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3ayeM HY>KHbl
NHAYKTOPbI anonto3a?

B Hay4HOM nuTepaType BCe Yalle nossagTca paboThbl, NOCBSALWEHHbIE
MOUCKY perynsatopoB anonto3a. C KaKow Liefiblo NPOBOASTCS TaKue
nccnenoBaHus, pacckasbiBaeT AHaTo/ M CoNnoBbEB, A-p Me[. HayK,
npodeccop, 3aB. OTAENIOM 3KCNEPUMEHTA/IbHON Tepanumn n PyKOBOAUTENb
MeXBeaoMCTBEHHOM NabopaTtopum AOKIMHUYECKOTO N3YYeHUs
JIeKapcTBEHHbIX cpeactB 'Y «MHCTUTYT dapMaKonormm 1 TOKCUKONOrMu

AHatonuin ConoBsbeB

— AHamonuti MiearHosuy, 4mo csiedyem noHUMAame N00 MepMUHOM
«anonmos» U KaKogo e2o npoucxoxoeHue?

— Ecnv He yrny6naTbea B TEPMUHONOMYECKME CMOPbI O MPaBOMOYHO-
CTV OTOXAECTBIEHUA U CYLLECTBYIOLLMX AKOObI OTANYKAX anonTo3a U 3a-
NPOrpamMmMMpPOBaHHON CMEPTH KIIETOK, TO TEPMUH «aronTo3» B NepeBoje
C rPeYECKOro 03HaYaeT «IUCTonag» 1 6bin NpeanoxeH ewle faneHom. Tak
PUMCKWIA Bpay 1 eCTeCTBOVCTbITaTe b Ha3Bas npoLecc, 06ycnoBnvBato-
LMiA ONageHwve IMCTbeB OCeHbIo. TOT $aKT, YTO IMCTbA ONAAAIOT TONbKO C
XUBbIX IePEBbEB, B TO BPEMA Kak CMIMNEHHbIe WU CIOMaHHble BCTpeyatoT
31My C NOBypeBLLEN, HO He OMaBLLEN MCTBOA, N03BONMA [aneHy caenatb
BbIBOJ O «3aNpOorpamMmMypOBaHHOCTY (FOBOPA COBPEMEHHbBIM A3bIKOM)
OTMUPaHWA INCTbEB OCEHbIO.

ABTOPCTBO COBPEMEHHOIO TEPMUHA NMPUHABNIEXKUT BPUTaHCKIM
yueHbiMm [Ix. Keppy, 3. Yaiinu n A. Keppwu, kotopble B 1972 1. BnepBble
BbIABMHYNM 11 060CHOBANM KOHLIENLMIO O NPUHLMMNAIbHOM Pasinyum
dusmonornyeckomn 3anporpaMmmrpoBaHHON CMEPTH KETOK (anonTos) 1
X naTofiornyeckom rubenu (Hekpos). B 2000 r. Ix. Kepp 6bin ygoctoeH
npemum M. Spnuxa v J1. JapMwTearepa 3a nccnegoBaHus B 06nactu
anonTo3a, a B 2002 r. yueHble 13 KeMOPUIKCKON nabopatopuu, bronoru
C. BpenHep, L. CanctoH u P. Xopsuu, nonyumnu Hobenesckyio npemuto
no ¢pu3vonornm n MegruUmMHe (Tak Yacto 6bIBaeT) 3@ PaCKPbITVIE OCHOBHBIX
MEeXaHW3MOB reHeTNYeCKO perynaLmm pasBmTrA OPraHoB 1 UCCIEAO0-
BaHVA NPOrpamMmmMypyemon KNneTouHom cmepTy. HbiHe Teoprm anonTosa
NOCBALIEHbI AECATKY ThICAY HAayYHbIX PaboT, pacKpbIBaKOLMX OCHOBHbIE
MeXaH13Mbl €70 Pa3BUTWA Ha GU3MONOTNYECKOM, FEHETYECKOM 11 B1oXH-
MNYeCKOM YPOBHAX. [IpOBOANTCA aKTVBHbIV NMOWCK PEryiATOPOB anonTo-
3a. OcobeHHO 60NbLLOI UHTEPEC NPEeACTaBNAIOT NCCIIEAOBaAHNS, KOTOPbIE
MOTYT AaTb BO3MOXHOCTb NPAKTNYECKOro NPUMEHEHUA perynaummn
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anonTo3a Npwu leYeHnw, Npexae BCero OHKOMOrMYECKMX, ay TOMMMYHHbIX
U HeMpoanCcTpodrYecKnx 3aboneBaHui.

— Kakoebl mexaHusmel pazeumus u pezynayuu anonmosa?

— CnepiyeT OTMETUTb, YTO 3TO AB/IEHNE CBONCTBEHHO BCEM KVBbIM
CylLecTBaM, BKOUas yenoeka. Kaxablii AeHb B HalleM opraHm3me no-
rnbaroT 1 3amMeLLatoTCA HOBBIMY JECATKI MUIINAPA0B KNETOK, CAMOMVK-
BUAALMA HEHYXKHDBIX KNETOK abCoNtoTHO HeobxoaMMa s HopManbHON
MKU3HU OpraHu3mMa.

MexaHn3mbl pa3BUTWA 1 PeryaAaLmMmM anonTo3a Ha CerofHA 0 KOHLa
ellie He n3yyeHbl. [loka3aHo, 4To NpoLecc MOryT MHAYLIMPOBaTb HU3KMe
KOHLIEHTPALIMM MHOTVX BELLECTB, BbI3blBaOLLMX HEKPO3. OfiHaKo B 605b-
LIMHCTBE CNyYaeB reHeTUYECKH 3anpOorpamMMMPOBaHHasA MMoenb KNeTok
NPONCXOAUT NPU NOCTYNNEHNN CUTHANIOB OT MONEKYS1 — KJIETOUHbBIX
perynAaTopoB, Takux Kak FOPMOHbI, aHTVTE€Hbl, MOHOK/IOHalbHble aHTUTeNa
1 ap. CUrHanbl K anonTo3y BOCMIPUHMMAIOTCA CNeLyan3npoBaHHbIMA
KJIeTOUHbIMU peLienTopamMu, KOTOopble 3anycKatoT noc/efoBaTe/lbHble
3Tanbl BHYTPUKIETOUHbIX CIOXKHbIX GUOXMMUYECKUX MPoLeccoB. OfHIM
13 BaXHDbIX PETYNATOPOB anonoTo3a ABnAeTcs 6enok p53 (Takoe HeBbl-
pasuTenbHoe 0603HaueHVe MPOV3BEAEHO OT MPOTENH C MOJIEKYIAPHON
Maccon 53 KunopanbToOHa»), UIMEHHO OH 3anycKaeT LienoyKy MoeKynap-
HbIX NPOLIECCOB, KOTOPbIE 1 MPUBOAAT K Pa3BuTio anonTto3a. MyTauus
3TOro 6enka HapyLIaeT MEXaHU3M 3arycKa rbenu KneTok, YTo MoXeT
CTaTb NPUYMHON Pa3BUTUA PAAA OMNyXOoNneBbiX 3a00neBaHui.

— Kakoea pone anonmo3sa é xumuomepanuu OHKo102U4ecKux
3a6onesanuti?

— [MepBble NpOTHBOOMNYXONEBbIE NEKAPCTBA MO0 XMMUYECKM MO-
Bpexaanu monekynbl IHK 1 6enkos (ankunupyowme coegnHeHUs:
3MOUXMH, MendanaH, METUITHATPO30MOUEBIHA, LMKnopochamma v ap.),
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nn6o NpenATcTBOBanyM npoueccy yasoeHus Hutv JHK (@HTmeTabonutbl,
nepBble 13 KOTOPbIX, METOTPEKCAT 1 5-dTopypaums, Obiny co3faHbl elle
B CpeayviHe NPOLLIOro BeKa 1 0 CVX NOP NPVIMEHSIOTCA B OHKOMOMN).
Mo3pHee NoABMNMCH NpenapaThbl, TopaxatoLiue Apyrue BHyTPUKIIe-
TOYHblEe MULLEHV: MPOTUBOOTYXOMNEBbIE aHTVOVOTUKU (LOKCOPYOULIVH,
611e0MULIVH), BELLECTBA PACTUTENBHOTO NPOUCXOXAEHUA (BUHONACTUH,
NaKNMTaKCes, 3TONo3ua), KOMMIEKCHbIE COeVHEHNS NNATUHBI (Lmcnna-
TWH, KapbonnaTuH).

OpnHako No mMepe pa3BUTUA NPeLCTaBNIEHNI O MEXaHU3MaXx NPorpam-
MMPYEeMOI KNEeTOUYHOI rmbeni CTaHOBUITOCh OUEBMAHBIM, YTO NPAKTH-
YecKu BCe MPOTUBOOMYXONEBbIE IeKapCTBa, OT NMperapaToB «MNepBoi
BOJIHbI», YMOMsAHYTbIX BbILLE, O COBPEMEHHbIX (rem3ap, ¢pnyaapa,
NaKNuTaKcen, IMUBEK, PUTYKCMMab) BeCbMa 3PHEKTUBHO aKTUBUPYIOT
Nporpammy KeTouHol cMepTy. IHbIMY COBaMW, LIUTOTOKCUHBI He you-
BAIOT KNETKM CamK, @ NPOBOLIMPYIOT X Ha COBEPLLEHE CamMoyOmiicTBa.
HecMoTps Ha To, UTO y PaKoBOIA KNETKM HapyLeHbl GpyHKLUN reHeTuYe-
CKOro CAMOKOHTPONA, IEKapCTBa, akTUBMPYHOLLME MPOrpaMmy KeTou-
HOW r6enu, NPenMyLLeCTBEHHO MOPaXxaloT BCE-TaKU MMEHHO KIETKM
onyxonu! B 3TomM COCTONT OAAMH U3 OCHOBHbBIX NapafoKCcOB XMMMOTEPaNnn
onyxosnen: cMctema pacno3HaBaHUA MyTaLMiA, NONIOMKa KOTOPOW AenaeT
KNeTKy BOCMPUMUYMBOW K MyTareHe3y 1 NPUBOANT K ee OMyXOfeBOMY
nepepoXaeHio, NPeacTaBnAeT CoBOoM NMLLb YaCTb «<MOJIEKYIIAPHON KyX-
HW», peanusyioLei nporpaMmmy KneTouHon rubenu. OakT octaetcs dak-
TOM — nogaensioLlee GONbLUNHCTBO KIIETOUHBIX JIMHUIA, T.e. CTaLMOHAPHO
NOALEPKMBAEMbIX B KYJIbTYPe PakoBbIX KNETOK OAHOIO NPOVCXOXAEHUSA
1 UCNONb3yeMbIX A/1A MOUCKA NPOTMBOOMNYXOJEBbIX JIEKAPCTB, CIOCOOHO
K rmbenu B pesynbTaTe anonTosa.

— B yem e npuyuHa HedoCMAmMoYHO 8bICOKOU KITUHUYECKOU
3¢hhekmusHoCcMu NeKkapcmeeHHbIX Memo008 JieYeHUs OHKOI02UYeCcKUX
3a6onesaHuti?

— MpuurHa 3aKYaeTCs B TOM, YTO MOJIHOTO UCLENEeHUs MOXHO
[OCTNYb, TOJIbKO NOPa3uB BCe 63 NCKITIOUYEHUsA OMyXoseBble KNeTKN.
TpeboBaHus K neyeHnio MHOEKLMOHHBIX 1 Napa3nTapHbIX 3abone-
BaHWI He CTOMb CYpPOBbl — YLIENIEBLUMX NOC/IEe IeYeHNA NapasnToB
«3auunLLaeT» UMMYHHaA cncTemMa. PakoBble e KNeTKu ABAATCA Ana
OpraHU3mMa «POLHbIMUY, UMMYHHasA CUCTEMA Ha HUX He pearnpyert, u
ecsn yueneet XoTa 6bl TbICAYHAA NX YaCTb, OMYXOJib BOCCTAHOBUTCA
[l0 HauyanbHbIX pa3mepoB Bcero yepes 10 genexuin (210=1024). 3gecb
1 KPOETCA OCHOBHasA TPYAHOCTb: NCTPEOUTD «OAHUM YapOM» BCE
OnyxoneBble KINeTKN He yaeTcs, a B npoLecce ANUTENIbHOTO NeYyeHmns
NPONCXOAMNT He TONbKO BOCCTAHOBJIEHME NOMYNALMY, HO U ee NPo-
rpeccus ¢ U3MeHeHUeM CBOWCTB U CNEKTPa JIEKAPCTBEHHOW YyBCTBU-
TeNbHOCTU — BCEraa Mo HanpaBeHWIo «OT MIIOXOro K XyALwemy». Bot
nouemy xmmmoTepanus Hanbonee 3ppeKTUBHA Ha OTHOCUTENBHO
PaHHVX CTafUAX Pa3BUTNS OMYXONW.

CylecTByeT NpefnonoXeHNE, YTO U Y OHKOMOTMYECKUX BOMbHBIX
KNeTKM, yTpaTMBLLKE NPOrpammy KNeTOUHOI rMbenm, MoryT BO3HMKATb
Ha pa3HbIX 3Tanax NPOrpeccuyt ONyxosn He3aBUCUMO OT TOTO, KaKMM
NeKapcTBaMU Kx leyart. M Becb umerowwminca apceHan cneumnduyeckmnx
NPOTUBOOMYXONEBbIX CPEACTB OKa3blBAETCA 6eCCMbHBIM Nepes Takum
KNOHOM.

ITa cMTyauma — neyvanbHoe CNefCcTBrE NPUMEHAEMON A0 HACTOALLEro
BPEMEHV METOAONONM OTOOPa HOBBIX MPOTUBOOMYXOJEBbIX IEKAPCTB,
Npu KOTOPOW NCMOSb3YIOT KNETOYHBIE NIMHWW, B GOMbLUE U MEHBLUEN
CTeneHu coxpaHsioLme CNOCOBHOCTb K MPOrpamMM1pPOBaHHON rrbenu.

B pesynbTaTe Takoro CKprHWHra oTérpatoT Hambonee 3dpdeKTBHbIE
WHAYKTOPbI anonTo3a, KOTopble He NPefCTaBAAT peasibHOM ONacHOCTM
[15 ONYXONeBbIX KNETOK, YTPATUBLUMX K HEMY COCOBHOCTD.

— Cywecmayem /iu 8bIX00 U3 MAKozo0 mynuka?

— lNoka Ha 3ToT Bonpoc HeT oTBeTa. OfiHaKO yueHble 0bpaTuiv BHU-
MaHVie Ha 13BECTHbI B pafnobuonorum GeHoMeH, Ha3blBaeMblii «penpo-
DYKTUBHas rmbenb», KoTopas HabntogaeTcs B TOM CJlyyae, Koraa nosyyeH-
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Hble KNIETKOW reHeTnyecKre NoBpexaeHNa CTaHOBATCA CMepPTeNlbHbIMU
nocne OfAHOro U HeCKONbKMX LKknoB yaBoeHua [IHK. Ecnn xe cmepTb
K/eTK/ OT BHELUHEro BO34eNCTBUA NPONCXOANT JO MEPBOro AeNieHNs, TO
roBopAT 06 UHTepdazHoii rmdenm. Kak 3To HY NapafioKCanbHO 3BYYUT,
NPUYMHON rMBEN KNETOK MOXET CTaTb yTpaTa CoCOOHOCTY K anomnTo3sy.
VIHTepecHO OTMETUTD, UTO «OBbIYHBIE» PAKOBbIE KIETKI COXPaHAOT
CMOCOBHOCTb K anomnTo3y, O3TOMY Ta UX YacTb, KOTOpas MoJlyyisia onac-
Hble NOBPEXAEeHNA, CAMOSIMKBUANPYETCA, HO 3aTO OCTaBLUMECA KNETKM
NPOAOIKAIOT Pa3MHOXaTbCA 1 OMyXOJb MPOJOMKAET CyLIEeCTBOBATb.
KneTkam >e ¢ yTpaueHHOI NPOorpamMmmoii r’mbenm HUUTO He NPenATCTByeT
6ECKOHTPOJIbHO HAKaMIMBaTb MyTaLyU 1 ipYriie NOTEHLMANIbHO OMacHble
NoBpeXaeHWA, KOTOPble MOTYT 1 He MPUBOAMUTL K CMepPTU B MHTepdase,
HO 6yZyT NPenATCTBOBaTb HOPMaJIbHOMY NMPOLLECCY KNETOYHOTO AeNEHNs
U pa3pyLatb paboTy reHOB, UTo, B KOHLIE KOHLIOB, CO3[acT CUTYaLuIo,
HEeCOBMEeCTVMYIO C fafibHeNLWeN Xn3Hbto. [1oaToMy noasunach naea
0 TOM, UTO C KNeTKaMK, Ha KOTOpble He AeCTBYIOT MHAYKTOPbI anonTos3a,
MOXHO NonpPoboBaTb 6OPOTLCA MHBIM MyTeM: CTUMYNIMPOBATL 06pa3o-
BaHME B HVX MyTaLWiA, YTOObI CyMMa BO3HUKLUIMX FeHETUYECKUX MOBPEX-
JeHUI NpYBENa K yTpaTte XM3HeCnocobHOCTU NX CaMKX 1 OCOBEHHO UX
NOTOMKOB. [InA 3TON Lienn MOXKHO NONbITaTbCA NCMOMIb30BaTb Cynepmy-
TareHbl WK XPOHUYECKOE 06JyUeHe MasbIMU JO3aMV MOHU3MPYIOLLEN
pagvaumn. Al cunTalo, YTo TakanA Naea ABNAETCA AOBOIbHO OPUTMHANIbHON
1 MMeeT MPaBo Ha CyLLeCTBOBaHMe, OAHAKO, ycnex nccnefoBaHnin BO
MHOrom GyfieT 3aB/CETb OT NPaBUIIbHOMO BbiboOpa MOAEeNM AJis movcka
AKTVBHbIX COeANHEHNIA.

Kakabi geHb B Hallem
opraHusme noru6aiot
1 3aMeLLaloTCA HOBbIMU
[eCATKN MWInMapaoBs

KNeToK, CaMONIMKBMAaLusA
HEHY>KHbIX KNEeTOK
a6CconTHO HeobXxoanMa
ANA HOPMasIbHOMN XXN3HN
opraHusma

KoHeuHo, cyLLecTByeT onacHOCTb MOBGOYHOrO BNNAHUA TaKUX BELLECTB
U Ha KNeTKM HOPMabHbIX TKaHel, Befib MyTaLum 6yayT BO3HVKATb U B X
reHomax. Ho, B OTnnuvie OT OnyxoneBbIX KNETOK, B HYX MPOAOIKaEeT
[EeNCTBOBaTb MEXaHV3M FeHETUYECKOTO CAMOKOHTPONA, HE MO3BONSAIO-
LI TPAXKMPOBATb reHeTUYeCKre AedeKTbl B ClIeAyIOLLMX MOKONEHUAX.
HackonbKo nepcrneKTMBHBIM OKaXXeTCA UCMOb30BaHVe CynepMyTareHoB
B OHKOJIOTMW MOKaxeT byayLuee.

— MoxHo lu npugecmu npumep noJsiy4yeHUs KOHKpemHozo 3ghpekma
0m uCNosbL308aHUA 3HAHUL 06 ANONMo3e He 8 OHKOJI02UU, d KaKoU-/Tu6o
opyeoli o6nacmu?

— OTANYHBIM NPUMEPOM MOXET CITY>KUTb NONYYeHHbIN 3G deKT B
Tol 0bnacTy, KoTopas ABNAeTCA Hanbonee 6IM3KON MHE MO HayYHbIM
MHTEpecaM, a UMEHHO — uwemunm. Tak, COTPYAHMKaM1 YHUBEPCH-
TeTa B PoyecTepe 6biN10 YCTaHOBNEHO, YTO HEMaas YacTb KNETOK
B MLIEMW3VIPOBAHHOI 30HE MO3ra NornbaeT He B MepBble Yachl
ULWeMMH, a NO3Xe, B pe3ynbTaTe MeHHO anonTtosa. OHW NpeanoXunu
UCMoNb30BaTb aKTUBUPOBaHHbIN NpoTenH C, KOTOPbIiA, B3aUMoAeii-
CTBYA C KNETOYHBIMM peLienTopamu, CrocobeH CHUXaTb cogepxaHne
MoseKyn 6enka p53 B 30He MLWEMUK, YTO CcnacaeT Ao 65% KNEeToK.
MpekpacHbIn pe3ynbrar!

Takum o6pa3om, nonb3a 3HaHwWii 06 anonTo3e nNprobpeTaet Bce bonee
KOHKPETHbIE ouepTaHuaA 1 By[eT cTaHOBUTbCA 6onlee BECOMOW, BEAb
VHTEHCMBHbIE NCCNEA0BAHUA B 3TON 0611aCTV NPOAOIKAOTCA.

Moprorosun Pycnax Mpumak, KaHA. Xum. HayK
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