HAYYHbIE Ob30PbI

FeHemu4ecKu-accoyuupoeaHHbIU paK MOJIOYHOU XKeJsie3bl.
Mpocgunakmuka u nevyeHue
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Pak MmonouHoii xene3bl (PMX) 3aH/MaeT NepBoe MeCTO B CTPYKTYpPe OHKONIOrMYecKol 3ab6051eBaeMOCT U CMEPTHOCTU OT 3/10Kave-
CTBEHHbIX HOBOOOPA30BaHUI Cpefm *KeHCKoro HaceneHus Poccuiickonn ®epepaumn. CornacHo NOCIeAHNM CTaTUCTUYECKM AaHHbIM,
OTMeYaeTCa HeYKJIOHHbIN pocT 3aboneBaemoct PMXK, uto TpebyeTt 6onee TWaTENbHOrO M3yUYeHNs BO3MOXHbIX Mep npodunak-
TUKWM ero pa3sutus. OgHM U3 COBPEMEHHbIX MeTooB 06cnieloBaHUA Npu Nofo3peHnn Ha PMXK siBnsieTcs BbINoOIHEHWE reHeTuye-
CKOFO MCCNeAoBaHA Ha Hanvure MyTaumni, yBeTMUMBAKOLWMX PUCKK Pa3BUTUA 3aboneBaHnA. Tak, Ha CEroAHALWHNIA feHb N3BECTHO
60/bLIOE KONIMYECTBO FEHOB, aCCOLIMMPOBAHHbIX C MOBbILEHHBIM PUCKOM Pa3BuTua PMXK, K Takum reHam oTHocsiTcsa: BRCAT, BRCA2,
CHEK2, TP53, STK-11 n mHorue gpyrue. [pu BbIABAEHUN TOW NN MHOW MyTaLUK Y NaLUEHTKM MNOBBILAKTCA PUCKK pa3BuTna PMXK, a
ecnu 3aboneBaHue yxe peann3oBaHo, TO PUCKM Pa3BUTKA paka KOHTpJIaTepanbHOWM MOIOUYHOM »ene3bl. [1o JaHHbIM nuTepaTypbl,
KYMYNATUBHbIN pUcK pa3Butua PMX y HocnTenen mytauum B reHe BRCAT Kk 80 rogam coctaBnsaeT 72%, Npu 3TOM PUCK pa3BUTUA
paka ANYHMKOB cocTaBnseT 44% 1 40% pUCK pa3BUTKA paka KOHTpanaTepasibHOM MONIOYHON Xene3bl. [ina HocuTenen mytauum B
reHe BRCA2 KkymynaTuBHbIA pyucK pa3sutua PMXK coctaBnaeT 69%, pycK pa3BUTUA paka ANYHNKOB cocTaBnaeT 17% u 26% puck
pa3BUTUA paka KOHTpasiaTepanbHOWM MOIOYHO »ene3bl. YUMTbIBasA 3HauMTENbHOE MNOBbILLEHWE PUCKOB pa3suTna PMXK npu Hocu-
TeNIbCTBE MyTaLMU B TOM MM MIHOM FeHe, akTyaslbHbIM, Ha CErOAHSALLIHUIA feHb, ABIAETCA BONPOC O BHEAPEHUN B LWUMPOKYIO NPaK-
TUKY NPOPUIAKTUUECKUX ONepaLuiA, KOTOpble NO3BOJIAIOT 3HAUYNTENbHO CHU3UTb PUCKK pa3Butus PMXK. B saHHOM 0630pe nuTepa-
Typbl NpefAcTaBneHbl Haubonee akTyanbHble CTaTby, 3aTParnBatoLLne AaHHYI0 TEMATUKY.

KnioueBble cnioBa: pak MOJIOYHOW »ere3bl, FeHeTNYeCKM acCOLMMPOBAHHDBIN pak MOMOYHON Xene3bl, MyTaunn B reHax BRCAT,
BRCA2, npodunaktika paka MOOYHOW xenesbl
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Breast cancer (BC) occupies the first place in the structure of cancer incidence and mortality from malignant neoplasms among the
female population of the Russian Federation. According to the latest statistics, there has been a steady increase in the incidence of
breast cancer, which requires a more thorough study of possible measures to prevent its development. One of the modern meth-
ods of examination for suspected breast cancer is to carry out a genetic study for mutations that increase the risk of developing
breast cancer compared with a group of patients with sporadic breast cancer. So, today a large number of genes are known that are
associated with an increased risk of developing breast cancer, these genes include: BRCA1, BRCA2, CHEK2, TP53, STK-11 etc. If one or
another mutation is detected in a patient, the risks of developing breast cancer increase, and if the disease has already been real-
ized, then the risks of developing cancer of the contralateral breast. Thus, the cumulative risk of developing breast cancer in carri-
ers of mutations in the BRCAT gene to 80 years old is 72%, while the risk of developing ovarian cancer is 44% and 40% the risk of
developing cancer of the contralateral breast. For carriers of mutations in the BRCA2 gene, the cumulative risk of developing breast
cancer is 69%, the risk of developing ovarian cancer is 17% and 26% is the risk of developing cancer of the contralateral breast.
Given the significant increase in the risks of developing breast cancer with carriage of a mutation in a particular gene, today, the
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urgent issue is the introduction of preventive surgery into widespread practice, since it is the implementation of preventive mas-
tectomy that can significantly reduce the risks of developing breast cancer. This literature review presents the most relevant arti-

cles affecting this topic.
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1.1. PaKk MONIOUYHOM XeJie3bl, CTaTUCTUKA

Pak monouHoii xkenesnl (PM2K) 3aHuMaeT riepBoe Me-
cto B Poccuu B CTpyKTYpe OHKOJIOTMYECKOM 3a00J1eBaeMO-
CTU M CMEPTHOCTH OT 3JI0KaYeCTBEHHBIX HOBOOOpPa30Ba-
HUI cpenu xKeHCKoro HacesieHus. CorjlacHO CTaTUCTHYe-
CKUM JaHHBIM ITOCJIEIHUX JIET, OTMEYEH HEYKJIOHHbIIA POCT
3aboneBaecMocT PM2K, yTo TpebdyeT Oojiee TIiaTeIbHO-
To U3y4eHMST BO3MOXHBIX MEp €Tro NMpo(uiIakTuku. Adco-
JIIOTHOE YHCJIO BIIEPBbIE B XKU3HU ycTaHOBIeHHOro PM2K
B Poccuu o manHbiM 3a 2017 1. coctasnstet 70569. Cpen-
HUi Bo3pacT 6obHbIX PM2K 61,4 roga [1].

ITo nannbM aBTOpOB M3 CIIIA puck pa3sutus PMXK B
Te4YeHME KM3HU Y JKEeHIMH coctapisier 10 12%. Hecmorpst
Ha To, 4TO pUcKy pa3Butus PMZK Gosee rmoaBep:KeHbI KeH-
IIUHBI CTapIliero Bo3pacta, y 1 n3 250 XXeHIINH B BO3pacTe
1o 30 et B TeueHue 10 et OymeT peaan3oBaHO 3a00JIeBaHNE
[2]. U3BecTHO, uTO puck pa3sutust PM2K yBennunBaercs
y ALIMEHTOK C OTSITOIIEHHBIM CEMEMHBIM aHaMHe30M [3].

CoracHO CTaTUCTUYECKMM JaHHBIM, TeHETUYECKM -
accouumnpoBaHHbIN PMZK BcTpevaeTcs mpuOIn3nuTeIbHO
B 5—10% ot ob6iero koanyecTna ciaydaes PM2K. Hau6o-
Jiee U3y4eHHBIE TeHbI, ACCOLIMMPOBAHHbIE C PAKOM MOJIOY-
Hoii xene3bl — BRCAI u BRCA2, XoTopble UMEIOT BEICOKYIO
MEHETPAHTHOCTD U CBSI3aHbI C HAC/ICACTBEHHBIMU CJIyda-
amu pa3putust PM2K. [ToaToMy XXeHIIMHBI ¢ MyTaUUSIMUA
B 9TUX reHax UMEIOT MOBBIIIEHHbIE PUCKU pa3BuTHs PM2K
M paKa SUIHUKOB [2].

TepMuH HacaedcmeenHblil paKk MOAOUHOI JHceae3vl BIIEP-
BBIE YIIOMSIHY/IU B tuTepaType B 1982 r. W.Albano ¢ coaBr.,
Mpearojaras Halu4ue pa3JIMIHbIX BADUAHTOB TeHETUYE-
CKUX MyTallMil Y TeHETUIECKHU-00YCIOBIEHHBIX CUHAPO-
MmoB [4]. JTums B 1990 . Mary-Claire King B YHuBepcuTe-
Te KanudopHuu ynanoch BepBbie BBISIBUTD ONMH U3 OC-
HOBHBIX T€HOB, accolMupoBaHHbIX ¢ PM2K — ren BRCA|.
MMeHHO ¢ 3TOro meproaa U Havyajlach 3pa TeHETUIECKO-
ro TECTUPOBAHUSI IMAIIMEHTOK C OTSITOIIICHHBIM CEMEHBIM
aHamHe30M 1 MaHudecraiueir PM2K B Moonom Bo3pacTe.

Cpenu HaciencTBeHHbIX ciydyaeB PM2K o meHbIei
Mepe 30% obGycioBiieHbl MyTalusiMu B reHax BRCAI n
BRCA2. OcranbHast 4acTh MPUXOAUTCS Ha OoJiee peaKue
WY ellle He u3y4yeHHble MyTauuu. OmHaKo, BONIOIUS TeX-
HOJIOTUIA CEKBEHUPOBAHUS TTO3BOJIWIIA TTIPOBECTU Mapai-
JIEJIbHOE TECTUPOBAHME HECKOJIBKUX T€HOB, YTO TIPUBEJIO
K OTHOBPEMEHHOMY aHAJIU3Y JTOTIOJHUTEIbHBIX TEHOB, ac-
coLMupoBaHHBIX ¢ PM2K, KoTOpble MOXHO pa3neuTb Ha
JIBE OOJIBIITME TPYIIIBI: TPYIIITY C BHICOKOU U CPEeMHei Te-
HETPAHTHOCTHIO.

1.2. FeHbl ¢ BbICOKOII MEHETPAHTHOCTbIO

M3BecTHBI TeHBI BEICOKOU NIEHETPAHTHOCTH (ITOKa3a-
TeJb (DEHOTUITUYECKOTO MPOSIBICHUS AJUJIENSl B TIOIYJIS -
nun), accounupoBannubeie ¢ PM2K. I'en TP53 npencras-
JISIeT cOOOI TEH-CYIPECCOP OITyXOJIEBOTO POCTA, PACITIONIO-
JKeHHBbI Ha XxpomocoMe 17p13.1, KOTOpbIii UTPaeT BaxKHYIO
POJIb B PETYJISILIMY KJIETOYHOTO IMKIIA [6]. MyTalmu B reHe
TP53 accormmupoBansl ¢ cuHapoMoM JIn-®paymenn (LFS)
U MOTYT BcTpevathbest y 1% xennH ¢ PMXK [7]. PMIK sB-
JisieTcs HanboJiee YacTON 37I0Ka4eCTBEHHOU OITyXOJIbIO,
pa3BUBAIOLIEHCS Y KEHITUH-HOCUTEJILHUI] MyTalluU B Te-
He TP53 [8]. Hecmotps Ha To, uto LFS oTBewaeT 3a He-
6outbliyt0 qouto ciaydyaeB PM2K, y KeHIIUHBI C 3TUM CUH-
JPOMOM KYMYJISITUBHBIN prck pa3sutusi PM2K B Bo3pacTte
45 et cocraBnsieT 56%, a K Bozpacty 60 et — 6onee 90%,
TO ecTh HabomaeTcst 60-KpaTHOE yBeIMUeHUE pPUCKa pa3-
putust PM2K o cpaBHeHMIO ¢ 06111eit momyisiueii [9, 10].
Y xenmuH ¢ LFS, HabmonaeTcs TeHICHINS K Pa3BUTHIO
PM2K B MmononoMm Bo3pacte (20—30 sieT) ¢ Gosee TsKebI-
MM TIPOSIBJICHUSIMU 3a0071eBaHUsI (OTTyXOJIb pa3MepoM 60-
Jiee 5 cM, MeTacTasbl B peTMOHapHbIe TUMpaTrniecKue y3-
abl) [11]. Kpome Toro, psim aBTOPOB TOBOPUT O TOM, UTO
O6onbplIMHCTBO ciaydyaeB PMIK, cBa3anHbix ¢ LFS, saBnsi-
1otrcs Her2/neu—mno3utusaeiMu [12, 13].

Mytauuu B reHe PTEN SBIS0TCS IPUYUHON pa3BU-
i cuHapoma Koymena (CS) —ayTocoMHO-TOMUHAHTHOTO
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3a00JIeBaHUsI C HETIOJIHOM TIEHETPAaHTHOCTBIO, KOTOPOE Xa-
pakTepusyeTcst 00pa3oBaHMEM MHOXECTBEHHBIX TaMapTOM
C BBICOKMM PUCKOM ManurHuzauuu [14]. PM2K — naun6o-
Jiee pacIpoCTpaHeHHasl 3JI0KaueCTBEHHAs OITyXOJIb, CBSI-
3aHHas ¢ CS. HecMoTpst Ha To, yTo CS BCTpeuaeTcs B Me-
Hee yeM B 1% ciiygaeB PM2K, y >KeHIIIMH-HOCUTETLHUIT
MyTalluM B JaHHOM reHe puck pa3sutus PM2XK noctura-
et 50%, Ipy 3TOM CpeaHMI BO3pacT MaHH(peCcTalnu 3a00-
JIEBaHUST TOPA3I0 MEHbIIIE, YeM CITOPaTuIecKrX CIyJacB
PM2K, u cocraBisiet (36—46 net) [15]. Takxke, yBeauuu-
BaeTcs 4acToTa MyJbTU(OKATIBLHOTO MOpaXkeH!sT MOJIOY-
HOW XeJie3bl U IBYCTOPOHHUX OMyXoJieii [16]. YV xKeHIInH
¢ CS BoIcokuii puck (10 67%) 106poKadyeCcTBEHHBIX 3a00-
JIeBaHU MOJIOUHOM XeJie3bl, TAKUX KaK (pruOpoameHOMBI,
MUKPOKMCTHI, aficHO3 1 allOKpMHOBas MeTaruiazus [17].

I'en STK-11 pacnionoxeH Ha xpoMocome 19p13.3 u ko-
JIVpYeT CEpUH-TPEOHNHOBYIO IIpoTeMHKMHA3y 11. SIBmnseT-
¢Sl TEHOM-CYITPECCOPOM OmyxoJieBoro pocrta [18]. Myranuu
B reHe STK- 11 IBnsioTCs IPUYUHON pa3BUTHUSI CUHAPOMA
Ileittua-Erepca (PJS). Xotst PJS 6bL1 onvcaH BriepBhIe B
1949 r., myTtaniuu B reHe STK- 11 Obl11 MAEHTU(PUIIPOBA-
HBI KaK ero mpuyrHa Tojbko B 1998 r. [19, 20]. Kenmnu-
Hbl ¢ PJS nMmeroT moBkIieHHbIN prck pa3sutus PMK, ko-
TOphIi MoxXeT mocturaTth 50%. B cepnm cirydaeB, KoTopas
Bkoyana 240 namueHToB ¢ PJS, 6bu10 moka3aHo, 4To 3a-
6oeBaeMocTh PM2K BozpacTaeT o 32% K Bo3pacrty 60 ser,
Torna Kak K 40 romam cocrapiser b 8% [21]. UnHTe-
pecHo, 4to keHIMHBI ¢ PJS Takcke umetor 20%-Hblit puck
pPa3BUTHS paka SUYHUKOB [22].

1.3. TeHbl co cpepHeil NeHeTPAHTHOCTbIO

I'en CHEK?2 xonupyeT CepUHOBYIO TUPO3MHKUHA3Y,
KOTOpasi akTUBUPYETCS B OTBET Ha pa3pbIBbl IBOMHOI 11e-
nu JJHK. ITomumo 3Toro ycraHoBiaeHo, uto reH CHEK?2
ydacTByeT B pocopunupoBaHuu reHa BRCA 1, obneryast
ero posb B penapauuun JHK [23]. OnpeneneHHble MyTa-
uu B reHe CHEK?2 cBsa3anbl ¢ pazutueM PMZK. Bruio
nokasaHo, yto myTamus 110delC yBenunuuaet puck PM2XK
B 2—3 paza [24]. DTa MyTaiusg 0COOEHHO YacTo BCTpeya-
€TCsl y XEHIIMH CeBEePOEeBPOIEICKOIO MMPOUCXOXKICHUS,
Y KOTOPBIX OHA yBeJIMYMBaeT puck pasputus PMXK no 37%
[25]. Hocutenu mytauuu B reHe CHEK2 uMeloT NoBBILIEH-
HBII PUCK ABYCTOPOHHETO MOPaKEHUS MOJIOUHBIX XXeJe3 U
BBICOKMI PUCK peLIUIUBUPOBAaHUS 3a00IeBaHNsI, a TAKXKe
TEHIEHLIMIO K OoJjiee HEOJIArOMPUATHOMY IIPOTrHO3Y [26].
DTa MyTalus Takxke cBsizaHa ¢ pa3putueM PMXK y myx-
yuH. CTOUT OTMETUTh, YTO MYyTallUsl B 3TOM T'€HE OTBE-
yaeT MeHee yeM 3a 1% HacnencrBeHHoro PM2K, onHako,
CHEK? sBnseTcs BaXXHbIM T€HOM, MIOCKOJIbKY €r0 MyTalluu
BCTpeYaloTcs MpuMepHo v 5% marmentos ¢ PMK, He saB-
JISSIOIIMXCS HOCUTEJISIMU MyTalluM B reHax BRCA.

1.4.TeHbl BRCA1 v BRCA2, accoumpoBaHHble
C BbICOKMM puckom passutua PMX

I'en BRCAI, nokaiu3oBaHHbI Ha KOPOTKOM ILjieue
xpoMocoMbl 17, 6611 BeisiBJIeH B 1990 r. B pe3yibTare ucciie-
JnoBaHUs ceMelHbIX cyyaeB PMIK [27, 28, 29]. 'en BRCA2
JIOKAJIM30BaH Ha JUIMHHOM Iuiede XxpomocoMbl 13 [30].

O06a reHa SIBJISIIOTCSl TeHAMM-CYTIPeccCopaMU OIyxoJie-
BOTO pocTa M yyacTBytoT B penapaiuu JJHK. Myrtauuu on-
HOTO M3 3THX TeHOB Haomoxaiotcs B 5—10% Bcex onmyxo-
Jieit MoJIOYHOM Xene3bl. Ho B ux (peHOTUMMNYECKOM TIpo-
SIBJIEHUM OTMEUaloTCs OoINpeaeseHHble pa3nuuus. Tak,
myTauuu reHa BRCA I yanie cBsi3aHbl C BO3BHUKHOBEHUEM
PM2XK 1, mo gaHHBIM pa3JIUYHbIX aBTOPOB, J0JIsI MyTalUM it
B 3TOM TeHe nocturaer 60 % [31].

W3BecTHO, UTO B pe3ynbTaTte MyTalu reHoB BRCAI u
BRCA2 npoucxoaut nedekTHasi ToMOJIOTMYHAS peraparust
JBYHUTEBBIX Pa3pbIBOB, IIPUBOASIIAS K HECTAOWIBHOCTH
xpomocoM [32, 33]. MHOTroYMCAeHHbIE TOMOJTHUTEIbHbIE
dyHKuMM ecTh y reHa BRCA 1, BKIro4asi pojib B peruiuKa-
vu JIHK, koHTposs chekpoint-krHa3 KJI€TOYHOTO LIKMKIIA,
aronTo3, peryasiuio TpaHCKpunuuu u apyrue [34]. Hau-
Oosiee u3yueHHas poJib reHa BRCAZ2 3axkiovaeTcs B perna-
pauvu JHK npu moMouiu MmexaHu3Ma roMoJIOTMYHOM pe-
KOMOMHALUM MOCpeacTBOM peryissuuu 6enka Rad51 [35].

VY XeHIMH, uMeroux MyTaluio B reHe BRCAI v
BRCA2, nosbiiieH puck pa3sutvs PM2K 1 paka SM4HUKOB.
Tak, nmo nanHbiM Karoline B. Kuchenbaecker, (B uccieno-
BaHMe ObUTO BKIIIOUYEHO 6036 MalMeHTOK C MyTallieil B reHe
BRCAI v 3820 ¢ mytanueit B reHe BRCA2) KyMyISITUBHbIA
puck pa3putust PM2K y Hocuteneit myrauuu B reHe BRCA1
K 80 rogam cocrasiseT 72%, 44% — paka suaHuKoB 1 40% —
paka KOHTpajiaTepalbHOI MOJIOYHOM ene3bl. Y HocuTesei
MyTaiuu B reHe BRCA2 xymynstuBHbINM puck PM2K coctas-
ns1eT 69%, 17% — paka SMIHUKOB U 26% — paka KOHTpaa-
TepaTbHOM MOJIOUHOM XKee3bl [36]. decaTuieTHIIA KyMyJTs-
TUBHBIN pUcK pa3Butvs PM2K y maimeHToK, ¢ BIiepBbIE BbI-
SIBJICHHBIM pakKoM B Bo3pacte 10 41 roma cocrasisier 23,9%,
a Ipy NIEPBUYHO BBISIBJIEHHOM pake B Bo3pacte crapiue 41 ro-
ma — 12,6% [37]. A mo manabeiM Nasim Mavaddat ¢ coasr.,
B MCCJIEIOBAaHKE KOTOPBIX ObLIO BKIIOUEHO 978 MalneHToK
¢ Hanuuvem Mytauuu B reHe BRCAI 1 909 — B rene BRCA2,
npu Mytaimu reHa BRCAI puck passutust PM2K k 70 ro-
naM — 60%, paka SMIHUKOB — 59%, paKa KOHTpalaTepaib-
HOI1 Mos1ouHOIi xene3bl — 83%. [Ipu myTtanuu reHa BRCA2
puck pa3Butusi PMXK — 55%, paka suanukoB — 16,5%, pa-
Ka KOHTpaJiaTepabHOM MOJIOUHOI Xee3bl — 62%.

1.5. BRCA-accouumpoBaHHbiin PMK

BRCA-acconuupoBanHbiit PM2K xapakrepusyert-
cg 6oJiee arpeCCUBHBIM UMMYHOTMCTOXUMUYECKUM TH-
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ITIOM, YeM criopaandeckuii. 2KeHIIIMHBI ¢ MyTalluei B reHe
BRCA I yacTo umeroT 6oJiee HU3KYIO OITyXoJieBy1o 1udde-
PEHLMPOBKY, Y HUX Yallle BCTpeYaeTCs TPOMHOM HEraTuB-
HbII TUM. VIcX0oms U3 9TMX JaHHBIX CYMTAETCS, YTO TeHe-
THYecKr-00yciaoBiaeHHbIN PM2K nmeer 6osee Hebnaro-
MPUSATHBINA TTPOTHO3, B CPABHEHMH CO CTIOPATNIECKUMM
cayyasmu PM2K [38].

OnHaKo 4acTh aBTOPOB TOBOPHUT O TOM, UTO y MallueH-
TOK € HaJInunueMm myTtaluu B reHax BRCA, nydilie IporHo3
00111elt BEBDKMBAEMOCTH B CPaBHEHWH C TPYIIIaMU TTallieH-
TOK co cropagndeckuM PM2K, Ho npyrue aBTopbI TTOKa3bi-
BalOT MPOTUBOMNOJOXHBIE pe3yabTaThl [39,40].

Bce 370 yKa3biBaeT Ha TO, YTO Ha CETOMHSIITHUNI IeHb
KIIMHUYIECKHE TIPOSIBIIEHUS TeHETUYECKN-aCCOLMUPOBaH-
Horo PM2K HenocTaTOUHO U3YYEHBI.

1.6. MpodunakTnueckaa MacTIKTOMNA

CylIecTBYIOT UCCIeIOBaHMs, JOKA3bIBAIOIINE YMEHb-
eHue pucka pazsutusi PM2K y XeHIIMH ¢ OTSITOLIEHHBIM
CEMEMHBIM aHAMHE30M, HO C OTCYTCTBYIOIIEN MYTallUEH,
KOTOPBIM MPOBOAMIIACH MPODUIAKTHYECKAS] MACTIKTOMMUS
(ITMD3), B cpaBHEHUHU C TEMM, KOMY TakKasl orepaunusi He
ObL1a mpoBeaeHa. Tak, mo nanHeiM Hartmann L.C. ¢ coaBT.
npu BeinojJHeHUr [IM3D y nalmeHTOK ¢ OTSITOIEHHBIM
CEeMEeMHBIM aHAMHE30M, HO TTPX OTCYTCTBUM T'€HETUYECKOM
MyTaiuu puck pazsutust PM2K ymenpinaercst Ha 90% [41].

HanHble uccienoBaHuii [41,42], B KOTOPBIX MallMEHT-
KaM ObLITY BBITIOJIHEHBI OTTepalliy 0 YMEHbIIIEHNIO 00be-
Ma XeJIe3UCTOI TKaHW MOJIOYHOM XeJie3bl (pe3eKIun MO-
JIouHolt xkene3bl uau [IMD, Takxke nmokazaiu CHUXEHUE
pucka pazputusi PM2K. I[IMD 6b11a nposeaeHa 1072 nma-
MeHTKaM, 317 mauueHTOK ObUIM OCTaBJIEHBI MOJ AUHA-
MUYecKoe HaOmoneHre. Pak KoHTpiaTepaaibHOU MOJIOY-
HoI XeJe3bl pa3Buiics y 0,5% TMaleHTOK ¢ BEITTOTHEHHOM

NMpodUIaKTUIECKON onepalueit, mpu 3TOM B IpyTIie mna-
LIMEHTOK C TMHAMUYECKUM HaOII0AeHUEeM paK KOHTpJa-
TepaJIbHOM MOJIOUHOM XeJIe3bl IUarHocTupoBaiun y 2,7%
MaleHTOK.

HawubGosee BaxkHBII BOIPOC MPU ONpeAeIeHUN Lesie-
CO00pa3HOCTU KOHTpanatepaibHoii [IMO 3akiouaercs B
TOM, YBEJIMYMBAET JIM OHA BBKMBAEMOCTh KEHILMH, Y KO-
TOPBIX yKe ycTaHoBJIeH auarHo3 PMK [43]. ITo naHHBIM
uccienoBanus [44], yctaHoBjaeHO, yTO 20-JIETHSIS BBDKM-
BaeMOCTb B IpyTINe MallMeHTOK C BHITOJIHEHHOI KOHTpajia-
TepanbHOi [IMD cocraBuia 88%, B To BpeMsI Kak B IpyIITie
0e3 koHTpasarepanbHoi [IMD numib 66%. OgHaKO CTOUT
OTMETHUTD, YTO B TAHHOM M CCJIEAOBAHUY HE YIUTHIBATUCH
MporHocTuyeckre GakTopbl (MMMYHOTUCTOXMMUYECKUIA
TUIT OMYXOJIU, CTafaus 3a0oneBaHus). TOJbKO B ODHOM HC-
CJIeOBaHUM KOHTPOJIMPOBAIMCh MPOTrHOCTUYECKUE DaK-
TOPBI IIPU OLIEHKE BIUSIHUS KOHTpajaTepaibHoi [IMD Ha
BbDKMBaeMOCTb. [10 ero maHHBIM He BBISIBJIEHO CTaTUCTU-
YeCKU JOCTOBEPHOM CBSI3M XapaKTePUCTUKU TTePBUYHON
OITyXOJIW (MMMYHOTUCTOXUMMWYECKUI Y TUCTOJIOTUIECKUIA
TUII OMYXOJIN) U 15-J1eTHel ob1eil BbkuBaeMocTu [45].

Taxkum o6pa3om, MOXKHO cliejaTh BBIBOI, YTO B OOJIb-
IIIOM KOJIMYECTBE UCCIEAOBAHUI HE KOHTPOJIMPOBAIOCH
OOJIBLIIMHCTBO MPOTHOCTUYECKUX (DaKTOPOB, HECMOTPS Ha
TO, YTO Pa3INYUs MEXAY UCXOMHBIMU MTPOTHOCTUYECKM -
MU (haKTOpaMy OTMEYATUCh MEXAY MallueHTKaMU TPyTI-
bl ¢ KOHTpanaTepanbHoit [IMD u nmanueHTamMmu 6e3 Hee.

JaHHbIe MCClleTOBaHU I, BKITIOYAIOIINX XEHIIUH C BbI-
COKMM pucKoM pa3Butusi PM2K, Ho ¢ oTcyTcTBUEM paHee
BBISIBJIEHHOT'O paka, KOTOpbIM ObL1a BbinmojiHeHa [TM 3 no-
Ka3bIBAIOT YMEHbIIEHUE YaCTOTHI cIydaeB pa3BuTus PM2K,
a Takke YMEHbIIEHEe CMEPTHOCTH OT 3TOTO 3a00/IeBaHUS.
ITo nannbiM Hartmann L.C. ¢ coaBT. yMeHbIIaeTCsl pUCK
cMeptr oT PMXK y 94% XeHIIWH U3 TPYIIIIBI ¢ BBICOKUM
PUICKOM, KOTOPBIM ObL1a BeinoIHeHa [IM D, 1o cpaBHEeHUIO

Ta6nuya 1
CBofHan Tabnuua nccnefoBaHuii YacToOTS BOSHUKHOBEHUA peLuanBa Nnpy BbINOJIHEHNN NOAKOXKHON MacTaKToMmun [48]
UccnenoBanue KomnuuectBo Mennana HaOJone- MecTHBII WM peruo- Jlokanu3zaius peunausa
MalueHTOB HUST (MECSILIbI) HapHbIi peunaus (%)
Saccihini ¢ coasr., 2006 123 24,6 MecsitieB 16 BepxHe-HapyXHbIiA KBaIpaHT
Benediktsson ¢ coasr.,2007 216 13 ner 24 B TOM Xe KBanmpaHTe,
r1e NepBUYHast OMyXO0JIb
Crowe ¢ coasrt.,2008 58 41 mecsii 3,4 I'pynHast kjieTka, MoAMbIIIEUHbIE
JUMbaTUYECKUE y3JIbl
Gerber ¢ coaBr.,2009 60 101 mecsx 11,7 1B CAK
Kim ¢ coasr.,2010 152 60 MecaLEeB 2 2u3 3B CAK
Warren Peled ¢ coasr.,2012 657 28 MmecsieB 2 JlokanuzoBaH He B CAK
Coopey ¢ coasr.,2013 370 22 mecsila 2,6 JlokanusoBan He B CAK
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¢ KOHTPOJIBHOM rpymiioi, n'y 100% XeHIWH co CpeTHUM
puckowm [41]. ITo maHHBIM [46], TpodrmakTHyecKas ore-
panms OblIa BBITTOJTHEHA 236 malMeHTKaM, MearaHa Ha-
OmoneHus cocTaBuia 4,5 rona, Ipy 3TOM HU Yy OTHOI U3
HUX He ObUIO 3aperucTpupoBaHo pa3BuTus PMK, nuiib
Y OHOU MallMeHTKU ObLT 3aperucTpUpPOBaH MeTacTaTUye-
ckuit PM2K 6e3 mepBUYHO BBISIBAEHHOIO oyara.

Bomnpoc o Bo3amoxkHocTH npoBeaeHus [IMD ¢ coxpa-
HEHUEeM cocKoBo-apeossipHoro komiuiekca (CAK) Ha ce-
TOIHSIIHUI TeHb OCTAeTCSI OTKPBITHIM. [IprHMMas Bo
BHMMAaHUe TOT (pakKT, 4TO IO TaHHBIM psia aBTOPOB, B
JUCTAJIbHOI YaCTH MMPOTOKOB MOJIOYHOM XeJie3bl MOTYT CO-
XPaHSITHCS YaCTUIKK TKAHU MOJIOYHOM XKeJie3bl, pEeKOMEH-
JyeTcsl BhIMOJIHEHUE orepaiiuu ¢ ynaaenueM CAK [47].

OnHako Mo JaHHBIM MeTa-aHaIn3a TaHHbIX MAUEHTOK,
Y KOTOPBIX ObLTa BBITIOJIHEHA MOAKOXHAS MaCTIKTOMUS C
coxpaHeHueM CAK, He ObLIO MTOy4eHO CTaTUCTUIECKU J10-
CTOBEPHBIX TJAaHHBIX O TOM, YTO PELIUANBHI, BOBHUKAIOIIUE B
MOJIOUHOM Xee3e Jokanm3oBainch B CAK (Tadmmma) [48].

1.7. Ilcuxonoruyeckue v couraibHble acrekTsl [IMD.

He MeHee BaxXHBIM acleKTOM B BbINoJHeHUU [TMD
SIBJISIETCS COLIMAIM3alus MalMeHTOK Mocje MPOBeIeHHO-
TO BMEIIATeIbCTBAa. B OCHOBHOM, XE€HIIWHBI UCITBITHIBAIOT
YIOBJIETBOPEHWE CBOMM PEIIIEHUEM O BBITIOJTHEHUU IBYCTO-
ponHeii [IM3, ¢ nocieayomeii peKOHCTPYKTUBHOM oIte-
paiieii, oqfHaKO B YaCTH CJIyYaeB MX YAOBJIETBOPEHHOCTh
MOXKET CHWKAThCS MPU MOSIBIICHUY OCJIOXKHEHUI B TTOCIe-
ornepallMoHHOM nepuoae. HeynoBieTBOpeHHOCTh MpU-
HSITBIM pELIEHUEM O MIPOBENEHUM NByCTOpoHHel [IMD B
JBYX MCCJIEIOBaHUSIX KOppeJIUpoBaia ¢ TeM, ObLIO JIU 3TO
peleHre MHULIMMPOBAHO JIeYallluM BPauyoOM WJIU TIPUHSI-
TO MAUMEHTKON caMOCTOsITeNIbHO [51].

Tak, B uccienoBaHuu, B KOTOPOM ydyacTBoBaiu 1447 na-
LIMEHTOK, 18,9% XeHIINH ObLUIO NMPEAIOKEHO BBITOJTHEHNE
KoHTpanatepaabHoii [IMD u b 7,6% maleHTOK coria-
cuvch. TeM, KTO HacTarBaJl Ha BBITTOJIHEHUM OMEepalnu,
32,2% Obu1a BbIIOJIHEHA ABYCTOpOoHHAA [IMD, 45,8% —
OITHOCTOPOHHSISI MAaCTIKTOMUS, a 22,8% ObLIa BBITIOJTHECHA
pe3eKIiIusl MOJIOYHOI XeJie3bl. bosbliast yacTh MalueHTOK
(69,8%) ¢ nBycTtoponHeil [IMD He MMeT TeHETHIECKOM
MyTallMM WU OTSTOIIEHHOIO CEMEHOTIO aHaMHe3a, TTOBBI-
LIAIOLIMX PUCK paKa KoHTpanarepaibHoit M2K. beuto ycra-
HOBJIEHO, YTO coIjiacue Ha IBycTopoHHIoo [IMD cBsi3aHo ¢
pe3yJIbTaTOM FeHETUYECKOT0 TECTUPOBAHMS (TTOJIOXKHUTEb-
HBIM U OTPULIATETbHBIM), OTATOIICHHBIM CEMEHBIM aHaM -
HE30M, YPOBHEM 00pa30BaHUs MAIMEHTOK U BOJIHEHUEM OT-
HOCUTEIbHO BO3HUKHOBEHUSI pelManBa 3adoeBanus [50].

1.8.MM>3 B Poccun

B Poccuu, B nocnennue roabl, TeMe IIMO craio yae-
JISTBCSI MHOTO BHUMAaHMSI, UTO CBSI3aHO ¢ 6oJjiee IIUPO-

KMM pacnpocTpaHeHUEeM IeHeTUYeCKOTo 00CaeA0BaHuUs
SKEHILMH Y3 TPYIINbI MTOBBILIEHHOTO pycKa MO pa3BUTUIO
PM2K. OgHako Ha cerogHSIIHUR IeHb MUMeeTCsT O0IbIIOE
KOJIMYECTBO HEPELIEHHBIX BOIMPOCOB, CBSI3aHHBIX C Mpa-
BOBBIMU acieKTaMU JjIs1 BBITTOJTHEHUS TTOAOOHBIX Oomnepa-
TUBHBIX BMEIIATEbCTB. YUUTHIBAsA JAHHbIE MUPOBOM JIN-
TepaTypbl, KOTOPbI€ €IUHOTJIACHOTO TOBOPSIT O TOM, UTO
BhInosiHeHUe [IMD 3HauuTeNbHO CHUXaeT 3aboyieBae-
MocTb PM2K, BbIMOTHEHME TaHHBIX OMEPaTUBHBIX BME-
IIaTeJIbCTB Ha TeppuTopnun Poccuiickoit @enepaliiii MOT-
JIO0 Obl 3HAYUTEJBHOCTb CHU3UTh YPOBEHb 3200J1€BaeMO-
ctu PM2XK.
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