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Ypanbcmx rocyaapCreB€HHass MEAHLUHHCKasA aKaaCMHUs

B BO3HHKHOBEHHH OHKOMATOJIOTHH Belyllee 3Ha4YeHHEe OTBOAUTCHA NOBPEKACHHAM FE€HETH-
4eckoro anmnapara kierok (MyrauusiM). OnHako B nopasnsiolieM OONBLIMHCTBE CIy4acB CBA3aTh
HapylIeHHe, BbIABJIIEMOE B FEHOME, ¥ OHKOJIOrH4eckoe 3abosieBaHHe He NMPEACTaB/AETCA BO3MOXK-
HbIM. 2T0 MOXeT ObiThb 00YCJIOBJAEHO CKPBITHOCTbIO W3MEHYHMBOCTH, XapakTE€PHOH I sAACpPHOM
JHK uenoseka, BJouaroweii Jumb 5% KOAMPYIOLIMX YYacTKOB, YTO COCTaBJSE€T NPHUMEPHO 35
TBICSY I'€HOB, MECTO W JIOKAJIH3aLMA KOTOPLIX OCTAeTCA HeonpeaeneHHOi. B To e BpeMs B camo-
crostenbHol [THK Muroxonapuii (Mr/IHK) npotsxeHHocTbio 16569 nap ocHoBaHMii H3BECTHO 37
reHOB, KOAMPYIOLIMX KIIOYEBblE 3HepreTuueckue GepMeHTsl a3poOHOro MerabonusMa, a OTCyTCT-
BM€ JUIUIOMAHOCTH, peKoMOMHaLMH, Meiio3a H HEKOAUPYIOIIMX YYaCTKOB oOecreunBaeT Hemsbex-
Hy1o npossysieMocTs MyTauuit MT/IHK B BUAe TO# WM HHOM NMaTONOrUH.

C myraunsamu MtJHK B Hacrosiee Bpems CBsi3biBaeTcs 6ojiee SO maTosiorMueckux CHH-
APOMOKOMIUIEKCOB 4eJIOBeKa, B TOM YKCJIe 3JI0Ka4E€CTBEHHbIE OMyXOJIH Pa3sNM4YHOM JIOKaIM3aLMH.
IIpuHATO CYMTaTh, YTO a3pO6HBIE MPOLIECCHI B OMYXO0JIEBOI TKAHH HAXOAATCA Ha CJIEOBOM YPOBHE,
XOT# MOKa3aHo, YTO B OMyXOJIH BblsBjseTCs B 6-7 pa3 6onbliee konuuectso MTIHK no cpaBHeHHIO
C HOpManbHbIMHM KjeTkaMy, a myrauud MTIHK onpemensiorcs BO BCeX OMyXOJIeBbIX KJIETKaX
(Jones J.B., Song J.J. et al.: Detection of Mitochondrial DNA Mutation in Pancreatic Cancer Offers
a «Mass»-ive Advantage over Detection of Nuclear DNA Mutations. // Predoctoral Program in
Human Genetics, Departments of Oncology, Pathology and Biostatistics, Johns Hopkins University,
Baltimore, Maryland 21231). OnHoBpeMeHHO B paboTax oTaena MOJEKYIApHOii reHeTHKH BaiuHr-
ToHCcKoro yHusepcurera (Formation and Repair of Oxidative DNA Damage in Nuclear and
Mitochondrial DNA) poxa3aHo, uyto Hakoruienne nospexaetuit B MTJHK B BuZe TOUEYHBIX MYTa-
LM U JeNeuHii reHoB MpAMO KOppenupyeTr ¢ (EeHOTUNHYECKUMHU TPOABJIEHHAMH CTapeHus U poc-
TOM OHKOMNATOJIOIHH.

Cpenm ussectpix Mytauuii MT/IHK BbisiBasiioTCs 14, NOsBIEHHE KOTOPBIX CONPOBOXKAAETCS
BO3HHKHOBEHHEM OITyXOJieil Pa3IM4HbIX JIOKAIU3aLHUi:

— B nono>xxeHuH Hywieornaa 710 Tumus (T) 3ameHeH Ha uuruaus (C), BcieacTeue yero us-
MEHSIOTCA CBOHCTBA koaupyeMoro Bewtectsa — 12sPHK;

— B nonoxenune 1738, samena T-C, unu B nonoxenuu 1967, T-C, win B nosiokeHuH 2299,
3ameHa T Ha aneHHH (A), 4TO NMPUBOAMT K U3MEHEHHIO MapaMeTPOB KOAHPYEMOrO BELUECTBA — TA-
xenoii 16s pubocomansroit PHK (1671-3229); a Tak xe:

— 3308, zamena T-C unn meneuns 264 ocHosanui 3323/3588, koaupyemoe BewrecTtBo —
HAJTH-nerunporeHasa 1;

- 6264, 3amena ryannHa (G) Ha A, KOAHpyeMoe BeLecTBo — UMTOXpoM-C-okcHaasa 1,

— 8009, 3ameHa G-A, uuroxpom-C-okcuaasa 2;

- 9949, 3amena G-A, unroxpom-C-okcuzaasa 3,

- 10563, 3amena T-C, HAJTH-neruaporeHasa 4L;

- 12300, 3amena G-A, tpaHcnoprHas PHK neiiuuna 2;

- 12418, 3ameHa A-AA co casurom pamku cuutbiBanns, HAJTH-nernaporenasa 5,

- 14985, G-A unu 15572, T-C, uuroxpom B.

IIpu nccnemopanun MTHK xureneii BocrouHo-Ypanbckoro paaMaLMOHHOro cnexa
Csepanosckoii obnacti B npouecce aMmMpHKaUMH CEMBbIO npaiiMepaMH ObLIK BbiABIEHbI 46 He-
cosnazgenuit (myrauui) MTIHK y 291 napei Mate-auts. HanGonee uacto Myrauuu onpenensiiuce
Ha y4acTKax réHOB, OTBETCTBEHHBIX 32 CHHTE3 KOMIUIekca uHToXpom-C-okcuaas (npaiiMep D1D) —
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19 necosnanennii, HAJTH-nerunporexass! (npaiimep D7) — 10 HecoBnaaenuii, Tshkenoit 16s pubo-
comanbHoit PHK (npaiimep D17R) — 6 HecoBnanenuii, HA/TH-neruaporenas 5 u 4 (npaiimepet D u
DX) — no 3 neconanenns u AT®-cunrerassl (npaiiMep D11) — 5 HecoBnanenwuii.

BaxxHo OTMETHTB, YTO MyTauuH B 3THX y4yacTtkax MT/IHK Hanbosee 4acTo conpoBoXAaaroT-
CA TakoW NaToJOrHed Kak MAHOMNATHYeCKas aHeMHsi, HMMYHOAEULMTHbIE COCTOSHHA, CHHAPOMbI
Jleiira, PeTra M yCKOpEHHOro crapeHHs, Heiiponatueit JleGepa, Gonesnamu Anbueiimepa u Ilap-
KHHCOHa, 3HUe}ano-  kapauoM1onaTHeii.

BMecre c TeM, kakylo Obl M3 NpPHBEAEHHBIX MyTalUMA Mbl HE PaCCMAaTPHBAJIH, BCE OHH IPH-
BOIAT KOCBEHHO (CHHTE3 MMTOXOHApPHaJIbHBIX GeskoB) WK npsAmo (HapymeHue pyHkumi pepmen-
TOB MUTOXOHAPHH) K CHHXEHHIO SHepreTHueckoro obecneyeHuns opraHusma Ha 20-60% B 3aBHCH-
MOCTH OT ypoBHs HapyiueHus. [Ipu 3Tom 6yayT cTpanaTh rulacTHdeckHe NpoLecchl IHEPro3aBUCH-
MBIX CHCTEM TaKHX KaK:

— cHCTeMbl noaaepxaHus nocrosHcrsa saepHoit JJHK (cucTeMbl penapaTHBHOMO CHHTE3a) B
pe3ynbTaTe Yero MyTauus MOXeT ObITb He HCTIpaBiieHa (OHKOMATONOrHs);

— CHCTeM, KOHTPOJIMPYIOLIMX POCT KJIETOK H MOCTOAHCTBO aHTMIMEHHOIO COCTaBa OpPraHM3Ma
(uMMyHHas, HeHipOSHAOKPHHHASA U cHcTeMa He3(deKTHBHOrO Nnol3a);

— CHMCTEM, OTBETCTBEHHBIX 33 3/IMMHHALIMIO KAHLIEPOT€HOB M MPENATCTBYIOIMUX UX NMPOHHK-
HOBEHHIO B OpraHH3M (OEeTOKCHKaLHA).

Takum 06pa3oM, NOJTy4YeHHbIE pe3yJbTaThl M IUTEPATYPHbIE JaHHbIE MOTYT CBUAETENbCTBO-
BaTb O ToM, 4To nospexaeHue MTTHK y xureneit BYPC u pasBuBaromuiics noaToMy 3Heproae-
¢HuMT cnOCO6GHBI B TO# MJIM MHOW CTeneHH OOBbACHUTD BO3pacCTaHHe OHKOMATONIOTHH B MOMYJISALHH
HaceNeHus, peruCTpUpyeMoe B NOC/ieHHE MOl

CBOMCTBA IIOBEPXHOCTH BOJIOKOH ACEECTA U EI'O
BUOJIO'NMYECKAS ATPECCUBHOCTD

JLH. IInies, JI.A. BacuaneBa
HHMH xanueporenesa Poccuiickoro onkonorudeckoro uesrpa um. HH. baoxuna, PAMH

B HacTosuee BpemMst OTBETCTBEHHbIMU 338 OHOIOrHYECKYIO arpeCCMBHOCTD acbecTa CUMTaloT
npexxze BCero pasMepbl BOJIOKOH H (PH3MKO-XHMHYECKHE CBOMCTBA MX NMoBepXHOCTH. OnHako 3Ta
rMINoTe3a Jajieka OT pa3peLIeHHUs.

JaHHas pa6oTa CTaBWJIa LIENIbIO U3Y4YUTb 3JIEKTPHYECKHE CBOACTBA MOBEPXHOCTH BOJIOKOH
acbecta M yBA3aTb MX C pa3IMYHBIMK BHIAMH €ro TOKCHMYHOCTH, a TaKXe C MOMOIIbI0 Pa3sHbIX
PeXHMMOB 06paboTKH NOMBITATLCS MOJYYUTh aCOECThI CO CHUKEHHOMN KaHLIEPOr€HHOCTBIO.

BaxeHoBckuit xpusorun Mapxu IIPXK 1-50 (o6paseu 1A3) noaBepranu pa3nuyHOR
obpaborke. Hcxonusbiii acbect mpokanusanu B TeueHue 24 yacoB npu 210° (oGpaseu 2A3).
aBTOKJIaBHPOBaJIM OCTPLIM MapoM B TedyeHue 72 yacoB npu 180° u masnenuu 10 atm. (3A3).
O6pazew 4A3 npokanusanu 24 yaca npu 210°, a 3aTeM aBTOKNAaBHPOBAIH OCTPbIM NMapoM 72 uaca
(185°, 10 at™m.).

BonokHa wu3yueHbl KpHcTajulorpadHYecKUMH METOAAaMM, a TaKXKe Ha COJepKaHWe
NONOXKHTENBHO W OTPMLATENBHO 3apSDKEHHBIX LEHTPOB Ha [MOBEPXHOCTH C MOMOLIBIC
OTPHMLATE/IbHO 3apsXEHHBbIX (303MH) M MoJoXHTENbHO (poaaMuH) moMuHOGOpoB. Onpenensir
TaKXKe COOTHOLIEHHE 3apaaoB oboero 3Haka. M3yyanu MyTareHHOCTb B MUKPOSAEPHOM TeCTe Ha
KJIETKaX KOCTHOro MoO3ra Mbllled, MHAYKUMIO CBOOOAHBIX pagMKalOB KHCIOpoda Ha
NEPUTOHEATbHBIX MaKpodarax KpbiChl, FeMOJIMTHHECKYIO aKTHBHOCTD, 8 TAKXK€E KAHLIEPON€HHOCT

KanueporenHocTs uccnenosany Ha xpbicax oboero nona ynuHuM Bucrap ¢ momouwmo
BHYTpHIUIEBpanbHOro BBeAeHHs 20 Mr obpa3ua B 0,5 Mn pH3HONOrH4ecKOro pacTBopa.

IMToBepxHocTb Bcex 06pa3LOB HECET KaK MOJOXHTENbHO, TaK M OTPHULIATENBLHO 3apAiKEHHME
ueHTpsl. IlepBbie M3 HUX 3a1al0TCA rnaBHBIM 06pa3oM "cBOGOAHBIMH" NPOTOHAMH TMAPOKCHIIbHBIX
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