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CTETICHH MPU Ha3HAYCHUH HEUPOTIPOTEKTOPOB. [IpH 3TOM petoKC-4yBCTBUTEINBHOCTh
Tkanu neuyeHu npu DBC oxkazamachk Oojiee BBHICOKOH, HEXENU B HEHPOCTPYKTYpE
(Tabmmma 2).

Tabmuna 2 — [Mokazarenu cucremsl CoA, riayratuoHna (G) u pegokc-cratyca 6eIKoB
nedeHu Oenbix Kpbic pu DBC u HazHaueHun MoaynaTopoB OuocunTeza CoA (M*SD)

[TokazaTenb I'pynmna

1 2 3 4
CoA-SH, amois/r 15349 161+10 126+6" 148+7 7
Arnin-CoA, HMOIB/T 13448 13148 11546 124+7
GSH, aMOmB/MT 11,88+1,45 | 11,10+1,25 | 7,69+1,05 * 9,94+2,08 * *
GSH + 2GSSG, amomns/Mr 12,44+1,43 | 11,72+1,27 | 8,31£1,05 * 104742,15 **
-SS-Tpyribl 0EIKOB, HMOJIB/MT 12,10+0,97 | 11,84+0,63 | 11,22+0,75* | 11,34+0,96*
-SH/-SS- 6enkos 5,17+0,53 4,96+0,43 3,26+0,31* 3,95+0,45*

Hpumeuanne: * — p<0,05 k rpymne 1, ” — p<0,05 x rpyrme 3.

[TonydeHHble pe3yabTaThl CBUACTENBCTBYIOT, YTO KOMIIO3HIIHS HEHPOTPOITHBIX
COeIMHEeHMH, MoTubUIMPYIOMKX cucTeMy ouocunre3a CoA, obnagaeT onpeaeseH-
HOM TMPOTEKTOpHOW akKTUBHOCTBIO B ycinoBusix ObBbC. Ilpuuem penokc-
MOAYJIHUPYIOMINIA MOTEHIHAN MPEATIOKEHHON KOMITO3ULIMU JTIOCTATOYHO BEJIMK JIJIst
JTOCTKEHUST HEHUPONpOTeKTOpHOTO AddeKkra B LENIX KOPPEKIHUH COIUAIBHO-
3HAYMMBIX TTATOJOTHHA, BBI3BIBAEMBIX CTPECCOPHBIM BO3ACHCTBUEM.
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POU3UKO-XUMHNYECKASA XAPAKTEPUCTUKA CTPYKTYPHOI'O
COCTOAHUA JHK B KOMILJIEKCE C YIVIEPOJHBIMH HAHOTPYBKAMUA

[Tnemxo H.B., Kpor B.U., Eroposa B.II., Kpsuiosa I'.B.

Benopycckuil eocyoapcmeennblii yrusepcumem

Benopycckuii 2ocyoapcmesennviil nedazoeuueckuii ynusepcumem, 2. Munck

HoBoe nHampaBiieHHE TEOPETUYECKOM, HKCIIEPUMEHTAIBHON U MOJIEKYJISPHON
dapmakosniorun — HaHO(papMakoJIOTHS — TpeOyeT TIIATENFHOTO HWCCIIEOBAHMUS
CTPYKTYpbI U CBOWCTB, UCIOJIb3YyEMbIX B KIIMHUYECKON MPAaKTUKE HAHOKOMITIO3UTHBIX
MaTepHaIOB, BKJIIOYAIOUIMX JIEKAPCTBEHHBIE Npenaparsl. M3ydeHuwe 3THX cucTeMm
HE00X0IMMO JUIs ONpeAeTeHHsl U pa3pabOTOK METOIUK BBEIECHMS JEKapCTB B Opra-
HU3M, HAIIPABJICHHOI'O PacHpeAesIeHUs UX 0 Pa3JINYHBIM KJIETKaM, TKaHsAM U Opra-
HaM, a TaKkXKe IS U3YYEeHHUSI WX OMOJOCTYITHOCTH, TOKCUYHOCTH U APYTUX (papMaKo-
KHHETHYECKUX rmapaMeTpos[l].
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B Hacrosmee BpeMs IIMPOKOE pacHpOCTPAHEHUE MOJYYWIN YIIEpPOIHBIE Ha-
HOTpyOKHU (YHT), KOTOpBIE MOJTOKUIN HAYAJIO PA3BUTHUI0O MHOTOUYUCIIEHHBIX OMOMeE-
TUIUHCKUX pa3pabOTOK: HOBBIX THIIOB aJICOPOCHTOB, CUCTEM JOCTaBKHU T'€HOB U Jie-
KapCTB, HOBBIX MAaTE€pUAJIOB I UMIUIAHTAHTOB, CEHCOPOB Ha PEaklUi0 THOpuan3a-
U Ae30kcupubonykinenHoBoi kucioThl (JJHK), MUHMATIOpHBIX 2JIEKTPOHHBIX WU
ONTHUYECKUX YCTpoicTB 1o y3HaBanuto JIHK, OGenkoB u npyrux OHOJIOTHYECKUX
cTpykTyp. OOHapyxeHa OMOCOBMECTUMOCTh U BO3MOYKHOCTD MCIOJIB30BaHMs INVIVO,
BBICOKas 4yBCTBUTEIBHOCTh YHT K mapamerpaM OKpyKarolleu Cpeabl U Onpenesis-
€T TIEPCIIEKTUBHOCTh WX MCIOJIB30BaHUS B (PapMaKoJIOTHUH, OMOJIOTUN W MEIUIIUHE B
rieioM. OcoOEHHO MHTEPECHBIM, C Hallleld TOYKU 3PEHHUS, SBIISCTCS HUCIOJIb30BAHUE
JAHK-conepxxamux ceHcopHbix cucteMm Ha ocHoBe YHT juist yctaHOBIIEHNSI T€HETH-
YEeCKHX Je(PEKTOB B TCHOME.

B nmanHO#l paboTe TNPUBOMATCS PE3YNbTAThl HUCCIENOBAaHUS  (DU3UKO-
XUMHUYECKUX XapaKTEPUCTHK MHOTOCTEHHBIX KapOOKCHIMPOBAHHBIX YIJIEPOIHBIX
HaHOTpYOOK(MKYHT), BbIcOKOMONekymsapHoit TumycHo JIHK u komIiekcHBIX
JHK-MxYHT cucrem. B pabote ncmonb30BaHbl pa3IndHbIE METOBI: 3JIEKTpodopes,
IEKTPOHHAS U aTOMHO-CWIOBass MuUKpockonus, metonsl K- u KP- cnexrpocko-
HH.

Ha pucynke 1 mpencraBiieHbl 35€KTpOHHO-MUKpOcKonnueckue cHuMku JJHK
(a), MkYHT (0) u xommiekca JJHK-MxYHT (B), CBUAETENBCTBYIOIINE O TOM, YTO
ucrosib3yeMeie B pabore YHT — MHorocrenssle, ux miuHa ~ 2 MM, JJHK umeer
muametp ~ 2 HM. B BoanoMm pactBope MkYHT ancopoupyror JJHK B pesynbrare
B3auMoaercTBusarekcaronoB MKYHT ¢ azotucteimu ocHoBanusimu JJHK.

Pucynok 1 —-Dnexrponnast mukpockonus JIHK (@), mcYHT (6) u xommiiekca
JHK-mMxYHT ()

Ha pucynke 2 nokaszan aToMHO-ciiIoBoi cHUMOK komIuiekca JJHK-MxYHT (a)
C yKa3aHHEM JIhaMeTpa KoMIUIeKCcHO# cTpykTypsl (6) u JIHK (B), paBuble 12 HM U 2
HM COOTBETCTBEHHO. AHaN3 POPMHUPOBAHUS KOMIUIEKCHBIX CTPYKTYP JABYCIUPATIb-
Hoil n opHocnupansHO JIHK ¢ MkYHT, npousBeneHHbIN ¢ MOMOIIBIO 3J€KTPodo-
PETHUECKOT0 pa3JieleHHsl TToKa3aj, YTO KOMILIEKCOoOpa3oBaHue MPOUCXOAUT ropas-
1o addexruBHee ¢ ogHoHMTEeBOM JIHK, 9TO, B CBOKO OYEpe b, MOXKET CBUIACTEIHCT-
BOBaTh O MPUMEHUMOCTH TAKOT'O MOJIX0Aa K U3YUYEHUS] CTPYKTYPHOT'O COCTOSIHUSI HC-
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cinenyemoii JIHK. Ha pucynke 3 npencraienst UK-criexTp (a), nmpegocTaBIeHHBIX
Ham MKYHT [2] u usmepennbie Hamu criekTpbl KP (6) 3Tux 00pasios.
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Pucynox 2 — AtomHO-cunoBasi Mukpockonus komruiekca JJHK-MmxkVHT (a),
nonepedHslil cpe3 komuiekcHo cTtpyktypsl JHK-MxVHT (6) u IHK (8)

UK-cniekTpsl CBUACTENBCTBYIOT O HAIMYHUU THAPOKCHIBHBIX, 3PUPHBIX U Kap-
O0okcwibHBIX Tpynn Ha moBepxHocTH MKYHT. OnedextHoctrt MKYHT cBumeTens-
CTBYET OTHOCUTEIBHO OoJblasi UHTeHCUBHOCTH D-Mo b1 B cniekTpe KP.
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Pucynoxk 3 —Cniektpsl UK (a) u KP (6) Mk YHT

N3 cnekrpa KP xommiekca JJHK-MxYHT (puc. 4) cneayer, 4To KOMILIEKCOO0-
pa3oBaHHEe MPHBOAUT K CMEIICHHIO LeNoro psiga moxoc:665cm™, 738cm™, 1098 oM’
'n 1421 em™, COOTBETCBYIOIIUX TOJIOCaM KOJeOaHUN aTOMHBIX TPYHITUMHHA, (oc-
(donnahupoil cBI3M, HUTO3UHA, TYyaHUHA U a/ICHUHA.

[Tonydyennble  pe3ynabTaThl  TMO3BOJSIOT  MPOM3BECTH  BBHIOOD  (DUBHKO-
XUMUYECKHX MapaMeTpoB wuccienoBanms komruiekca JIHK-mxkYHT (pa3smepsr B
ACM u DOM; anekrpodopeTrdeckasl MOJABMKHOCTh; UHTEHCUBHOCTh U CMEILEHUE
nosioc KP- u UK-criekTpoB; BenuurnHa TUIEPXPOMHOTO 3P dekTa), KoTopbie HHDOP-
MaTHUBHBI TIPY aHAJN3e CTPYKTypHOTO (KoH(popMmanmornHoro) coctosiuus JIHK u npu
OTIpPEeNIeJICHUH PAa3MEPOB CTPYKTYPHI, YUCTOTHI M CTENEHH (PYHKIIMOHATIU3ALUU
MKYHT, 4ro HeoO6X0oauMoO yYUTBIBATh MPH pa3pabOTKe Ha KX OCHOBE OMOCEHCOPOB
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U TMarHOCTMYECKUX METOJIOB OIPEJICJICHNSI TeHETUUECKUX HapyIIEeHUH, a TaKKe MpH
co3nannu JIHK-conepxkamux ¢papmMakosIoruueckux npenapaTos.
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HEJN U 3ATAYA OHKOTEHETHYECKOI'O KOHCYJIbTUPOBAHUA
(PAK MOJIOYHOM KEJIE3bI, PAK ANYHUKOB)

[Topy6oBa I'.M., AaTonenkoBa H.H.

Tocyoapcmeennoe yupesicoenue « Pecnyomukanckutl HayuHo -npaKkmuyecKutl yeHmp OHKOIO02Ul U
Mmeduyurckou paouonoeuu um. H. H. Anexcanoposay, e. Munck

Pa3BuTHe B mocneaHue OECATUIETUS MOJICKYIISIPHON OMOJIOTHH, T€HETUYECKOM
AMHIEMHUOJIOT M, COBEPIICHCTBOBAHNE IIUTOTCHETUYECKON TEXHUKU M MaTeMaTHue-
CKMX METOJIOB aHajM3a CYIIECTBEHHO PACIIMPWIIO TPEACTABICHUS O T€HETHYECKUX
MeXaHU3MaxX KaHIIEpOTeHe3a W 3aKOHOMEPHOCTSX HACJIeIOBAHUS 3J0KAUYECTBEHHBIX
HOBOOOpa3zoBaHMii y 4enoBeka. HacienctBeHHble (OpMBI paka BCTPEYArOTCS MpaK-
TUYECKHU IPU BCEX JIOKAIM3ALMIX U COCTaBIAIOT 5-15% Bcex ciyuyaeB paka. Ycra-
HOBJICHO, YTO B OCHOBE HACJICJICTBEHHOHN MPEAPACTIONOKECHHOCTH K PaKy JiekaT Ha-
PYIICHHSI TEHETHYECKOTO amnmapaTa TepMUHAIBHON KIETKH, TIEPEIAloOIInecs B TIOKO-
JCHUSAX U OOYCJIOBIHMBAIOIINE BBICOKYIO MPEJPACIIONOKEHHOCTh OpPraHu3Ma K pas-
BUTHIO HEOTJTACTHYECKUX TPOLIECCOB.

B crpykType oHKomormyeckoil 3a0oiieBaeMOCTH KCHIIMH bemapycu, xak u
Cped >KeHIIMH MHOTHX CTPaH MHpPa, OJTHO U3 BEIYIIUX MECT 3aHUMAeT PaK MOJIOU-
HOW >keJie3bl. JTa mpobiieMa nmpuodpeTaeT Bce Ooblliee 3HaUCHNE U3-3a HEYKIOHHO-
ro pocrta 3a00J€Ba€MOCTH M TOBBIIICHHUA YAEIHHOIO BecCa 3TOW JOKATW3alUU B
CTPYKTYpE 3J10Ka4eCTBEHHBIX HOBOOOPA30BaHUIl Y >KEHUIMH. EXeroaHslil mpupocT
3a00J1IeBaeMOCTH B cpefiHeM cocTtasisieT 1,5 %.

Pak MonouHO# kene3bl SIBISETCS 3TUOJIOTMYECKU TeTEepOreHHBIM 3a0oJieBa-
Hue. Cpenu o6Omei 3a6oseBaemoctd PMXK okono 5-10 % cioydaeB siBisitOTCA TeHe-
TUYECKU JIeTepMUHUPOBAaHHBIMU, 20-25 % - cocTaBisAroT cemeitnbie ciydau u 70-75
% paccmaTpuBaloTcs Kak cropaandeckue. [loBwimeHHslt puck pazutus PMXK
00yCIIOBJIEH HACIIEJOBAHUEM BBICOKOTIEHETPAHTHBIX T€PMUHAIBHBIX MYTAIMil TaKUX
reroB, kak BRCA1 u BRCA2, CHEK2, p53, ATM, PTEN, MSH u np. Hacnenosa-
HHUE MYTaIi TPeapacnoI0KEeHHOCTH MOKET MPOUCXOANTH, KaK IO )KEHCKOH, TaK U
M0 MY>KCKOM JTHHUSIM.

K renernuecku neTepMHUHHPOBAHHBIM (hOpMaM OTHOCST CIydau, MPH KOTOPBIX
B CEMbe HaOJIOAAeTCs: paHHUI Bo3pacT 3aboneBanust (Monoxe 40—45 ner); oTs-
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