Cas9 (kopotko — CRISPR), renom — Bcio JJHK
OpraHu3Ma, BKJTIOYAIOIIYI0 KaX/IbIA €ro TeH, — CTaJIo MIOYTH TaK jKe MPOCTO PeJaKTUPOBATh, KaK OOBIY-
HBIN TEKCT.

3Hasi, Y4eM UMEHHO KOJUPYETCsl B TEHOME TOT UJIM MHOW KOHKPETHBIM MPU3HAK, YYEHbIE MOTYT
ucrnonb3oBath CRISPR, 4ToOBI BCTaBUTH, OTPENaKTUPOBATh WIIM YAAJIUTh CBSI3AHHBI C HUM TeH
y (pakTHUECKU JIIOOOr0 pacTeHHs WM KUBOTHOTO. DTOT CIOCOO ropasno mpoie u 3pdekTuBHee,
yeM Jiio0asi Apyrasi CyIecTBYIOIast TEXHOJIOT s MAHUITY/ISAIMY reHaMy. ByKBaibHO B OIHOYACHhE MBI
OKa3aJIMCh Ha TIOPOTe HOBOW 3IMOXM T€HHOW WH)XEHEPUH M HOBOTO YPOBHSI BJIaJieHHs OMOJOTHen —
PEBOJTIOIIMOHHON 3PBI, B KOTOPOH BO3MOKHOCTH OT'PAaHUYEHBI TOJIBKO KOJUIEKTUBHBIM BOOOPaXKeHUEM
YeJIOBEYECTBA.

[lapcTBO KUBOTHBIX OBUIO TIEPBOM IKCIIEPUMEHTAILHON TUIOMIAAKON TSI UCIIBITAHUN 3TOTO
HOBOTO CPEICTBAa PEAAKTUPOBAHMS TEHOB — U JIO CHX TIOP OCTaeTcsi caMOi OOJIBIION U3 TaKUX ILJI0-
majgok. K npumepy, yuensie ucnionb3oBaiu CRISPR a5 co3nanus reHeTuyecku “ycusieHHoOU” Bep-
ciuu OWTJIed, B pe3y/IbTaTe 4Yero MOMyYWIMCh COOAKM C MYCKYJIATypOid, KOTOPOHW MO3aBHIYEeT caM
[IBapiHerrep, — ¥ AJIsE 3TOr0 MOHAIOOMIIOCH BCETO JIMINL MOMeHATh oiHy “OykBy” JIHK B rene,
KOHTPOJIMPYIOIIEM Pa3BUTHE MbIIIl. B qpyroMm ciydae, “BBIKJIIOYMB” y CBUHEW T'€H, OTBEYAIOIIHIA
Ha CUTHAJIBI TOPMOHA POCTa, MCCIAESAOBATENH CO3/1ald MUKPOIIMIOB — CBUHEN pa3MepoM He Oolibliie
YIUTAHHOW KOUIKH, CTABLIMX MOMY/ISPHBIMU JIOMAIITHUMU )KUBOTHBIMH. YU€HbIE U3 KUTACKOW TIPO-
BuHIMY [1I3HbCH MTpOAEaIM HeuTO MOJOOHOE U C MSICO-IIEPCTHHIMH KAllleMUPOBBIMU KO3aMH, OTpe-
JAaKTUPOBAB I'€HOM 3TUX XXMBOTHBIX TaKUM OOpa3oM, YTOOBI Y HHMX BBIpAcTalv W Oojiee KPYyIHBIE
MBIIIIIBI (M 32 CYET STOTO OHU JJaBajiv OOJIbIIe Msica), U OoJiee ITTMHHASI IEPCTh (YTO O3HAYAET IOJTy-
YeHre OOJBIIEro KOJMYECTBa KalleMUPOBBIX BOJIOKOH). ['eHeTrku naxke ucronb3yioT CRISPR mns
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npespamienust JTHK a3uarckoro cinona B MmakcumasbHoe nogooue JJHK mepcrucroro MamonTa, Hajie-
sICh KOT1a-HUOYIb BOCKPECUTH ITOTO BHIMEPIIIETO JOUCTOPHUYECKOTO 3BEpsi>.

[MapannensHo ¢ aTum B skcnepumenTtax ¢ pacreHusiMu CRISPR mmpoko ucnonb3yercst 1jis
peIaKTUPOBAHUSI TEHOMOB CEJIbCKOXO3MCTBEHHBIX KYJIBTYP; 9TO OTKPBIBAET NEPCIIEKTUBBI 17151 Kap-
JVHAJIBHOIO YJTyYLIeHUsI TUTAHW JIIOIEN BO BCEM MUPE U MIOBBIIIAET yPOBEHb MUPOBOU ITPOJOBOJIb-
CTBEHHOW 0€30MacHOCTU. DKCIEPUMEHTHI 10 PEAAKTHPOBAHHIO TEHOMA /1A YCTOMUYMBHIN K pa3iny-
HBIM OOJIE3HSIM PHC, TOMATBI, KOTOPBIE TeTeph MOPTATCS TOpa3ao MeljieHHee, CoeBbie 000BI ¢ Oomee
T0JIE3HBIM 1151 3I0POBbSI COAEPKAaHUEM MIOJIMHEHACHIILIEHHBIX )KUPOB U KapTO(esIb C MEHBILIUM KOJIH-
YEeCTBOM CHJIBHOTO HelipoTokcuHa. [Ipuyem crenuanucTsl B 00aCTy MUIIEBOM MPOMBIIIIIEHHOCTH
JOCTUTaloT MOAOOHBIX YJIyUIIEHUH HE C MOMOIIBI0 TPAHCTEHHBIX TEXHOJIOTMH — TO €CTh BCTaBKH
yuactka JIHK omHOro BUia B TeHOM MpeaCcTaBUTeNs APYTOro BU/A, — HO Ofaroapst TOYHO MOA00paH-
HBIM YJTyUIIIeHUSIM TeHOB, 3aTParrBaloM BCEro HECKOJbKO “OykB” cooctBenHou [JHK opranusma.

Ho xots notenumanbabele Bo3MoxHOCTH nipuMeneHnsi CRISPR B pacTutessHOM UM )KMBOTHOM
MUpE BeChbMa BIIEUaTISIIOT, BCE e HAaMOOJIBIIHE MEPCIEKTUBHI CYJIUT peJaKTHPOBAHUE TEHOB HAIIIero
COOCTBEHHOTO BHJIA — U OHO K€, IO MHEHHUI0 MHOTHX, TIPE/ICTABIISIET HAMOOJIBIITYIO YTpo3y [ist Oymy-
IIIETO BCErO YEeI0BEYECTBA.

[Tpu 3TOM, KaK HU MapagOKCAIbHO, s MPEUMYIIECTB B 0OJIACTH 3APAaBOOXPAHEHHUs, CKOpee
Bcero, Oyner moiydeH B pe3yasrate CRISPR-skcniepriMeHTOB ¢ MO3BOHOYHBIMHM WIIM JIaXke Hace-
KOMBbIMHU. B mipoBeZieHHBIX HelaBHO dKcriepumenTax TexHonornio CRISPR wcnonb3oBanu, 4to0bI
“rymanusuposats’ [JHK cBuHel, uTo faeT Hafexk 1y Ha TO, YTO 9T KUBOTHBIE OIHAK/bI TOCITYKaT
noHopamu opraHoB Juis mogend. CRISPR takike yaanoch 3anpsArarh B TeHOMbI HOBBIX JIMHUI KOMa-
POB: yueHble HAJEITCS, YTO BHEPEHUE HOBBIX MPU3HAKOB B AUKHE MOMYJISLUN KOMApPOB IIOMOXET
B KOHEUHOM CYeTe YHUUTOXUTh 3a00JIeBaHus, NepelaBaeMble UMM — TaKHMe KaK MaJsipus U JIMXO-
panka 3uKa, — WM JIaXe MOIHOCTHIO HCTPEOUTh CaMHX KOMApOB — TIEPEHOCUYMKOB OOJIe3HEH.

Bnpouem, nipu sieuennu Muorux 6onesHerd CRISPR norteHmanbHO MOXHO OyeT IpUMEHSITh
IJIs1 pelaKTUPOBAHUS M “PEMOHTA” TeHOB CaMUX ManreHToB. [Toka uTo Mbl HAOMIOAAIH JIUIITH MAITYIO
4acTh BO3MOKHOCTEN TEXHOJIOTUH, HO M TO, YTO MBI YBUJEH B NOCTIEHUE HECKOJIBKO JIET, KAXKETCs
TOJIOBOKPYKUTEJIBHBIM. B ueioBeueCcKrx KJIeTKax, BhIpallleHHbIX B JIAOOPATOPUH, 9Ta HOBAsI TEXHOJIO-
T'Usl peJaKTUPOBAHUS TeHOMa yike OblIa UCTIONb30BaHa, YTOOB! UCTIPABUTH MYTAIMH, OTBETCTBEHHBIC
32 MYKOBMCLIMJI03, CEPIIOBUIHOKJIETOUHYIO aHEMHIO, HEKOTOPbIE (POPMBI CJIETIOTHI, TSKEJIbI KOM-
OVHMPOBAHHBI UMMYyHOe(UIUT U MHorHe apyrue Henyru. CRISPR naer yueHsIM BO3MOXHOCTD
peluarh Takue 3a/laud, HaXOAs U UCIIPABJIsAs OTAEbHBIE “ONevYaTKu’ B MOJIEKYJIaX, COCTABJISIOIINX
reHoMm JumHOM 3,2 mummapaa “Oyks” [JHK, HO 3Ty ke TEeXHOJIOrHWI0 MOKHO MCHOJIB30BaTh U IS
3HAUUTENILHO OoJiee CIoKHbIX Moaudukanmid. Mccnenosarenu nonpasuwii omuoku B JHK, BbI3bI-
Balol1e MbIIIeYHYI0 AucTpoduio JljoleHHa, BeIpe3aB TOJIbKO NOBPEKAEHHbI yUaCTOK MyTHUPOBAaB-
IIIEr0 TeHa YW He 3aTPOHYB OCTAIBHYIO €ro 4actb. B ciyyae remModwinu A OUONOrM MPUMEHHIH
CRISPR, 4to0bl TOUHO epecTaBUTh Ooee nomymusutona “oyks” [JJHK, koTopsle B reHOMax 00J1b-
HBIX HTHBEPTUPOBAHBI — TO €CTh PACIIONIOKEHBI B MOpsIIKe, 00paTHOM HopMaibHOMY. CRISPR MoxHO
UCTIONB30BaTh Aaxe s edenuss BUY-ungexmnun u CITNda — mu6o mytem Boipe3anus JJHK Bupyca
13 MH(UIMPOBAHHBIX KJIETOK MallMEeHTa, Tnoo myTeM pegaktupoanus [JJHK camoro nanyenTa takum
00pa3oM, 4TOOHI ero KJIETKU HEBO3MOXKHO ObUTO 3apa3uTh BIY.

Crnucok MoTeHIMAaIbHBIX TEPAaleBTUYECKUX MPUMEHEHUI PEAAKTHPOBAHMS I'€HOMa MOXKHO
npogomkars 6eckoHeyHo. ITockompky CRISPR oGecrieunBaeT TOYHOE M CPaBHUTEIBHO IPOCTOE

2 CTOUT OTMETHTB, UTO 5T0 BpsIZ1 JIM BO3MOXHO. JIeJI0 He TOJNBKO B TOM, YTO [JIs1 9TOTO HET JIOCTATOYHO COXPAHHBIX KJIETOK MaMOH-
TOB, HO M B TOM, YTO COBPEMEHHBIE CIIOHBI He CKPEIIMBAIOTCS IaKe C CaMbIMH OJIM3KOPOICTBEHHBIMH BUIaMU. [IpUUrHbBI TaKoH M30U-
PpaTesIbHOCTH TIOKA HEM3BECTHBI, HO €CTh BEPOSITHOCTD, YTO BUHON TOMY Hekue reHerndeckue 6apbepbl. Cum. Eleftheria Palkopoulou et
al. Genomic history of extinct and living elephantids, Proceedings of the National Academy of Sciences, Mar 2018, 115 (11), E2566 —
E2574; DOI:10.1073/pnas.1720554115. — 30ece u danee nocmparuurvle CHOCKuU, 0003HaueHHble acmepuckom (*), ecau He ykazamo
unoe, npuraonexcam nepeeoouury. CHocKu, 0003HaUeHHble YUPBPami, 6e0ym @ KOHeY, KHU2U U NPUHAOAEHCAT A8MOpY.
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penaktupoBanue JITHK, oH mpeBpaTiil Bce reHeTHUecKue 3abosieBaHUsI — MO KpaiHel mepe, Te
U3 HUX, JJ151 KOTOPBIX U3BECTHBI BbI3bIBAIOIIIME UX MYTALIMH, — B IOTEHIIMAJIbHO M3J1e4nMble. Menuku
yXke Havyaau OOpOThCS ¢ HEKOTOPHIMU BHJIAMM paKa C MOMOIIBI0 YCOBEPIIIEHCTBOBAHHBIX MUMMYH-
HBIX KJIETOK, YbM F€HOMBI “yCHJIEHbI” OTpeJaKTUPOBAHHBIMU I'€HAMHU, TOMOTAIOIIMMU KJIETKaM-X0351-
€BaM OTJIaBJIMBaTh PAKOBbIE KJIETKU. XOTs POMAET €1lle HEMaJIO BPEMEHH, IIPEXk /1€ YeM OCHOBAHHbIE
Ha CRISPR BapuaHThI Tepanuu CTaHyT OOIIEAOCTYITHBI IS MAMEHTOB, UX MOTEHIIMA YETKO BUJIEH
yxke ceiiuac. PenaktupoBaHye reHoMa JaeT HaJlexk 1y Ha TO, UTO Y HAC MOSIBSATCS] HOBbIE METO/IbI JIeue-
HUS1, MEHSIOIINE KU3Hb MAIMeHTa, a B psie CIyvaeB COCOOHBIE JaXke CIacTH ee.

Cy1iecTByIOT U ipyrue nepcrnektuBbl npuMmeHneHus: texnosnoru CRISPR: ee MoxkHO ucmonb-
30BaTh HE TOJIBKO /IS JieueHUs1 3a00IeBaHNIA, HO U Il X MPO(HIAKTUKY B OYAYIIUX TOKOJICHUSIX.
Merton CRISPR HacTonpko npocT 1 3(p(eKTUBEH, YTO yUEHbIE CMOTYT UCIIOJIb30BATh €r0 JIs1 MOJU-
(pukanyy yesIoBeYECKUX KJIETOK 3apO/IBIIIEBOTO IyTH — [IOTOKA FEHETUYECKON MH(OpMAaLIUHU, COEAU-
HSIIOIIET0 OHO TMOKOJIeHUe ¢ ApYruM. V1, HeCOMHEHHO, 9Ta TEXHOJIOTUs1 — KOra-HUuOY b, TAe-HUOY/Ib —
OyleT MCTIONb30BaHa /ISl HAC/IelyeMbIX U3MEHEHHI reHOMa HAIllero BU/Ia, M 9TO HaBCerga M3MEHHUT
TEHETUYECKYI0 KaPTUHY YEeI0BEYECTBA.

Ecmu nmpeanonoxute, 4to 06e30macHOCTh U 3(PPEKTUBHOCTh TEXHOJOTUH PElaKTUPOBAHUS
T€HOB 4YeJOBeKa OylyT MOKa3aHbl, KAKETCs JIOTMYHBIM U JIa)Ke MPEeAOUTUTESHBIM HCIIPABIISTH
OO0JIE3HETBOPHBIE MYTAIlMd HA CAMbIX PaHHUX CTagusAX Pa3BUTUs — 00 Mozo0, KaK OINAaCHbIe TeHbI
NPUYMHAT Bpej cBoeMy oOnagarenmio. Ho Kak TOJNBKO MBI HAyYMMCSl TIpeBpaIiaTh MyTHPOBABIIUE
reHbl SMOpPHOHA B HOpPMaJlbHbIE, TIOSIBUTCSI UCKYIIIEHUE YIy4YIIUTh HOPMAJIbHBIE T€HBI JI0 MPero-
JIOKUTENTbHO OoJiee “IpOABMHYTHIX” BepcHil. IOKHBI 1M Mbl HauyaTh PEJAKTUPOBATH T€HOM elle
HE POXXIEHHOrO peOeHKa, YTOObl CHU3UTh PUCK TOTO, UTO Y HETO KOrna-HUOYIb Pa30BBIOTCS OONE3HU
cepia, Oone3Hb AlplireriMepa, TuadeT Wik pak? A MOXHO JIM HAJIIATh ITUX JETeH TMOJIe3HbIMU
MPU3HAKAMH, TAKUMH KaK TOBBIILIEHHAS CUJIa MBI WU YJTy4IIeHHbIE YMCTBEHHbIE CIIOCOOHOCTH?
MOXHO J1I1 MEHATh UX BHEIIHUI BUJ — CKaXeM, LIBET I71a3 ¥ Bojioc? CTpeMJIeHHE K COBEPIIEHCTBY
Ka’KeTCs €1Ba JIM HEe BIUMTHIM B IIPUPO/LY YEJIOBEKA, HO, €CJIM Mbl BCE € MOMIEM I10 ITOIN CKOJIb3KOW
JOPOXKKE, HAM MOXKET He TIOHPaBUTHLCS TO, KyJja OHa HAC IIPUBEJIET.

[TpoGnema BOT B ueM. B TeueHre mpuMepHO COTHH THICSY JIeT® CYIIIeCTBOBAHUS JIIOJIeH COBpe-
MEHHOTro TUMa reHoM Homo sapiens ¢opMupoBaiicsl IO, OJHOBPEMEHHBIM JIECTBUEM JBYX CHUJI —
CIIy4allHBIX MYTallMil ¥ €CTECTBEHHOro OoTOOpa. A Tenepb — BIEPBble B UCTOPUM — MBI TOTYUMIN
BO3MOXXHOCTh pefakTupoBath He Tosibko JIHK Hbine sxuBynmx moneit, Ho u JHK Oynymumx mokosne-
HUI — 10 CYTH, HAIPABJISATh SBOMIOLHUI0 COOCTBEHHOTO BHIA. DTO OeCIpelieJeHTHBIN CITyJyaid B UCTO-
pun xu3HU Ha 3emuie. OH JIeKHUT 32 MpeJieslaM1 Halllero NoHuMaHus. M 3To craBuT nepej HaMu HeBe-
POSITHBIN, HO KM3HEHHO BaXKHBIN BOIPOC: KaK MBI, TPEACTABUTENN KAPU3HOTO BHU/A, HECIOCOOHBIE
JOTOBOPUTBCS JPYT € IPYrOM CTOJIb O MHOTHX BEIaX, IOCUUTAEM BO3MOKHBIM PaCOpsIIUTHCS ITOW
I'PaHAMO3HON CUJION?

KoHTpo:b Ha/1 3BOMIOIKEN YeI0BEYeCKOTro BU/Ia — TO OBUIO MOCTIEAHEE, YTO MOTJIO Obl IIPHIATH
MHe B rosoBy B 2012 romy, Korga Mbl ¢ KOJUIEraMu OITYOIMKOBAJIM CTaThi0 00 OCHOBAX TEXHOJIOTUH
penaktupoBanus reHoma CRISPR. Hauats 310 riccnenoBanue Hac OOYIMII HHTEPEC K COBEPIIEHHO
APyroi 061acT OUOJIOTMHU — K MeXaHW3MaM, C MIOMOIIBI0 KOTOPBIX OAKTEPUH 3AIUINAITCS OT 3apa-
)eHust Bupycamu. OTHaKo B X0/ie HaIllero UCCAeA0BaHUsl IMMYHHOUM CUCTEMbI OaKTepUi, Ha3BaHHOM
CRISPR-Cas, Mbl pacKpbUTH MEXaHU3MbI pa0OTHI HEBEPOSITHON MOJIEKYJISIPHOW MAIITMHBI, CTIOCOOHON
C HENpPEeB30MIEHHON TOYHOCTBIO pa3pe3aTh Ha yactu BUpycHylo JJHK. Bo3dmokHOCTE npumeHeHus
TOM K€ MaIlMHBbI 1 TpoBeieHus Manumy sauuil Hag JJHK B kieTkax apyrux opraHu3MoB, BKJIIOYasi

3 HcerienoBanms TIOCISHUX JIET TOBOPSAT O TOM, YTO BO3PACT YeIOBEKa Pa3yMHOIo Kak Bija Gombie. Padora 2017 roxa, B xone
KOTOPOH U3yuaIuch octaTku Homo sapiens n3 MapoKKaHCKo# neniepsl [Ixke6esb-FpXyn, Hoka3biBaeT, YTo HalleMy BTy Kak MUHUMYM
200 Teicsy net. CM. Jean-Jacques Hublin et al. New fossils from Jebel Irhoud, Morocco and the pan-African origin of Homo sapiens,
Nature, volume 546, pages 289-292 (08 June 2017), DOI: 10.1038/nature22336.
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YeJIOBEKa, cpa3y cTajla HaMm ouyeBHMIHA. M korna sta TEXHOJIOrHs MOTy4usa IMIUPOKYI0 U3BECTHOCTD
U CTasla paclpOCTPaHSATHCS, 51 HE MOIVIA HE MOTPY3UTHCS B I€TAJIM MHOTOUYUCIIEHHBIX UCCIIEJOBAHUM,
OCHOBAHHBIX Ha pe3y/bTaTax TOW HaIlel padoThl.

Korna yuensie ucrions3oBasii CRISPR B skcriepuMeHTax ¢ SMOpUOHAME TIPUMATOB JIJIsI CO3/1a-
HUSI TIEPBBIX 00€3bsiH C OTPEJAKTMPOBAHHBIMU TEHAMHM, s 33/1aBaJlach BOIPOCOM, CKOJBKO Bpe-
MEHU TPOHJET, Mpexke YeM Kakue-HuOyIb ydeHble-OyHTapy TMOIBITAIOTCS MPOJEiaTh TO ke camMoe
¢ moapMu. [TocKOMbKY 51 OMOXMMHK, MHE HUKOIZIA IO 9TOTO HE MPUXOAUIIOCH paboTaTh ¢ MOJEIb-
HBIMH KUBOTHBIMH*, C Y€JIOBEYECKMMHU TKAHSIMU U YK TeM OoJiee ¢ MallMeHTaMU-TI0IbMU; TIPUBbIYHAST
MHE 9KCIepUMEHTaIbHasl 0OCTAHOBKA OblJIa OrpaHMueHa JaimkamMu [leTpu u nmpodupkaMu, KOTOpbie
UCTIONB30BaJIM COTPYAHMKHU Moel JTaboparopru. Ho Tereps st CBOMMU I71a3aMU BHJIENa, KaK TEXHOJIO-
TUI0, KOTOPYIO 51 IOMOTJIa CO3/1aTh, IPUMEHSIOT B UCCIIEOBAHUSX,, CIOCOOHBIX PAJUKAIbHO U3MEHUTD
Y HAIll BUJ, 1 MUP, B KOTOPOM MBI KUBEM. A BJPYT Mbl, CAMH TOTO HE KeJasi, yCyryOrM COIMAIbHOE
WIA TEHETUYECKOE HEPABEHCTBO WJIM 3allyCTMM HOBYIO BOJHY eBreHuKu? K Kakum nocieacTBusM
npuMeHeHuss CRISPR Ham rotoButbcs?

MeHs1 OAMBIBATIO OCTaBUTh TU PACCYXAEHHS TeM, KTO CHelHaIu3upyeTcs Ha Mpodnemax
OWOSTUKH, U BEPHYTHCS K BOOYIIEBIISIOMUM OMOXMMUYECKUM HCCIIEIOBAaHNM, KOTOPBIE U BBIBEJU
mensi Ha CRISPR. Ho B To0 ke BpeMs Kak NepBOIPOXOJel] B 3TOM 00IacTH sl YyBCTBOBAJIA, UTO 00sI-
3aHa MPHUHATH y4acThe B JUCKYCCHUH O TOM, KAKUM 00pa3oM MOTYT M JIOJKHBI ObITh MCIIOJIb30BaHbI
texHosorun, ocHopanHble Ha CRISPR. B yactHOCTH, MHE XOTeNOCh YOAUTHCS, YTO B OOCYKICHUSX
YUYacTBYIOT HE TOJIBKO MCCIIE/IOBATENN U CTIEIIMTUCTBI IO OMOITUKE, HO U CaMble Pa3IMUHbIe TPYIIIbI
3aMHTEPECOBAHHBIX JIML, B TOM YUCJIE COLMOJIOTH, IOIMTUUECKUE AEATENH, IPEACTABUTEN JyXOBEH-
CTBa, 3aKOHOJATENU U PSAAOBBIE TPakIaHe. YUUThIBAsA, YTO HAYUYHBI MPOrPEecC OKa3bIBAET BIUSHHE
Ha BCE YeJIOBEYECTBO, 51 CUMTAJIa CBOMM JOJTOM IPHUBJIEUb K AUCKYCCUM KaK MOXHO OOJIbIIIE yyacT-
HUKOB M3 CaMbIX Pa3HBIX yacTel odmecTBa. bosee Toro, MHe Ka3aaock, YTO pa3roBOp ClieqyeT HavaTh
HEMe/IJIEHHO, IO TOro Kak HOBbIE CITy4Yau MPUMEHEHUs TEXHOJIOTHH CBEIYT Ha HET JII0ObIE MOIBITKH
YIIPaBJISATh €€ Pa3BUTHEM.

[Tostomy B 2015 rony, Korma s pyKoBoAWIa COOCTBEHHOM Jladoparopueli B bepkim u e3auna
10 MUY, IPE/ICTaBIAsl HA CEMMHApax U KOH(EPEHLUsIX pe3ysIbTaThl CBOMX UCCIIEA0BaHUM, 51 HAYasa
MOCBSAINATh BCe OOJbIIe BPEMEHH BellaM, O TeX MOp JUIsl MEeHsI COBEpIIEHHO HECBONCTBEHHBIM.
Sl oTBeuasa Ha JECSATKU BOIPOCOB PEMOPTEPOB 000 BCEM — HAuMHAS C “AW3AlHEPCKHX JieTel”
¥ TUOPUIOB CBMHBM M YEJIOBEKA M 3aKaHYMBasi '€HETHYECKH MOAU(HUIIMPOBAHHBIMU “‘CBEPXJIIO-
aemu”. 91 pasroBapuBana 0 CRISPR c¢ rybepHaropom mrata Kanudopraus, ¢ wieHamu YpaBieHUs
M0 Hay4yHO-TeXHWYecKkor nonutuke besnoro noma, ¢ LIPY u paxe Boictynana B Konrpecce CIIIA.
¢l oprannzoBasa nepByio BCTpedy AJisi 00CYKICHUS STUYECKUX BOIIPOCOB, KOTOPBIE CTABUT TEXHUKA
penaktupoBanus reHoma, B ocobeHHocT CRISPR, B caMbIX pa3HbIX 007acTsX — OT perpOLyKTHB-
HOW OMOJIOTMU U TeHETHKU YeJIOBEKa JIO CETbCKOTO XO3SMCTBA, 3AlUTHI OKPYKAIOIIEH Cpeibl v 00IIe-
CTBEHHOI'0 3/IpaBOOXpaHeHus1. 1, BIOXHOBUBIIMCH 3TOM NEPBOI BCTPEUEH, 51 IOMOIJIa OPraHU30BaTh
ropaszio Oonee KpymHbld MeXIyHapoqHbIA CAMMHT TIO0 BOIIPOCAM pEeNaKTUPOBAHUsI TeHOMa YeJsio-
BeKa, COOpaBIIMI yUeHBIX U MpencraButeselt npyrux npodeccuit u3 Coenunennsix ratoB, Benu-
koOpuTannu, Kurast u Bcero mupa.

Bo Bcex 00cykeHUAX MBI BHOBb M1 BHOBb BO3BPAIIIAJICH K BOITPOCY O TOM, KAKMM 00pa30M Ham
CJIelyeT yIpaBJATh BCE MOILBI0 HOBOW TEXHOJIIOTMM peJaKTUPOBAaHUsI FeHOMa. MBI [oKa He Hallulv
OTBET, HO HIar 3a IaroM rnogdnpaeMcs K Hemy.

PenaktrpoBaHue reHoMa BBIHYK/Ia€T HAC Pa300paThCsl B HEMPOCTOM 3a1a4e: Tie IPOBECTU ITHU-
YeCKUe TPAHMIIBI PY MAHUMY/ISAIMAX YeJT0BEYeCKUMH reHaMu. HeKoTopble Mooy CUuTaioT Jodoe

* Moze/bHbIC KUBOTHBIE — 3TO OpraHU3Mbl, CTPOEHHE KOTOPBIX B JOCTATOYHOW CTENEHU MOXOXE Ha CTPOEHUE YeJIOBEeKa; B XOze
9KCHEPUMEHTOB Ha MOJIEJIbHBIX KUBOTHBIX MOXHO YTOUHSITh MEXaHU3MBI Pa3BUTHsI U IIPOTEKaHMsI OOJIe3HEel YelloBeKa 1 ONpeeisTh
3((pEeKTUBHOCTB JIEKAPCTB MPOTHUB 3THX OOJNE3HEN.
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BO3/ICVICTBHE HA F€Hbl MEP3KUM U U3BPALLICHHBIM [TONPAHUEM CBSIIIEHHBIX 3aKOHOB IIPUPO/IBI U BEJIU-
Yusl KU3HM. [[pyrue BOCIPUHUMAIOT TeHOM MPOCTO KaK MPOrpaMMHOe 0OecTieueHre — HeUTO TaKoe,
YTO MbI BIIOJTHE MOXEM UCTIPABUTbH, TOYUCTUTh, OOHOBUTH U YIyUIIIUTh; CTOPOHHHKH 3TON TOUKH 3pe-
HUS TIOJIAraloT, YTO OCTABJIATH JIOJIEH, KOTOPHIM MOKHO TIOMOYb, 3JI0KHUKAMH OITMOOK B MX FeHax —
HE TOJIbKO MPPAIIMOHAIBHO, HO M aMOPaJIbHO. PaccyklieHrst TaKoro ToJIKa MOOYIWIN OHUX y4acT-
HUKOB JIMCKYCCUU TPeOOBaTh MOJTHOTO 3aMpeTa peJaKTUPOBAHMUS TEHOMA e11le He POKJICHHBIX JIEeTeH,
B TO BpeMsl KaK MX OIMIMOHEHTHI MPU3BIBAIOT Pa3pelIUTh YIEHBIM MTPOBOIUTD JIIOObIE MAHUITYJISIIUAM
C reHaMu 0e3 BCSIKMX OrpaHUYeHHH.

Mowu coOcTBeHHBIE B3IVl HA TTPOoOieMy MEHSIOTCs (B TOM YMCIie U B HACTosIee Bpemsi),
HO MEHS MOpa3ul KOMMEHTapHi, caenaHHbli B ssHBape 2015 rona Ha kKoH(epeHIMH, KOTOPYIO 51 opra-
HU30Basa 1Jis1 00CYXAeHHs POOJIeM peJaKTUPOBAHUS I'€HOB B UEJIOBEUECKHMX KJIETKAX 3apOJIblIlie-
Boro mytu. CeMHaIaTh YeJOBEK, BKJIIOYas COABTOpPA 3TOM KHUIM (M MO COBMECTUTEBCTBY MOETO
owiBIIero acrnmpanta) Cama CrepHOepra, CHeIM 3a CTOJIOM ISl COBEIIAHUN B KaardpOPHUICKON
nonvHe Hama u Benm KapKuid Criop 0 ToM, OyZIeT JIM pa3pelieHo peJakKTUPOBATh KJIETKH 3apOJIbIIlie-
BOTO IYTH, ¥ €CJIU /14, TO KOT/1a 3TO CIIyYrTCsl. BHE3amHo KTo-TO PUIBUHYJICS OJIVIKE K CTONY ¥ OYEHb
THXO cKasalx: “HacTynmuT BpeMs, KOria HEeSTUYHBIM OYIET He 80CNOAb308aMbCsl PEAAKTUPOBAHUEM
I€HOB SMOPHOHAJIBHBIX KJIETOK Pagy TOTO, YTOOBI OOJErYnTh CTpalaHusl YesoBeKa”. DTa pervimka
KapIMHAJIbHO MOMEHSIAa X0/ Hallled JMCKYCCUM, U OHA KaX[Iblil pa3 BCIUIBIBAET Y MEHS B NaMATH,
KOTJIa 51 BCTPEYaloCh C POAUTESIMU WK OYIYIIMMH POAUTEIISIMH, CTOIKHYBITMMUCS C Pa3pyIIUTEIb-
HBIMH TIOCJIEJICTBUSIMHA T€HETHUECKHUX 3a00JIeBaHUI.

[Toka mbI paccyxkaaem, uccnegaoBanust CRISPR npoasuraiotcs Bniepen. B cepeaune 2015 roga
KHUTAlCKNE yUYeHble OMyOIMKOBAIM PE3y/IbTaThl SKCIIepUMEHTa, B KoTopoM oHu BBoamim CRISPR
B 4eJoBeUYeCKre IMOpPHOHBL. VccienoBarenn MCMoMb30BAIM OTOpaKOBAaHHBIE, HEKW3HECTIOCOOHBIE
SMOPHOHBI, HO MX WCCJEIOBAHWE TEM HE MEHee CTajlo BaXHOW BEXOH: BIEpBble ObUIa CleiaHa
TMONBITKA TIPUIIETBLHO oTpenakTupoBath JJTHK sMOpHOHATBHBIX KJIETOK YeIOBEKa.

JHocTrkeHusi TOAOOHOTO poja BBHI3BIBAIOT BIIOJHE OMNpPaBAaHHYI TpeBory. OIHAKO MBI
HE MOXEM HE 3aMeTUTh M (PAaHTACTUYECKUX BO3MOXKHOCTEH, KOTOpbIE PEJAAKTUPOBAaHHME T'€HOMa
OTKPbIBAET JJI51 TIOMOILH JIOJSIM, CTPAJAIOIINIM OT MHBAIMAN3UPYIOIINX HACTIEACTBEHHBIX 3a00eBa-
Huil. [IpencraBbre cebe, YTO YeOBEK, Y3HABIIHMA, YTO HeceT B ce0e MyTaHTHYIO Komuio rena HTT°
(a TO MOYTH HaBEpHSIKA O3HAYAET paHHEE HACTYIUIEHWE IEMEHLMH), TIOJIyYUT JOCTYIl K OCHOBAH-
Homy Ha CRISPR niekapcTBy, cHOCOOHOMY YCTPaHUTh MYTAIMIO €IlIe 10 MPOSIBJICHUST KaKUX-JM00
cUMNTOMOB 3a00seBanusl. HuKorma paHblie Mbl He ObUTH TaK OJIM3KU K CO3/IaHUIO METOJOB U3/1eue-
HUs1 HACTICZICTBEHHBIX 3a00JIEBaHUM, ¥ BAKHO, YTOOBI, TIOKA UIYT CHOPHI [0 TIOBOY PelaKTUPOBAHUS
T€HOMOB YEJIOBEUYECKUX KJIETOK 3apOABIIIEBOrO IMyTH, Mbl HE HACTPOMJIM OOIIECTBEHHOCTDh MPOTHB
CRISPR u He 3aTpyqHWIN BHEIpEHUE TEXHOJIOTUU B KIMHUUYECKYIO paboTy /IS JIeUeHUs] HE/TyTOB,
HE MepeaalolIuXcs M0 HACJIe/ICTBY.

YV MeH$ BbI3bIBAIOT HEBEPOATHBIN SHTY3UA3M BO3MOKHOCTH, KOTOPBIE CYJIUT HAaM peJakKTUPOBa-
Hue redoma. Mccnenoanust CRISPR — u te, 4to BeyTcs B HAyYHBIX JIAOOpATOPUSX, U T, UTO TPO-
XOAAT B OMOTEXHOJOTMYECKUX CTapTanax (a MmocieiHue yxe noiydmiu 0osee MUUTHapaa J0JUIapoB
OT BEHUYPHBIX HHBECTOPOB), — OBICTPO MPUHOCAT HOBBIE JaHHbIe. [loncTernBasi pa3BuTHE OTPACIH,
Hay4YHble pAOOTHUKH U HEKOMMEPUECKHe OpraHU3alliy Mpe IaraloT HeJOPOriue MHCTPYMEHTBI, OCHO-
BaHHble Ha CRISPR, y4eHbIM co Bcero Mupa, ¥ Takum 00pa3oM MCClieJOBAaHK s MOKHO BECTU Herpe-
PBIBHO U OeCIpensiTCTBEHHO.

OpHako Hay4YHBI MTPOrPeCcC HYKAAETCsl HE TOJIBKO B UCCIIEIOBAHUSIX, UHBECTULIMAX U MHHOBA-
[USAX: HE MEeHee BaKHO yuyacTue ooOuiectBeHHOCcTH. [Jo HbiHemHero Bpemenu peomonuss CRISPR
MTPOXO/IMJIA TI0 OOJIBINEH YaCTH 3a 3aKPBITHIMH JBEPHMH JTA00OPATOPHIA M OMOTEXHOJIOTHYECKUX CTap-

3 DTOT reH Koaupyer 0€EJIOK T€HTUHITHH. BapI/IaHTLI 3TOM MOJIEKYJIbI, KOTOPbIE 06pa3y10Tc;1 B KJIETKaX ¢ MyTallisIMH B I'€HE HTT,
BBI3BIBAIOT XOPEIO ['eHTUHTTOHA — HapynieHue yMCTBeHHOﬁ JACATEIbBHOCTU U LLBI/I)KGHI/Iﬁ.
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TarnoB. M31aHnem 3TOi KHUTH U PAJOM JIPYTHX JEUCTBUI Mbl HAJIEEMCS BBHITAIIUTh 3TY PEBOJIOIMIO
Ha BceoOIree 0003peHue.

B niepBoii yactu 310l KHUTH, KOTOpasi HasbiBaercs “MHcTpymeHT”, Mbl ¢ CaMOM pacckasbl-
BaeM 3axBaThIBaoIIyI0 mipeasictopuio TexHojoru CRISPR: kak oHa HauMHamach ¢ UCCIEIOBAaHUIA
MMMYHHOW CUCTEMbI OaKTepHil M KaKue MPenMYIIecTBa MOMyvnia B pe3ysbTaTe AeCATUICTHUX pa3-
pabotok metonos nepenuckiBanus [JHK BHyTpH kiietok. Bo BTopoii yactu — “3agaya” — Mbl Uccrie-
ayeM OecuurciieHHbIe BO3MOKHOCTH MpakTrueckoro npuMeneHrnss CRISPR Ha ’KMBOTHBIX, pacTeHUsIX
U 4YeloBeKe — Kak Oyaylue, Tak M yKe pealn30BaHHbIe, — U 00CYkKIaeM HEBEpOSITHbIE TMepCIeK-
THBbI ¥ 3AMETHBIE TPYIHOCTH, XKIyIIIHE HAa 3TOM IyTU. Bbl 3aMeTnTe, YTO KHUra paccKa3aHa OT MOEro
muna. Ho ee mucamu mbl 00a, M1 Mbl 00a pasziesisieM OOJBIIYI0 YacTh BHIPaKEHHBIX B HEHl MHEHUIA.
MBb1 BBIOpas Tako¥ Ccrioco0 U3M0KEeHUs paiy OOJIbIIEN SICHOCTH U JIsl TOTO, YTOOBI HauboJiee MoJTHO
PACKpPBITh JETAI HETIOBTOPUMBIX BIEYATICHHM, TOTyYeHHbIX MHOH B TEYEHUE MHOTHX JIET.

OTa KHUra He 33yMbIBaJIach Kak cTporoe usnoxenue ucropur CRISPR wnum kak ucueprisiBa-
IOIIasi XPOHOJIOTUSI PAHHKX 3TAIOB TEXHOJIOTMU PEAAKTUPOBaHMS TeHOMa. MBI cKopee XOTeNu Mof-
YEepKHYTh HEKOTOpbIe HanOosee BaKHble JOCTHMKEHHUS B 3TON OONACTH U JIaTh MPECTaBIeHHE O TOM,
Kak Haia coOcTBeHHasi paboTa coyerayiach ¢ pe3y/bTaTaMH WUCCIIEA0BAHUNA APYTUX HAYUYHBIX KOJ-
JIEKTUBOB. MBI JajiM CCBUIKM Ha MCTOYHHMKH TaM, e 3TO ObUIO YMECTHO, U MPU3bIBAEM 3aUHTepe-
COBABIIMXCsI YUTATENIEH 00pararbcsi K JAOMOTHUTEIBHBIM ITyOJIMKAILIUSAM, YTOOBI TIOTYYUTh OOJIbIIIe
uH(OpPMaIMK O MIpeAMeTe, O KOTOPOM MbI nviiieM. HakoHel, Mbl ¢ OrpOMHBIM YBaKEHHEM OTAaeM
JOKHOE OECUMCIIEHHOMY MHOXECTBY YUEHBIX, CHIIPaBIIMX KJTIOUEBbIe U OECIIEHHBIE POJIM B U3yUe-
Hun CRISPR u penaktupoBanust reHOMa, U U3BHUHIEMCS TIepe]] TEMH KOJUleramMmu, paboThl KOTOPBIX
MBI HE CMOIJIA YIOMSIHYTh U3-32 OrPaHMUEHHOT0 00beMa KHUTH.

Mb1 HazeeMcsi, YTO JaHHAs KHUra pa3BeeT MUMbI 00 3TON BOCXUTUTENBHOW 00IaCTH HAyKH
Y BJIOXHOBHT Bac pa3oOparbcs B Hell. [T1o0anbHas AUCKYCCHs TIO MOBOIY PEAaKTUPOBAHKS reHOMa
yXke HauaJlach; 3T0 UCTOPUYECKUIA CIIop 0 OyayIlieM Hallero Mupa — He OoJblie 1 He MeHbie. BonHa
npudnmkaercs. JlapaiiTe OATIIBIBEM K HEW U OCe/IjlaeM ee BMecTe.
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Yacrs 1
NHCcTpymMeHT

I'masa 1
B nouckax ucnesieHus

HenagHo s ycnbliiaia HeOOBIKHOBEHHYIO HCTOPHIO, KOTOPAsi XOPOILO MOKa3bIBAET MOILb U BO3-
MOKHOCTH TEXHOJIOTUY PEJAKTUPOBaHUS TEHOMA.

B 2013 rony yuensle n3 HanmonansHbeIX MHCTUTYTOB 3apaBooxpaHenusi CIIA® cronkHymich
C MEAMLMHCKON 3arajikoi. M3yvas pesikoe HacjaeACTBEHHOe 3a00JeBaHNe, U3BECTHOE KaK CUHAPOM
WHIM’, oHM BCTpeTWU/IM MAIMEHTKY, Yb€ COCTOSIHME Ka3aJochb HEOObSCHUMBIM. B paHHem BO3-
pacte y xeHIIMHBI (51 Oyay HaseiBaTh ee KuM) Obuta iuarHocTupoBaHa 3Ta OONE3Hb, OTHAKO Yepe3
MHOTO JIeT, Koraa crienmanictsl HU3 obcenenoBam Kum, 3a6oneBanue 6ynTo Obl 4yiecHbIM 00pa3oM
HCUE3JIO.

Cunpnpom WHIM BhHIABIIEH JIMIIB Y HECKOJIBKUX AECATKOB YEJIOBEK B MUPE, U 3TOT MOTEHLIU-
aJIBHO CMEPTEJIbHBII MMMYHOE(DULIAT IPUHOCUT OOJIbIINE CTPalaHusl TEM, KOMY He MOBE3JIO YCIbl-
maTh TakoW uarHo3. [IpuunHoii 60ne3HH sBISIeTCsl KPOILIeYHask MyTalysi — BCErO OJHA HETIPaBHJIb-
Has “OykBa” m3 6 mwumapnoB “Oyks” JJHK: uHbBIMU cliOBaMM, 3aMEHEHBI JIMIb OKOJIO TI0KUHBI
aromoB. Ho 310 KpoxoTHOE M3MeHeHue aenaer Hocutens cuaapoMa WHIM upe3BbluailHO BOCIIPU-
MMYHMBBIM K 3apaXE€HUI0 BUPYCOM HanuuioMsl yesioBeka (BITY), KoTopslil BeI3bIBaeT 00pa3oBaHue
HEKOHTPOJIMPYEMO PaCIIPOCTPAHSIOLIMXCSA MO BCceMy Telly OOpOIaBOK. A OHH, B CBOIO OUepe/lb, MOTYT
repepacTarh B pak.

O peaxoctu 3a00J1€BaHKS HAIVISAHO TOBOPUT TOT (DAKT, UTO MEPBOM MALMEHTKOM, Y KOTOPOil
corpynauku HU3 auarHoctupoBamu 31oT cuHapoM emie B 1960-x romax, Obuia Kum, ee xe oHU
1 00CJIeI0BAJIM TOJIBI CITYCTs (B HAy4YHOH JIuTepaType oHa u3BecTHa Kak narueHT WHIM-09). Kum
cTpagajia oT OOJIe3HU C POXKAEHUS, U B TEUEHUE KU3HU €€ HECKOJBbKO Pa3 rOCHUTAIM3UPOBAIN U3-
3a MH(PEKIMN, CBA3aHHBIX C CHHIPOMOM.

B 2013 romy Kum, koTopoii k ToMy BpeMeHH ObLIO yke 58 JieT, MpuIlula Ha 00CJIeIoBaHUe
B HM3 ¢ aByms cBoMMU JOUepbMH, KakI0M U3 KOTOPBIX ObLIO 10 20 ¢ HeGompmmM. Y Gonee MoJo-
IOV U3 IBYX JKEHIIWH ObLIM KJIACCUYECKHE CUMITTOMBI 3200JIeBaHus1, OHAKO yYeHbIe OYeHb yIUBU-
JIMCh, KOrJa OOHAapy) WM, 4yto cama Kum Kazanack coBepieHHO 3710poBoil. COOCTBEHHO, OHA 3TO
Y TIOATBEPIMJIA, 3asIBUB, YTO Y HEE€ HET HUKAKUX CUMIITOMOB yxe Oosbine 20 set. [TopasurenbHbM
obpazom Kum m3mneunnach cama, 6€3 BCSIKOTO MEIMIIMHCKOTO BMEIIATebCTBA.

VyeHble MpoBeny psiJi IKCIEPUMEHTOB, YTOOBI TIOHATH, KaK MPOU3OIILIO 3TO CIOHTAHHOE HCIIe-
JIeHUE OT TIOTEHIMAIBHO CMEPTEIbHOM O0JIe3HU, U OOHAPY KU HEKOTOPHIE BasKHBIE 3allenKu. B kiet-
Kax, B3SITBIX U3 IIEKH U ¢ Kok Kum, Bce ellie mprucyTCTBOBaJI MyTaHTHBINA TeH, OAHAKO OH HEOObsIC-
HUMBIM 00pa3oM Hcue3 U3 KJeTok ee KpoBu. [loneeprayB JJHK KpoBsIHBIX KJIETOK KEHIMHBI Oosiee
00CTOSITESIFHOMY aHaJIN3Y, YUeHble OOHAPYKUIIM HEUTO ellle Ooiee yIUBUTEIbHOE: Y OHOW KO 2-1
XPOMOCOMBI OTCYTCTBOBAJIH 1e/bIX 35 MusumoHoB “OykB” [JHK — 1 10T (hparmMeHT 1ie; koM BKITIO-
yaJl MyTUpoBaBIIMK reH nof HazeanueM CXCR4. (HazBaHus reHOB ALIYTCA KypPCUBOM, 4 HA3BaHUS
O€JIKOB, KOTOpbIE KOIUPYIOT 3TH I'eHbl, — psAMbIM LipudToM. K nipumepy, ren HTT koaupyeT 0eiok

%D. H. McDermott et al., “Chromothriptic Cure of WHIM Syndrome”, Cell 160 (2015): 686—699.

7 WHIM HasBas 110 ero YeThIpeM OCHOBHBIM IPOSIBIICHUSIM: warts (60ponaBky), hypogammaglobulinemia (runoraMmariioOy/mHe-
MHUs1, HEXBaTKa OIPeJeIeHHOro TUIa IMMYHODIIOOY/IMHA), infections (nHdexkunn) U myelokathexis (MuenoKaTeKcHc, eUIUT orpezie-
JICHHBIX THTIOB OEJIbIX KPOBSHBIX TeJIell).
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TeHTUHI'TUH; 60J1e3Hb [ eHTHHI TOHA BbI3BaHa MyTaiyel B reHe H7'T.) OcTasbHble JBECTH MUAUTOHOB
“oykB” [IHK 2-ii XpoMOCOMBI OBLTH TIepeMeIIaHbl — CJIOBHO CKBO3b XPOMOCOMY ITPOHECTIOCh TOPHA IO
Y OCTaBUJIO €€ COCTABJISIONINE B MOJTHOM OECTIOpsI/IKE.

ST nepBOHAYAJIbHBIE OTKPbITUS OpOAWIU psl HOBbIX BoripocoB. Kak JIHK B kiieTkax kpoBu
Kum crana takodl “HeOpraHM30BaHHOW~, B TO BpeMs KakK B JIPyTHMX KJIETKaxX OpraHrM3Ma OoHa Oblia
B HOpMe (He cuuTasi Mmytaiuu B reHe CXCR4)? Bonee Toro, moyemy, HECMOTPsI Ha TO YTO XpOMOCOMa,
copepskatnasi reH CXCR4, Tak CUJIbHO MOBPEKACHA — HA Hel He XxBaTaeT 164 reHoB! — KJIETKU KPOBU
HE MPOCTO BBUKWIJIM, HO U HOPMAIBbHO (DYHKIMOHHMPYIOT? ['eHOM uenoBeKka — MOJHbIA Ha0Oop Bceit
reHeTHUYEeCKOM MH(MOPMAIIMH B HAIIIUX KJIETKAX — COAEPKUT THICSYM FeHOB, HEOOXOIUMBIX TSI TIO[-
AepKaHu sl 5KU3HEHHO BaKHbIX (DyHKIMI, TakuX Kak peruikauus JHK u nenenue kiietok, 1 kazanoch
MPAaKTHUECKH HEBEPOSTHBIM, UTO TAKOE KOJMYECTBO T€HOB MOTYT MPOCTO MCYE3HYTh O€3 BPEIHBIX
MOCJIEICTBUI ISl OpraHu3Ma.

[MpoBens psa onbitoB, yyensie HMU3 nmoHeMHOry mpHOMM3WINCH K OOBSICHEHUIO YyIECHOTO
uctenenust Kum. OHM 3aKJTIOUMIIN, YTO B OIHOM U3 KJIETOK €€ OPraHu3Ma, JOJKHO OBITh, TIPOU3O0IILIO
penkoe coobITHE, OOBIYHO MPHUBOJISINEE K KaTaCTPOUIECKUM TOCIESICTBUSIM, — XPOMOTPHUIICUC. ITO
sIBJICHUE ObLJIO OTKPBHITO HEJABHO®; B pe3ysibTaTe XpOMOTPUIICKCA XPOMOCOMA BHE3AITHO pa3pylia-
ercsl, a 3aTeM BOCCTAHABJIMBAETCS, U 3TO IPUBOIUT K MACCOBOM IEpPEeCTaHOBKE I'eHOB B Hell. [locnen-
CTBUSI TaKOHM TpaHcOpMAIUK ISl OpraHu3Ma OOBIYHO JIMOO HE3HAUMTENbHBI (€CIIH MOBPEKACHHAS
KJIETKa HEMeJIEHHO YMHpAET), IMO0 OueHb cephe3Hbie (ecau nepecraHoBka B JJHK ciyyaiiHo akTu-
BUPYET I'€Hbl, BHI3BIBAIOIINE PAK).

Opnako B Tene Kum XxpomoTpuricuc BbI3Bal Jpyrue U3MeHeHus. MyTupoBaBlasi KieTKa
HE TTPOCTO HOPMAJIFHO Pa3BUBAJIach, HO M30aBUIACh OT TeHa, Bhi3biBamoIiero cuaapom WHIM, tak
Kak B Hel OoJblitie He ObuTo Konvu reHa CXCR4, Hecymero 60J1e3Hb.

Opnako Kum nosessno He Tonpko B 31oM. Yuensie HU3 onpenenuny, yto “cyactinBas’ KiIeTKa
ObL1a, JIOJKHO OBITh, TEMOIIOITHUECKOH (KPOBETBOPHOM) CTBOJIOBOM KJIETKOW. M3 Takoii CTBOJIOBOM
KJIETKU TPOUCXOAAT BCE BUIbI KPOBSHBIX KJIETOK B Tesle, Y HEe €CThb IPAKTUYECKU HEOr'pPaHUYEH-
HBII TIOTEHIIMA Pa3MHOKEHUsI U CAMOOOHOBJIEHUS. DTa KJIeTKa Tepeaaa CBOI0 M3MEHEHHYIO XPo-
MOCOMY KaXJI0W JOYEepHEeH KJIeTKe, YTO B UTOTe MPUBEJIO K OOHOBJICHUIO BCeid MUMMYHHOM CHCTEMBbI
Kum. Teneppb B Hell ObUTM TOJBKO HOBBIE 3I0POBBIE JIEWKOLUTHI (Oe/ble KPOBSIHBIE TeJbla), B KOTO-
pbIX OTCyTCTBOBaJa MyTanus rena CXCR4. Dta 1iernoyka coObITHIA — HACTOJIBKO MaJIOBEpOSITHASL, UTO
s C TPYIOM MOIJIa JOIYCTUTb MBICJIb O PEAJbHOCTU MPOM3OLIEIIEro, MOKa Ciylaja JOKJIaa yJe-
HBIX, — (DAaKTHMUECKH BbIBesa U3 Tesa KuM Hensneunmyio 60ie3Hb, OT KOTOPOW OHa CTpajalia ¢ poxk-
JEHUs.

VYueHsle, uccreoBaBIie 340poBbe KM, MpHUIIumM K BHIBOLY, UTO MpUpoaa OyaTo Obl mpoBesia
HAaJl YIAWIMBOU KEHIIMHOU “OecIpelie/IeHTHBIN KCIIEPUMEHT, B X0Ie KOTOPOT'O BCETO OfIHA CTBOJIO-
Basl KJIETKA MPOIILIa Yepe3 psiji CIIOHTAHHBIX U3MEHEHHI, KOTOpble N30aBUIIM KaK ee caMy, TaK 1 BCe
JOUYepHHE KJIETKH OT I'eHa, Hecyliero 0ose3Hb. ITo Oblla CIy4allHOCTh — U, €U Obl COOBITUS pa3-
BUBAJIMCh HEMHOT'O MHAue, 3Ta CIyYaiiHOCTb, IOMPOCTY TOBOPsI, Momia Obl youth Kum, a He criactu
el JKU3Hb.

YtoObl HOHATH, HACKOJIBKO HEOKUIAHHO OJaronpusTHHIM ObLT TAKOW MCXOJ, MPEJCTAaBbTE, YTO
TeHOM YeJIOBeKa — 3TO OoJbllasi KOMITbloTepHasi mporpamMma. B ciyyae Kum B mporpamme cpenu
IIECTH MWJITHAPAOB “OyKB” colepkajiach BCEro ofHa “OyKBa” HEKOPPEKTHOro Koma. UToObl HAWTH
3Ty HeBEpHYIO “OyKBY”, BBl BPsiJ1 JIU Obl CTAJIM CJIyYaliHBIM 00pa3oM, Hayra yAaasTh OOJbIIMe KYCKH
KOJIa ¥ MepeMelInBaTh Ipyrue ero YacTu: 3TO He TOJbKO He MCTPABUJIO Obl M3HAYAIBHYIO OIIMOKY,
HO ¥ MpHBeJIo OBl K APYTUM, ropaszo 6osee onacHbIM. TOJBKO B ciTyyae 4ype3BbIYaifHOTO BE3EHUS —
BEPOSITHOCTb TAKOTO Be3eHUs1 Obia Obl OJMH K MIUIMOHY MJIH IaXe K MUJUTHApAY — Bbl Obl yMYIpH-

Sp.1. Stephens et al., “Massive Genomic Rearrangement Acquired in a Single Catastrophic Event During Cancer Development”,
Cell 144 (2011): 27-40.
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JINCh HE TOJIbKO YIAJMTh UMEHHO TOT KYCOK KOJIa, YTO COAepsKasl OMIMOKY, HO U HE HapYIIUTh MPH
9TOM KJII0YeBble (PYHKIMH ITporpamMmbl. KOpOTKO roBopsi, 3T0 U CIIyYHIOCh B reHoMe Kum — TojIbKo
padoTaBIIMM HayTaj] MPOrpaMMHCTOM OblTa cama IpUpoIa.

OpnHako Kak Obl yquBUTesIeH HU ObUT city4ait Kum, erre Oosble mopakaer To, YTO OH He YHUKa-
JieH. XOTs1 3TO ¥ €JUHCTBEHHBIN ONMCAHHBIN ClTy4yail UCLIEJIEHUS AIIUEHTa B Pe3y/IbTaTe CIIOHTAHHOTO
pa3pylLIeHUs U TOCIIETYIOIIEr0 BOCCTAHOBJIEHUSI XPOMOCOMBI, B HAYYHOU JIMTEPAType €CTh U Apyrue
MpUMepbl’ MAlMEHTOB, KOTOPbIE YACTHYHO MJIM MOJTHOCTHIO M3JICUMITUCH MOCIIE CITyYalHbIX, CTIOHTAH-
HBIX UCTIpaB/IeHuii MyTarmit. Hanpumep, B 1990-X y aByx narmenToB i3 Helo-opka BHABHIM TsKe-
i kKoMOrHMpoBaHHbI nMMyHozedumt (TKM]L) — HacnencTBeHHOE 3a001eBaHue, KOTOPOE TaKke
Ha3bIBAIOT CUHJPOMOM “MaJIbuMKa B Iy3blpe” (M3-3a CTEPUJIbHBIX YCJIOBUI, B KOTOPBIX MPUXOIUIOCH
AepkKaThb HEKOTOPBIX JIeTei, YTOObI MUHUMHU3UPOBATH BO3MOKHBIA KOHTAKT C 00JI€3HETBOPHBIMU MHK-
poopranusmamu). bes crpoxaiiiiei 301011 WM MHTEHCUBHBIX (POPM TEpaIiui MaJIeHbKUE Malu-
eHThl ¢ auarao3oM TKU]I oObIYHO yMUPAIOT, HE JOKHUB U A0 ABYX JieT. OJHaKo ABOE MalMeHTOB
13 Helo-Vopka OKa3a/mich MCKTIOYEHHEM M3 9TOTO YKACHOTO MPABU/IA: OHH HA YAMBIIEHHE XOPOIIO
ceOs1 4yBCTBOBAJIU U B TIOAPOCTKOBOM, U BO B3POCJIOM BO3pacTe. B 06oux ciryyasx, Kak onpeaein
yUeHbIe, KJIETKH MaIllueHTOB CIOHTAHHO CKOPPEKTHPOBAJIM MYTAINIO B reHe ADA, Hecyyio 00se3Hb,
MpUYEM 3Ta KOPPEKLIUsI He IOTPEBOKUIIA OCTAIBHBIE T€HBI XPOMOCOMBI 7.

W3BecTHBI U Apyrue Moxoxue caydau, KOrjga cama nmpupoaa peJakTupoBajia reHOM, U30aBisis
Jofel OT HACJIeACTBEHHBIX 3a00JeBaHMM, TaKUX Kak cMHApoM Buckorra — Omgpuuall (ot sToro
Henyra tenbix 10-20 % nporieHToB OOJBbHBIX CMacaeT MMEHHO CIIOHTAHHAsI KOPPEKIHS reHOMa) HITH
O0JIe3Hb NIEYCHH T0]] Ha3BaHMEM THPO3UHEeMUs1'2. B clydae HEKOTOPBIX KOKHBIX 3a00JIeBaHUI TIPU-
CYTCTBHE KJIETOK C OTPEJAKTUPOBAHHBIM FEHOMOM MOKHO YBHUJIETh HEBOOPYKEHHBIM B3IVISIOM: IIPU
OIHOM M3 BHJIOB MXTHO3a, UMEIOIIeM BhIPa3UTEIbHOE Ha3BaHUE “UXTHO3 ¢ KOH(ETTH 1, y OONBHBIX
Ha KO’Ke TIOSIBJISIIOTCS] YYaCTKU KPACHOM, IIesTyiaiencs: Koxu. KieTku B 3TuX Mectax HecyT reHeTH-
YECKYI0 MYTalIMIO, OJJHAKO KJIETKU OKPYKAIOIIHX, 3I0POBbIX YUACTKOB KOXKH CMOITIA €€ UCIIPABUTb.

OpHako B OOIIEM M II€JIOM IIAHCHl Ha CIIOHTAHHOE W3JIEYEHHE OT HAC/Ie[CTBEHHOro 3a00-
neBaHusT MUHUMaJbHBL. C OOJBIIMHCTBOM MAIlIEHTOB HUKOTJA HE MPOU30MIET TaKoro 4Yyaa Npu-
POIIBI — YTOOBI TEHBI CAMH U3MEHMIIUCH a0COIOTHO MTPABHIIBHBIM 00pPa30M, UMEHHO B HYXKHBIX KJIET-
Kax M B HY)KHBIX TKaHsX. PeakTrpoBaHue reHoma camoy IpUpOIOr — 3TO AaHOMAJIHsl, UHTEPECHBIN
MEIUIMHCKUNA Kypbe3, 3aTPOHYBILIMI HEOONBINIOE KOJTMUYECTBO MAIMEHTOB, BHIMTPABIINX B “TEHETH-
YECKYIO JIOTEpEI0”.

Ho uTto0, eciim Obl pelakTUpoBaHUE T€HOMa ObLUIO HE TOJBKO CIIOHTaHHBIM siBeHHeM? YTo,
ecau Obl BpauyaM ObUT JIOCTYIIEH KaKOW-HUOYAb CIOCOO KOPPEKTHPOBATh BPENOHOCHBIE MYTAIIUH,
KoTopbie Bb3biBalOT cHApoMbl WHIM, TKUJL, THpO3uHEMHIO — 1, €CJIM YK Ha TO IMOIUIO, JII0O0e
HacJleJICTBeHHOe 3a0oseBaHye”?

Y MHOrHX y4eHbIX, BKJIOUasi U MeHs, cllydyau, MogoOHble uctopuu 6ose3nn Kuwm, BbI3BaIM
TMIOBBIIIIEHHBIN UHTEPEC — HE TOJIbKO TIOTOMY, YTO OHU OOHAPYKUBAJIH LETTUTEIbHYIO MOIIb TPUPOIbI,
peIaKTUpYIOLIel TeHOM, HO TaKke IIOTOMY, YTO OHM HaTaJKMBAJIXA Ha MbICJIb O BO3MOKHOCTH HOBOTO
BUA MEJULIMHCKOTO BMEIIATEIbCTBA: PALIMOHATIBHOIO M TOYHO PACCUMTAHHOIO MCIIPABJIEHUS OLIM-

°R. Hirschhorn, “In Vivo Reversion to Normal of Inherited Mutations in Humans”, Journal of Medical Genetics 40 (2003): 721—
728.

10R. Hirschhorn et al., “Somatic Mosaicism for a Newly Identified Splice-Site Mutation in a Patient with Adenosine Deaminase-
Deficient Immunodeficiency and Spontaneous Clinical Recovery”, American Journal of Human Genetics 55 (1994): 59—-68.

"' B, R. Davis and F. Candotti, “Revertant Somatic Mosaicism in the Wiskott-Aldrich Syndrome”, Immunologic Research 44
(2009): 127-131.

2E. A. Kuvittingen et al., “Self-Induced Correction of the Genetic Defect in Tyrosinemia Type I”, Journal of Clinical Investigation
94 (1994): 1657-1661.

13 K. A. Choate et al., “Mitotic Recombination in Patients with Ichthyosis Causes Reversion of Dominant Mutations in KRT10”,
Science 330 (2010): 94-97.
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60k B reHome. VcripaBiieHust, KOTOpoe MOIJIO Obl YCTPAaHUTh HEMPHUATHBIE CUMITTOMBI HACJIEICTBEH-
HbIX 3a00seBanmid. VicTopru 3THUX Be3yuMX JIIOJIel MPOJEMOHCTPUPOBAIIM, YTO HAMEPEHHOE peflaK-
THUPOBaHKME reHOMa CTaJI0 Obl BOZMOXHO, €CJIM Obl Y YUeHbIX ObLIM HYKHbIE T€HETHUECKHE TaHHBIE
1 HEOOXOIMMbIE OMOTEXHOJIOTMYECKHUE MHCTPYMEHTHI.

B TeueHue pecATUIICTHIA, 3a10JITO /IO TOTO, KaK s MOCBATHIIA ce0s1 TOM 00JIaCTH 3HAHUH, CIie-
ITUAJIUCTHI IO MCIII/IKO-6I/IOJIOFI/I‘IGCKI/IM HayKaM 6I/I.HI/ICb HaIg TEM, ‘ITO6I)I IMOJIYYUTD 9TU JAaHHBIC U pa3-
paboTaTh Takre UHCTPYMEHTHI. bornee Toro, ydeHble MeuTaay O TeparneBTHUECKOM peJaKTUPOBAHUM
TeHOMa eIlie JI0 TOTr0, Kak ObLJI0 OOHApYKEHO, YTO caMa MPUpOJIa MOJICKA3bIBAET, KaK 9TO MOKHO ClIe-
natk. Ho 4TOOBI cliesiaTh TaKylo TEXHOJIOTHIO PEaTbHOM, MCCIIeI0BATENSIM HEOOXOIMMO ObLIIO TIOHSITh
caM I'eHOM: U3 Yero OH ClIeJIaH, KaK OH CTPOUTCS U — YTO HauOoJiee BaKHO — KaKMM 00pa30M MOKHO
BHOCUTh B HErO U3MEHEHUS M “HacTpamBarh’ ero. Tonpko oOnanas nmogodHon 6a3oBor MHGOpMa-
1IMel, IEPBOMPOXOIIBI STOM HAyYHOH OONACTH M MX TOCIEJOBATeT MOIJIM MPEANIPUHSATH MEpBbIe
HCYBCPCHHBIC IIArk 1O HAIpaBJICHUIO K JICUCHHIO HIOI[eﬁ - HIO)leﬁ HEC HACTOJIBKO BE3YYUX, KaK KI/IM,
KOTOPOW MOCYACTIIMBUIIOCH MCIIEIUTHCS CAMOM.

TepmuH “reHom”, mpeaoxeHHsd B 1920 romy Hemenkum 0otannkom ['aHcom Bunkiiepom u,
BO3MOXHO, OOpa30BaHHBIN CIMSTHUEM CJIOB “TeH” M “XpomMocoMa”, OMHUCHIBAET BCIO COBOKYITHOCTb
HACJIE/ICTBEHHOTO MaTepuasia B KJIeTKe oprann3Ma ', B OobIIMHCTBE ClTy4aeB OH UICHTUYEH B KakK-
J0H KJIeTKe JToO0ro opraHmM3Ma (3a MCKJTIOUEHHEM OTIENBbHBIX KJIETOK C MyTalusMu). B reHome
cofepKUTCsl MH(POPMAIHS — UHCTPYKILIUH, COIJIACHO KOTOPBIM OPTaHM3M JII0OOTO JKUBOTO CYIIeCTBa
pacreT, nofaepKuBaeT cedsl v MepeiaeT reHbl IOTOMKaM. Y OIHOTO OpraHM3Ma reHOM BBI3BIBAET pa3-
BUTHUE IIJTaBHUKOB U >Ka6p U1 IBUXKEHUS U ObIXaHUS IO/, BO)IOI;'I; Y APYroro — pocCT JIMCTbLEB U BbIpa-
00TKy xJlopodusia Uil MOTyYeHUs] SHEPTUM U3 CONMHeuHoro ceera. [Ipucymue Ham (pu3MuUecKue
YEepTHI: 3pEHUE, POCT, [IBET KOKH, TPEIPACIIONOKEHHOCTD K HEyraM U T. JI. — COOTBETCTBYIOT UH(OP-
Maluu, 3aKOJJUPOBAHHOM B HAIlIMX TEHOMAX.

4. Lederberg, “’Ome Sweet ’'Omics — A Genealogical Treasury of Words”, Scientist, April 2, 2001.
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KAETK U

I'enoM 00pa3yloT MOJIEKy/bl, KOTOpblE HAa3bIBAIOTCS [E30KCMPHUOOHYKJIEHHOBOW KHCIIOTOM
(JHK) m cocToAT BCEro JMILb U3 YETBIPEX Pa3IMYHbIX BUJOB CTPYKTYPHBIX JIEMEHTOB — HYKJIEO-
THIOB, Tex cambix “OykB” JJHK: A, I', Il u T. 9Tu OykBbl — COKpalleH!s] Ha3BaHUN XUMHUUYECKUX
IpyI, @30TUCTBIX OCHOBAHU, KOTOPHIMU HYKJIEOTHBI OTIIMYAIOTCA APYT OT Apyra: aJeHUH, I'YaHWH,
LIMTO3WH U TUMUH. “ByKBBI” MOJIEKYJI CBSI3aHBI B IJIMHHBIE OJVHAPHBIE LIETIOUKU. [IBE Takue LIENIOYKU
00pa3yIoT 3HAKOMYIO HaM BCEM CIUPAJIbHYIO CTPYKTYPY.

ITa CTPYKTYypa 4YeM-TO HAIOMUHAET JIECEHKY, CKPYYEHHYIO B JUIMHHYIO JBOVHYIO CIIMpaJib. [IBe
nenouku JJHK obGopaunBaiotcs apyr BOKpYT Jpyra BJOJb LEHTPAIbHON OCH, a caxapodocdaTHBINI
OCTOB KaJOH LIENIN OCTAETCS HA BHEIIHEW CTOPOHE CIIUPAJIU; ECJIU IPOAOJDKUTh CPABHEHHE, MOKHO
CKa3arh, YTO 3TU EMEHTHl Kak Obl 00pa3yloT nepuia JiecTHULBL. [Ipy TakoM pacrnonoxeHuu sie-
MEHTOB a30THUCTbIE OCHOBAHUSI YETHIPEX TUIIOB OKA3bIBAIOTCS B LIEHTPE CITUPAIN U HAXOAATCS ONnKe
BCETO K OCH, BCTPEYasiCh B CEPEAMHE MOJIEKYJIbI; 3TO “CTYNEHbKM JIECTHULBI. DJIETaHTHAsS YyepTa 3TOU
CTPYKTYPBbI — HA0Op XUMUUYECKUX B3aUMOJICHCTBUIA, O1aroiapst KOTOPbIM LIEMOYKHY CBSI3aHbI B KXKI0M
CTyIeHbKe. DTO CBOEro poja “MOJEKY/IApPHBIA Kileil”: “OykBa” A ¢ OIHOH LIeMOYKY Bcerga oopasyer
napy ¢ “OykBoi” T Ha gpyro#i nienouke, a I' — ¢ L. Dtu napsl “OyKkB” Ha3bIBAIOT apaMHU OCHOBAHUIA.

JIBOMHas crMpajb MPEKPacHO JEMOHCTPUPYET MOJIEKYJISIPHbIE OCHOBBI HACJIEICTBEHHOCTH;
VIMEHHO C ITOMOILIBIO 3TOM CTPYKTYPbl OTHOCUTEJIBHO ITPOCTOE XUMUUeckoe coeaunenne JJHK moxer
IIPU JIEJIEHUH KJIETKU NIEPEIaBaTh TEHETUYECKYI0 MH(OPMALIMIO JBYM JIOYEPHUM KJIETKaM; TAKUM ke
00pa3zoM MH(pOPMALH MOXET B JaIbHENIIIEM PaclipOCTPAHATHCSA B KAKIYIO KJIETKY LIEJIOrO pacTeHuUs
WX KUBOTHOTO. briarogaps Tomy, 4To MOJIEKYJIa COCTOMT U3 IBYX LIETIOYEK, M TOMY, UTO CYLLECTBYIOT
IIPaBUJIA, COMJIACHO KOTOPBIM 3TU LENOUKU coeuHsoTes (A — Tosbko ¢ T, I' — toneko ¢ L), kaxgas
U3 HUX MpeACTaBIsieT cOO0M TOYHBIN MA0JOH sl COOTBETCTBYIOIIEH Mapsl °.

15 Takoe coOTBETCTBUE Ha3bIBAETCS KOMIUIEMEHTAPHOCTBIO, a IMPaBUJIO, IO KOTOPBIM OAHO a30TUCTOE€ OCHOBAHUE CTAHOBUTCHA
HaIIpOTHUB APYroro, Ha3blBaloT ITPaBUJIOM (I/IJ’[I/I l'[pI/IHLII/Il'IOM) KOMIUIEMEHTApHOCTU.
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Cmpyxmypa oeolinoui cnupaau /JHK

Hesanonro 1o feneHus KJIeTKU JBe LENOYKU pasiessaioTcs (pepMeHTOM, KOTOpbIH “paccTreru-
Baer” JIBOWHYIO CIIMPaJIh MPSAMO TIO LIEHTPY, OyITO 3acTexKy-“Moiuuio”. [Tocne atoro npyrue dep-
MEHTBI ITOIOMPAIOT HOBYIO Mapy VISl KaKI0H IIETIOYKH, MCTIONB3YSI Te e camble TpaBuia A1 (popMu-
POBaHMsI Iap OCHOBAHMH, B pe3YJIbTaTe Yero 00pa3yioTcs IB€ TOYHbIE KOMI OPUTMHAIBHOM JBOHON
CIIUPAJIH.

Moe coOcTBEHHOE 3HAKOMCTBO C JiBoMHOM crimpaibio [JHK coBmao ¢ apyruM Moum OTKpHI-
THEM: OKa3bIBAETCs, YUCHBIE CIIOCOOHBI M3Y4aTh MOJIEKYJIbI, CJIMIIIKOM MaJIEHbKHE IJIs1 TOTO, YTOOBI
MX MOJKHO OBUIO Pa3IIISAETh Aake B CAMbIN MOLIHBIN ONTHUYECKUI MUKPOCKOIT. MHe ObLIO OKOJIO ABe-
HAJLIaTH, KOT/A 51, BEPHYBIIUCH OJHAK/IBI JOMOW M3 LIKOJIbI, OOHApY WA HAa CBOEH MOCTENH MOTpe-
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naHHylo Kuury [xeiimca Yorcona “JIBoiiHast cripasbs” (MOM OTell MHOTJa BBIOUpPAJ Uit MEHs Ty
WM JPYTYIO MOIEPXKAHHYI0 KHUTY B OYKMHUCTUYECKOM MarasuHe, YToObl TIOCMOTPETh, HE 3aUHTepe-
CyeT JIu OHa MeHs). § mogymaia, 4To 3TO KaKOW-TO JETEKTHB (M TaK Be/lb OHO M OBLIO!), ¥ OTJIOKIIIA
KHUTY Ha HECKOJIbKO HeZeNb, MPEeke YeM TOTPy3UThCs B UTEHUE OIHUM JNOXKIJIMBBHIM CyOOOTHUM
JHEM.

YOTCOH pacckasbiBall O TOM, Kak HaAy4YHOE COTPYIHMUYECTBO ¢ PpaHcrcom Kprukom rmo3Bonunio
UM 000MM — UCTIONB3YS] KPUTUYECKH BaKHYIO MH(OpMaInio, COOpaHHYI0 UX Koyeroi PozamvHni
®pankiuH, — pacipoBaTh 3Ty NMPOCTYIO U KPACUBYIO MOJIEKYJISIPHYIO CTpYKTYpy. ViIMenHo Torna
s1 OLIYTWJIa TIEPBYIO UCKPY MHTEpPECa, KOTOPBIM B KOHIIE KOHIIOB M 3aCTaBUJI MEHsI BHIOpPATh TIOXOXKUIA
MyTh B kU3HU. (MHOTO JIET CITyCTsI sI CMOIJIA PE3KO YCKOPHUTH COOCTBEHHYIO HAy4HYIO Kapbepy, pac-
mrdpoBaB HEKOTOPBIE U3 MEPBBIX TpexMepHbIX cTPYKTYp PHK — kynma Gonee cioxHbIx!)

B roapl, KoTOpble MOCAE0BAIM 32 OTKpHITUEM YOTcOHa U Kpuka, qpyrve ydeHsle MbITaUCh
MOHSATh, KAKUM 00Pa30M CTPYKTYpa 3TON MOJIEKYJIBI U €€ I0CTaTOUYHO MPOCThIe XMMUYECKUE COCTaB-
JISTIOIIME MOTYT KOOUPOBATh MH(MOPMAIHIO U OOBSICHATH MHOTOUMCIIEHHbIE OMOJIOTMYECKIE SIBICHHUS.
JHK mnoxoxa Ha KakoH-TO TalHbIN, 3am(pOBAHHBINA S3bIK: KakIas MOCIEIO0BATEIBHOCTh “OyKB”
MIPEIOCTABIISIET COOON MHCTPYKLIMIO ISl 00pa30BaHUs ONpee/IeHHOro Oellka BHYTPHU KJIETKH. 3aTeM
9TU OJIKM BBHITIOMHSIOT OOJBIIMHCTBO KM3HEHHO BaXHBIX (DYHKIIMA B OpraHM3Me, HalpuMep pac-
MIETUISTIOT TIHIILY, PACTIO3HAIOT U YHUUTOXAIOT OOJIE3HETBOPHBIE MUK POOPraHU3MBbI, YyBCTBYIOT CBET.

UroObl peBpaTiTh UHCTPYKLUH, copepxkaimuecs B JJHK, B Oesku, KJIeTKH UCTIONB3YIOT BaX-
Hewmyio (1 OmuskopoxacteeHnyio HK) monekyny pubGonykienHoBoir kuciotsl (PHK), kotopas
oOpazyertcs o madnony JJHK B xoze mporiecca, KOTOpbIA Ha3bIBaeTCs TpaHCK puriimei. Tpu “OykBbI”
B PHK copnapator ¢ “6ykBamu” IHK, omHako “OykBa” T (TuMuH) 3ameHeHa Ha Y (yparn). Kpome
TOrO, caxap, oopasyionmii octoB PHK, conepxuT Ha oiuH aToM KUcI0poza Oosiblie, 4eM aToM caxapa
B JIHK (rmoToMy-TO MOCIeAHIO U HAa3kIBAIOT de30Kcu puOOHYKIeMHOBOM KucaoToi). PHK BeicTymaer
B Ka4yecTBe nepejaryrka MH(pOpMauu OT KJIETOYHOTrO spa, B kotopoM Haxoautcs JITHK, Bo BHew-
HIOIO YaCTh KJIETKH, Iie 00pasyoTcs O6eku. B 3Tom nporiecce (OH Ha3bIBACTCS TPAHCIISALIACH ) KIETKU
UCTIONB3YIOT JJIs1 CO3JaHusI OTIENIbHBIX MOJIEKYJ OeskoB amuHHbIe nernouku PHK, kotopsie oOpasy-
I0TC$1 C UCIOJIb30BaHKUEM MHGopMalinu ¢ onpezeneHHbix pparmentos JIHK — yuactkoB koza, Ha3bIBa-
embIx reHamu. Kaxnpie Tpu “OykBbl” PHK, nmoctaBieHHbIe psiioM, COOTBETCTBYIOT OJHOM aMUHOKHC-
JI0Te (AMUHOKHCIIOTHI — 3TO “CTpOUTE bHbIE OJIOKK” OEIKOB). [ €HbI M COOTBETCTBYIOIIHE MM OEJIKOBBIE
MPOLYKTHI OTIIMYAIOTCA IPYT OT APYra MNOCIeA0BaTeIbHOCTBIO HyKJIEOTUA0B (B T€HAX ) U aMUHOKUCIIOT
(B Genkax). DToT oOuMiA NOTOK reneTnyeckor nagopmarmm — ot JJHK k PHK k Genky — usBecten
Kak IEHTpaJibHasl JOrMa MOJIEKY/ISIPHOM OMOJIOrMM, M UIMEHHO Ha 9TOM sI3bIKe “00IIaeTcss” U BbIpa-
Kaet ceOs1 KU3Hb.

Pa3mep reHoma u ymciI0 I€HOB, COAEPKAIIMXCS B HEM, CHJIBHO PA3JIMYaIOTCs y MPEe/ICTaBUTe-
JIefl pa3IMyYHbIX APCTB KUBOTO MUPA. Y OOJIBIIMHCTBA BUPYCOB, HAIPUMED, BCETO HECKOJIBKO THICSIY
“oykB” [JHK (umm PHK, Tak kak B HEKOTOpbIX BUpYcHbIX reHomax Het JJHK) u HeGorpIinoe konuye-
CTBO IreHOB. | @eHOMBI OaKTepuit, C APyror CTOPOHBI, CofiepkaT MUJLTUOHBI “OyKB” 1 okoso 4000 reHoB.
B renome myx okoso 14 000 reHOB, pacnpeieSIeHHbIX Cpey COTEH MUJLTHOHOB nap ocHoBanuil JJHK.
B yenoBeueckom renome okoso 3,2 muwumapaa “oyks” JTHK u okono 21 000 reHOB, KOTUPYIOIIHX
6enku. JII0OOMBITHO, YTO pa3Mep TeHOMa He BCErJa COOTBETCTBYET CJOKHOCTH OpraHM3Ma; TeHOM
YeJIoBeKa MPUOIM3UTEHHO TAKOH K€ IJTMHBI, KaK T€HOM MBIIIH WX JISATYIIKH, T1e-TO B IECSTh pa3
KOpoYe, YeM reHOM cajlaMaH psbl, ¥ 0oJiee YeM B CTO pa3 MeHbIIIe, YeM FeHOMbI HEKOTOPBIX PACTEHUIA.
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PETTAMKALINS

Lenmpaneras doema monexynsproi ouonrozuu '

['eHOMBI pa3TMYHBIX BUJIOB KUBBIX CYIIECTB MOI'YT UIMETh COBEPIIEHHO Pa3InYHYIO CTPYKTYPY.
B 10 Bpemsi Kak OOJBIIMHCTBO OAKTEPUABHBIX TEHOMOB CYIIECTBYIOT BHYTPH KJIETKH B BUJIE OTHOM
HenpepbiBHOU nociienoBarenbHocTy JTHK, yenoBeueckuii reHOM COCTOMT U3 23 OTAEbHBIX YacTel,
KOTOpbIE Ha3bIBAIOTCS XPOMOCOMaMHM 1 UMeEIOT ITHY oT 50 10 250 MuimoHoB “OykB”. Kak v KieTku
OOJBIIIMHCTBA MJICKOTIUTAIONIHX, KJIETKH YeJIOBEeKa OOBIYHO COAEPXKAT JBE KOMHUU KakKIOH XpOMO-
COMBI, OfIHY OT OTIIa, APYTYI0 OT Matepu. Kaxiplil ponutens nepeaaer pedeHKy 23 XpOMOCOMBI, TaK
4yTO BCero ux nomyyvaercs 46. (CyniecTByloT UCKJIIOYEHHUsI U3 3TOTO MPaBWIIa; HAIIPUMED, Y JIIOJen
¢ curapomoM JlayHa ecth Tperbsi Korusl 21-it xpomocoMmsl.) [TonHblil HAGOP SAEPHBIX XPOMOCOM
MOXeT OBITh HalIeH IPAKTHUYECKH B JTIOOOM KJIETKE TeJla (Ba)KHOE UCKIIIOYEHUE — KPACHBIE KPOBSIHBIE
TeJblIa, TaK Kak y HUX HeT sapa'’), oqaako [JJHK xpanutcs He Tonmpko B sjape. B reHoM denoBeka
TaKke BXOJIUT OTAeJIbHAS MUHH-XpOMOcoMa — oHa coaepkut Bcero 16 000 “6yks” IHK u pacrnono-
KeHa B MUTOXOHJIpHSAX, “OaTapeikax’ KJETKH, IPOM3BOAAIIMX SHEpPruio. B ommyre ot reHernye-
CKOTr'0 KOZIa APYTUX XpoMocoM, MutoxoHapuasibHas [JJHK Hacienyercs uCKIIoYUTEIbHO 10 MaTeprH-
CKOM JIMHUH '3,

Myranuu B mo6oii u3 23 map XpoMOCOM MM B MUTOXOHPUAILHON XPOMOCOME MOTYT BbI3bI-
BaTb HACJIE/ICTBEHHBIE 3a00eBanusl. [IpocTeiimas MyTaius Ha3bIBaeTCsl TOYEYHON 3aMEHOM — B 9TOM
CIy4ae OIUH HYKJICOTH] 3aMEeHEH Ha JIPYroif, U B pe3yJbTaTe COOTBETCTBYIOIINIA I'eH OyaeT KOTUpo-
BaThb IepeKTHBIN Oesiok. K mpumepy, ceproBUAHOKIETOYHAST aHEMHUSI, HACJIEICTBEHHOE 3a00/IeBaHUe
KpOBH, CITy4yaeTcsl TPy 3aMeHe CeMHAIIIaToi “OyKBbl” TeHa 1oj] Ha3BaHueM Oeta-1moouH (¢ A Ha T).
[Ipu nepexone OT HyKJIEOTUAO0B K aMUHOKHUCIIOTaM, TO €CTh B XOJI€ TPAHCIISALMU, 3Ta MyTallysi IPUBO-

16 3nech He yKasaH ellle OfIfH Mpoliecc — 00paTHast TpaHCKpuIiwsi. B xone storo mporecca no uHgopmarmu ¢ monekys PHK
¢ omoltipio hepMeHTa 00paTHOM TpaHCKpHMTa3kl (peBepTasbl) crpoutcst Mosiekyna JJHK. Camblit U3BeCTHBII 0OBEKT, UCTIONB3YIOLINT
00paTHYI0 TPAHCKPHIILIMIO, — BUPYC MMMYyHoziebuiTa denoBeka. OH BXOAUT B JOBOJILHO KPYITHYIO IPYIITy PETPOBUPYCOB. B perpo-
pupycax ectb Tonbko PHK, a [JHK uer. IMocnennsist 1 oOpasyeTcsi B Xo[e oOpaTHON TPAHCKPHUIILMH, KOTa 3TH BUPYCHI MONAJAI0T
B KJIETKU-XKEPTBHI.

17
Tonbko B 3PEJIOM COCTOAHHMH; Y MOJIOABIX KJIETOK OHO €CTh, 3aTEM YTPAUYUBACTCA.

18 Ycenenosanne 2018 roga omnposepraeT 3ToT Te3uc: Shiyu Luo et al. Biparental Inheritance of Mitochondrial DNA in Humans,
PNAS, December 18, 2018, 115 (51), 13039-13044; published ahead of print November 26, 2018. DOI: 10.1073/pnas.1810946115.
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JUT K TOMY, YTO IJTyTamaT 3aMEHSIeTCs] Ha BAIUH, IPUYEM MPOUCXOIUT 3TO B KPUTHUECKOUN 00IacTH
0eJKka reMOoryIoOMHa — KOMIIOHEHTa SPUTPOLIMTOB (KPACHBIX KPOBSIHBIX TEJIEI), TPAHCIIOPTHPYIOIIETO
kuciopon. [TociencTBUsI 3TOro KpoIevyHOro n3MeHeH sl B OeJike — MEHSIIOTCSI JIUIIIb JAECSATh aTOMOB
u3 OoJiee YeM BOCbMHU ThHICSTY — OUeHb CEPbe3Hbl. MyTHPOBABIIINE MOJIEKYJIbI TeMOTTIOOMHA CITUTIAIOTCS
1 00pa3yloT aHOMaJIbHBIE BOJIOKHA, MEHSIONIE (DOpMY SPUTPOLIMTOB, UTO BEET K aHEMUU, TIOBBI-
IIIEHHOMY PHMCKY MHCYJIbTa U MH(EKIIUH, a TAaKXkKe K CUIIbHOU OO B KOCTSIX.

CepnoBUIHOKJIETOUHASl aHEMHSI — TPUMEp TeHETUYecKoro 3aboJieBaHMsi, HACIEIyeMOro
0 PEeIleCCMBHOMY THITY. DTO O3HAYaeT, uTo OOJIe3Hb BO3HUKAET TOr/a, Koraa ooe konvu reHa HBB
B OpraHM3Me HECyT MYTAllMIO; €CIM U3MEHEHUS €CTh TOJbKO B OIHOW KOITMM, TO HEMYTHUPOBABIINI
reH MOXET IPOU3BECTH JOCTATOYHO HOPMAJIbHOTO reMOIJIO0MHA, YTOObI HUBEJIMPOBATh HETaTUBHOE
BO3/ICHICTBHE MyTaHTHOTO reMoryioouHa. JIiou, y KOTOpBIX JIMIIb OfHA Komusi reHa HBB MyTaHTHas,
BCE PABHO SIBJISIIOTCS HOCUTEISIMUA CEPIIOBUIHOKJIETOYHONW aHEMUM, U XOTsI OOBIYHO 3TO HE BIIUSET
Ha MX 3/10pOBbE, OHU BCE K€ MOT'YT NepesiaTh Ae(PEeKTHbI I'eH TIOTOMCTBY.

Jlpyrue reneTnveckue 3a00IeBaHUsI HACIEAYIOTCS 110 JOMUHAHTHOMY THITY, YTO O3HAYAET, YTO
BCEro OJHOW MYTAaHTHOH KOIMHUM TeHA JOCTAaTOYHO, YTOOBI BHI3BAaTh OOJe3Hb. OIMH U3 MPUMEPOB
storo — cungpom WHIM, nipu kotopom ThicsiuHas “OykBa” reHa CXCR4 mensiercs ¢ 1 Ha T; myTu-
POBABIMIA TeH KOAUPYET IMIIEPAKTUBHBIN OEJIOK, KOTOPBII HUBEIHpPYeT padoTy 30pOBOTO IeHa.

N ceprioBuaHOKIeTOYHAsE aHemusi, U cuHapoM WHIM — mpumeps! reHermueckux 3adose-
BaHWU, BBI3BIBAEMBIX MPOCTHIMA TOYEYHBIMH 3aMeHaMU (OIMIMOOYHON MMOJMEHOW OJHOU “OyKBBI”
JHK Ha npyryio). OpHako reHeTu4ecKue 3a00/eBaHks MOTYT ObITh U pe3yJIbTATOM BCTaBKH (MHCEp-
uuK) uim yrparsl (enenun) pparmentos JJHK. K npumepy, HelipogereHepaTUBHOE paccTpOICTBO,
M3BECTHOE Kak xopesi [ eHTUHI TOHa, MPOUCXOIUT U3-3a MyTauuu B reHe HTT, B KOTOPOM OfIHU U Te ke
Tpu “OykBbl” JJHK MOBTOPSIIOTCS CITUIIIKOM MHOTO pa3. DTO 3aCTaBJISAET KJIETKU MO3ra IMPOU3BOIUTh
AHOMAaJIbHbIE OEJIKM, MOCTENEHHO pa3pylIaloye 3TH KJIETKA. A BOT MyKOBUCIMIO3 (OMacHOe AJis
KU3HU HACJIEICTBEHHOE 3a00JIeBaHMe, KOTOPOe MOpakaeT IJIaBHBIM 0Opa3oM JIerKHe), HapOTHB,
BO3HMKAET M3-3a yJaJIeHUsl Tpex “OyKB” reHeTndeckoro koja B reHe CFTR, 4TO IPUBOAUT K TOMY,
YTO OEJIOK JIUIIAeTCS BaXKHOW aMUHOKHCIIOTH M ero (DYHKIIMOHMPOBaHUe HapyIiaetcs. Ipyrue 3a60-
JIeBaHUsI BOHUKAIOT, KOT/]a YYaCTKH reHa MHBEPTHUPOBAHbI (PACIOIOKEHBI B 0OPaTHOM MOPSIJIKE) WITH
Korja (pparMeHThl XpOMOCOM WJTH JJaKe I1eJIble XPOMOCOMBI TI0 OIMOKE YBOEHbI WJIM OTCYTCTBYIOT.

O reHeTMYECKMX MPUYMHAX MHOTMX OOJIe3HEH CTalio W3BECTHO Onaromapsi OTHOCHTENIBHO
HeJaBHeMy n3o0peTeHuio cekBennpoBanus [JJHK — mporiecca, KOTOpBIi MO3BOMISIET YUEHBIM MTPOUH-
THIBATh W 3aMKCHIBATh COIEPKMMOE TeHOMa YesioBeka “OykBa 3a OykBoii”. [Tocne Toro kak B 1970-x
rojax MosiBUJIKCH NEPBbIE METO/Ibl CEKBEHUPOBAHUS, YUE€HbIE HAUaIM KPOIOTJIMBO UCKATh U UJCHTH-
(urpoBaTh reHeTHUECKIe MPUIUHBI HanbosIee N3BECTHBIX Ha TOT MOMEHT HACJIeJICTBEHHBIX 3a00J1e-
BaHMI. “KBaHTOBBI CKAYOK” B 3TOM OOJIACTH IMPOU3OIIIE, KOrjaa ObUT OCyIeCTBIIEH MpoeKT “T'eHom
yenoBeka”, HauaBmmics B 1990-x rogax, Korja y4eHsle co BCEro Mupa 0ObeIMHUINCH, YTOOBI OTCE-
KBEHUPOBATh BECh FeHOM 4YesioBeKa. [1pyu BhIMoOIHEHNH 3TOM aMOMIIMO3HOM 3a1a4i ObljTa UCTIONb30-
BaHa HOBAsl TEXHOJIOTHSI, KOTOpasl MO3BOJIsIa KJIOHUpoBaTh Oombiime dpparmeHtsl [JHK venoBeka
B IpOXKKax. Peanuzanym npoeKTa Takske CriocoOCTBOBAIM 3HAUMTEIIBHBIH MPOTPECC B ABTOMATH3ALIUH
7abOPATOPHBIX MPOIECCOB U Pa3padOTKa CJIOKHBIX BBIYACIUTENIBHBIX aJITOPUTMOB JIIsI OOJIeTrYeHuU s
aHaJIM3a JaHHbIX, IOJIyYEHHbIX IPYU CEKBEHUPOBaHUU. [TpOEKT CTOMUIT OrpOMHBIX YCUJIMIA U CPEJCTB
(okoso 3 MuutapaoB Aosuiapos), U B 2001 rogy ObLT OIMyOIMKOBAH MEPBBIA “UYepHOBOM BapuaHT”
reHoMa.

C momeHTa 3aBepliieHus npoekTa “I'enom yenoBeka” npouecc cekeHrposanus JIHK u cexse-
HUPOBAHMSI I1EJIIX TEHOMOB CTaJl YTUBUTEIBHO OBICTPHIM, IEIIEBHIM U 9()(PEKTUBHBIM. YUEeHbIE TOYHO
UICHTUUITMPOBAIM OOJiee YeThIPEX THICSY Pa3IMYHBIX MYTAllMi, CIOCOOHBIX BBI3BIBATH '€HETHYE-
ckue 3adoneBanusi. CekBennpoBanue JJHK nomoraer BoISIBUTH TOBBIILICHHBIN PUCK PA3BUTHS HEKO-
TOPBIX BUJOB paKa, MoAOMpaTh MHAUBUAYATbHbIE METOAUKH JICUSHHUS JUIsl TAMEHTOB C Pa3IMYHOMI
HacneicTBeHHOCThIo. CeroHst komMepueckuit ananmm3 [JJHK cran oOmenocTymHpIM: OH CTOUT JIMIIb
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HECKOJIBKO COTEH JIOJUIAPOB 32 KAXKIBIA TECT, 1 MAJUTMOHBI JTIOJICH PEIIIN CAeIaTh aHAIU3 COOCTBEH-
HBIX TEHOMOB, ISl YeTO UM HYKHO OBUIO JIMIIB TIPEJOCTaBUTL oOpaser] cioHbl. [lociemnoBaio 3Ha-
YUTEIbHOE YBEIMUYeHUE 00beMa JaHHBIX O YeJOBEUYECKOM I'eéHOME, YTO IMOMOIJIO HMCCIIeoBaTe M
BBISIBUThH BaKHBIE CBSI3M MEXK/TY ThICSTUaMU BAPUAHTOB F'€HOB U PSIOM (PU3MYECKUX U MIOBEICHYECKUX
4yepr.

N Bce xe, HECMOTpPsI Ha TO YTO CEKBEHHPOBAHME TEeHOMa OTPaXaeT OrPOMHBIN IMporpecc
B M3YYEHUHU HACJIEJCTBEHHBIX HEJYTrOB, 9TO B KOHEYHOM CU€Te JIMIIb JAUArHOCTUYECKUN HHCTPY-
MEHT, HO He CPeJICTBO ISl X JiedeHust. OHO IMOMOIJIO HaM YBUETh, KaK HacJieJCTBEHHbIE 3a00JIeBa-
Hus 3anuckiBaloTcs Ha si3bike [JJHK, ogHako cekBeHMpoBaHue He /1aeT HaM HUKAKUX BO3MOKHOCTEH
JUISI UBMEHEHHS ITOTO sI3blKa. B KOHIIE KOHIIOB, HAYUYUTHCA YUTATh — JAJIEKO HE TO K€ CaMOE, 4TO
HAYYUThCS MUCATh. [T TOrO yUeHbIM HYKeH COBEPIIIEHHO IPyroi HaOOp MHCTPYMEHTOB.

UccnenoBarenmn meutanu o cBs3aHHbix ¢ JJHK meromax siedeHwst ¢ Tex mop, Kak ObLIO
OTKPBITO CYIIIECTBOBaHUE TeHETUYECKUX 3a00seBanuil. Korma HekoTopeie yueHble TOJbKO HaUMHAIN
OIpeIesIATH OCHOBOIIOJATAIOIIHE TIPUIUHBI HACJISICTBEHHBIX 3a00JIEeBaHU, IPYTUe ykKe HAXOIUIUCH
B HAIIPS)KEHHOM TIOMCKE HOBBIX METOJIOB JIEYEHUS STUX HEJYTOB — METOIOB, KOTOPbIEe TIO3BOJIVIIU Obl
HE TOJIbKO JaBaTh MAlMEHTaM IpernapaThl, BpeMEHHO CMSrJalolie HexkeareabHble 3(deKTh TeH-
HOW MYyTaIlii, HO W MCIPABJIATh CaM MYTHUPOBABIINI I'eH, YTOOBl HaBCerJa OCTAHOBUTH OOJIC3Hb.
[TpuBeny mpumep: ceprioOBUJHOKJICTOUHAS] aHEMUST JICUUTCS CETOTHS MPH TIOMOIIM YaCThIX TepesT-
BaHWI KPOBH, MCTIOJIb30BaHMS Mperaparta TuAPOKCUKapOdamMu/ia 1 iepecaki KOCTHOTO Mo3ra. Pa3se
He Jyuinie 66110 OBl aTakoBaTh camy myTarmio JJHK, Be3BaBiyio 3a0oneBanme?

[roneps Mccne10BaHMiA B 3TOM 00J1aCTH 3HAH, YTO JTyUIIAM pellieHUeM /IS JIedeHus Hace -
CTBEHHBIX 3a00JIeBaHMiA ObUIO ObI MicTIpaBiieHue e(heKTHOrO TeHa — TO €CTh IIeJICHANPABICHHO MPO-
JenaTh TO e caMoe, YTO MPUpOAA cleaia CryJyaiHo, ucieanB KuM u Apyrux Be3yunx MaieHTOB
Bpojie Hee. OIHAKO ujiest JIeYeHUsT HACJIeICTBEHHBIX HEIYTOB TIOCPE/ICTBOM IEPETUChIBAHUS MYTaHT-
HOT'O TeHETMUYECKOT0 KOJla Ka3aaach (PaHTACTUYECKOW — HEUTO TMOKMCKA UTOJIKHU B CTOTe CEHa, a IOTOM
BBITACKMBAHUSI €€ U3 TOrO CTOra, MpryYeM HeJib3sl ObLJIO 33a7eTh MPU 3TOM HU OJIHOW COJIOMHUHKH.
Ho BmecTe ¢ TeM yueHble ogo3peBaiv, YT OXOKHUX U3MEHEHUN MOXKHO ObLIIO ObI IOOUTHCS, T00aB-
JIsis1 LIeJble 3aMelIalolve TeHbl B IOBPeXeHHbIe KJIETKH. Bormpoc cocTosisi B TOM, KakuM 00pa3oM
JOCTaBUTb TOT LEHHBIN I'Py3 B HE3IOPOBBIN TEHOM.

3Has 0 TOM, YTO BUPYCHI OOIAIAI0T HEOOBIYHOM CIIOCOOHOCTBIO “BKJICMBATH HOBYIO T'€HETH-
yeckyo uHpopmarmio B JJHK OGakrepuanbHbIX KJIETOK, MMOHEPHl UCCICIOBAHUI T€HHOW Teparuiu
TIOHSLTA, YTO BUPYCHI MOKHO UCTIOJTB30BATH JJIs IOCTABKU “JIeueOHBIX TeHOB” JTo/isiM. [IepBbie OMbIThI
MoI0OHOT0 poyia ObLTH MIPOBeIeHHI B KOHIIE 1960-X roos ameprukanckuMm BpadoM Ctanduigom Pos-
KepcoM — OH u3yvas narmuioMaBupyc Illoyma, BeI3BIBAIOIIMIA BHIpACTAHUS HA KOXE y KPOJIUKOB.
Pomxepca 0coGeHHO 3arHTepecoBaja OqHa OCOOEHHOCTh TOrO BUpYcCa: B TeJIaX 3apakeHHBIX KPOJIH-
KOB BBIPA0ATHIBAJIOCH CJIMIITKOM MHOTO apriHa3bl — (pepMeHTa, HEUTPATU3YIONIETO BPeJHYI0 aMIHO-
KHCJIOTY apruHuH'’. B opranu3max O0JIbHBIX KPOJIUKOB OBUIO ropas3io OoJblie apruHas3bl U MEHbIITIe
apruHUHA, YeM Y 3[I0POBBIX KUBOTHBIX. KpoMe Toro, Pomkepc oOHapy XU, 4TO y MCClieoBaTeNe,
padoTaBIIMX C BUPYCOM, YPOBEHb aprMHUHA B KPOBHU TaKXke ObUI HHKEe HOPMBL. Buaumo, 3Tu yue-
HBIE TIOAXBATUJIA BUPYC OT KPOJIMKOB, M 9Ta MH(MEKIMS BbI3BAJIA JOITOCPOYHbIE N3MCHEHUS TaKkKe
U B UIX TeJax.

Pomxepc Hauan mono3pesarts, yto BUpyc Illoyna JocTaBisi B KJIETKU I'eH, OTBETCTBESHHBIN
3a MOBBIIIEHHYIO BHIPAOOTKY apruHasbl. OH YIUBHWICS, YTO BUPYC CIIOCOOEH MEPEeHOCUTh reHeThYe-
CKYI0 MH(OpMALIUIO CTOJTb 3 PEKTUBHO, U 3a1AJICS BOITPOCOM: 2 CMOTJIa ObI CIIEIIMATbHO CKOHCTPYH-

19 Crenyer yrounmts, 4To XOTS M30HITOK apriHMHA (KaK M APYIHX BELIECTB), GE3yCIOBHO, BPEMT OPraHU3My, HO 03 9TOi aMu-
HOKHCJIOTHI HeJIb3s IOCTPOMTH OEJIKH, TaK UTO ee NOJIHOE OTCYTCTBHUE ellle Gosiee BPeJOHOCHO.
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pOBaHHas1 BEpCHsl BUpYyca AOCTABIIATD B KJIETKH JpyTrue, Mojie3Hble reHsl? MHoro Jiet cryctst Pomkepc
BCMIOMHHAIT: “BBUIO SICHO, YTO B MOMCKAX OOJIE3HU MBI OTKPBUIM CPECTBO JieueHus ! "0

Emy He npuiuioch 0o KAaTh caydasi, YT0O0bl MPOTECTUPOBATH CBOIO TEOPHUIO Ha PEATbHBIX
nanuenTax. CIycTsi BCero HecKOJIbKO JIET y IBYX AeBouek u3 ['epmaHum ObUIO ITUAarHOCTHPOBAHO
HACJIE/ICTBEHHOE PACCTPOMCTBO MOJ] Ha3BaHUEM rurepapruHruHeMusi. Kak 'y KponrkoB, HHPHUIPO-
BaHHBIX nanwioMaBupycom loyna, y manmeHTok ObUIM aHOMaJIbHBIE YPOBHU aprMHUHA B KPOBU —
OJIHAKO Ha TOT pa3 He MOHMKEHHBIE, & CJIMIIKOM BBICOKHME. ['€H, OTBETCTBEHHBIH 32 MPOU3BOJCTBO
apruHasbl (Kak mogo3peBai Pomkepce, IMEeHHO 3TOT reH nepeHocuiicst Bupycom llloyna), B opranus-
Max JIeBOUEK JIMOO OTCYTCTBOBAJI, TUOO MyTUPOBAJ.

CuMNTOMBI TUTIEpApPTMHUHEMUN YKACHBI: B UX YMCJIEe TIOCTETIEHHO YCHJIMBAIOIIUECS CTIa3MBbl,
SMUJIETICUS U Cephe3Hast yMCTBEHHAsI OTCTAIOCTh. OJJHAKO OBUT IIAHC, YTO BMEIIATeIbCTBO HA PAaHHEH
CTaJiuK, 0COOCHHO B CTy4ae MJIa/IIel MalMeHTKH, MOTJIO IIPeOTBPAaTUTh HanboJiee TsKeble TocTe-
cTBus 3a00neBanus1. Pomkepe u ero Hemelkue KoJuler BBesu ieBoukam Bupyc [lloyna B TepaneBTu-
YECKHUX EJISIX, CAeNaB MHBEKIUIO OOJBIINX O3 OYMIIEHHOTO BUPYCa KPOJIUKOB MPSIMO B KPOBOTOK.

K coxanenuio, skcniepuMeHTalbHasi reHHasi Teparusi Pomkepca oOepHysach pazodapoBa-
HHEM — ¥ He TOJIBKO Il HEro, HO |, YTO O0JIee MevaibHO, IS €T0 MAIMEHTOB U MX ceMbH. VIHbeKIuu
HE OKa3aJIM MIOYTH HUKAKOTo BO3/ICHCTBUS HU Ha OJIHY U3 JE€BOYEK, a Pomkepca MaccoBo mopuIaim
3a MpOIIEe Ly Py, KOTOPYIO MHOTHE €ro KOJUIET COWIN Oe3paccyIHOM 1 HerpoayMaHHou 2!, [lanpHelee
MccreIoBaHKe TIOKA3aJio, YTo BOMPEKH npenonoxeHusm Pomxepca B Bupyce llloyna naxe He conep-
’KaJI0Ch TeHa apruHa3bl*2, MOITOMY OH HEe MOT HUKaK ObITh TOJIE3€H AJIs1 JISUeHU s TUIepaprMHUHEMUH.

Xots Pomxepc 6obliie HUKOrJa He MPeAIpUHIMAI TOMBITOK MTPOBECTH TEHHYIO TEPaIuio, ero
uziest 00 UCHOJIb30BaHUY BUPYCOB B KAUECTBE CPECTBA IOCTABKY I'€HOB B KJIETKHU — YUEHbIE HA3bIBAIOT
TaKKe CPEACTBa BEKTOPAMU — IIPOU3BEJa PEBOJTIOIHIO B OMOIOTUU. DKCIIEPUMEHT HE YAAJICs, OTHAKO
oOmwii mpuHIMN Pomkepca okazaiicsi BEepHbIM, M IEPEHOC T€HOB MPH MOMOIIA BUPYCOB /IO CUX TIOp
SIBJISIETCS] OHUM U3 HarOosee 3(h(PeKTUBHBIX U3BECTHBIX CIIOCOOOB BCTABKM F€HOB B TEHOM KJIETKH —
U, CIIeIOBATENIbHO, U3MEHEHHUSI TEHETMUECKOTO KO/IA KMBBIX OPTaHU3MOB.

Bupycel 3¢peKkTHBHBI B KauecTBE BEKTOPOB O1aroiapst HECKOJILKMM CBOMM XapaKTEPHBIM OCO-
o6eHHocTsIM. HavaTh ¢ TOro, 4ro B pe3ysbrare CBOEH SBOMIOUUKM BUPYCHl HAYUMJIUCh HEBEPOSITHO
3(PeKTUBHO MPOHMKATh B KJIETKH modoro tuma. C Tex mop Kak Ha 3emyie CyIIEeCTBYeT KU3Hb,
OpraHu3MaM BCeX LApCTB — OAKTepHsAM, PaCTEHHsIM, )KUBOTHBIM U T. [I. — MPUXOAUIOCH OOPOTHCS
C TAPa3UTHUECKVMU BUPYCaMH, €TUHCTBEHHOM 11EJ1bI0 KOTOPBIX SIBJISIETCS “B3JIOM” KJIETKU U BCTaBKA
B Hee cooctBenHOM [THK, 4toObl 3Ta KjeTka BbpadaThiBasia MHOXECTBO HOBBIX KOIHME BHUPYCHBIX
yacTtull. Ha mpoTskeHun ThICSIUeNIeTHi SBOJIOIMY BUPYCHl BBIPAOOTAIN CIOCOOHOCTD UCIIONB30BATh
MPaKTHUYECKH J1I000e c1aboe MeCTO B KJIETOYHOMW 3alIUTHON CHCTEME M YCOBEPIIEHCTBOBAIM CTpa-
TErMU “JOCTABKU~ CBOETO T€HETUYECKOTo Ipy3a BHYTpPb KJIETKU. BUpYyCHbIE BEKTOPHI MOPA3UTEIBHO
HAJEeKHbl B KaYeCTBE MHCTPyMEHTa; padoTaiolye ¢ HUMU UCCIIeOBATeIM MOTYT JOCTaBUTh T'€HbI
B HEOOXOMMBIE KJIETKU C MPAKTHUECKH CTOMPOLEHTHON 3(heKTUBHOCTHIO. [Jis1 yUeHbIX, KOTOpbIE
MIEPBBIMU KCTIONB30BAIM STOT BHJ T€PaNvi, BUPYCHBIE BEKTOPHI ObUIM YEM-TO BpOJIE TPOSIHCKOTO
KOHSI.

Bupychl ciocoOHBI He TONBKO TiepeHOCHTh cBoI0 JJHK BHYTph KJIETKU, HO U 00ecIieunBaTh ee
coxpaHenue TaM. B 1920-1930-e ronpl, Ha 3ape TeHETUYECKUX KCIIEPIMEHTOB Ha OaKTepusiX, yde-
Hble HEZJOYMEBAJIU TI0 MOBOJY CHOCOOHOCTH OaKTEepUAIbHBIX BUPYCOB BOZHHMKATh CIOBHO M3 HUOT-
Ky/Zla ¥ BBI3bIBATh MH(EKIMHU. [JapHeiline nuccie1oBaHus OKa3aiu, 4TO STH BUPYCHl MOTYT BHOCUTb
CBOI I'eHOM B OaKTepHaIbHYI0 XPOMOCOMY M TAaUThCSI TaM JIO TeX TOp, TIOKa YCJIOBHUSI HE CTaHyT MOA-

03, Rogers, “Reflections on Issues Posed by Recombinant DNA Molecule Technology. 117, Annals of the New York Academy
of Sciences 265 (1976): 66-70.
2T, Friedmann and R. Roblin, “Gene Therapy for Human Genetic Disease?”, Science 175 (1972): 949-955.
22T, Friedmann, “Stanfield Rogers: Insights into Virus Vectors and Failure of an Early Gene Therapy Model”, Molecular Therapy
4 (2001): 285-288.
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XOASIIUMH U1l ”HTEHCUBHOTO MH(PUIIMPOBaHUs. PeTpoBUpyCH — OOMBIIION KJIacC BUPYCOB, K KOTO-
PbIM OTHOCUTCS, HAITPUMED, BUpPYyC UMMYHoAeduIuTa yenoBeka (BUY), — nponensiBaioT TO ke camoe
B OpraHM3Me 4eJI0BeKa, BHOCS CBOM T€HETUYECKUI MaTeprall B reHOM MH(PULIMPOBAHHBIX KJIeTOK. W3-
3a 3TOr0 BPEJOHOCHOTO CBOICTBA YHUUTOXUTH PETPOBUPYCHI UYPE3BBIYANHO CJI0KHO, U OHU CyMeNn
OCTaBUTb OTPOMHBIN CJIE]] B HACJIEICTBEHHOCTH Hatero Buja. Llensix 8 % reHoma uenoBeka — OKOJIO
250 mummonoB “OykB” JJHK — 310 Hacieaue ApeBHUX PETPOBHPYCOB, KOTOPHIE MOPaKaIM HAIINX
MIPEJKOB MHOT'O THICSYEJIETUI Ha3al.

S UCTTPABAEHHBIN TEH

[

BUPYCHLIN BEKTOP }\\J Q

AOBABAEHUE TEHA

I'ennas mepanusi ¢ UCNOABL30BAHUEM BUPYCHBIX BEKIMOPO8

3a mepBhIMH TONBITKAMU TeHHOW Teparnui B 1960-x mocnenoBayio ObICTpOe pa3BUTHE STOM
HAyYIHOW OOJIACTH, KOTOPOE MPOUCXOIUIIO Olarogapsi peBOJIOIMOHHON pa3paboTKe, M3BECTHOW Kak
pekomOuHanTHas [THK, — 310 coOuparenbHblii TEPMUH IS TEHETHUYECKOTO KOJa, MCKYCCTBEHHO
CO37aHHOTO B laboparopuu. Mcnosnb3ysi HOBble OMOTEXHOIOTMYECKUE MHCTPYMEHTHI 1 HOBbIE OMOXH-
MUYecKkre MeTofibl, yueHsle B 1970-x u 1980-x rogax Hay4mIMch BeIpe3aTh U BCTABIATh (DparMeHThl
JJHK B reHOMBI ¥ BBIIENIATH 33JaHHbIE NOCIEAOBATEIbHOCTA TEHOB. JTO MO3BOJIMJIO UM BCTaBJIAThH
“neyeOHBIe” TeHBI B BUPYCH U YIAIATH OMACHbIe TeHbl TAKUM 00pa30M, 4TO BUPYCH OOJIbIIE HE Bpe-
OUIY UH(PUIIMPOBAHHBIM KJIETKaM. Y4eHble (DAKTUYECKU MPEBPATUIM 3TH BUPYChl B HEUTO BpOJE
TUXWX CHAPSJOB, IPeHA3HAYEHHBIX JIISI TOTO, YTOOBI JJOCTABUTH CBOM T€HETUYECKUH 3apsi]l TOYHO
B HY)KHYIO I1eJIb — ¥ HUKY/a OoJiee.

K koniy 1980-X ObUM TIPOBEICHBI KCIIEPUMEHTHI Ha MBIIIAX, H B XOJIE 9TUX IKCIEPUMEHTOB
MepeHaCTPOCHHBIC PETPOBUPYCHI YCIIEIITHO BCTABJISUIM TIPOM3BE/ICHHBIE B JTJabopatopuu reHsl B JJHK
JKUBOTHBIX; TETIEPh MPEJICTOSIIO UCTILITATh TEHHYIO TEPAIUIO B KJIMHUYECKUX YCIOBUSIX. B 310 Bpems
s padoTaina B ['apBapne, mpoBoauIIa TaM MCCIIEIOBAHUS ISl CBOEH JOKTOPCKOM JAMCCEePTAIIH 110 OHO-
XMMUU; 51 TIOMHIO, KaK MbI C KOJJIETaMH TIO JIaOOpaTopur 0OCYKIaTi HOBOCTh O TOM, 4To PpeHu
AHJepcoH u ero koyutern u3 HaimoHaIbHBIX MHCTUTYTOB 37IPaBOOX PAHEHUS TIEPBHIMU CMOIJIH ITPO-
BECTH KJIMHUYeCKHe UCTibiTanrst. OHU pa3pad0TaI MHOTOOOEIIIAIONINI BEKTOP, CHAOKEHHBIH 310pO-
BOM Kommel reHa ADA (ameHo3uHe3aMyHa3kl). M3-3a MyTaluy 3TOro reHa BOSHUKAET HeJI0CTaTOu-
HOCTh aJieHo3uHae3aMuHa3bl — hopmbl TKUL (TsKeI0ro KOMOMHMPOBAHHOTO MMMYHOAC(HUIIATA).
Komania AHiepcoHa XoTea UCIob30BaTh TEHHYIO TePaIvIo JIJIsl TOrO, YTOOBI HaBCer/la BKIIIOYUTh
310pOBBI TeH ADA B cOCTaB KPOBSIHBIX TeJIell MareHToB, crpagaomux ot TKU]L, — Takum obpa-
30M, YTOOBI 9TH KJIETKH CMOTJIH BBIpAaOATHIBATH HEJOCTAIOIIVI OeJIOK. AHJICPCOH U €r0 KOJUIETH HaJle-
SUTUCh, YTO 9TO MPHUBEIET K U3JICUSHHUIO OT OOJIe3HH.

K coxanenuio, pe3yabTaTbl 3TOrO MEPBOr0 KJIMHUYECKOTO UCIBITAHUS OKA3aJIMCh HE BITOJTHE
SICHBIMH; TIEPECTPOCHHBI BUPYC Bpoje Obl He NMPUUMHIII Bpella HU OJHOMY W3 JIByX IAllMEHTOB,
KOTOPBIE €ro MOMYYHJIN, OHAKO U 3(PDEKTUBHOCTh METO/Ia OBUIO TPYIHO onpenesuTh. K mpumepy,
TI0CJTe TPOBE/ICHUS 3TON MPOIEAYPhl Y 000MX MAIMEHTOB YBEJIMIMIOCH KOJTMUYECTBO KHU3HECIOCO0-
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HBIX IMMYHHBIX KJIETOK — OJHAKO 3TO YJIyUIllEeHWE MOIJIO ObITh BBI3BAHO M APYTMMH CPEICTBAMH,
KOTOpbIe OOJTbHbIE PUHUMAJIH TTAPAJUIENIBHO C TPOBEJEHUEM TeHHOH Tepanuu. bosee Toro, B peaib-
HOCTH JIMIIb OYeHb HEOOJIBIIIOE YUCIIO KJIETOK MOTYyYMIIO 310pOBbI TeH ADA, a 3TO 03Havaso, 4To
BUPYC, BEPOSITHO, HE HACTONBKO I(P(HEKTHUBEH B KAUECTBE CPEACTBA JOCTABKH I'€HOB, KaK Ha/IEsJIHNCh
yUeHBIE.

OpnHako 3a TpU JAECATUJICTHS, MPOMISIINX CO BPEMEHH 3TOrO MEepPBOro M HE CIIMIIKOM yoe-
JWTEJILHOTO OIbITAa, B 00JIACT TEHHOW Teparuu MpoucXoaui (heHOMEHAIBHBIN Mmporpecc. Ycosep-
IIIEHCTBOBAHUSI B KOHCTPYHUPOBAHUH BUPYCHBIX BEKTOPOB M METOIOB MX JIOCTABKH B KJIETKH ITPUBEJIO
K YpE3BBIUAITHO BOOAYIIEBIISAIONIMM pe3y/IbTaTaM reHHo Tepanui ADA y necsitkoB 6ombpHbIX TK/,
¥ KOMMEPYECKHUH Mpemnapar 1oji Ha3BaHUEM CTPUMBEJIHC, CKOpee BCEro, CKopo OyleT onoOpeH KC-
nepramu>’,

ITo cocrostamio Ha 2016 rop 6sUT0 MpoBeieHo 0Kkoo 2000 UCTIHITAHUI PA3TMYHBIX BUIOB TeH-
HOH Teparuu, U CIIMCOK HEeJJyTOB, TIOIAI0IIUXCS JICYSHUIO STUM METOIOM, 3HAYMTETbHO PACHTHPHIICS:
Teriepb OH BKJIIOYAET TaKMe MOHOTEHHbIE HACJIEACTBEHHbIC 3200/IeBaHus1, KAK MYKOBUCII/IO3, MHO-
auctpocus [JomenHa, reMopns, HEKOTOPbIE BU/IBI CIIETIOTHI, a TAKXKe BCE OOJbIIee YUCIIO Pa3Iny-
HBIX CEP/IEYHO-COCYAUCTBIX M HEBPOJIOTMUYECKUX HEIYTroB. A MEpCIeKTUBHBII METO MMMYyHOTepa-
UM paka — IPH KOTOPOM KJIETKH, CPaKAIOLIHECs C OMyXOJblo, “3apsKaloTcsl” TeHaMH, HalleIeHHBIMU
Ha crienM(UIHBIE 151 OITyXO0JIel MOJIEKYJIBI, — ObUT HA3BaH OJJHUM U3 CAMbIX MHOTOOOEIIAIONINX MTPO-
PBIBOB B OHKOJIOTHIM ¥ TIONTBEPIKICHUEM TOTO, UTO T€HHAsI TePaIHs eIlle MHOTO Yero MOXKET Ipe/iyio-
KUTh METUIIVHE.

Ho, HecMoTpsi Ha 1IIyMUXy, TeHHasl Teparus IoKa He CTaia MaHareei, Kak HaJIesUCh yUeHbIe
Y MEJVKH; HAlIPOTHB, B HEKOTOPBIX CIIyYasX OHa, KaKeTcsl, MpuHecna OoJblle Bpeaa, YeM MOJb3bl.
Tsoxensiil yaap o 3toit oonactu Harec 1999 rop, korjaa ofMH NaryeHT yMep Mocjie MOITHOTO MMMYH-
HOTO OTBETa €ro OpraHmM3Ma Ha OOJBINYIO /103y BUPYCHOTO BeKTOopa. B To Bpems s mpemnonasaja
B Vle/IbcKoM YHUBEpCHTETE U OBLIA IOMHOCTBIO TIOTPyKeHa B MICCIIeI0BAHMS CIIOCO0A, KOTOPBIM BUPYC-
Hble MoJieKy 16l PHK “B3amMbIBaloT” OeJTOKCUHTE3UPYIOIINE CUCTEMBI B KJIETKaX. XOTsI 0071aCTh MOUX
WCCTIeIOBAaHMI He CITUIIIKOM TiepeceKaiach ¢ TeHHOH Teparei, HOBOCTH 00 3TOM KaTacTpo(ruecKoM
MCXOJIe pACCTPOMJIM MEHsI M OJIHOBPEMEHHO 3aCTaBUIIM OoJiee 1eIeyCTpeMIIeHHO paboTaTh Haj TeM,
YTOOBI JIy4Ille TOHUMATh YCTPOWUCTBO BUPYCOB M KJIETOK.

[Tosxe, yxe B Havase 2000-X, y MATU MAMEHTOB, KOTOPbIM IPOBOAMIM T€HHYIO TEPAIUIO
cueruieHHoro ¢ X-xpomocomoit TKUJI, pa3zBuiach JelkeMust — pak KpaCHOro KOCTHOTO MO3ra. 1o
MPOM30IILIO U3-32 TOTO, YTO PETPOBUPYC OMIMOOYHO aKTUBUPOBAJ HEKUI OHKOTeH (OIUH U3 TeHOB,
BBI3BIBAIOIIMX PAK), ¥ 3TO MPUBEJIO K HEKOHTPOJIMPYEMOMY Pa3MHOKEHHIO KJIETOK. DTOT UHIUACHT
MOTYEPKHYJ HEOThEMJIEMBIN PUCK, IPUCYIIMIA METOMY, IPH KOTOPOM HaIlIeHTaM BBOISATCS OOJIbIINE
KOJIMUYECTBA UyKEPOJHOTO areHTa, a B X FEHOMBI CITyYaiiHO BCTPaMBAIOTCS HECKOJIBKO THICSY “OyKB”
JHK. {1 momMHI0, KaK Torga mogyMaia, 4To 3Ta 00JacTh KIMHUUYECKUX UCCICIOBAHUA, B TIPUHITHUIIS
CTOJIb MHOTOOOEMIAIONIAs], MOKET OKa3aThCsl HEMTPUEMJIEMO PUCKOBAHHOM.

2 B mae 2016-ro EBponelickast KOMUCCHs laJla pa3pelieHre Ha IIPOU3BOJICTBO U MCIIOIb30BaHUE CTPUMBEIIHCA, OHAKO K MapTy
2018-ro 6GbUIO MPOAHO BCETo MSTh KYPCOB Ipemnapara, uTo ¥ HeyauBHTenbHO: 3a rof B EC BhisBisercs munib 15 ciydaes TKUL
C HEJIOCTATOYHOCTBIO aIeHO3MH/IE3aMHUHA3bl, [IPU STOM CTOMMOCTB Iperapara — 594 Teics4u eBpo.
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KoHen 03HakoMuUTEJIbHOT0 (pparmMeHra.

Texkcr npenocrasieH OO0 «JIutPec».

[IpounTaiiTe 3Ty KHUTY LIEJIMKOM, KYIMB IIOJHYIO JIEraJbHYIO Bepcuio Ha JlutPec.

BesomnacHo onnatuTh KHUTY MOKHO OaHKOBCKOM Kaprtoit Visa, MasterCard, Maestro, co cuera
MOOWIIBHOTO TenepoHa, C TUIaTeKHOro tepMuHana, B catone MTC wm Cesi3Hoii, yepes PayPal,
WebMoney, fAunekc.densru, QIWI Komesnek, 60HyCHbIME KapTaMu WX APYTUM YIOOHBIM Bam crio-
COOOM.
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