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Becvma 3nauumplil 8K1a0 6 HeONa2onpusimHole 0emozpapuueckue meHOeHYuu BHOCUM PAK OP2AHO8 HCEHCKOU PenpooyKmue-
noti cucmemvl (POJKPC), exniouas pax Monounoil dcenesvl, AUUHUKO8, IHOoOMempus. 3a001e8aemMocmy u CMEPMHOCIbL Om
amux Ho8oobpazoeanutl cmpemumensio pacnmym. 5—10% 6onvnvix POJKPC nacneoyiom om pooumeneti mymayuu 6 2eHax,
00YCI06IUBAIOUUX NPEOPACNOTONCEHHOCHb K IMUM HOBO0OPA308aHUIM. Beposmnocme pazeumus paxka y 300pogwix poo-
cmeennuy amux 6oabHbIX (cecmep, douepeti) modicem docmueams 100%. Buecme ¢ mem doxazano, 4mo HaciedcmeeHHas
NpeopaAcnONONCEHHOCTNb He SAGISeMcst hamanbHoll HeuzbedcHocmvlo pazeumust pakda. OnpedenenHvle OUACHOCMUYECKUEe
U 1eyebHo-npouIaKmuIecKue Mepvl Mo2ym 06ecnedums KaK €20 8blsGIeHUe 8 PAHHUX CMAOUSIX, d 3HAYUM, U yCnex 6 jede-
HUU, max u npeoynpexcoenue e2o pazgumusi. JJis 3mo2o Heobxo0umo co30anue 8 nPaKkmuieckom 30pasooXpanenull yeiocm-

HOU cucmemvl eOUHCMBA NEPBUYHOT, GIMOPUUHOL U MPEMUYHOL NPOPUIAKIMUKY HACTEOCMBEHHO20 PAKA.

Knroueswvie cnosa: kanyepoeenes, eenvt BRCAI u BRCA2, npogunakmuueckas macmakmomus, npoQuiaKmuiecKkas

00¢hopakmomus.
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BBeaenue

B xonue XX Beka pak OpraHoB »KEHCKOW PENpOnyKTHB-
Hoit cucrembl (POXKPC), Brmrowas pak MOJOYHOHM SKENe3bl
(PMX), pak smunukoB (PS) u pax sunomerpus (PD), cran
OJIHMM M3 TVIaBHBIX ()aKTOPOB OTPHLIATEIIBHBIX AeMorpadude-
CKUX TeHAeHUuH Bo BceM mupe. B Poccuu 3a nepuon ¢ 1990
mo 2000 rompl MPHPOCT CTAaHAAPTU3OBAHHBIX ITOKa3aTelei
3aboneBaeMoctu PMIK cocrasun 32,5%, PO — 28%, PSI —
12%. Ctonb neyanpHble CTaTUCTUIECKHIE TCHCHIIUN OTpeie-
sstrot npodunaktuky POXKPC kak nmpuoputeTHOE Harpasiie-
HUE B 3/]paBOOXPAHEHUH BCEX CTPaH MUPA.

[To muenuto skcneproB BO3, uMmeromuecs ceroans 3Ha-
HUSI TIO3BOJIAIOT TPEAyNpenuTh, O MEHBIIEH Mepe, OIHY
TPETh €XKEroHO PErHCTPUPYEMBIX CIydacB 3J0KadeCTBEH-
HBIX HOBOOOPA30BaHMN. DTO MOJIOKEHUE KacaeTcs MPEkKIe
BCETO JIUI] C HACJIEJCTBEHHBIM OHKOPHCKOM.

Kak wm3BectHo, 10-18% 0OonpHBIx POXKPC crpanaror
CeMEHHBIMM M HACJIEACTBEHHBIMH ()OPMaMH 3THX HOBOOOpa-
30BaHui. B xoHme XX Beka OBUTH OTKPHITHI M KIIOHUPOBAHBI
rensl (BRCAI, BRCA2, CHEK?2, TP53, MLHI, MSH2 u op.),
TepMUHAIIBHBIE MyTalllU B KOTOPBIX 00YCIOBIMBAIOT HACIE -
CTBEHHYIO TIPEeIPacIoioKEHHOCTh K 9TUM BUjaM paka. I'eHe-
TUYECKUH PHUCK Pa3BUTHSI AQHAJIOTHYHBIX 3a00JNeBaHUN JUIs
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OmKalIIMX POACTBEHHUKOB TaKMX OONBHBIX (CecTep, Jode-
peii) coctansieT 50%, 4TO y OOJBIIMHCTBA MOXKET JOCTUTATh
100% BepOSITHOCTH €ro peaiu3alui. IT0 00CTOSTEIBCTBO
TpeOyeT He3aMeITUTEIIFHON OpraHU3alrd  CIICIIHATA3UPO-
BAaHHOW MEIMKO-TEHETHYECKOW TOMOIIN BeChbMa 3HAYHUTEIhb-
HOMY TIO0 YHCIICHHOCTH KOHTHHI€HTY JKCHCKOTO HAaCEJICHUS,
npecTaBisitonieil co0oi equHCTBO TpeX (HopM HMPOPHIaKTH-
KU paKa: IEpBUYHON, BTOPUYHOU U TPETUUHOM.

Jnst cosnanust 1 3GQPEeKTUBHON pabOThl CrIeNUAIN3UPO-
BAaHHBIX TCHETHUYCCKUX KOHCYNBTAIlMA HEOOXOAMMa TeCHas
CBSI3b C MPAaKTHYCCKIMHU BpavdaMH, KOTOPBIE, K COXKaJCHHIO,
€Ille HE OCBEIOMIIEHBI 00 OCOOEHHOCTSAX DTOTrO BHIA MEIHU-
IIMHCKOM momon. B crarbe mpeacraBieHbl 000OIICHHBIS
JIaHHBIE MUPOBOI1 JINTEPaTypbl, BKIIFOYasi COOCTBEHHBIE HCCIIe-
JIOBaHUs, JAIOIINE B JIOCTYIHOH (hopme JItoOoMy Bpady IoI-
HOE TIPE/ICTAaBICHUE O COBPEMCHHBIX JIOCTIDKCHUSIX W TIEep-
CIEeKTHBAaX B PEHICHUH TNPOOIEMBl paHHEW JAMArHOCTHKH
u npo¢mnakTuky HacieactsenHoro PMOK, PA u PO.

Oo01rue MOHATHS 0 TeHETHYECKIX

MeXaHM3MAaX KaHleporeHes3a

Kanneporenes — MHOTO(AKTOPHBI W MHOTOCTATHI-
HBI TIpOIIECC, BKITIOYAIONIMKA B ceOsl Iebh TeHETHYECKUX
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U ONHUICHETHYECKUX TOBPEIKACHUN KICTKH, MPUBOJSIIUX
B KOHEYHOM HMTOTE K BHIKIIFOUCHUIO MEXaHM3MOB OTBETa KJIET-
KA Ha HOpPMaJIbHbIE POCTOBBIE OrPAaHUYEHHsS CO CTOPOHBI
OpraHu3Ma-xo3sMHa. BHauane KieTka HakalIMBaeT pa3iny-
HBIC TCHETUYECKHE N3MEHEHHs (MyTaIln) BCIIEACTBUE XPO-
MOCOMHBIX IEPECTPOEK, aMIUTU(UKALINH, TOUSTHBIX MyTaIUi
WIM BUPYCHOM HMHTETpAIlMi. OTH COOBITHS CIIOCOOCTBYIOT
MPEeBPAIIEHUIO HOPMAJIbHBIX TEHOB (IIPOTOOHKOT'€HOB) B OHKO-
reHpl. JloCTaTOuHO W3MEHEHMs! (MyTalliM) OJHOTO aJuIesist
TIPOTOOHKOTEHA, YTOOBI OH MPEBPATHIICS B OHKOTCH.

[TpoTOOHKOTEHBI B HOPME BBITOIHSIOT KJIFOUEBBIE (DYHK-
LUK PETYIALUNA KJIETOUYHOH mponudepannu, CTUMYIHPYs
9TH Tiporecchl. [IpOTHBONOIMKHYIO (QYHKIHMIO BBIMOIHSIIOT
TeHBI-CYNIPECCOPbI, TaK Ha3blBa€Mble «aHTHOHKOT'CHBI.
VIMeHHO 3TH ceMeiicTBa TEHOB ITOJBEPIKEHBI Pa3IUYHBIM
TeHETUYECKNM IT0JIOMKaM, KOTOpPBIE, B CBOIO OYEpPE/ib, MOTYT
CTaTh NMPUYNHONH OECKOHTPOJILHOTO Pa3MHOKEHHS KIETKH.
OHKoTeHB! BeAyT ce0sl KaK JOMHHAHTHBIE TPaHC(HOPMHUPYTO-
M€ TeHbI, a TeHBI-CYNPECCOPBI, HAPOTHB, KaK PELIECCHB-
HBIIl IPU3HAK, TPOSIBIISSICH TOJIBKO B TOMO3UTOTHOM COCTOSI-
Hun. K napymiennto npommdepaunu n muddepeHInpoBKa
KJICTKH MOXET IPHBECTH WHAKTHBAIMs oOOMX aseneit
TOMOJIOTHYHBIX T€HOB-CYIIPECCOPOB.

[Ipouecc kaHueporeHesa NpoxonuT 5 cTaiui.

Cmaousa 1. TlepBuuHas MyTaIys TeHa, KOTOpasi akKTUBHU-
3UpYeT POCTOBBIE (DAKTOPBI, CTUMYIUPYIOIIUE JeJICHUE
KIETKH W JAloIlue e MeTaboJMYecKoe IpPEeHMYIIEecTBO,
a TaKke WHAKTUBUPYET (YHKIIMU aHTHOHKOTECHOB W JIpyTHE
TEHETUYECKNE CTPYKTYpBI, OTBEYAIOIINE 3a KOHTPOJb Hal
KIIETKOH CO CTOPOHBI IPYTUX KIIETOK.

Cmaous 2. CenexTUBHBIA POCT KJIOHA M3 OIHON KIIETKH,
HOJTyYHMBLICH B pe3yJIbTare MEepBUYHOI MyTallMK POCTOBBIE pe-
MMYIIECTBA ¥ TIOABEPKEHHOCTH MOCIEIYIOIINM MYTaIUSIM.

Cmaous 3. Cenekiys KIJICTOK, ITOJYYHBIINX POCTOBBIC
MIPEUMYIIECTBA, CIOCOOCTBYIONIAs IEPEXOAY OT J10OpoKade-
CTBEHHOW THUIIEPIUIA3UH TKAHEH K aBTOHOMHOMY 3JI0KauecCT-
BEHHOMY POCTY.

Cmaous 4. TlosBneHHe MHOXXECTBEHHBIX 3JOKAYECT-
BEHHBIX KJIIOHOB B pE3yJbTaTe JOMOJHHUTEIbHBIX T'€HHBIX
MyTanuii, 00eCeYrBaONINX elle OONBIIYI0 aBTOHOMHUIO OT
KOHTPOJINPYIOIIETO IeHCTBUS TOPMOHOB M POCTOBBIX (hak-
TOPOB.

Cmaousa 5. TlosBieHne CBEPXIYBCTBUTEIBHOCTH 3JI0Ka-
YECTBEHHBIX KJIETOK K JOTOJHUTEILHBIM T€HHBIM MYyTallU-
sIM, KOTOpBIE TO3BOJISIIOT MPUOOpPETaTh UM CBOWCTBa WHBA-
3MU ¥ aBTOHOMHOT'O METacTa3UpOBAHMS.

@akTOpbl, BBI3BIBAIOIINE TCHHBIC MYyTAallMH, KOTOPBIC,
B CBOIO OUEpE/lb, MPUBOIAT K MAJTUIHU3AIMN KICTKHU, HA3bI-
BaroT KaHiieporeHamu. CyIecTByeT HECKOJIBKO KJIACCOB KaH-
LIEPOTCHOB:
® HacJe/ICTBEHHbIE IeHeTHYecKue NedeKThl, 00yCIOBIN-
BAaIOIINE PA3JIMYHbIC HACJICACTBEHHBIC CHHIPOMBI, ACCO-
LUUPOBAHHbBIE C Pa3BUTHEM 3JI0KaYECTBEHHBIX HOBOOOpa-
30BaHUM;
® KCEHOOMOTHKHU: TMPOMBIIUICHHbIE, NPodeccHoHaATbHBIC,
OBITOBBIC BPeTHOCTH (acOCCTOBBIC BOJIOKHA, OCH30J1bI, TA0AK,
QJIKOTOJIb);
® XPOHHYECKOE BocTasieHue (Hecreln()UIecKuil S3BCHHBIN
KOJIUT U Jp.);
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® STpOreHHbIe (PAKTOPHI (IIMTOCTATHKH, OOIyUeHHE, 3CTPO-
TeHBI U 1p.);

® LOHU3UPYIOIIas paualus;

® CCTECTBEHHBIC MHIIEBHIC 3arpsSI3HUTENN (TOKCHHBI IUIece-
HE, TpuOkI 1 1Ip.).

OO01ue NOHATHS 0 HACJIEICTBEHHOM

H CIIOPAIHYECKOM paKe

O BO3MOYKHOM CYyIIECTBOBAaHHHM HACJIE/ICTBEHHBIX (HOpM
paka BuepBble mpeanonokua A. Warthin eme B 1913 romxy.
OH onmca 4eThIpe CEMbHU, B KOTOPBIX PaK XKeIyJKa Halmo-
Jlancst B ISITH TOKOJICHUSAX B COOTBETCTBHMHU C CeTperarueit
MPOCTOr0 MEHJEIHUPYIOUIET0 IMpHU3HaKa. ABTOP BIIEPBBIC
BBCIJI CHeIJ,l/Iaﬂbelﬁ TCPMHH B OTHOIICHUHN TAKUX CITy4acB —
«paxoBasi CeMbs».

B 40-50-x rogax XX B. KOJIUYECTBO ITyOIHKAIMHA, KOH-
CTaTHPYIOMMX (hakT ceMelHOll arperanuy paka, Kak OfHON
U TOM K€, TaKk W pa3HbIX AHATOMUYECKUX JIOKAIM3aLMH,
3aMETHO YBEJIMYMUIIOCH. HeKOTOpBIe KIIMHAOUCTBI THTYUTUB-
HO pacLEHHBAJIM MOAOOHBIE CUTYallMU KaK MOKa3aHUE ISt
npoduIIakTHYeCKOH OMepaluy y HENOPaXEHHBIX WICHOB
ceMmbu. Hampumep, BBINOJHSIIACH MACTIKTOMHUSI W 00(o-
PAOKTOMHST 370POBBIM JKCHIIMHAM, JOCTHTIINM BO3pacTa
35 ;meT m UMEBIINM JI€TeH, YbH MaTepH W/WIIN CECTpPHI CTpa-
JlaJI¥ PaKOM MOJIOYHOM >KeJie3bl WK sIMYHUKOB. MIHOra Takas
Ipoleaypa ACHCTBUTENBHO ONpaBbiBana ceOsi, MOCKOIBKY
MO3BOJISIIA BBISIBUTH HAdallbHBIE TPH3HAKK MaJATHU3AINN
B y/IAJICHHBIX OpraHax.

B 5T ke romel ObT YCTAHOBJIEH HACIIEACTBEHHBIN
XapakTep PelKNUX CHHAPOMOB, NMPEAPACIIONAralomuX K pas-
BUTHIO 3JIOKAYECTBEHHBIX HOBOOOpa3zoBaHuii: [ apaHepa,
Koynena, Ileiitiia-Erepca, HeBona-6a3aabHOKIECTOUHOM Kap-
IIMHOMBI, HelipoduOpomarosa u ap.

AHanm3upys. HaKOIUIEHHBIC CBEICHHS, JINIIb HEKOTO-
pBI€ aBTOPBI OTCTANBAIN MHEHHE O CYIIECTBOBAHUM HACIIE/I-
CTBEHHOTO TPEPACIIONOKEHUS K 37I0KaYECTBEHHBIM HOBO-
o0paszoBaHusAM. BONBIIMHCTBO K€ HCcliefoBareneil oobsc-
HsTM (PCHOMEH «PaKOBOW CEMbH» KaK CTaTHCTHYCCKHIA
apTedakT, CBSI3aHHBIH C HM30MPATENLHOCTHIO COOOUICHUH.
C WX TOYKHM 3peHus], ceMeifHasl arperanus paka B HEKOTO-
PBIX CEMBSIX TIPOUCXOIUT CIIy4alHO U3-3a IUPOKOH pacmpo-
CTPAaHEHHOCTH 3JI0Ka4€CTBEHHBIX HOBOOOPA30BaHUI B TIOIY-
JISIIIMU WJTH BITUSTHUSL OTIPEJICJICHHBIX BHYTPHCEMEHHBIX (hak-
TOPOB M HUKAK HE CBsI3aHa C HACJIEICTBCHHOCTHIO.

Jlnist BBISICHEHHSI BOIIPOCa 00 MCTHHHOM POJIM HACIEICT-
BEHHBIX (AKTOPOB B TPOUCXOXKICHHU 3JIOKaYeCTBECHHBIX
HOBOOOPA30BaHUHM TPeOOBANINCH CIICHHATIBHBIE T'CHETHYEC-
KHe WCCIeOBaHUsA, KOTOphle ObUTH mpoBeneHsl B 60-90-x
rogax XX B. B pesynbrare aHamuza ThICSY POJIOCIOBHBIX
OBUTO IMOKa3aHO, YTO B CEMbAX MPOOAHIOB, CTPAJAIOIIUX
paKoM oIpe/IeTICHHBIX JIOKaIN3alii, aHAJIOTMYHBIE OITYXOJIH
BCTpeyaroTcsi B 3—4 pasa yamie, yeM B OOIICH MOMyJsIIAN
WJIN KOHTPOJIBHOH TpyTIe.

B 1972 r. Knudson A. u Strong 1. BRIIBUHYIH THIIOTE3Y
0 MHOTOCTYIEHYaTOM MYTAIlMOHHOM IIpOIecce, JIeKaIIeM
B OCHOBE MaJMTrHHU3aIuu kiaeTku. Ha ocHoBe aHanmm3a jnaH-
HBIX JINTEPATyphl O JAETCKUX dMOPHOHAIBHBIX HOBOOOpa30-
BaHMSAX aBTOPBI NMPHIUIM K BBIBOAY, YTO OITyXOJIH OJHOH
U TOH JKe JIOKaJIM3alUM MOTYT OBITh HACIICICTBEHHBIMHU

25



3KcnepnmeHTaanaﬂ OHKOJIOrmns

1 HEHACIHEeICTBEHHBIMHU (CIIOPAIMYECKIMH), TIOCKOJIBKY Tep-
BOHaYaJIbHasi MyTalsl, HEOOXOIMMast I MHULIMALUK KaHIIe-
poreHesa, MOXeT IIPOM30HTH KaK B ITOJIOBOH (TrepMHHAJILHOM ),
TaK M B COMaTUYECKoW KieTke. [epMuHambHas MyTalus
¢ OOIIBIIION BEPOSTHOCTHIO MOXKET OBITh YHACIICIOBAHA H TIPH-
CYTCTBOBaTb BO BCEX COMATHYECKUX KIIETKAX ITOTOMKOB.
Comarunyeckast ke MyTalys yHacJIeTOBAaHHOM OBITh HE MOJKET.
ABTOpBI MPEAIONIOKHUITH, YTO eepMUHANbHASL MyTalus o0yc-
JIOBJIMBAET HACJIE[ICTBEHHOE MIPEAPACIIONOXKEHUE K BOSHUKHO-
BEHMIO 3JIOKaUECTBEHHOI OIMyXOJM, OJHAKO AJsS MaJIWrHU3a-
OUH KJICTKH SIUHCTBEHHOTO MYTAalMOHHOTO COOBITHS HEIO-
cratogHo. HeoOxomnMa Kak MHHHAMYM €IIe OJHA MYTaIlus,
KOTOpasi IOJDKHA MTPOM30MTH B TOM K€ aJulesie TOMOIOTHYHOM
XPOMOCOMBI, YTO U MIEPBOHAYANIbHASL, HO YK€ Ha YPOBHE COMa-
TUYECKOM KIIETKH — 3UIOThl WM «IOCT3UroThl). CrmycTs
11 ner runore3a 0 HEOOXOAUMOCTH BYX MYTAIMI JJIsI MAJIUT -
HU3AIWHU KICTKH ObLIA TIONTBEPKACHA B SKCTIEPUMEHTE.

K HacTosileMy BpeMeHHU 10Ka3aHO, YTO OIYXOJIU MpaK-
THYECKH BCEX AHATOMHYECKUX JIOKAIW3aLUN MOTYT OBITH
HACJICICTBEHHBIMH U HEHACJICJICTBEHHBIMU (CIIOpaIYeCKH-
mu). Hacnencrennsie gopmbl paka cocraBisitor 5—10% ot
BCEX CJIy4aeB paka KOHKPETHBIX JoKalu3auuid. B ocHoBe ux
MIPOUCXOXKJCHUS JIeXKAT TepMUHAIbHBIE T€HHbIE MYTAallUH,
KOTOpBIE MOT'YT II€PENAaBATLCS U3 IOKOJIEHUS B IOKOJIEHHE
Kak MPOCTON MEHJEIUPYIOIINNA MPU3HAK.

HacnenctBeHHblEe OMyXOdM MPOSIBIAIOT TEHICHIUIO
CKaIlJIUBAaThCSl B CEMbAX — OTCIOAA M TEPMHUH «CEMEWHBIN
pax». Oxono 18% 3M0pOBBIX JIUI] IMEIOT ABYX U OoJiee poa-
CTBCHHHUKOB, IIOPaKEHHBIX pakoM. OTHAKO HE BO BCEX TAKHX
CEMBSIX OITyXOJIM UMEIOT HACJIEICTBEHHBbIN Xapakrep. B Heko-
TOPBIX CEMBSAX pak MOXET «CKAIUIMBAThC» M CIyYalHO.

K HacrosimieMy BpeMEHHM YETKO HWACHTH(QHINPOBaH
HaCJIEJICTBEHHBIH OITyXOJIEBBIH (PEHOTHII, KOTOPBI MOXKHO
ONPEACIUTH MO CIAEAYIOIUM IPU3HAKAM:
® MOJIOJOM BO3pacT MAalUEHTOB KO BPEMEHHU KIMHHYECKOTO
MIPOSIBJICHUS OITyXOJIH;
® [ICPBUYHO-MHOXKECTBEHHOE MTOPAKEHUE Pa3HBIX OPraHoB;
® JByCTOPOHHEE MOPAXKCHNE apHBIX OPTraHoB;
® MEH/IENIeBCKUI THUIT HAaCJIeI0BaHMUS.

CrnenyeT OTMETHUTh, UYTO HE BCE ATH NPHU3HAKH MOTYT
BCTPEYATHCSI OMHOBPEMEHHO. BO3MOXKHBI OoMbIne Bapua-
MM B UX MPOSIBICHUU JAXKE CPEAM WICHOB OIHON CEMBH.
Tem He MeHee, 0e3 ydyeTa dTHX KapAWHAIBHBIX MPU3HAKOB
pacrio3HaBaHUE HACIIEICTBEHHBIX ()OPM paka HE MpeICTaB-
JII€TCSI BOBMOXKHBIM.

Kuaaccnpukanus cemeiiHoro (Hac/1eIcTBEHHOI0)
POXKPC
K HacTosimemy BpeMeHH HACHTU(GHUIIMPOBAHO 8 HACTE-
CTBEHHBIX CHHJPOMOB, IPOSABIIIOLIUXCS CEMENHOU Ipel-
pacnoyioxkeHHOCTbI0 K Bo3HuUKHOBeHU0 POXKPC. Tpu u3
HUX MpOSABISIOTCS CEMEHHOM MpeapacroI0kKeHHOCTHIO
K paKky OJHOM M TOH K€ JIOKaJIN3aLHHU:
e cemennbIi PSI;
® ceMmeliHbli PDO;
e cemeiinblii PMXK.
[IaT6 CHHAPOMOB XapaKTEPU3YIOTCSI CUCTEMHON Mpenpacro-
JIOKEHHOCTBIO K Bo3HUKHOBeHHI0 PMOK, PA, PO u paka apy-
THUX JIOKAJIN3alHii:
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e cunapom cemerinoro PMOK/PSI;

e cunapom cemeiinoro PMOK/PS/P3;

e cuHapoMm cemeitHoro PMOK/PO/PSl/paka Toncroit kumiku
(cungpom Lynch2);

e cuHIpoM cemeitHoro PMJK/PD/paka opraHoB KemyJ0dHO-
KHUILIEYHOTO TPAKTa/paKa JIErknx;

® CHHIPOM CeMeitHOro PD/paka opraHoB jKeITyI04HO-KUIIICY-
HOTO TPAaKTa.

K nacnencrBenHsiM gopmam Takxke orHocurcest POXPC
y IMIl ¢ HacjeAcTBeHHBIMU cuHiapomamu: Ilelitna Erepca,
I'apraepa, Koynena (MHOXXECTBEHHBIE TaMapTOMBI), Oa3aib-
HO-KJIETOYHOTO HeByca, Helipodubpomarosa.

Bce yxazannbie BapuaHThl HacienacTBeHHoro POXKPC
SIBJISIIOTCSI TEHETMYECKU TETEPOreHHBIMU C TOYKH 3PEHUS
KOHKPETHBIX TeHHBIX JI€(EKTOB, JISKAIINX B OCHOBE UX IIPO-
HCXOXKICHHSI.

MoJiekyJIsIpHO-TeHeTHYeCKHe aCTeKThbI

HacJencTseHHoro POYKPC

OnHUM U3 3HAYUTETBHBIX JOCTIKEHUI MOJIEKYIApHO-Te-
HETHYECKUX MCCIIEI0BAaHNI HACIIeICTBEHHBIX (POPM paKa sind-
HHUKOB ¥ MOJIOYHOMH 2KeJe3bl sSIBUI0CH OTKphITHE reHoB BRCA1
(Breast Cancer Associated gene) u BRCA2, repmuHambHbIC
MyTallii KOTOPBIX OOYCIIOBIMBAIOT HACIEIACTBEHHOE IIPEA-
pacroiIokeHne K 3TUM HOBOOOPa30BAHHSIM.

I'en BRCA1 0b11 BeiziesnicH B 1994 1. B 00sact XpoMoco-
mbl 17g21. Ciycrst 1Ba rozia ObUT KIIOHUPOBAaH BTOPOW TeH —
BRCAZ2 B obmactu xpomocomsr 13q12. TlepBoHauanbHO moTe-
PH HOpMaJBHBIX (HE MyTHPOBAHHBIX) aJIEJICH yJacTKOB XpPO-
MocoM, comepxanmx reHsl BRCA1 u BRCA2, 6buti BIsiBITe-
HBI B 00pa3iax TKaHeH OIyXoJiel MOJIOYHOI JKeNIe3bl U SINIHHU-
KOB, MOJIyYEHHBIX OT OOJBHBIX YJICHOB CEMEH C CHHAPOMaMHU
CeMEeHHOro paka MOJIOYHOM JKelle3bl U CEMEHHOro paKa sSIMYHU-
KOB ¥l MOJIOYHOH KeJe3bl. DTH HaXOIKH MO3BOJIMIIH KIIACCU(H-
IIMPOBATh 3TH T€HbI KaK TCHBI-CYIPECCOPBI OIyXOJIH B COOT-
BETCTBUU C runore3oi Kuynacona.

K mHacrosmemy BpeMeHH IOMydeHa CyIIeCTBCHHAs
uHpopManus o CcTpykrype u ¢yHkuuu reHoB BRCA1
n BRCA2. B yacTtHOCTH, YCTaHOBJIEHO, YTO OHU YYACTBYIOT
B KOHTpOJIE LeNOoCTHOCTH reHoma. [loreps Takoil ponu
BCJIC/ICTBHE WHAKTUBAllMM T'€HAa MOXKET OBITH KIIIOUEBBIM
COOBITHEM, TIPUBOSIINM K XPOMOCOMHOH HECTaOMIBHOCTH
1 37I0KaUeCTBEHHOM TpaHc(opMaIy KISTKH.

B Hacrosiiee Bpems uaentrdunuposaHo donee 800 myTa-
IUid, OOHApyXMBaeMbIX BO BCex ydacTkax TeHoB BRCAL
n BRCA2. BbIsiBiI€HBI MOITYIISIIOHHBIE OCOOSHHOCTH PacIpo-
CTPAaHEHHOCTH OIPECICHHBIX MyTalHid. BonbIIMHCTBO aBTO-
POB TPUILIM K 3aKIIOYEHUIO, YTO T€PMUHAIBHBIC MYTaIllH
reHoB BRCA1 u BRCA2 o0ycnoBimBaroT mpeapacrioiokeH-
HOCTh K paKy MOJIOYHOM >kenie3bl U sTmuHuKoB B 80-90% mpu
JIByX CHHApPOMax — CHUHJPOME CEMENHOro paka MOJIOUHOM
JKEJe3bl M CHHJIPOME CEMEIHOTO paka MOJIOYHOH KeNe3bl/sd-
HHKOB. TakKe yCTAHOBIICHO, YTO B CEMBSIX C MyTAIlMsIMU TeHa
BRCAL moBbIieHa BEpOSTHOCTD TOSIBIICHHS pPaka SMIHUKOB,
B TO BpeMsI Kak MyTanuy rena BRCA2 xapaxtepHsl 171t cemeit
¢ 3a00J1eBaHIAMHU TOJIBKO PAKOM MOJIOUHOM JKeJIe3bl.

BwmecTte ¢ TeM BBIICHUIIOCH, YTO F€PMUHAJIBHBIE MyTa-
u BRCA1 u BRCA2 He 00BACHSIOT BeCh CIICKTpP HACIE-
CTBEHHBIX (JOPM paKa OPraHOB JKEHCKOH PENpOIyKTHBHOM
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cucteMsl. Y 20-55% OGOIBHBIX C IPYTUMU CEMEHHBIMH CHH-
JpOMaMH 3T reHbl He BhABIAIoTcA. Kpome renos BRCAL
n BRCA2, nmo-Buaumomy, CyHIECTBYIOT M JIpyrHe T€HBI,
MYTaIH B KOTOPBIX TAKXKe yJacTBYIOT B T€HE3€ 3THX HOBO-
o0Opa3oBaHUii.

OnmanM U3 HamboJee pPacIpOCTPAaHEHHBIX CHHIPOMOB
HACJICZICTBEHHOI'O paka OPIraHOB KEHCKOM pEenpOLyKTUBHOU
cucTeMsl siBisiercst cuupoM Lynch 2. BeisiBiieH psin MyTanuii
TEHOB, CBA3aHHBIX C ATHUM CHHAPOMOM, KOTOpBIE B HOpME
ncrnpasisitor monomMkn JJHK — hMLH 1 u hMLH 2.

OmnpeneneHa Tpymma MyTaluid TeHa-cympeccopa pS3,
PAcIONOKEHHOTO B KOPOTKOM IIJIE4e XPOMOCOMBI 17, mMero-
IIUX OTHOIIEHHE K (HOPMHUPOBAHHUIO IMPEAPACHIONOKESHHOCTH
k POXXPC, B uacTHOCTH, IPH TIEPEX0I€ aIEHOMBI B aJICHOKap-
LIUHOMY B TKAHSX TOJICTOM KHUILIKH, MOJIOYHOM Kese3bl, Shy-
HUKOB, JIETKHX. DTOMY F'€HY B HACTOSILEE BPEMsI OTBOAUTCS
Ba)KHAsl POJIb B MHAYKIMHU U MIPOTPECCHU OITyXOJICBOTO pocTa
paxa MOJIOYHOI1 xeJe3bl. B HopMme reH-cynpeccop pS53 ygact-
BYET B PEryJIILUH KJIETOYHOro amomnTo3a. Myranus reHa pS3
PErUCTPUPYETCs NPAKTUYECKU BO BCEX BHIAX OITyXOJIeH. ITOT
T€H CTaJ OJJHAM M3 TIEPBBIX T€HOB, yTpaTa HOPMAJIBbHOH (yHK-
LMK KOTOPOTo OOHapy»eHa IPU HACJICIICTBEHHOM OHKOCHHII-
pome JIu-OpaymeHu.

[TomyyeHsl MHTEpPECHBIC AaHHBIE O MOIUMOP(U3IME
TeHa, PACIOI0KEHHOTO Ha KOPOTKOM IjIede XpoMocomsl 10,
KoAupyromero gpepmeHt muroxpoma P450cl7a. Drot dep-
MEHT B HOpME MOTEHIIUUPYET AeHCTBUE KIFOUEBBIX KaTalu-
3aTOPOB CTEPOUIOTEHE3A, B UACTHOCTH, |7a-ruipoKcuIassl
u 17,20-mma3er. OH HUMeeT [Ba ajuleis, OOMH U3 KOTOPBIX
00yCIIOBIMBAET MOBBIIIEHHYIO CKOPOCTH IPOLIECCOB TPAHC-
Kpuniuu. [OMO3HUTrOTHOE HOCHUTENBCTBO JaHHOTO AJUIeII
CBsI3aHO C OoJiee paHHUM HACTYIUICHHMEM MEHapxe, ycuiie-
HUEM MeTaboJIM3Ma CTEPOH/IOB M YBEJINYEHHUEM PUCKA BO3-
HUKHOBEHHMSI paka MOJIOYHOMH JKeNe3sl.

Bmecte ¢ TeM JnelicTBHE T€HOB IPEIpACIOIOKESHHOCTH
k POXPC B 3HauMTeNFHONW Mepe HAXOOWTCS TOJ BIMSHUEM
JPYTUX TeHOB — I'€HOB-MOH(PHUKATOPOB, MOCKOJIBKY KaHIIEPO-
TeHEe3 SBIIETCS Pe3yJIbTaTOM B3aUMOJICHCTBUSI MHOTHX T'€HOB,
B KOTOPOM OHKOT€HaM U FeHaM-CyIIpPeccopaM OTBOJIUTCS IV1aB-
Hasl poiib. [Ipyrue TeHbl, B TOM YHCIE U TeHBI ICTOKCHKAIINH,
UTPAOT POJIb MOAN(HUKATOPOB (DYHKIIMI IIIABHBIX TCHOB.

Knnanyeckue ocobeHHoctu Hacaeacrsennoro POKPC

B cepun coOCTBEHHBIX HCCIIEIOBaHUH OBLIO yCTaHOB-
neHo, uto cemelnble ¢opmbl POXPC, B wacTtHOCTH pak
ssmaauKoB (PS) m pax momounoit xenessr (PMIK), nmeror
KIIMHUYECKHE OCOOCHHOCTH, OTIIMYAIOIINE UX OT CIIOpaIH-
4ecKuX OpM ITUX HOBOOOPA30BAHUU.

KoHcTuTyIMoHansHOW 0COOEHHOCTHIO JKCHINMH, HACTed-
CTBEHHO Tpe/ipacroyioxkeHHbIX K pa3Bututo PA u PMXK, saBns-
ercst Ooriee paHHEe ITOJI0BOE CO3peBaHNe (HACTYIJICHHE MeHap-
xe 1o 12 mer).

B anamHue3e y OONBHBIX HACICACTBCHHBIMH (OpMaMu
POXPC noctoBepHO Hale perucTpupyroTCs SHIOKPUHHBIC
paccTpoicTBa (caxapHblii 1uabeT, KITUMAKTePHUECKUN CUH/I-
poM), BOCHAJHUTEIbHBIC U JMCIUIACTUYECKHE IPOLECCHI
B OpraHax penpojyKTHBHON cHuCTeMbl (An(dy3HbIE U y3II0-
Bble ()OPMBI MACTONATHH, SHIOMETPHO3, BOCIAIUTEIILHBIC
3a00JIeBaHUS OPTraHOB MAJIOTO Ta3a).

OHkoruHekosorus N° 12012

Cewmeiinbie popmbr P 1 PMOK Bo3HuKaroT B Oojiee paH-
HeM Bo3pacte: P — B cpennem B 48,542.6 net (criopaauye-
ckue, B 58,3£3.2 ner); PMXK — B cpennem B 45,0+£2,8 ner
(copagmueckue B 50,9£1,9 ner).

IIpu cemeiinom P u PMX uacto Habmromaercst Omare-
paNTBHBIN IEpBIYHO-MHOKECTBEHHBIH ITporecc u boree orpa-
HUYCHHAS PaCIpPOCTPAHEHHOCTH OITyXOJICBOTO Tpoliecca MpH
TOM K€ CTaUHU.

OO1m1ast BEBDKMBa€MOCTh OOJIBHBIX CEMEHHBIMU (hOpMaMu
PA nu PMX sBnsercss AOCTOBEPHO JIydllel MO CPAaBHEHHIO
BBDKMBAEMOCTBIO OOJIBHBIX CIIOPaINdeCKUMH (POPMAMH ITHX
HOBOOOPA30BaHUM HE3aBUCHMO OT CTaJUH U IIPUMEHEHHBIX
METOJIOB JICUCHHUS:

e 5-neTHss BbDKHMBaeMocTh npu PA — 44% npotus 16%
cootBeTcTBeHHO; pu PMXK — 100% mporus 68,8% Ooib-
HBIX COOTBETCTBEHHO;

e 10-nernsis BeDKMBacMocTh pu PMOK coctasmster 90,0%
npotuB 36,4% OONMBHBIX COOTBETCTBEHHO;

e |5-netusis BepKMBaeMocTh mpu PMOK cocrasmser 83,3%
npotuB 21,8% GONBHBIX COOTBETCTBEHHO.

Hamu ycTaHOBIIE€HO, UTO BBKMBAEMOCTh OOJIBHBIX CEeMeH-
HbeMU (popmamu PSI u PMOK, MeHCTpYHpOBaBIIMX KO BpeMEHH
KIIMHAYECKOTO TPOSIBIICHHS 3a00JICBaHUS, SIBISCTCS 3HAYUTEITb-
HO JIy4IIIei 10 CPaBHEHUIO C TAKOBOW y OOJBHBIX, HAXOIWB-
IIMXCS K 9TOMY BpEeMEHH B OCTMeHomnay3e. [Ipu criopagudec-
koM PSl ormeuaercsi oOparHasi TeHICHIMS — BBIKHBAEMOCTh
OOJNBHBIX, MEHCTPYHPOBABIINX KO BPEMEHH KIMHHYECKOTO
neOrora 3a00eBaHMs, 3HAYUTEIBHO HIDKE MO CPaBHEHUIO
C TeMH, KTO HaxoiWics B IOCTMEHomay3e. BepositHo, coxpa-
HEHHasl MEHCTpyaibHas (DYHKLIHUS WIPacT 3HaYUMYIO POJIb
B TIO//ICP>KaHNH MTPOTHBOOITYXOJIEBOTO TOMEOCTa3a.

CoBpeMeHHbIe NPHHIHUIIBI H BO3MOKHOCTH PaHHeil

JUATHOCTHKHU U npoduiaaktuku cemeiitnoro POKPC

B oHKoI0THM MTOHATHE «TPOGHUIAKTHKA) PACCMaTPUBACT-
Csl B TPEX ACTEKTAX: NePEUYHAS, 6MOPULHAS U MPEMUHASL.

e [lepBuynHas npouIakTuKa — KOMIUIEKC MEpOIIPHs-
TUH, HATIPABJICHHBIX HA JTUKBUIAIUIO (PAKTOPOB, CIIOCOOCT-
BYIOIIIUX Pa3BUTHIO paka. B CBsA3U ¢ TeéM, 4TO MHOTHE JK30-
TeHHBbIE (PAKTOPBI, CBSI3aHHBIC C HEOIArOMOIYYHON SKOJIOTH-
YecKOW OOCTaHOBKOW, YCTPAaHHTh MPAKTHIECKH HEBO3MOX-
HO, TOBOPUTH O BO3MOXKHOCTSIX HEPBHYHOM NMPOPHIAKTHKH
B HACTOsIIIEe BpeMs HEleIecoo0pa3Ho, XOTA U B ’TOM OTHO-
MMEHNU CYIIECTBYIOT HEKOTOPLIC MCPCICKTUBEI.

e Bropnunas npomiiakTHKa — KOMIUIEKC MEpOIpHs-
THUH, HaITPaBJICHHBIX HAa CHWKEHHUE PUCKA W BBISIBICHHUE PakKa
B Ha4aJbHBIX cTaausax. CTparerust BTOpUYHON MPO(HIaKTH-
K1 OHKOJIOTHYECKHUX 3a00JIeBaHUIl CTPOUTCS HAa IPUMEHEHNH
cneunqmqecxnx O3I0POBUTECIIBHBIX MCP, HAIIPaBJICHHBIX Ha
MOBBIIICHUE €CTECTBEHHOM PE3UCTEHTHOCTH OpraHu3Ma.
OTKa3 OT KypeHHs, COONIONEHNE ANETHI, COCOOCTBYIOMIEH
YMEHBIICHUIO PHUCKa, 100aBJICHNE MUKPOIJICMEHTOB B ITUIILY,
KOpPpEKIMsi TOPMOHAIBHOTO JHcOanaHca, CaHaIMs O4aroB
BOCTIAJICHHS, JOOPOKaYECTBEHHBIX OIMYXOJEeH M IpPEeipaKo-
BBIX 3a00JI€BaHNI MOTYT UI'PaTh CBOIO POJIb Ha JIFOOOI cTa-
JIUH KaHLIepOoreHesa.

e TpernuHas NpouIIaKTHKa — KOMIUIEKC MEpOIpHs-
THH, HaNpPaBICHHBIX Ha CTAOMIM3ALUIO OITyXOJICBOTO MpO-
1ecca y paJuKaibHO JICICHHBIX OOIBHBIX.
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CneayeT OTMETUTH, YTO K HACTOAUIEMY BPEMCHH BCEC
elle He CO3/aHa Jlake TeopeTHYecKas MoJielib 001Iel cucre-
MBI paHHEH JUAarHOCTUKU W TPOMWIAKTHKHA OHKOJIOTHYec-
KHX 3a00JeBaHM, HECMOTPS HA BCE YCHIIUS BIUAEMHOIIO-
TOB, KJIMHULIMCTOB M OPTaHW3aTOPOB 3/[paBOOXpaHeHMs. B To
e BpeMsI y’Ke 4eTKO pa3padoTaHbl OpraHU3aI[HOHHO-METO-
JAAYECKUE MTPUHIUIIBI CUCTEMBI paHHeﬁ JUArHoCTUKHU U MPO-
(UIIAKTHKY HACIEICTBEHHBIX (POPM paka IMEHHO Ha TpHMe-
pe cemelinoro POXKPC. DOra cucrema 10/KHA CTPOUTHCS Ha
TIPOBEICHUH MTOSTAITHBIX MEPOIIPUSTHH, BKITIOUAsL:

1) BBIABIEHHE CpPEIH HACEIEHHs CeMeil, OTSATOIEHHBIX
POXPC u ux peructparnmio;

2) uaeHTH(GUKAIMIO CPEAM HUX JIUI] C HACICACTBEHHBIM
OHKOJIOTHYECKUM PUCKOM;

3) crenuanM3upOBaHHBIA KIMHUYECKHMH MOHHMTOPHHT
32 COCTOSIHUEM 310pOBbSI JIUI] C HACJICICTBEHHOH JeTepMH-
Halye OHKOJIOTHYECKOTO PHCKA.

IlepBrIil Tan BKIIIOYAET KOMIUIEKC OpraHU3alMOHHBIX
MEp, HAITPABJICHHBIX K TOMY, 4TOOBI IIPUBJICYb CEMbU, OTATO-
menHsle POXXPC, x reHeTnyeckoMy KOHCYIBTUPOBAHUIO.
B kauecTBe mokazaHUIl AN 3TOTO ClEAyeT HUCHOJIb30BaTh
M3BECTHBIC KIIMHUKO-TEHEAJOTNYeCKNe TPU3HAKH HACIIE/ICT-
Bennoro POXKPC, B yacTHOCTH:
® OTATOIICHHBIN CeMeWHBII aHaMHe3 (Han4ne ABYX U Oornee
poncteennwuil, nopaxkeHHbIX POXKPC mro6oit tokanuzanmm);
® BepTHKAaJIbHBIN BUJI ITepeiauu 3a00JeBaHus B CeMbe (MaTh-
JI0Yb);
® HaJN4Me B CEMbE OOJBHBIX C MEPBHUYHO-MHOKECTBEHHBI-
MH OITyXOJISIMH, BKJIIOYasi JIByCTOPOHHEE ITOpa’KCHHUE Iap-
HBIX OPTaHOB;
® HalW4Hhe B CeMbe JIHII, 3a00JEBIIMX B MOJIOJJOM BO3pac-
te — 10 40 jer;
® HaIM4ue B ceMbe OOJIBHBIX ¢ HEOOBIYHO OJIarONpPHUSTHBIM
TEUCHNEM 3a00JIeBaHNs, JIaKe MPH 3aIyIIECHHBIX CTANsX;
® HaJINYNE B CEMbE MPU3HAKOB HACIICCTBCHHBIX CHHAPOMOB
lapnuepa, Ilefitna-Erepca, HeBomn 0a3anbHOKIETOYHON
KapIUHOMBI U Jp.

Wnentudukanus il ¢ HACICACTBCHHON JCTePMHHA-
nueil npeapacnonoxenus kK POXPC peansHo MoxeT ocy-
IIECTBIIATECS TOJBKO HAa YPOBHE CIEHHATU3UPOBAHHOTO
TEHETHYECKOT0 KOHCYIbTUPOBaHUs. VIMEHHO Ha 3TOM ypOB-
HE MOXET OBITh YCTaHOBICH NPaBHJIbHBIM TI'€HETHYECKUI
JINarHo3, ONpeesieH JOCTOBEPHBIM reHETUUECKUI IPOTHO3,
a TaK)Ke CTPOTO COOJIOACHBI STHUECKUE U IICHXOJIOTHUECKUE
HOPMBI COOOIIEHNS] KOHCYJIBTUPYEMBIM O HACIIEIICTBEHHOM
pHICKE Pa3BUTHS paka.

YcTaHOBIIEHNE TEHETHIECKOTO IMAarH03a OCHOBBIBACTCS Ha
TIPUMEHEHNN KIIMHUKO-TEHEATOTHYECKOTO ¥ CHHAPOMOJIOT Y-
CKOTO METOZIOB. Y TOUHEHHE TeHETHYECKOTO HarHo3a OcCyllle-
CTBIISICTCS C TIOMOIIBIO MOJIEKYIISIPHO-TE€HETHYECKIX METOMIOB.
C 270l LIeNbI0 ONPABIAHHBIM MOAXOAOM SIBIISIETCS BBISBICHHE
mytammii 185delAG (BRCAL), 5382insC (BRCAL), 2080delA
(BRCAL1), 4154delA (BRCAL) n 6174delT (BRCA2), myTa-
mmii B rerax hMLH 1 u hMLH 2, a Takxke Apyrix H3BECTHBIX
TCHHbIX MyTaL[PIﬁ, HUMEIONIMX OTHOIICHUE K HACICACTBCHHOMY
npenpacnonoxeruto kK POXPC.

['eHeTHUECKUI MPOTHO3 SIBJISIETCS] OCHOBOM ISl BHIOO-
pa MHANBUAYAIEHON TAKTUKU M AJITOPUTMA TI0CIIEAYIOIIEr0o
KJIMHUYECKOTO MOHHUTOpUHTa. OCHOBHBIMH KpPUTEPUSMHU
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orbopa auIl sl TPOPUITAKTUIECKOTO MOHUTOPUHTA SIBJISI-
I0TCA:

1) cooTBeTcTBHE CEeMEWHOW CUTYalMH TPOSBICHUSIM H3BECT-
HBIX cCUHIPOMOB HacnenctBenHoro POXPC;

2) 1-1 m 2-51 CTENEHb POJCTBA C MOPAKEHHBIMU PAKOM dJIe-
HaMU CEMbH;

3) HOCHUTENbCTBO TeHOB mpenapacnonoxkenus k POXPC
(aOcosroTHOE MOKa3aHKe);

4) Bospact xeHiuH (18-55 ner).

Crneuuanu3upoBaHHbIA  KIMHUYECKUH MOHUTOPUHT
HAaIpaBJIeH Ha PAaHHIOK JHATHOCTUKY paka Y JIMI[ C TCHETH-
YECKH JEeTCPMUHHPOBAHHBIM PHUCKOM H €T0 IPEayHpeKie-
Hue. Ha sTOM sTame cremyeT MCIOIB30BaTh BECh apCeHal
COBPEMEHHBIX JIMarHOCTHYECKHUX M JICYeOHO-0310POBUTEIIb-
HBIX MEPOIPUATHUIL, B YACTHOCTHU:

1) Hanboree JOCTOBEpHBIC METO/BI BHISBICHUS OITyXOJIEBOM
W TIPENOMyXOJICBON MAaTOJNIOINH JKEHCKOW PENpOIyKTHBHOM
CHCTEMBI: (PU3NKAJIBHOE HCCIIEIOBAHNE OPTaHOB MaJIOTO Ta3a
U MOJIOYHBIX KeJe3; ONpENeNICHHE OITyXOJEeBBIX MapKEpOB;
MaMMOrpadHIo; KOMIbIOTEPHYIO TOMOrpaduIo; siIepHO-Mar-
HHUTHBIH PE30HAHC; TIO3UTPOHHO-IMUCCHOHHYIO TOMOTpaduio;
TpaHCaOJOMHHAIIBHYIO U TPAHCBArMHAJIBHYIO COHOrpaduio
C JIONIIIIEPOMETPHEH KPOBOTOKA,

2) pEeKOMEHIAIUH TI0 PeaIn3aliy PEPOTYKTHBHON (yHK-
LHH;

3) coOmofeHne JAMeThl, CHOCOOCTBYIOUIEH YMEHBIICHUIO
pucka (AMEpUKaHCKMM PaKOBBIM OOILECTBOM OBLIO MPEJUIO-
JKEHO IIECTh OCHOBHBIX MPUHIUIIOB IHTAHUS, COOJIOACHNE
KOTOPBIX JaCeT PEaJIbHbIA MPOTHBOPAKOBBIN 3(P(EKT: yMEHb-
IIeHHe TOTpeOIeHNsT BRICOKOKAIOPHIHON THIIH; YMEHBIIIE-
HHUE TOTPEOICHUS KHUpPa; BKIIOYCHUE B €KEIHEBHBINA IMHUIIE-
BOW pAIMOH Pa3IM4YHBIX OBOIICH M (DPYKTOB, MOTPEOICHHUEC
MUY, 000TAIeHHOH KJIeTYaTKoH (LeJIbHBIE 3epHa 37aKOBbIX,
OBOIIH, (PYKTHI); OTPaHUYCHUE ITOTPEOICHUS ATKOTOJIBHBIX
HAITUTKOB; OTPAaHWYCHHE TOTPEOICHNSI KOITYEHOH W HUTPUT-
coziepIKaIel M IIIH. );

4) KOpPPEKIHI0 FOPMOHAIBLHOTO MpoduIIs.

3ajgaun, CBs3aHHbIE C pa3pabOTKON HOBBIX TEXHOJIOTHUH
panHel quarnocTrky 1 npodmtaktukn POXPC, ceromus npu-
00peTaloT NepBOCTEIEHHOE 3Ha4YeHNE BO BceM Mupe. B Hacto-
sAIIee BPEMs OMpPEZENCHbl YEThIPE NIABHBIX CTPATErMUeCKUX
acrekTa:

1) pa3paboTka CKPHHHHTOBBIX IPOTPAMM C HCHOIB30BaHHEM
MOJIEKYIAPHO-TEHETHUYECKUX METOIOB,;

2) pa3paboTKa NOKa3aHMH K BBIIOJIHEHHIO TPOpHUIaKTHIEC-
KX XUPYPrHUECKHX BMemaTeabeTB (00(opIKToMus U Mac-
TIKTOMHSI);

3) pa3paboTka moka3aHWil 11 UCIIONB30BAHHS JICKAPCTBEHHBIX
TIperapaToB, B YaCTHOCTH, OPABHBIX KOHTPALICTITHBOB, arOHFIC-
TOB I'OHA/THBIX PEIU3HHT-TOPMOHOB, AHTHOKCHAAHTOB U JIP.;

4) pa3paO0TKa METOIOB TEHHOH Teparuu.

Uro ke KacaeTcsi HBIHEITHEr0 COCTOSIHUS TTPOOJIEMBI, TO,
K COMKaJICHHIO, TPUXOUTCS KOHCTaTUPOBATh, YTO C TIOMOIIIBIO
KIIMHAYECKOTO OOCIIEZIOBaHNSI OPraHOB KEHCKOHW PErpOmyK-
TUBHOU cucteMbl PSl, Hanpumep, ynaercs BbIABUTH TOJIBKO
B 15% cnyuaes.

Takue metonsl, kak KT, AMP, no3utponHo-smMuccnoHHas
TOMOTpaus TO3BOJISIOT C BEICOKOI TOYHOCTBIO OIPENEITUTh
00bEM M PpacIpoOCTPAHEHHOCTh OITyXOJIEBOTO IIpoIiecca,
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OLICHUTh (P(PEKTUBHOCTH MTPOBOAMMOIl TEpanvu U BBISIBUTH
peLUANUB OIMYXOJM, OJHAKO 3T METOJbl HEMpUEMIIEMBbl IS
MIPOBEJICHUS] CKPUHUHTA U3-32 CBOEH JOPOTOBU3HBI.

Haubonee mnpuemsieMbM METOJOM SIBISICTCS JIMIIb
coHorpadusi, OTHAKO W JAHHBI METOJ, SBISSCH BBICOKO-
YyBCTBUTEIBHBIM U CIICIIU(PUIHBIM, TIO3BOJISIET yCTAHOBUTH
HaJmu4ue paka sudHuUKOB | cramuu tonbko B 1,5-2% Bcex
HaOJIIOICHUA.

K coxanenuto, moka He Hali/IeH UAeaNbHbIN OMyXOJIEBbII
Mapkep st muarHoctukd Hu P, au PMOK, v PD. HanbGonee
W3YYEHHBIM SIBIISIETCS QHTHICH IIIMKOMPOTEHHOBOW CTPYKTY-
pot Ca-125, nmokann30BaHHBIM HAa TMTOBEPXHOCTU SIUTENHAIb-
HBIX HOBOOOPA30BAHUH SUYHUKOB, OJJHAKO OIPE/ICICHHUE €To
YPOBHS MO3BOJISIET TUArHOCTUPOBATh | cTaauio paka sSIMYHU-
KOB TOJIbKO B 50% citydaes.

Xupypruueckue wMetoasl mnpodmiraktukn  POXPC
Y HOCHUTEIIBHUI] AaTOIOTHYECKUX I'CHOB TaKKe HEe 00ecIedn-
BalOT HaJeXHOU rapanTnu. Tak, Tobacman J.K. eme B 1982
I. COOOIINIT O Pa3BUTHH KaHI[EpOMaTo3a OPIOIINHEI, HE OTIH-
YaOIIErocs MO THCTOJIOTHYECKON CTPYKTYpe OT paka sIMuHH-
KOB, BBISIBICHHOTO B CPEHEM uepe3 5 JIeT MOCIIe BBIIOIHEH-
HOW TpodmnakTraeckoir oodopskromMunt y 11% OONBHBIX,
OTHECEHHBIX K TPYIIE HACIEACTBEHHOTO PHCKA Pa3BUTHUS
PA1. ViccnenoBarenu elie He MPUILUIM K €AMHOMY MHEHUIO 110
MOBOy TOTO, B KaKOM BO3pacTe HEOOXOIMMO BBIMOIHSTH
npoduiIakTHYecKyto 00pOpIKTOMHUIO, Tak Kak PS5 peaxo pas-
BuBaetcs B Bozpacte 10 45 ser (11 ma 100 000 >xeHIuH
B TPYIIIIE PUCKA), @ PUCK PAa3BUTHS OCIIOKHEHHH, CBSI3aHHBIX
C TOCTKACTPAI[MIOHHBIM CHHIPOMOM, MOKET HpPEBBIIIATH
PHCK pa3BHUTH paKa.

JnurensHas 3aMeCTUTENbHAsT Teparus TOPMOHATBHBIMU
npenaparamy, [0 MHEHHIO HEKOTOPBIX aBTOPOB, BEAET K yBe-
JTMYeHnIo pucka pasButusi PMIK, 0coO0eHHO y HOCHTENBbHHIL
naronornyeckoro rena BRCA1. JIpyrue aBTOpbl CUMTAIOT, UTO
HETIpepBIBHASI TEPAITUsI 3CTPOreHaMH U MPOTeCTHHAMH, Ha000-
POT, pe3KO CHIKAeT PHCK Pa3BUTHs ITOBTOPHOTO paka MOJIOY-
HOM KeJIe3bl y MalMeHTOK, y’Ke UMEBIINX ero B aHAMHe3e.

B Hacrosiiiee Bpemsi Hanbosiee SICHOW MpeICTaBIIsIeTCs
crcTeMa Npo(MIIaKTHKH B OTHOLIEHUH HACJIEICTBEHHO 00yc-
JIOBJICHHBIX OIyXojel ssmyHukoB. OHa BKIIIOYACT B ceOs:

1) dbopmupoBaHue TpynI pUCKa;

2) Ha3HauYeHHE TAKUM IALMEHTKaM OpaJbHBIX KOHTpALETl-
THUBOB T10 JIOCTHXXCHUH MMM TMOJIOBOTO CO3PEBaHMSA, BILUIOThH
JI0 IUTAHUPYEMOTO 3a4aTHs;

3) TOJHOIEHHYIO JaKTalUIo, 0 OKOHYaHWH KOTOPOH BHOBb
Ha3Ha4aloTCsl OpajIbHbIE KOHTPAIICITHBHI;

4) 1o AOCTWXEHHM Bo3pacTa 35 JIeT U BBIIOIHEHUH JETO-
pomHOW (QYHKIMH TPOPIIAKTHIECKYIO 00(POPIKTOMHIO
C TOCJIEIYIOUUM Ha3HAYeHHUEM 3aMECTHUTEIBHOW TOpMO-
HaJIbHOU TEpaIluu.

Cucrema xe npoduinakrukun PMXK B oTHOIIeHN# HOCH-
TENBHHMI] TTATOJIOTMYECKUX TEHOB BKITIOYAET B ceOs:

1) mpodunakTuKy B BHIEC PEATN30BAHHOM PENpOIYKTHBHOMN
(YHKIMM ¥ JUETHl C HMOHWKEHHBIM COAEPKAHWEM IKHUPOB
JKHMBOTHOTO TIPOHCXOXKICHHUS;

2) CKPUHMHT: KIHHHYECKOC OOCIICJOBAHHE MOJIOYHBIX
JKeJle3; ONpeJieNIeHNe YPOBHs OIYXOJIEBBIX MapKepoB; MaM-
MorpaduIo U Ipyrue yKa3aHHbIC BBIIIE METOJIBI;
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3) npouIaKTHYECKYI0 MACTIKTOMHMIO;
4) KOppEeKIHIO HapyIIeHU rOpMOHAIBLHOIO TOMEOCTa3a.

B nacrosmiee BpeMs 10Kka3aHO, YTO HOCUTENILCTBO FEHOB
HacneAcTBeHHON mnpeapacnoioxkeHHoctd k POXPC ne
saBIsieTcs (paTarbHOW HEM30EKHOCTHIO PA3BUTHS OIMYXOIH.
OmnpeneneHHbIe AUATHOCTHYECKUE U JICUeOHO-TTPOPIITAKTH-
YeCKHe Mephl MOTYT 00eCIeUUTh KaK BBISIBICHUE OIyXOJeH
B PAaHHUX CTaJUAX U yCIIeX B JICUCHUH, TaK U Mpeaynpex/ie-
HUE UX Pa3BUTHUSL.

MonekynspHO-TeHEeTUYCCKHEe METOABl CYIIECTBCHHO
YBEJIMYHIIN [AHCHI TPEIUKTHBHOTO TSCTUPOBAHUS HA HAJU-
Yhe HAcIeICTBEHHOW mpenpacronoxenHoctn k POXKPC.
Jlnga »Tux neneit y)xe pazpaboTaHbl M OTHOCHTENBHO Jelle-
Bble CKpuHHHTOBBIE MeToxabl JIHK-nuarnoctuku, u Oonee
CJIOKHBIE U IOpOrocTosime MeTo sl yrounstomeit JTHK-u-
ArHOCTHKH (TECT MPSIMOTO CEKBEHUPOBAHUS BCEX KOMUPYIO-
[IUX TTOCIIEIOBATCIBHOCTEH TEHOB B COUYCTAHUU C METOIOM
JIETeKIINY MYTAIll{ 110 aHOMAJIbHOMY OEIKOBOMY HPOIYKTY
reHa). BecbMa mepcrneKTUBHBIM IS 3TUX IeJIel MpecTaB-
JISIETCSl MCIIOJIb30BAaHHE METO/a OMOYMIIOB, MO3BOJISIIOLIETO
OINEepaTUBHO, B TEUCHHE HECKONBbKMX MHUHYT IPOBECTU TeC-
THPOBAHHE BCEX M3BECTHBIX MYTAIHH STHX TCHOB.

CeromHst osiBIICS MeTON (DapMaKOJIOTHYECKOH KOMITCH-
CalMi HEKOTOPBIX T'€HHBIX AE(EKTOB, MPENpacIioiaraonmx
k pazutio POXPC. Tak, oredecTBeHHO# (papMarieBTHYCC-
kol kommanuei «Mupakcbuno®apma» (HbiHE «MIBMUKC-
['pynm») co3maH HEropMOHAIBHBIH HPOIYKT PaCTUTEIHHOTO
npoucxokaenns — npenapar [IPOMUCAH®, o6nanaromumit
3 PEKTHBHOCTHIO JICKAPCTBEHHOTO CpelcTBa M Oe30macHoC-
Thi0 Ononorndecku aktuBHOW no6aBku (BAJI). OcHOBHBEIMH
JICWCTBYIOIIMMH KOMIIOHEHTAMH TIperapara siBJISIOTCS Bellle-
CTBa IPHPOTHOTO MPOUCXOXKACHUS: COMICPIKAILIUICSA B OBOIIIAX
ceMelCTBa KPECTOLBETHBIX MUILEBOM MHI0A — MHIO0T 3 Kap-
6unon (13C) — n Hanbosee akTUBHBIN U3 KATEXUHOB 3€JICHOTO
yasg — smuramiokarexu-3-ramar (EGCG). B skcriepumen-
TaNBHBIX, KITMHIYECKUX U ITMPOKOMACINTAOHBIX ATHIEMHOIIO-
TMYECKUX HCCICIOBAHUIX MPOTHBOOITYXOJEeBas AaKTUBHOCTD
ITPOMHNCAHa® nokaszaHa B OTHOIIIEHHUH OITyXOJIEBBIX U TIpe-
JIOITyXOJIEBBIX 3a00JIEBaHUI OPraHOB KEHCKOH PerpomyKTHB-
Hoii cuctembl. Co3nanue npenapara [IPOMHUCAH® otkpbuio
HOBBIC BOSMO)KHOCTH IS TICPBUYHOI, BTOPHYHOW U TPETHU-
HOH podrakTiky HacieacTseHHoro POXXPC.

3anmada mepBuuHOi mpodunaktuku POXPC ceromus
MOXKET PEIIaThCS U B OTHOILICHUH Oy/IyLIMX ITOKOJICHUI OTSTO-
HIEHHBIX ceMed. UneHam TakuxX cemel, IUIaHUPYIOoLUM
MTOTOMCTBO, MOKET OBITh TPEIIOKECHO UCIIOIh30BAHUE BCIIO-
MOTaTeIBHBIX PEIPOMYKTHBHBIX TEXHOIOTHHI C IPEUMILIAHTA-
I[IMOHHON I'eHETUYECKON IMArHOCTHUKOM HOCHUTENILCTBA H3BeE-
CTHBIX MYTaIMii, OTBETCTBEHHBIX 3a HACJICICTBCHHOE Tpe[-
pacnonoxenne kK POXPC.

YenenrHoe penieHue 3a/1a4 paHHeld THarHoCTHKY S dek-
TUBHOTO JICUCHUS W MPOQPIIAKTUKU HACICICTBCHHBIX (HOpM
POXPC crareT BO3MOXXHBIM TPH YCIOBHH CO3/IaHHS OpPraHu-
30BaHHON CHCTEMBI BBIBICHHS M PETUCTPALUH CPEAr Hace-
JICHUS CeMEeH, OTATOIIEHHBIX 3TUMH 3a00JI€BaHNUAMH, M OKa3a-
HUS UM BBICOKOKBAITM(MIIMPOBAHHON MEINIIMHCKOM MOMOIIN
C HCIOJIB30BAHMEM BCEro KOMIUIEKCA UAarHOCTHYECKUX
1 JIeueOHO-TIPOPUITAKTIICCKAX METOIHK.

29



3KCﬂepMMEHTaﬂbHaﬂ OHKOJIOrmns

JlutepaTtypa

1. Axcenv E.M., [lagvioos M.H. C06. «3mokauecTBeHHBIC HOBoOOpa3oBanus B Poccun u crpanax CHI' 8 2000 r.». M.: POHLL M. H.H. Bno-
xuna PAMH, 2002. C. 85-106.

2. Axynenxo JI.B., XKopoanua K.H., Kozauenko B.11., Yumumoopocuesa T.H.,, Bervwep J1.3., Ycunbexoea I, lllabanuna H.B. Kinande-
CKHE 0COOCHHOCTH CEMEHHOTO paka OpPraHoB KEHCKOH PeNpOIyKTUBHON CHCTEMBI. BBICOKHE TEXHOIOTHH B OHKOJIOTHH. Matepuaisl 5-ro
Bcepoccuiickoro che3na onkonoros. Kazans, 2000. T. 2. C. 440-442.

3. Axynenxo JLB., Jlunvun E.T., Xoxnosa H.A., Manyxun HU.b., Boicoykuii M. M., Benvuiep J1.3. B ubeii KOMIIETEHIINH pELIeHUE TIPOOIeMbI
paHHel TUarHOCTHKU U MPO(UIAKTHKY CEMEHHOro paka OpraHoOB KEHCKOH PerpoayKTUBHOW cucTeMbl? OHKOJIOTHYECKUIl CKPUHUHT, KaH-
LIeporeHe3 M paHHHE CTaJUM paka B IpakTHKe TMHekosora: CO. HayYHBIX TPYAOB INICHyMa MEKBEIOMCTBEHHOro HayyHoro CoBera Io
aKymepcTBy 1 ruHekonorud. Mxesck, 2000. C. 190-195.

4. Axynenxo JI.B., Cedosa T.H., /lyonuk B.C., lllyouna C.H., Axywxun O.A. TlpuHiunel uaeHTU(UKAINN U TCHETHYECKOTO MPOrHO3UPO-
BaHMs HACJIEACTBECHHBIX (JOPM paka OpPraHOB JKEHCKOW PENpOmyKTHBHON cucteMbl. Marepuansl | cve3na onkonoros ctpan CHIL M.,
1996.

5. Axynenxo JI.B., [llabanuna H.B., Manyxun H.5. CoBpeMeHHBIE B3IISIbI HA ATHONATOTeHE3 M MPOQMIIAKTUKY CEMEHHOT0 paka OpraHoB JKeH-
CKOM penpomayKTHBHOM cUCTeMBI (0030p uTeparypsl). [Ipobnems! penponykimu. T. 6. Ne 1. 2000. C. 14-19.

6. Ananosuu H.B., llocnexosa H.H., Jlocunosa A.H., Jlrobuenxo JI.H., Ananosuu I1.B., I'apvkasyesa P.®., ['unmep E.K., Kapnyxun A.B.
Omnpenenenne NpoTsuKeHHBIX Aenenuii B reHe BRCA1 nipu cemeiinolt popme paka MOJIOYHOM JKENIE3bl/SMYHUKOB CPEIH POCCUHCKUX OO0JTb-
HbIX// MemuiuHckas [enetnka. 2009. Ne 9. C. 25-31.

7. Ananosuu H.B., Ilocnexosa H.H., Jlocunosa A.H., Jlroouenxo JI.H., Ananosuu I1.B., I'apvkasyesa P.@., ['unmep E.K., Kapnyxun A.B.
HccnenoBanue nepecTpoek IT'eHOB: HOBas MpoTsbkeHHas faenenus B rene BRCA1 npu cemeliHo# ¢popMe paka MOJOYHOMN KeIe3bl/THIHH-
koB// Marep. 7-it MexyHaponHoii koHdepeHuun «MomeKyispHasi FeHeTHKa COMAaTHUeCKHX KIeTok». 3Benuropon, 2009. C. 47-48.

8. Ananosuu H.B., Ilocnexosa H.U., Jloeunosa A.H., Jlroouenxo JI.H., Ananosuu I1.B., I'apvkasyesa P.@., [unmep E.K., Kapnyxun A.B.
HccnenoBanre HaciaeayeMbIX MPOTsDKeHHBIX Aenennit B rene BRCAL npu pake MonouHO# sxenesbl/suunnkoB// Marepuanst VI cbesna
Mell. TeHeTHKoB. Meaumackas reHetuka. 2010. C. 10.

9. Iapvkasyesa P.@., Jlroouenxo JI.H., [locnexoéa H.U., bpioseun B.B., Xaiinenxo B.A., Kapnyxun A.B. BO3MOXXHOCTH KIMHUYECKOTO
MIPUMEHEHHs TeHOAMATrHOCTHKH MPEIPACIIONOKEHHOCTH K paKy MOJIOYHOM jKesle3bl U MPO(UIaKTHYECKOTO JICUSHHUS] HOCUTEIIS 9TOro 3a00-
nesanwust// Matepuainst | Beepoccuiickolt HaydHO-TIpakTHYECKOH KOH(EPEHINH ¢ MeXIyHapoaHbIM ydactreM /COOpHHK cTaTtel « AKTY-
ajbHBIe BOMIPOCH MaMMosorum». M., 2001. C. 127-132.

10. Hnvnuyxuii A.11., Conosves HO.H. HekoTopbie TEOpETHYESCKHIE U OPraHU3AIMOHHBIC BOIIPOCHI IIEPBHYHOI MpodiakTuku paka. [lep-
BUYHas npodrmaktuka paka. M., 1986. C. 5-14.

11. Kapnyxun A.B., Jlocunosa A.H., Xomuu E.A., Ilocnexosa H .M. HacnenctBeHHas peapacoioxKeHHOCTh K paKy MOJIOYHOM KeJle3bl.
Menmnmunackas regeruka. 2002, T. 1. Ne 6. C. 254-261.

12. Kapnyxun A.B., Iocnexosa H.H., Jlocunosa A.H., Mysagppaposa T.A., Cmupnosa T1O., Llykanos A.C., Ananosuu H.B., Kopomaesa A.A.,
Jobuenko JI.H., I'unmep E.K. MonexynspHble 0COOSHHOCTH I'€HOB-CYIIPECCOPOB HACISICTBCHHBIX (POPM psijia YaCTHIX OHKOJIOTMYECKHX
3aboneBannii// COopHHK MaTepraioB Beepocc. KoHpepeHn ¢ MeXIyHApOIHBIM yaacTHeM «MoekynsapHas oHKoJIorus. HoBocubupcek,
2008. C. 112-113.

13. JIobuenxo JI.H, Ilocnexoséa H.H., Ilonos A.C, Kapnyxun A.B., I'apvrasyesa P.®. HacnencTBeHHbIE (OPMBI paka MOJIOUHOM KEJIC3bI
n snuHnkoB: JJHK-nuarHocTrka, KIMHUKO-MOJICKYIIIPHAS IATOJIOTHS 1 MEIMKO-TeHETHYECKOe KOHCYIbTHPOBaHHe // MequiuHCKas reHe-
tuka. 2005. T. 4. Ne 5. C. 220-221.

14. Jhoouenxo JLH., Ilocnexosa H.U., Ilapoxonnaa A.A., Jlywnukosa A.A., Yesxuna E.M. Pak MOIOYHOH >Kene3bl W/HIN SUYHUKOB
B COCTABC HACIICIICTBEHHOI'O OHKOJOIMYECKOro CHHApoMa. // OTyXou )EHCKO# penponykTuBHOM cucteMbl. 2009. No 1-2. C. 59-63.

15. Jhoouenko JI.H., [locnexoséa H.H., [lapokonnas A.A., Cmenuna M.B., Tionanoun C.A. bproseun B.B., Kapnyxun A.B., I apvrasyesa P.@.
Penkue HaceCTBEHHbIC OHKOIOTHYECKUE CHHIPOMBI. 3HaYEHHE KIMHUKO-MOJIeKysipHOit tnarnoctuky// Bectunk POHL] um. H.H. Bio-
xuHa PAMH. 2009. T. 2. Ne 1. C. 93-94.

16. Jhoouenxo JI.H., I[locnexosea H.H., Illopmnoii C.M., bproseun B.B., Kapnyxun A.B., [ apvkasyesa P.®. Hacrnenctsenusie GpopMbl paka
MOJIOYHOH JKeJIe3bl H/WIIU SSTHYHNKOB: IPOTHO3, TAKTUKA JiedeHust ¥ poduinaktuky // Marepuanst VII Poccuiickoro OHKOJIOrHYeCKOro KOH-
rpecca. M., 2003. C. 134-136.

17. Hocnexosa H.U., Jlocunosa A.H., Kpoxuna O.B., Cobonesckuii B.A., Jliobuenro JI.H., Kapnyxun A.B. HacnenctBeHHbIil pak MOIOY-
HOW JKeJIe3bl W/ SUYHUKOB: MOJICKYJISIPHO-TCHETHYCCKHIA 1 ceMeiHbIi aHanmu3 / Matepuaibl VI cbesna Mell. TeHeTUKOB. MeMIuHCKast
reneruka. 2010. C. 146.

18. Iocnexosa H.U., Jloeunoséa A.H., Jlobuenrko JLH., I'apvrasyeéa P.®., I'unmep E.K., Kapnyxun A.B. TeTeporeHHOCTb cemeit
C HaCJIEACTBEHHON MTPE/IpacIIOIOKEHHOCTHIO K paKy MOJIOYHOIT skele3bl o BeTpedaeMocTd MyTaruii B rene BRCA1// Menununckast rene-
tuka. 2003. T. 2. Ne 11. C. 459-463.

19. Iocnexosa H.H., Jlocunosa A.H., Illyoun B.I1., Ilopmnoii C.M., Jlywnuxosa A.A., Anyposa O.A., Jlobuenxo JI.H., Kapnyxun A.B.
JIByXCTOPOHHUI pak MOJIOUHOMN KeJlle3bl B POCCUICKON MOMYISILIMU: MOJIEKYISIPHO-T€HETUUECKHE, CEMEIHbIE U KIIMHUYECKUE XapaKTepH-
ctuku // Monekynspuast meguiiaa. 2010. Ne 3. C. 38-42.

20. Ilpodunaxruka paka u 6opsda ¢ HuM // Jloknan Cekperapuara BO3 58-ii ceccun BeemupHroii accam6ien 3npaBooxpanenus // BO3.
Hoxyment A58/16. 2005.

30



3KCHepMMeHTaJ1bHaH OHKoOJiornsi
OHkoruHekosorus N° 12012

21. Cmupnosa T IO., Jlioouenxo JI.H., Ilocnexosa H.H., Ilopmnuoii C.M., JKopoanua K.H., I apvrasyesa P.D., Kapnyxun A.B. Pax monou-
HOH >KeJie3bl U IMYHUKOB. Poik HacieacTBeHHBIX (GakTopoB // OmyXosu KeHCKOH penpoayKTHBHOH cucteMsl. 2007. Ne 4. C. 90-96.

22. Cmupnosa T 1O., [locnexosa H.H., Jlioouenxo JI.H., Tronanoun C.A., Iapvkasyeéa P.@., I'unmep E.K., Kapnyxun A.B. Bpicokas yac-
tora MyTtanuii B reHax BRCA1 u BRCA2 npu pake suanukoB. // bromn. skcrm. 6uoin. men. 2007. Ne 144 (1). C. 83-85.

23. Anandakurmar C., Chew S., Wong Y.C. et al. Role of transvaginal ultrasound color flow imaging and Doppler waveform analysis in
differentiating between benign and malignant ovarian tumors. // Ultrasound Obstet Gynecol 1996 Apr; 7(4): 280—4.

24. Apanovich N.V., Pospekhova N.I., Loginova A.N., Lubchenko L.N., Apanovich P.V, Garkavtseva R.F., Ginter E.K., Karpukhin A.V.
The large BRCA1 new deletion revelation among Russian families with breast/ovarian cancer// Eur. J. Hum. Gen. 2010. V. 18, Suppl.
P. 164-165.

25. Godard B., Foulkes W.D., Provencher D. et al. Risk faktor for familial and sporadic ovarian cancer among French Canadians: a case-
control study // Am. J. Obstet. Gynecol 1998, 179, 403-410.

26. Hammond G.L., Bocchinfuso W.P, Orava M. et al. Serum distribution of two contraceptive progestins: 3-ketodesogestrel and
gestodene // Contraception 1994 Oct; 50(4): 301-18.

27. Hulka B.S. Epidemiologic analysis of breast and gynecologic cancers // Prog Clin Biol Res 1997; 396: 17-29.

28. Jacobs I.J, Smith S.A., Wisema R.W., Futreal PA., Harrington T., Osborne R.W., Leech V., Molyneux A., Berchuk A., Ponder B.A. et
al. A deletion unit on chromosome 17 epithelial ovarian tumors distal to the familial breast/ovarian cancer locus. Cancer Res., 1993, 53
(6), p. 1218-1221.

29. Jolly K.W., Malkin D., Douglass E.C., et al. Splice-site mutation of the p53 gene in family with hereditary breast-ovarian cancer //
Oncogene 1994; 9: 97-102.

30. Karlan B.Y., Platt L.D. Ovarian cancer screening. The role of ultrasound in early detection // Cancer 1995 Nov 15; 76 (10 Suppl):
2011-5.

31. Kasprzak L, Foulkes W.D., Shelling A.N. Hereditary ovarian carcinoma. Clinical review // BMJ 1999 Mar 20; 318: 786-789.

32. Kerlikowski K, Brown J.S., Grady D.G. Should women with familial ovarian cancer undergo prophylactic oophorectomy? // Obstet
Gynecol 1992; 80: 700-707.

33. Knudson A.G. Hereditary cancers: from discovery to intervention // J Natl Cancer Inst Monogr 1995; 17: 5-7.
34. Langdon S.P, Smyth J.F. Growth factors and ovarian cancer // Endocrine-Related Cancer 1998; 5: 283-291.
35. Mackley S.E., Creasman W.T. Ovarian cancer screening // J Clin Oncol 1995; 13: 783-793.

36. McKusik V.A. Mendelian inheritance in man: a catalog of human genes genetic disorders. 11ed. Baltimore: John Hopkins’ University
Press, 1994.

37. Moore M.M. The role of specialized genetic councelling for the patient at risk for breast cancer // Cancer Control: JIMCC 1998; 5(3s):
19-20.

38. Narod S.A., Feunten J., Lynch H.T., Watson P. et.al. Familial breast/ovarian cancer locus on chromosome 17q12-q23. Lancet., 1991,
338 (8759), p. 82-83.

39. Narod S.A., Risch H., Moslehi R. et al. Oral contraceptives and the risk of hereditary ovarian cancer // N Engl J Med 1998; 339: 424-428.

40. Olsen J.H., Seersholm N., Boice J.D. et al. Cancer risk in close relatives of women with early-onset cancer — a population-based
incidence study // Br J Cancer 1999 Feb; 79(3-4): 673-9.

41. Piver M.S., Goldberg J.M., Tsukada Y. et al. Characteristics of familial ovarian cancer: a report of the first 1,000 families in the Gilda
Radner Familial Ovarian Cancer Registry / Eur J Gynecol Oncol 1996; 17(3): 169-76.

42. Purdie D., Green A., Bain C. et al. Reproductive and other factors and risk of epithelial ovarian cancer // International Journal of
Cancer 1995; 62:678-684.

43. Risch H.A. Estrogen replacement therapy and risk of epithelial ovarian cancer // Gynecol Oncol 1996; 63: 254-257.

44. Schrag D., Kuntz K.M., Garber J.E. et al. Decision analysis: efects of prophylactic mastectomy and oophorectomy on life expec-
tancy among women with BRCA1 and BRCA2 gene mutations / N Engl J Med 1997; 336: 1465-1471.

45. Smigel K. Breast cancer prevention trial shows major benefit, some risk // J Natl Cancer Inst 1998; 90: 647-648.

46. Thompson D., Easton D. Breast Cancer Linkage Consortium Variation in BRCA1 cancer risks by mutation position. Cancer Epidemiol
Biomarkers Prev., 2002. Vol. 11. N 4. p. 410-419.

47. Thompson D., Easton D. Variation in cancer risk, by mutation position, in BRCA2 mutation carriers. Am. J.Hum. Genet., 2001,
Vol. 68, p. 410-419.

48. Tobacman J.K., Green M.H., Tucker M.A. et al. Intra-abdominal canceromatosis after prophylactic oophorectomy in ovarian-cancer-
prone families. / Lancet 1982; ii: 795-797.

49. Welsh PL., King M.C. BRCA1 and BRCA2 and the genetics of breast of breast and ovarian cancer. Hum. Molec. Genet., 2001.
Vol. 10. P. 705-713.

3



anuvlucaH

CHUNXAET PUCK PASBUTNA HACJIEACTBEHHOI'O PAKA
MOJIOYHOM >KEJIE3bI 1 ANYHUKOB

e BJokupyeT AejieHne OMyX0JIeBBIX KJIETOK U BbI3bIBAET UX I'bOEIIh
 TloBeIlIaeT BHIPAOOTKY IPOTHUBOOIYX0JIeEBbIX 6e71k0B BRCA

e besomnacen IIpyu AJINTEJIBHOM IIDUMEHEHN N

M TN

VTpo Beuep

WwWw.promisan.ru
www.ilmixgroup.ru

3AO «Mnpmukcl'pymn» 121059 TestedoH ropsder TUHUM:
Mockaga, yi. bpauackasd, 1. 5

I LMuIXGROUP Tes.: +7 (495) 721-20-58 8-800-555-8-800




