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AGIAOMCA CAMOTL

Y4acmoti PasHouOHOCMbIO
MeOUKo-zeHemuuecKkoti
namoao2uu

KOM BO3HMKHOBEHMS HOBOOOPA30BAHUA B OLPEETIEHHOM OpraHe. DT IpyIiia 3a60-
JIEBAHUY ABJ/LACTCA CAMOM YACTON MEAUKO-TEHETUYECKON NTATOMOIUEN: €CJIN BCTPEYae-
MOCTb «KJIACCUYECKUX> HACJE/ICTBEHHBIX O0JIE3HEN HCUUCILAETCS €/JUHUYHBIMU CITy4d-
AMH CPEU COTEH THICAY UHAUBUIYYMOB, TO 9ACTOTA HOCUTEIEH «PAKOBBIX> MYTAIIUI
KaK MUHHMYM HA 2 TIOPS/IKA BBIIIE — 1K€ HEMOMHBIN nepevyeHs JHK-Tectos, foctyn-
HBIX HA CETOAHAIHNN JICHD, I03BOJLACT HAMTHU ABHBIE IPUZHAKN OHKOIOIMYECKOM IIPEI-
PACIIONOKEHHOCTH Y 1-2% JOaEH.

MexaHn3mbl peannsauum OHKONOrm4eckon
npenpacnoNoXXeHHOCTN

[ToueMy HOCHTENN HEKOTOPBIX MYTALUI TIOYTH BCEIVIA CTAHOBATCA KEPTBAMU OH-
KOJIOTHYECKOTO 320071€BaHMA! B OCHOBE OOBACHEHUS 3TOMY (DEHOMEHY JIEKAT TIPEJ-
CTABJIEHNA O T.H. 2-YIAPHON MHAKTHUBALMM I'€H4, BHICKa3aHHBIE A. Knudson eme
B 1971 . K&x/IpII 4€JI0BEK COAEPKUT IBOMHON HAOOP I'€HOB — OJIHA KON HACIE/IyeT-
€A OT MATepH, 4 Apyras — OT OTLA. B CIydae HOCUTENbCTBA MYTALIUH B «DAKOBOM> TEHE
KK§as KJIETKA OPrdHU3MA OCTAETCA BCETO C OHOM €r0 KOIHUEL; 3TOT0, KAK IIPABHIIO,
BIIOJTHE JJOCTATOYHO JUIA NOAZIEPKAHNA HOPMAILHOM KU3HEAEATEIbHOCTHA OPrAHU3MA.
Tem ne MeHee, BOSHUKAET (DATAIBHAA BEPOATHOCTD TOTO, YTO B OFHON U3 KIIETOK OpIa-
HA-MUIIEHH [IPOU3OHAET BTOPAA MyTALHs, KOTOPAA 3aTPOHET OCTABIINICA AJUIENb IeHA
U TIPUBE/ET K MOMHOM MHAKTUBALNY NOCIEAHET0. MIMEHHO 3TO COOBITHE U ABIAECTCA
KATACTPO(MIECKUM: T€HBI HACTEACTBEHHBIX PAKOB YU4CTBYIOT B CICP/KUBAHIH KIETOY-
HOTO JICJIEHNA, KOHTPOJIE CUCTEM MOAZCP/KAHUSA LETOCTHOCTH TEHOMA, PETY/IALIMH IIPO-
LIeCCOB 3KCIPECCHH, TOITOMY YTPATA AKE OZHOIO (DEPMEHTA € TIOAOOHBIMU (DYHKLH-
SIMU ABJIIETCA HEOOPATUMOI CTYIIEHBKON B IIPOLIECCE 3/I0KAYECTBEHHON TPAHC(POpMA-
uun [8, 25, 20).

2-yIapHAS MOJIENIb PEANTNU3AUN HACIEICTBEHHON OHKOJIOTMYECKON Npeapac-
MOJNIOKEHHOCTH IUTENBHOE BPEMA CIUTANACH HEOCTIOPUMON JOTMOH MEJUIINH-
CKOH TEHETUKU. B OCIEHNE TOABI CTATN HAKAIIUBATBCA CBEACHUA O TOM, 4TO
JAHHBIY MEXAHU3M HE ABNACTCA YHUBEPCANbHBIM. B 9aCTHOCTH, €CIIM PAHEE CUU-
TAJI0Ch, YTO KJIETKU € OAHON Konuer reHa BRCA1 (pyHKUHOHUPYIOT IPUMEPHO
TaK K€, KK 1 HOPMAJIbHBIE KIETKH, TO HOBEHUIINE SKCIEPUMEHTANbHBIE JJAHHBIE
BBIAB/IAIOT NPU3HAKU [OTPAHUYHOTO YMEHBIIEHUA 3(P(MEKTUBHOCTH PENAPALUN
JHK nipu 2-KpaTHOM CHIKEHNU «/103bl> 3TOT'O I'eHa. bosiee Toro, o KpaitHeit Mepe
4acTh BRCA1-aCCOIMUPOBAHHBIX KAPLIUHOM MOJIOUHO XKeJe3Hl de facto [eMOH-
CTPUPYET COXPAHHOCTh OCTABIIETOCS aIensd AaHHOTO reHa |9, 24]. Comarnue-
CKAf MHAKTUBAIMA BTOPOTO AJUIENA HE ABIACTCA XAPAKTEPHON /I HOBBIX PA3HO-
BUJJHOCTEN HACIEACTBEHHBIX PAKOB — OIIYXOJICHU, BO3HUKAIOMUX Y HOCUTEJIEH MY-
rauuit B renax CHEK2, NBS1 u BLM [38]. O4eHb BaKHO OJAYEPKHYTH, 4YTO UMEH-
HO 2-y[apHasA MYTALMOHHASA MOZENb ABIAETCA OOOCHOBAHUEM UCIIONB30BAHNA CTIE-
IU(PUIECKUX NIPENAPATOB /A JICUCHNUA CEMEMHBIX OIMYXOJNEH — IPOU3BOJHBIX
11atuHbl 1 PARP-uHrn6utopos [19]. COMHEHUA B YHUBEPCATBHOCTH 3TOT'O MEXa-
HM3MA MOT'YT UMETh MPAKTUYECKUE MOCIEACTBUA — HE UCKIIOUEHO, YTO COMATH-
YECKUH CTATYC MYTUPOBAHHOTO I'€HA JTO/KEH YIUTHIBATHCA NPU IUIAHUPOBAHUN
JIEKAPCTBEHHON TEPAIIUH.
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KnnHunueckmne XapaKTepUuctukm
HadieaACTBeHHbIX onyxone|7|

H/MBUTYaTIbHBIA PUCK BOSHUKHOBEHHSA PaKa Ha POTH-
KEHNM KU3HU BECbMA BEMIK — OH JIOCTUTaeT ypoBHA 40-50%.
O7HaKO, GOMBITUHCTBO OMYXO0JIEH MAHU(ECTUPYIOT B IIy0O-
KO TOKUJIOM BO3PACTE — JUI HAKOIUICHHUSA KPUTHYECKOTO
KOJINYECTBA MYTAINH, ACCOIMUPOBAHHBIX C MOTHOH KAPTH-
HOH 37I0KQUECTBEHHOTO (DEHOTHUIA, HEOOXOAUMO BPEMSL.
Y NAIMEHTOB C HACAECTBEHHBIMU PAKOBBIMHI CHH/IPOMAMH
OJIHA U3 TAKUX MyTALIUI YKe YHACIEN0BAHA OT POAUTENIEN —
TAKUM 0OPA30M, (IIyTh K PAKy» CTAHOBUTCA KOpOYe Ha 1 Co-
obrTre. OTCIO/1A CIIEAYIOT HE TOMBKO CaM (PAKT OHKOJIOTHYEC-
KOH NPEIPACIONOKEHHOCTH, HO M OCOOEHHOCTH TIPOSIBIIC-
HUA 3/I0KA9ECTBEHHOTO (peHOTUITA. HaCIe[CTBEHHBIE OITyXO-
JIY 339ACTYIO XaPAKTEPUBYIOTCA PAHHUM BO3PACTOM BO3HHK-
HOBEHUA — OHU Pa3BUBAIOTCA IIPUMEPHO Ha 20-25 JIeT paHb-
11I€, YEM «OOBIYHBIC>, CTIOPAIMIECKUE PAKK. KOM4ecTBo HO-
BOOOPA30BAHMI TAKKE MOKET PA3MUIATHCA. 37JOPOBBI Ue-
JIOBEK, €CTU U 32007EBAET PAKOM, TO MPOUCXOJUT 3TO BO
BTOPO TIOJIOBUHE KU3HU — BPEMEHU JUIA PA3BUTUA HOBOM
OIYXOJIN YKE HE OCTAETCH, TIOITOMY YCIENHO U3CYECHHBIE
OHKOJIOTMYECKUE OOMBHBIE YAIE BCETO YMUPAIOT OT IPYTHX
TEPOHTONOTMYECKUX NATOMOTUH. [TaI[EHTHI C HACIE/ICTBEH-
HBIMHU PAKOBBIMH CUH/IPOMAMH XAPAKTEPUBYIOTCSA HE TOMb-
KO PAHHUM BO3PACTOM TOSBCHUSA TIEPBOK ONMyXOMH, HO U
PE3KO TIOBBINIECHHBIM YPOBHEM OHKOJIOTMYECKON NpEapac-
TOJIOKEHHOCTH — MOJYYAETCA, YTO B CIIy4ae 3P(PEKTUBHOTO
KOHTPOJIA HCXO/IHOTO HEOILTACTHYECKOTO TIPOIECCa Y HUX
HAOMOAAETCA (PATATBHBIN PUCK BOSHUKHOBEHNS HOBBIX HEO-
wiasM. B yactHocry, y BRCA1-HOCUTENbHULBL, IEPEHECIIEN
MACT3KTOMHUIO 110 MOBOJY PaKa MONOYHOU xenesnl (PMIK),
BEPOATHOCTh BO3HUKHOBEHUA KOHTPAIATEPATBHON KaPIU-
HOMBI B ocseaytomue 10 et gocruraer 50%! Hacieacrsen-
HBIE ONYXOJIH, B OTJINYUE OT CIIOPAJMIECKUX, ACCOITUMPOBA-
HBI C MyTallMeH B ONPE/IEIEHHOM I€HE — NIMEHHO TTI0ITOMY
OHHM JIEMOHCTPUPYIOT MEHBINYIO TETEPOTEHHOCTh (PEHOTH-
TIOB 110 CPABHEHUIO C «OOBIMHBIMI» KAPIIUHOMAMHU U OTIIH-
YaI0TCS ONPEAETEHHBIMUA MOP(OTOTMIECKUMU U UIMMYHO-
TUCTOXUMUYECKUMU O0COOEHHOCTAMU. Hampumep, 1l
BRCA1-acconMMpOBaHHBIX HOBOOODPA30BAHUI MOIOYHOI
JKEJE3bl XAPAKTEPEH «TPUK/IBI HETATUBHBII> PEIIEITOPHBIN
CTaTyC, ANYHUKA — CEPO3HBII I'UCTOJIOIMYECKUY THIL 1, Ha-
KOHeI, OOMBITMHCTBO HACTEJCTBEHHBIX PAKOB MOPAKAIOT
CBOM JKEPTBBI TIOC/IE MHKA PETPOAYKTUBHON AaKTHUBHOCTH —
TAKUM 0OPA30M, HOCUTEILCTBO COOTBETCTBYIONIETO T€HHO-
IO Jie(PeKTa IPAKTUYECKN HE OTPAKAETCA HA IAHCAX OCTa-
BUTb OTOMCTBO. CIIE/IOBATENBLHO, HOCUTEMN PAKOBBIX MYT4-
UYL XAPAKTEPU3YIOTCA CEMEMHBIM OHKOIOTHYECKUM aHAM-
HE30M [2,4, 12,13, 22, 26).

[Ipe/icTaBIEHHBIE BBIIIE CBE/ICHHA MMEIOT HETOCPE/ICTBEH-
HOCE NPAKTUYECKOE 3HAYCHUE. [10aBAIoNee 60MBITMHCTBO
BpaueH YAEIAIOT JOJUKHOE BHUMAHHE JIMIIb O/JHOMY TIPU3HA-
Ky HACJIE/ICTBEHHOTO PaKa — HATMYUIO OHKOJIOTMYECKUX 3-
OOJIEBAHUIT Y POJICTBEHHUKOB MAIIMEHTA. DTOT NPU3HAK HU B
KOEM CJIy4ae HEJb3 CYNTATh 0OA32TENBHBIM MAPKEPOM IPH-
CYTCTBUA MyTalyuy. Hampumep, camas 4actas pasHOBU/THOCTD
HACJIEJCTBEHHBIX OIYXOJIEH — KAPLUHOMBI MOJOYHOH Ke-
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JIE3bl ¥ INYHUKA — IO MOHATHBIM IPHMYMUHAM BCTPEYAIOTCH
TOJIBKO Y KEeHIIMH. [[AIIHEHTKY, KOTOPBIE YHACIEA0BANY JIe-
(DEKTHBIN I'€H 10 OTLOBCKOH JIMHUM, MOT'YT HE MIMETh HHKA-
KOI'O CEMEMHOIO OHKOJIOTMYECKOIO aHAMHE3a BOBCE. Kpaii-
HE BAKHO VIE/IATh BHUMAHHE IPYTUM KIMHAYECKUM TTPU3HA-
KaM HACJIEACTBEHHOTO PaKa — MOJIOZIOMY BO3PACTY OOJIBHBIX,
HAIMYUIO MHOKECTBEHHBIX OIyXOJIEN, IPUCYTCTBUIO XAPAK-
TEPHBIX (DEHOTUINYECKUX XAPAKTEPUCTHK. Hampumep, B
CIIy4ae KapUUHOM MOJIOYHOM xenesbl JHK-rectupoBanue
JIOTKHO HA3HAYATHCA HE TOMBKO JKEHIMHAM, COOOIIMBIINM
0 crydasax PMIK mim paka auanuka (PA) y cBoux pogcrsen-
HHLI, HO U TALMEHTKAM MOMOKE 45-50 JIeT, MHAUBUYYMAM C
OUIATEPAILHBIM MOPAKEHUEM MOJMOYHBIX JKEJIE3, 4 TAKKE
OOJBHBIM C «TPHZKJIbl HETATUBHBIMI» ONYXOMAMU [4, 13, 22,

34, 39, 40].

BepOSITHOCTb OHKoOJlorn4yeckoro
3aboneBaHuns y HocuTenem mytauumn
(NneHeTpaHTHOCTb)

MBI HEOTHOKPATHO OTMEYAJIH BBINIE, YTO HOCUTEILCTBO
MYTAIIUI B ONPE/ICICHHBIX T€HAX CBA3AHO C TIPAKTUYECKH
(baTaIbHBIM PHCKOM BO3HUKHOBEHHS OHKOJIOTUYECKOTO 34-
6oneBanys. Tem He MEHEE, 3TO MOJNOKEHNAE HYKJAETCA B OIl-
PENEIEHHBIX KOMMEHTAPUSAX. JIEHCTBUTENBHO, OfJHA U T4 JKE
MYyTAlus y PA3HbIX JI}O,ZICfI MOKET TPOABIATHCA HECKOIBKO
T0-PA3HOMY; HANOOIEE OYEBU/IHBIM IIPUMEPOM ABJACTCA
BAPHAOETBLHOCTb BO3PACTA HAYAIA OHKONOTHYECKOTO 3a60-
nesanyd. Harmpumep, OOHN HOCUTEIbHULBL MyTAL[UY B TCHE
BRCA1 O0KUBAIOT IO CPEAHETO BO3PACTa H€3 KAKOU-TNO0
TATOJIOTHH, B TO BPEMs KaK Y JPYIUX TIepBas KAPIUHOMA
JUATHOCTUPYETCs YKE B 23-27 siet. [leppoHaYyaIbHble pac-
YETbI ITOKA3bIBAIN, YTO I/IHL[I/IBI/IlIya]IbeH;I PHUCK BOSHUKHO-
BEHUs OHKOJTIOTMYECKOTO 3200JI€BAHNs Y HOCUTENEH MyTa-
1t gocruraer 90% K Bo3pacty 70 J€T — Mo0GHbIE TOKA34-
TENN CUUTAIOTCA XAPAKTEPHBIMU JUI GOJIBIIMHCTBA U3BECT-
HBIX PAKOBBIX CHHPOMOB. OTH IUQPHI NO3KE CTAN TOJI-
BEPraThCs ONPE/IEIEHHON KPUTHKE. JIE/I0 B TOM, 4TO BCE IEP-
BBIE MCC/IE/IOBAHNS TIEHETPAHTHOCTU «DAKOBBIX> MYTAI[HIA
JIENIATUCh HA OCHOBE aHAIN32 OOMBIINX CEMET, XAPAKTEPH-
3YIOIIUXCA KPATHE BBICOKMM YMCIOM OHKONOTMYECKNX OOIb-
HbIX. bosee TIO30HNE p216OTbI, BBITIOJTHEHHBIE HA TE€X HOCU-
TEJAX MyTaINH, KOTOPBIE OBUTH WACHTU(DUIIMPOBAHBI B XO/IE
NONy/SIMOHHOI'O CKPUHWHIA, BbIABUIA oonee CKPOMHBIC
pucku. Hanpumep, HEKOTOPBIE PACUETHI TTOKA3BIBAIOT, YTO
HOCUTENBLCTBO MyTaluu B rene BRCAT acconMnpoBaHo «BCe-
r0» ¢ 60%-M PHCKOM paKa MOJIOYHOM XKeJIe3bl Ha MPOTSIKE-
HUU 1epBbIX 70 €T XKU3HU; AHAIOTMYHBIN [TOKA3ATENb 1A
BRCAZ2 ne npesbimaer gaxe 50%. bomnee Toro, OTHOCUTEND-
HO YMEPEHHAS IEHETPAHTHOCTb XAPAKTEPHA JUIA OOMBIINH-
CTBA HOBBIX I'€HOB HACJIEICTBEHHOTO paka — PALB2, CHEK2,
NBS1, BLM u 1z [3,5,9, 14, 28, 29, 31, 30, 41].

Pacuer MHAMBU/TyAIbHBIX PUCKOB, 0COOECHHO B 3ABUCUMO-
CTH OT BO3PACTA, COCTAB/AET UCKTIOYUTENLHO BAKHYIO KIIH-
HHYECKYIO TPOGIEMY. B 4aCTHOCTH, JUI HEKOTOPBIX PA3HO-
BUJTHOCTEH HACIEICTBEHHOTO PaKa Haubosee 3hhEKTUBHBIM
CIIOCOOOM KOHTPOJIA 32007EBAHUSA ABIACTCA TPOPUIAKTH-
YEeCKas ONEPAINS — MPEBEHTUBHOE Y/IAICHHUE EINIE 3/J0POBO-
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IO OpraHa. Pagymeercs, OnpapIaHHOCTDb NOJJOOHBIX BMEITA-
TEJLCTB HATIPAMYIO 3aBUCUT OT YPOBHA PUCKA, KOTOPBIH IIPO-
THO3UPYETCA [0 PE3Y/IBTATAM T€HETUUECKOTO aHAINA3A.

[ToyeMy IIPUCYTCTBUE OJHUX U TEX K€ MYTaIil CONPO-
BOKAETCA KATACTPO(PUUECKUMY TTOCIEACTBUAMU Y OfJHUX
WH/IUBUJIYYMOB 1 HE IPUBOJIUT K PAHHEMY PA3BUTHIO PAKA Y
Apyrux? HabmoysieHne 3a HOCUTEIAMY NOJ0OHBIX T€HETHYE-
CKUX JIE(DEKTOB HE BBIIBIIO OCOOEHHOCTEN CTHJIS JKU3HU,
KOTOPbIE OKA3bIBAIN Obl 3aMETHOE BIMSHUE HA BEPOATHOCTD
TPOSIBJIEHNS] OHKOJIOTUYECKOTO 3a00/eBanHus. [10-BUuimo-
MY, PEMIAIOMIYIO POJIb B MOAU(PUKAIIMHN IEHETPAHTHOCTH HT-
PAIOT HE CTONMBKO (DAKTOPBI BHEIHEN CPE/BL, CKOIBKO OCO-
OEHHOCTH TEHETHYECKOTO (POHA MHJMUBHUIYYMA. BBIABICHBI
MHOT'OYUCJIEHHBIE BAPUALN HYKIEOTU/IHBIX IOCIEA0BATEND-
HOCTEN PA3/INYHBIX YYACTKOB, KOTOPBIE YBEIUUUBAIOT WX
YMEHBIIAIOT IEHETPAHTHOCTb T€HOB HACIEACTBEHHOTO PAKA.
K coxanenuio, BCe 3Tv JAHHBIE HOCAT MOKA JIUIIb IPE/IBAPU-
TEJbHBIN XAPAKTEP U COBEPHIEHHO JATIEKU OT IIPAKTUYECKO-
Io BHeApeHud [33].

OCHOBHbIe HacneaCcTBeHHble
onyxorneBble CMUHAPOMDI

Ofb1iee Yncno OCHOBHBIX HACEACTBEHHBIX OIYXONEBBIX
CHHJIPOMOB OTHOCHTEJIBHO HEBEJIUKO U UCUUCIAETCA He-
CKOJIBKUMH JIECATKAMU HO30JIOTHIA.

Haubonee 9acTbIM 1 U3BECTHBIM ABIACTCA CUHAPOM Ha-
CJIE[ICTBEHHOTO PaKa MOJIOYHOI JKENE3bl U INYHUKOB. Ha
JIOJIO 3TOTO CHHIPOMA TPUXOJUTCS HE MEHeeE 5% 3a00J1€Ba-
emocti PMJK 11 15% citydaes PSI. OH BBI3BIBACTCA MyTaLUEH
B reHax BRCA1 min BRCA2, urparomux posb B CUCTEME pe-
[apauuy AByHUTEBBIX paspbisoB JIHK. TTomumo omyxoneit
PENPOAYKTUBHON CPEPHI Y JKEHIUH STOT CHHAPOM ACCOLHU-
MPOBAH C YBEIMUECHNEM PUCKA PaKa MOLKEIYI0YHOMN XKere-
3Bl M JKEMY/IKA. 32 OCIEHUE TO/IBI OBUIO OTKPHITO HECKOIMb-
KO HOBBIX T€HOB HACJIEACTBEHHOTO PAKa MOTIOYHOI JKENE3BL:
PALB2, CHEK2, BRIP1, NBS1, BLM. IIpnyacTHOCTb TOCJIEIHUX
K yBeIM4YeHUI0 pucka PA ocraerca nescuoit [17, 31].

Bropoe MeCTo 10 BCTPEYaEMOCTH 3aHUMAET HACTIE/ICTBCH-
HBII HEMOJIMIIO3HBIN PAK TOJCTON KUIIKK (T.H. CUHIPOM
JlnH4a); B 3apyOEKHON JIUTEPATYPE JIAHHOE 3300JIEBAHKE
00bMHO 0603Ha4aeTcs a66pesuarypoit HNPCC (hereditary
non-polyposis colorectal cancer). DTOT CHHPOM BBI3BAH
MYTAIUAMH B T€HAX PEMAPAIX HECTTAPEHHBIX OCHOBAHMI
JHK. [ToMUMO OITyXOJ1eit TONCTON KUIIKHU /11 HOCUTE/IbHULL
myrauuit B reHax HNPCC XapakrepHO pa3BUTHE KAPLUHOM
sH0METPHA. HeoTIa3Mbl, CBA3aHHBIE C JIAHHBIM CHH/IPOMOM,
UMEIOT BBIPAKECHHBIC TIPU3HAKH T.H. MUKPOCATE/UTUTHON HE-
CTAOMIBHOCTH — 0COO0TO MOPTPETA FTEHETHYECKNX HapyITIe-
HUY, BBIABIAEMOTO TIOCPEICTBOM OTHOCUTEIBLHO MPOCTOTO
JHK-tecra. HNPCC-acCOLMMPOBAHHBIE OIYXOMU XAPAKTEPH-
3YI0TCA PE3KUM KOHTPACTOM MEKAY MOP(OIOTNUECKUMU
OCOOEHHOCTAMHU U XAPAKTEPOM TEUCHHUS: KAK IIPABUIIO, OHU
JIEMOHCTPHPYIOT KPAHE HU3KUI YPOBEHD IU(PPEPEHIUPOB-
KM, HO TIPU 3TOM IIPOTEKAIOT OTHOCUTEIBHO 06pOKaye-
CTBEHHO [1, 7, 23].

HacnencTBeHHBIN TIOJUIIO3 TOJACTON KUIKU MOKET BbI-
3BIBATBCSA LIE/IBIM CTIEKTPOM IEHOB. [IpUMEUaTENBHO, 4TO pas-
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HBIE [TEHETUYECKHE JIOKYChI XAPAKTEPUIYIOTCA PA3HOM 3KCII-
PECCUBHOCTBIO 32007IEBAHNA. B 4aCTHOCTH, /I HOCUTENEH
myTtanuii B reHe APC XapakTepHO HaIM4Ue COTEH NOJIUIIOB,
B TO BpeM: KaK ISl TAIUEHTOB C iedpexramu B rene MUTYH —
«TOJIbKO» JIECATKOB [18].

BOMBIIMHCTBO PAKOBBIX CUHAPOMOB XAPAKTEPU3YIOTCH
CTPOTOI1 OPTraHOCTIEIU(PUYHOCTBIO — IPUCYTCTBUE MYTAIUH
ACCOIMUPYETCA € MOBBIMNEHUEM PUCKA HOBOOOPA30BAHMI
TOJIBKO B OTZICIBHBIX OpraHax. [IpuunHbl NOA06HON Opra-
HOCTIENA(PMYIHOCTH OCTAIOTCS HEACHBIMU — OCOOEHHO C y4e-
TOM TOTO (PAKT4, YTO B OCHOBE 3200IEBAHUSA JIEKAT E(DEKTHI
B I€HAX «O0IIEro Mpodust», HAIPUMED, B CUCTEMAX PEra-
panuu JJHK. OfHUM U3 UCKIIOUEHUI U3 3TOM 3AKOHOMEP-
HOCTU AB/AeTcs cuuapoM Ju-Opaymenn. OH BbI3BIBAETCA
MYTALAMY B T€HE P53 U IPUBOAUT K MHOTOKPATHOMY YBE-
JIMYEHHIO PUCKA LIEJIOTO CHEKTPA ONyXOJer. B HEKOTOPBIX
CITy4asX HOCHUTENBCTBO JIC(IEKTOB B TEHE P53 TIPOABIACTCA
PAKOM MOJIOUHO KeJIE3bl, BOSHUKAIOUIUM B OUEHb MOJIOZOM
Bo3pacre (10 30 ser) [32, 42].

3auem ANarHoCctnposaTb
HadlneacrBeHHblie paKI/I'.7

M3Ha49aIbHO HAYKA O HACTIEICTBEHHBIX PAKAX (POPMHPO-
BAJIACH KAK KOMIIOHEHT PAHHEN JUATHOCTUKU U IPO(PUIAK-
THKI HOBOOOPA30BaHUH, OCHOBHASI I1€JTb BBISIBICHHS CEMEA-
HBIX OIYXOJIEBBIX CUH/IPOMOB — UIAECHTU(UKALMA €€ 3710-
POBBIX POACTBEHHUKOB [ALIUEHTA, Y KOTOPBIX TOKE UMEIOT-
(A IATOTEHHBIE MyTALIUY, U OPrdHU3ALMA KOMIUIEKCA MEPO-
TIPUATHIA, HATIPABJICHHBIX HA PEIOTBPAIIIECHUE HEOIArONPH-
ATHOI'O UCXO/1 OHKOJIOTMYECKON [TATOIOIMH. B IepByio oue-
peib, PA3YMEETCA, pedb UIET O MOAXOAAX, IPEAYCMATPUBA-
IONMX MOHUTOPHHT MOJOOHBIX MHAMBUYYMOB. Hanpumep,
JKEHIIUHDL ABJIAIOINEC HOCUTEIbHALIAMY MYTALIAH B IeHAX
BRCA1 1 BRCA2, peryapHo HOCEIAI0T MAMMOJIOTd U 'UHE-
KOJIOT4, TIO/IBEPraloTCA NHCTPYMEHTATBHBIM OOCIE/I0BAHN-
AM MOJIOYHBIX K€JIE3 ¥ AMYHUKA, IPOXOAAT KOHTPOJIb YPOB-
st mapkepa CA-125 u . [6, 31, 35]

B nocneaHue Topl CTAIN HAKATUIMBATHCA YOEAUTENbHBIE
CBEIEHUA O TOM, YTO 11O OTHOIIEHUIO K HACIEACTBEHHBIM
ONYXOJIAM JIOJDKHBI TIPUMEHATBCSA OCOOBIE CXEMBI JICYCHH.
Hanpumep, BRCA1-accOIMMPOBAHHBIN PAK MOJIOYHOH XKe-
JIE3bI IEMOHCTPUPYET YHUKAIBHYIO YyBCTBUTEIbHOCTD K IIHC-
IUIATUHY — [PENapary, KOTOPBIA HUKOIYA HE UCIIOIB3YETCH
IS JIeYeHUsT «OOBIYHBIX>, criopaauueckux PMIK. Xoporme
IIAHCH Ha PETUCTPAIUIO0 UMEIOT HHIUOUTOPBI (pepMEHTA
PARP — 3TOT KJ1aCC PENAPATOB CO3HATENBHO PA3PAOATHIBAI-
€A UIMEHHO /UL IEYE€HNs KAPLIUHOM Y HOCUTEJEN MyTALUN B
renax BRCA1 wiu BRCA2! Ecin PMJK BO3HUKAET Y HOCH-
TEbHULBI MyTALUN B I€HE P53, TO B TAKUX CIY4adX PEKO-
MEH/IYETCS OTKA3aThCA OT TIOCIEONEPAIMOHHOTO OOMyYEHHUS —
CYMTAETCA, YTO MAHC UHAYKIUI HOBOM OITYXOJIU 3HAYUTEb-
HO IIPEBBIIAET BO3MOXKHBIA PUCK OT IIPUCYTCTBUA PETHO-
HAPHBIX METACTA30B. [1epBbIE KIMHUYECKUE UCTIBITAHN UH-
rMoUTOpa TMPO3UHKNHA3E RET — BaHjieTann6a — BKIoYa-
JI1 GOTIBHBIX C CEMEHHBIM PAKOM IIUTOBU/IHON JKeJe3bl. [Ipy-
TOH MOJIEKY/LIPHBIN HHTUOUTOP — BUCMOJIETHO — POJEMOH-
CTPUPOBAT XOPOIYIO AKTUBHOCTD Y MALUEHTOB C HAC/IE]-
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