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BBEAEHUE

Pak monouHon xenesbl (PMXX) — akTyanbHas
npobnemMa COBPEMEHHON CUCTEMbl 34paBOOXpaHe-
HusA. B Poccun abcontoTHOE YMCIO BNEPBbIE B XXN3HM
BbIsiBNeHHbIX cnydaes PMXX 3a nepnog 2006-2016 rr.
yBennuunocb ¢ 50 292 po 68 547 [1]. lNokasatenu
3a60neBaeMoCTU pacTyT B OOMbLUMHCTBE CTPaH, W,
COrnacHoO npOorHo3aMm, 3Ta TEeHAEHUUS COXpaHUTCS
B nocnepytowme 20 net. NporHo3 06ycnosneH ysenu-
YeHNeM B GOJIBbLUMHCTBE CTPaH MUpa YMCa >KEHLLMH
C HalnyMemM OCHOBHbIX (PaKTOpPOB pucKa pasBuUTUs
PM>K, BktoHas paHHUn BO3pacT MeHapXe 1 No3aHuN
BO3pacT MeHoMaysbl, KONMYeCTBO pPOOOB, MO3AHMN
BO3pacT nepBoii 6epeMeHHOCTV U POAOB, KOPOTKME
nepuogbl nakTauum uam nosHoe ee OTCYTCTBME, OXU-

peHne, ynoTpebneHne ankoross, 3aMeCTUTENbHYIO
rOPMOHanbHY Tepanuio B NMOCTMEHOMAy3e, a Takxe
HacnefACTBEHHYIO NPeApPacrnofioXeHHOCTb [2].

Llenb 0630pa — pacKpbiTb COBPEMEHHbIE NMpea-
CTaBfEHMS O MPUYMHAxX M MexXaHW3max pasBUTUS
PM)XX; npeactaBuTb OCHOBHbIE NMOAXOAbl K Tepanuu,
OCHOBaHHble Ha MOoHMMaHun natodusmonornn 3abo-
nesaHuns. C 3TON Uenbio 6blIM NPOaHaNU3NPOBaHbI
Hay4Hble CTaTbl N MOHOrpadgum, NOCBSLLEHHbIE BO-
npocam 3TUOMOrMK, naTtoreHesa W NOAXonoB K ne-
YeHuto PMK. MNouck ocyLecTBnsancsa ¢ Mcnonb3osa-
Huem 6a3 PubMed, Medline, eLibrary.ru. lna noucka
NCNOSIb30BaNUCh KJIHOYEBbIE C/IOBA: «HAaC/eACTBEH-
Hbll paK MOJSIOYHOWN XXeNesbl», «npodunakTuieckas
MaCT3IKTOMMS»,
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Anuagemuonorus, natoreHes,

pacnpocTpaHeHHOCTb paKa MOJIOYHOM Xene3bl

OcHoBHon TMn PM>XX — cnopaaunyeckuii, ¢ 4acTto-
Ton passutusa ot 90 go 95%, a octanbHble 5-10%
BKJIHOYAIOT cemeliHble hopMbl 3aboneBaHus. 13 nsy-
YEHHbIX B HACTOsLLiEe BPEMS FEHOB 32 BbICOKUI PUCK
passuTMa HacnegcteeHHoro PMJ)K oTeevaoT 6 13
Hux — BRCAT, BRCA2, TP53, PTEN, CDH1 n STK11,
B TO Bpems Kak reHbl ATM, CHECK2, BRIP1 n PALB2
OTBETCTBEHHbI 32 YMEPEHHbI PUCK. [epMUHanbHbIe
myTauum B BRCAT1, BRCA2 n TP53 sBnstoTcs Hambo-
flee pacnpoCTpPaHeHHbIMU WU3BECTHLIMU MPUYUHAMNA
HacnepcteeHHoro PMXK [3]. O630p OCHOBHbIX Hacneq-
CTBEHHbIX CUHAPOMOB, aCCOUUWPOBAHHBLIX C MOBbI-
LeHHbIM puckomM PMXK 1 paka an4H1MKoB npeacTaBneH
B Tabn. 1.
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PacnpocTtpaHeHHOCTE B 0OLWen nonynsumn my-
Taumn BRCA Haxogutca B npegenax 0,2-0,3%
(BRCA1 — 0,125%) 1 3aBNCUT OT CTpaHbl NPOXKMBaHNSA
N 3THUYECKON NpuHapnexxHocTu [4]. Y HocuTenen my-
Tauum BRCAT k 70 rogam >XusHu puck passutust PMXX
cocTaBnsieT 44-78%, a paka sin4Hnkos — 18-54% [5].

B nccneposaHumn H. Risch n coasT. [6] paccuynTbl-
Bancsa puck y Hocutenen mytauun BRCA1/2 k 80 ro-
OaM >KU3HW, KOTOPbI COCTaBNs COOTBETCTBEHHO
90 n 41%. YacTtoTa pa3BuUTUS NEPBUYHOIO paka BTO-
PO MOJIOYHOI »kenesbl cocTaenan 27% y Hocutenen
BRCA1 n 12% y Hocutenein BRCA2 B nepBble 5 net
HabnoaeHuin, a 3a 20 net HabnwOeHWs MNoBbILLAS-
cs po 40-50%. MNpwn atom ecnm PMXX gnarHocTtupo-
BaH y poOCTBEHHUKOB |-l cTeneHn poacTBa MONOXe
35 net, cymmapHbiii puck gocturaet 87% B 70 net

Tabnmua 1

0630p OCHOBHbIX HacNeACTBEHHbIX CUHAPOMOB NpeApPacnoIoKeHHOCTHN
K paKy MOJIOYHO Xene3bl U paKy ASNYHUKOB

OcTanbHble OHKOJIOrM4YeCKNe pUCcKu

Pak npegcrartenbHom xxenesbl
(yBenuyeHue B 5-9 paas),
NOL KEeNyA04HON xXenesbl (B 2—-4 pasa)

Pak ToncToro Kuwe4vHnka, sHAOMEeTPUS,
XKenyaoka n Kesn4Horo nysblps, MmenaHoma

Pak TONCTOro 1 TOHKOro KULLIEYHUKA,
XKenyaka, NoA>KeNyao4HON Xxenesbl
MHO>XeCTBEHHbIE CapKOMbI, pak Mo3ra,
NenkemMnn N pak Kopbl HAANOYEYHNKOB

Pak aHoomeTpus, LMTOBNOHON Xenesbl

Pak ToNcToro KuwweyHmKa

(pyck B TeHeHue XnsHu 52—-82%),
aHaomeTpus (puck 25-60%)

N pak xenygka

Pak ToncToro Kuwe4HuKa,
MOYKU NPEACTATENIbHON,
LUMTOBUOHOM XXenes

leH KnunHu4yeckuin cnHppom Puck passutusa PMX u PS
BRCA1 HacnepncTtseHHbIl Prck pa3suntns B TeHEHWE XN3HW:
PM>XX n PSA PMXX — 57%, PA — 40%
BRCA2 HacnencteeHHbIl Prck pasButns B TEHEHNE XN3HN:
PM>XX n PA PM>XX — 57%, PA — 18%
Prck pasButns B TeHEHWE XN3HN:
STK11 MenTua-E
Curapou Mentua-Erepca PM>X — 55%, PA — 55%
Puck passutus B TeHeHUE XXN3HU:
TP53 Nn-o
CuHgpom JIn-®paymeHu PMVK — 50%
PTEN CuHgpom KoypeHa (CuHgpom  PUCK pasBuTus B TEHEHME XXUSHU:
MHOXXECTBEHHbIX ramapTom)  PM>X — 85%
MLH1
MSH2/6 Curmpom Murua Prck passntnsa B TeHEHME KUSHW:
PMS2 AP P — 4-12%
EPCAM
Puck passutusa B TeyeHne
. XU3HN — 37%
CHEK2 HacnepctseHHbIn PMXK .
MOBbILLIEHHBIV PUCK BTOPOrO
nepsun4Horo PM>XK
Puck paszsutns PM)X B TedeHne
PALB2  HacnepnctseHHbIn PMXK XKU3HNM — 33-68%
MosbiweHne pucka passutnsa PA
[ByKpaTHOe yBennyeHne pucka
passutns PMXX
Cungpowm Jlyn-ba
ATM AP y P (y MOHOannenbHbIx HocuUTenew)

(y 6riannenbHbIx HOcuTene)

Mo CpaBHEHUIO C ObLLen
nonynsuuen

MNMpumeyvanne. PM>XX — pak Mono4Hom xenesbl, PA — pak anyHnKoB.
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Pak nog>kenygo4yHoi
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y HocuTenen mytaunin reHa BRCAT n 55% — npu my-
Tauun BRCA2. Puck passutus cnopagndeckoro PMXX
y Myx4uH coctaenset 0,1%, ¢ myTtaumeii BRCAT —
1-2%, ¢ myTaumen BRCA2 — 5-10% [6].

3a nocnepgHue rogbl 6b110 NPOBEAEHO MHOMO UC-
cnefoBaHVn NOTeHLManbHbIX MOANMUKATOPOB puUcKa
akTmBaumm mytaumi BRCAT n BRCA2. Tak, J. Litton
1 coasT. [7] NpeanonoXunm, 4To puck passutus PM>K
y HocuTenen myTtaumn BRCAT ysennunsaetcs B 60-
Nee MONIOAON BO3pacTHOW Kateropuun. S. Bayraktar
1 coasT. [8] coobwunn, 4TO NO3AHUIA MEHapxe Yy Ho-
cutenenn BRCAT accouuuposancs ¢ llb-IV ctagusamm
PMK, B TO Bpems Kak uccnegosanune J. Kim n coasT.
[9] nokasano, 4yto y Hocuteneih BRCA2-myTtauuii ¢
NpeXXAeBPEMEHHbIM MeHapxe WM OTCYTCTBUEM pO-
noB B aHamHe3e PM)K yvalle vmen paHHee Hadvano,
a BEPOATHOCTb pas3suTua PMXK y poXxaBLUNX XXEHLLUH
6bina Bbile, YEM Yy HEPOXKABLUMX B rpynne ¢ myTtauu-
en BRCA2. C. Cullinane [10], M. Alsaker n coasrT. [11]
coobLWuan o NOBbILWEHNN pUcKa passuTns paka PMXX
y Hocutenen BRCA2-myTauuin ¢ 601bLLIMM YUCIOM PO-
popaspeweHnii (oo 15% Ha Kaxgoe pogopaspelue-
Hue), B TO Bpems Kak N. Andrieu u coasT. [12], R. Milne
n coasT. [13] onucanu 3aWnTHbIA 3PHEKT ONA HOCU-
Tenen BRCA 1/2 myTauuii n cHmxeHne pucka go 14%
ANA KaXX[oro AOMOSIHUTENBHOMO POAOPa3peELLEHNS.

B nccneposaHuu J. Kotsopoulos n coasrT. [14] no-
Kas3aHo, 4TO rpydHOEe BCKapMMBaHUe B TEYEHME Mo
MeHbLLEN Mepe OfHOro roaa b0 cBsidaHo ¢ 32% CHu-
XeHneM pucka passutua PMXK, a naktauns B Te4eHune
OByx unun 6onee net — ¢ ewe 60nee 3HAYNTENbHBIM
CHWXEHNEM pucka cpean Hocutenen mytaunii BRCAT.
Cpegn Hocuteneni mytaumin BRCA2 He 6bIno cylue-
CTBEHHOW CBA3M MeXAOY rpyAHbIM BCKapMAUBaHWEM
B TeYeHMe No KpanHel Mepe OfHOro roga U PUCKOM
paka MOJSIOHHOW >kenesbl.

B o6onbwom wuccnenosaHuy, ony6aMKOBaHHOM
B 2007 r., R. Brohet u coaBT. [15] 06Hapy>Xunum, 4To
NCMONb30BaHNe OpalibHblX KOHTPAUenTUBOB HOCU-
Tensamu mytaumin BRCA1/2 6bino CBA3aHO He TONbKO
C yBenu4deHnem pucka PM>K, HO 1 ¢ paHHUM Ha4anom
3abonesaHus. J. Gronwald n coaBT. [16] u E. Lee n co-
aBT. [17] B cBOMX UCCnepoBaHWUsX Monay4mnu obpar-
Hble AaHHble, CBUAOETENbLCTBYKOLME 06 OTCYTCTBMU
B/IMSIHAS 3K3OrEeHHbIX 3CTPOreHoB Ha puck PMXK
y HocuTenen myTtauum BRCAT1/2. T. Friebel n coaBT.
coobwunn o BANAHUM yNoTpebieHna ankorons, Kak
3aluTHoro aktopa y Hocutenen mytaunii BRCAT u,
HanpoTuB, yBenu4eHue prucka passutus PMXX cpegu
XKEHLWNH ¢ MyTauunei BRCA2, ynoTpebnsaiowmx anko-
ronb [18].
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MOZAENN N CUCTEMbI PAHHEIO
BbIABJIEHUA PAKA MOJIOYHOW XXEJE3bl
MporHo3upoBaHue BEPOATHOCTU

HOCUTENbCTBA MyTaLun

Ons nporHo3upoBaHus BEPOSATHOCTU HOCUTESIb-
cTBa myTaumu B reHax BRCA1/2 6binn pa3paboTaHbl
cuctembl nogcyeta pucka BOADICEA (The Breast
and Ovarian Analysis of Disease Incidence and Carrier
Estimation Algorithm) n BRCAPRO (Risk Estimator
for Breast and Ovarian Cancer), Gail, Tyrer-Cuzick,
Rosner-Colditz. Mogenu BKAOYaOT  KanbKynsauuo
BIUSHNS Pa3fiMyHbIX (DaKTOPOB PUCKA, TakUX Kak
BO3pacT MeHapxe, NepBblIX POAOB, KOAMYECTBO npe-
Oblgywmx 6uoncuin rpyan, AOOpOKaYeCTBEHHYKO na-
TOMOMNK0 MOJIOYHOW >KEnesbl, YUCNO POOCTBEHHMKOB
nepsBoi cteneHn popcrtea ¢ PMXK, cemelHyo ncTo-
puto (Bknto4das Il cteneHb poacTBa), BO3pacT Havana
paka 1 NCcnosib30BaHne 3aMeCTUTENBHON rOpMOHasb-
How Tepanuu [19, 20].

Mocne BbISBNEHMSA HACNeACTBEHHbIX (HaKTOPOB
pucka passutus PMXX n/unu paka SM4H1KOB MCnosb-
3yloTCcA nnatopmMbl ANA FEHETUYECKOro TeCTUpo-
BaHusA. Pa3paboTaHbl NaHenu Ons BbISIBJIEHUSA TEHOB
C BbICOKOI U YMEPEHHOI neHeTpaumein, cneumuyHbIX
ansa PMXK, Takue kak Breast Next unn Myriisk Myriad,
O[fHaKO OTCYTCTBYHOT AaHHble O LUMPOKOM UCMOJIb30-
BaHUM aToro nogxopa [21, 22].

Ons 6onee aKTUBHOrO BbISABEHUS HOCUTENEN
MyTauuii, acCoUMMPOBaHHbIX C HaCNeACTBEHHbIMU
dopmamn PMXK, HeobXxoouMMo y4umTbiBaTb OCOGEH-
HOCTW (pbeHoTUNa Nogo6HbIX onyxonen. MNpu myTayuu
BRCAT cTBONOBbIE KNETKN He anddepeHunpyoTcs
B 9CTPOreH3aBUCUMbIE KJIETKMW, MOTOMY 4YTO (DYHK-
umenn BRCAT siBnsetcsa Takas xxe anddepeHumpos-
ka cteonioBon knetku [23]. Mo pgaHHbiM W. Foulkes
[24], 6onee 75% onyxonein, BO3HUKAKOLWMX Y HOCU-
Tenen mytaumm BRCAT1, SBnAOTCS TPOWHbIMU Hera-
TUBHBIMWU W/unn nmeroT 6asanbHoONofo6HbIN heHo-
Tun. bonbwnHcTBO BRCAT-CBSI3aHHbLIX OMNyxonen
ABNSAIOTCA WMHBA3MBHOW MPOTOKOBOW KapUMHOMOWR,
HO NMpuMepHO 15% knaccuuuupyroTcsa Kak megyin-
JISIPHBIA pak, Npy KOTOPOM 4YacTo BCTPEYaeTCs Bbl-
paxkeHHas numdoumnTapHasa uHdunsTpauns [25]. Mo
3TOM NpuynHe HauuoHanbHas KOMMAEKCHas ceTb
no 6opbbe ¢ pakom CLLA (National Comprehensive
Cancer Network, NCCN) pekomeHayeT npoBepsATb
BCEX XXEeHLWWH B Bo3pacTe Ao 60 neTt, cTpagaroLwmnx
TPOWHbIM HeraTuBHbiIM PMJXX, Ha Hanuune wmyTa-
uuin BRCA1/2 [26]. MNpu atom E. Honrado un coasrT.
[27] nonyuyunn paHHble O KpalHe BbICOKOM YPOBHE
9CTPOreHOBbIX W MNPOreCTePOHOBbLIX PELENTOPOB
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y Hocutenen BRCA2-myTauuii no CpaBHEHMIO CO
cnopagu4yeckMy Cnyyasimu.

CTparterusi CKpUHMHra

MepcoHanuaaumsa cTpaTerum CKPUHUHIA MOXXET
YAYYLWWTb CYLLECTBYKOLME MNPOrpaMMbl U MO3BOAUT
MOBbICUTb NOKa3aTeNn paHHEero BbisBIeHNs 3abonesa-
HWS Y XKEeHLLWH B Bo3pacTe Ao 50 neT ¢ BbICOKMM puC-
KOM pasBUTUS paka MONOYHON Xenesbl. BospacTHom
MUK reHeTUYECKN aCCOLMMPOBAHHOIO paka MOMOYHOM
»xenesbl npuxogntes Ha 35-39 net gns BRCAT n 41-
44 ropa pna BRCA2 [28]. Mpy BbINOAHEHUWN CKPUHWH-
ra y >XEeHLLWH C NOBbILLIEHHbIM PUCKOM passutus PMXK
MarHUTHO-pe3oHaHcHass Tomorpadus (MPT) rpygu
3Ha4YNTENBHO OOoNee YyBCTBUTENbHA, YEM MaMMorpa-
usa (71-96 npoTne 28-43%). CKPUHMHI C UCNOJIb30-
BaHNeM mMaMmMmorpagumn MOoXeT NPUBECTU K NHAYKLMM
PM>K ¢ nOMOLLI0 PEHTIEHOBCKMX Jyyen B 6onee paH-
HeMm Bo3pacTe [29]. Pe3ynbrarthl uccnenosaHus A. Pijpe
n coasrT. [30] noaTBEPXXAAIOT MCNONIb30BaHNE METOAOB
BU3yanusaunm HenoHusunpyowmm nanyvedmem (MPT)
B Ka4eCTBE OCHOBHOIO UHCTPYMEHTa N5 HabniogeHus
MONOAbIX XXEHLLUMH ¢ MyTaumamu BRCA1/2.

YyscTBUTEnsHOCTe MPT npu BbIIBAEHUM WHBa-
3MBHbIX pPakoBbix obpas3oBaHuin Konebnetrcsa ot 80
fo 100%, 4TO AEMOHCTPUPYET ero BaXKHOCTb AONs
paHHero ckpuHuHra. MPT MoxeT o6HapyXuBaTtb
KOHTpanarepanbHbll PMJXX, KoTopblii mMammorpadgu-
YECKN N KIIMHWNYECKN SBNSETCS HeratuBHbiM y 3-18%
>KEHLUMH C HefaBHO guarHocTmpoBaHHbIM PMXK [31].
R. Heisey un J. Carroll npoaHanuanposanu 11 HepaHgo-
MU3NPOBaHHbIX UCCnefoBaHnin apPeKTUBHOCTY CKpU-
HYHra MPT y >XeHLMH BbICOKOIO pucKa 1 nokasanwu,
4TO obLUast HyBCTBMTENBbHOCTb TOJIBKO MamMmorpaguu
cocTtaBnsieT 39%, Toraa Kak mammorpadum B COBO-
KynHocTn ¢ MPT — 94% [31]. B uccnegoBaHum gpyrux
aBTOPOB, HANPOTKB, NOKa3aHo, 4To fobasneHne Mam-
mMorpadgum K MPT 3Ha4MTENbHO HE yBENU4YMBaANO 4YyB-
CTBUTENBHOCTU CKPUHMHIa (yBenm4mnochk Ha 3,9% npu
HocutenbcTBe BRCAT n Ha 12,6% — npu BRCA2) [32].

B nccnepoBaHun K. Passaperuma u coaBT. 6bl10
NMokKasaHo, YTO YNbTPa3BYKOBOE WCCledoBaHue $iB-
nsetcsa 6onee ahPeKTUBHBIM METOQOM Mpu 06Cneno-
BaHW XXEHLWWNH Monoxe 45 net B CpaBHeHWM C MaM-
morpadmen — 84,9 n 71,7% BbISBNEHHbLIX ONyXxonen
COOTBETCTBEHHO. YyBCTBUTENBHOCTL METOAA YNbTPa-
3BYKOBOWN OAMarHOCTUKK Npu pasmepax ornyxonen me-
Hee 1 cm cocTasnseT 58%, ons HenanbnNMpyembix 06-
pasoBaHuin — 80% [33].

A. Kurian un coasrT. [34] pa3paboTanu Mmogenb CKpu-
HUHra monoyHol xene3bl MONTE-CARLO, Bkto4vato-
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LLYIO pasfnyHble BapuaHTbl NPOMUNAKTUKA PasBUTUS
paka: exxerogHyto mammorpacduio B komnnekce ¢ MPT
08 BO3paCcTHOM KaTeropum nauneHTok oT 25 go 69
NeT; NPOQUNAKTUYECKYI0 MacCTIKTOMUIO B BO3pacTe
oT 25 po 50 net nu/vnu NpPoguNakTU4ECKY0 0Bapuo-
akTOMUIO B Bo3pacTe oT 40 go 50 neTt. NonyyeHHble
pesynbTaThl LEMOHCTPUPYIOT, YTO NpodunakTnyieckKas
MacTIKTOMNSA B BO3pacTe 25 neT COBMECTHO C Npodu-
NaKTUYECKON OBapunoakTomuen B BospacTe 40 ner, 3a-
MeHss Mammorpaduio u CKpuHUHE MPT, MakcumasnbsHo
NOBLILLAIOT MNOKasaTenn BbDKMBAEMOCTU NALUEHTOK.
Bes xupypruyeckoro BmelLaTeNbLCTBA BEPOSATHOCTb
BbDKMBaHUs B Bo3pacTe 70 net coctasnset 53% ans
BRCAT1 n 71% pns HocuTenen mytaunin BRCA2 [34].

MpeBeHTMBHbIE CTpaTerun

Kpome akTWBHOro BbISIBNIEHWS paHHMX (OpM Ha-
cnepcTteeHHoro PMJK, uenecoobpasHbiM SIBNSAETCS
onTUMMU3aLns NievYeHnst 1 paspaboTka NPEeBEHTMBHbIX
cTparerum.

JKeHLMHaMm C BbICOKUM PUCKOM pa3sutus PMXK
BO3MOXHO MpOBeAeHNEe XUMUONPOUIaAKTUKA Moay-
naTopamy pPeuenTopoB 3CTPOreHOB WM UHrMGUTO-
pamn apomatasbl. C npuemMom TamokcudeHa 6b1no
CBSI3aHO CHUXKEHWE pUCKa pasBuUTKS paka B KOHTpana-
TepasbHON MOSIOYHON xxene3e Ha 50-70% y HocuTenel
kak BRCAT1, Tak n BRCA2 myTtauuii [35]. V. Vogel cpas-
HnBan ahPeKTMBHOCTb TaMOKCUbeHa n panokcundeHa
ANs o6Len nonynsauun Npu MegnaHHOM HabnoaeHnn
81 mMec B NocTMeHonay3anbHOM nepuoge. 3alnTHbIN
ahdekT nepsoro 6bin Ha 25% Bbilwe, HO NPY 3TOM pa-
JIOKCcucheH ocTaBascs ropasgo MeHee TOKCUYHbIM [36].

A. Valachis n coasT. [37] npoBenu metaaHanus 23
NCCNeqoBaHNn OHKOJMOrMYeckom 6e3o0nacHOCTU opra-
HOcoxpaHsoLwero fedveHns y Hocuteneir BRCA-my-
Tauuin n prucka KoHtpanatepansHoro PMXK. YacTo-
Ta JiokanbHbiX peunpusoB y BRCAT/2-HocuTeneii
cocTtasuna 17,3%, B TO BpeMsi Kak y naumeHToK 6e3
MyTauuin — 11%. B nccnepoBaHusix ¢ MeguaHHbIM Ha-
onogeHnem =7 neT OTMevancs 3Ha4yuTenbHO 6onee
BbICOKNA PUCK pasBuTusa wmncunartepansHoro PMXK
y Hocutenen mytaumin BRCA1/2 (oo 23,7% no cpas-
HeHuto ¢ 15,9% npw oTCyTCTBUM MyTaumii). o gaHHbIM
C. Garcia-Etienne n coasT. [38], 10-neTHsAa Kymyns-
TVBHAs 4acToTa uncumnarepansHOro paka cocrasuna
27% pnsa Hocutenen mytauuin BRCA1/2 no cpaBHEHNIO
c 4% pna cnopagndeckoro PMXK. B Kanapge, CLLA
n Asctpanuu 6bI1I0 NPOBELEHO MEXOYHapPOOHOE Mo-
NyNsaUMOHHOE KOropTHOEe uccneposaHue cpean 3220
>KEHLUMH-HocuTenen mytauun BRCAT/2 ¢ anarHo3om
PM>X. Puck oTmaneHHOro peuugmesa u cmeptu Obin
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BblLLE s HocuTenen myTtaumin BRCA2 no cpaBHEHMIO
CO cnyyasimy cnopagnyeckoro 3abonesanust [39].

A. Manning n V. Sacchini [40] npoBenn peTpocnek-
TMBHOE NccnegoBaHne B MemopmanbHOM OHKONOrnye-
CKOM LeHTpe um. CnoyHa-KetTtepuHra (Memorial Sloan
Kettering Cancer Center, Hbto-Vopk, CLLA): B nepu-
oA 2000-2013 rr. 66110 BbINOMAHEHO 728 MacTIKTOMUN
C COXpaHeHVeM COCKOBO-apeosIIPHOrO KOMMJeKca.
Y 7 naymeHTOK 3a nepuopd HabnwoaeHus Obinn BbiSB-
NeHbl OTAaneHHble MeTacTasbl 3abonesaHus. Hu oguH
nauneHT He OblN AMArHOCTUPOBAH C MECTHbIM peuu-
ansom [40]. V. Murthy n R. Chamberlain [41] B cBoem
nccnegoBaHun 06HapPY XN, YTO BOBJIEYEHUE COCKO-
BO-apeosIAPHOro KOMIMEKca B OMyXOMeBblii MPoLEece
6onee BEPOATHO MPW HaNN4YMM CNepylowmx xapak-
TEPUCTUK OMYXOJN: PacCTOsAAHNE <2 CM OT COCKO-
BO-apEeOoJIAPHOIrO KOMIMJEKCA; HanM4Me MeTacTasoB
B numdatnyecknx ysnax; numdoBacKynspHas HBa-
3ng; +HER2neu; ER-, PR-; paamep onyxonu >5 cwm.

B HepaBHeM uccnepgosaHun A. Peled n coasT. [42]
npoBedeH PEeTPOCNEeKTUBHbIA 0630p MNPOCNEKTUB-
HO cob6paHHOol 6a3bl NaUMeHTOB, KOTOpPbIM B nepu-
oA ¢ 2005 no 2013 r. 6bina BbINONHEHA MACTIKTOMUSA
C COXpaHeHWeM COCKOBO-apeosiipHOro Komrjekca
C OfHOMOMEHTHOI pekoHCTpyKumen. Y 7 (5%) ns 753
naunMeHToB Habntogancs NokanbHbIn peunauns, y 21
(15,1%) — oTmaneHHbI peunams, a 'y 3 (2,2%) — v no-
KanbHble, 1 OTAANEHHblE peuuamBbl. HW ognH 13 no-
KanbHbIX PELMONBOB HE BO3HWK B COXPAHEHHOM CO-
CKOBO-apeosisipHOM Komnekce [42].

LOna sgoposbix HocuTenen BRCAT/2-myTauun Bbl-
60p OBYCTOPOHHEN NPO(UNaKTUHECKON MACTIKTOMIM
MOXET ObITb BapMaHTOM NpenynpexneHus passuTus
PM>X. B o6HoBneHHom B 2010 r. aHanuse Cochrane
Database onucaHo 39 uccnegoBaHulii C y4acTueM
7384 eHWWH nocne ABYCTOPOHHEWN NpodunakTuye-
CKOV MacCTIKTOMUU. AHanu3 nokasas CHWXKEHUE He
TONBbKO YaCTOTbl BO3HUKHOBEHUS, HO U CMEPTHOCTM OT
PM>K, ocobeHHo y HocuTeneit BRCA1/2 [21].

HecMmoTps Ha noBbILWEHHbIE NOKa3aTeny 3abonesa-
eMocCTn bunarepanbHbiM MeTaxpoHHbIM PM>K B EBpoO-
ne wnn V3panne, B 2 pasa NpeBbillaloLNe TaKoBble
B CesepHon Amepuke (11,7 npotmB 5,6%), yacTtota
NpoBeeHNs MPEBEHTUBHBLIX XUPYPrYeCKUX Meponpu-
AT kpavive mana (5 npoTtus 38%), a B Hopserunm aToT
nokasartenb paBeH 0% [43, 44]. imetoTca coobLueHus,
YTO YacTOTa KOHTpanarepasbHON NPoUNaKTUHeCKon
MacTaKTOMUM y XeHwmH ¢ PMXX B neprog ¢ 1995 no
2005 r. ysenmyunack 6onee 4yem Bagoe [45]. CornacHo
uccnegosaruio T. King 1 coaBT., TeMMbl pocTa Konu-
4yecTBa KOHTpanarepanbHbiX NPOMUIakTU4eCcKmx one-
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pauuii B MemopuanibHOM OHKONOrMYECKOM LIEHTPE VM.
CnoyHa-KeTTtepuHra B nepuog 1997-2005 rr. Bbipoc/n
€ 6,7 0o 24,2% [46]. Mo ceepeHnam H. Meijers-Heijboer
[47], 37% onpoLlueHHbIX nauneHTok 6e3 myTauun BRCA
Bblbpanu KoHTpanarepasnbHyl NPOMUIaKTU4ECKYIo
MaCT3KTOMUIO HE TONBbKO B Ka4ecTBe Nnpepynpexne-
Hust HoBoro PMDK, HO n cnocoba cummeTpusaumu. No-
KasaHo, 4To 83,4% nauMeHTOK, KOTOPbIM BbINONHEHA
KOHTpanartepasbHas npodunakTmyeckas MacTaKTO-
Mus, He Bbln HocuTenamu mytaumn BRCA [48].

K. Yao n coaBT. npoBenn peTpoCneKTUBHbIN aHa-
nm3 pesynstatoB nedeHus 201 BRCA1/2-HocuTens n3
[ABYX pa3HbIX yYpexxaeHuid, KoTopbiM B nepuog ¢ 2007
no 2014 r. BbinonHeHbl 397 onepaunii MacTIKTOMUN
C COXpaHeHWeM COCKOBO-apeosIiPHOro KOMMJeKca.
Y 125 (62,2%) naumeHToK b6bina myTtaums BRCAT, a 76
(87,8%) umenn mytaumto BRCA2; 150 (74,6%) 6onb-
HbIX MOABEPINNCL NPOMUIAKTUHECKON MACTIKTOMUM
C COXpaHEeHMeEM COCKOBO-apeosIsiPHOrO KOMMJiekca
ONS CHUWKEHUSI pUcKa pasBUTUsS paka MOJSIOYHON XKe-
nesbl n 51 (25,4%) — TepaneBTU4ECKON MaCTIKTOMUN.
CnyyvaiHble paky 6biin 06Hapy>xeHbl y 4 (2,7%) n3 150
«300P0BbIX» NauneHToK 1y 2 (3,9%) n3 51 ¢ gnarHosom
paka. COCKOBO-apeOonsipHbIi KOMMAEKC Obli BOBMIEYEH
B onyxonesslii npouecc y 3 (5,8%) nauneHTok [49].

B 0630pe nutepatypsl V. van Verschuer n coasT.
[50] coobwwmnm, yto 21 cnyyar nepBuyHoro PMXK
npousowen nocne 6,044 npodunakTUYECKNX
MaCTOKTOMUIA, HO OOMBLIMHCTBO MEPBUYHBIX OMy-
XOJIel MOJIOYHOM >Kene3bl He BO3HUKANO BOAM3K
COCKOBO-apEeoNIAPHOro  KOMMJIEKCa WM KOXXHOIO
nockyTta. M. Griepsma u coasT. nposenu aHanns 7374
BuroncuinHbix 06pasLos 206 yaaneHHbIX MOIOYHbIX XXe-
ne3 206 naumneHToK: B 76% (n=157) macTaKTOMUI OgHa
UM HECKONbKO Guoncui copepxxanu >XXenesucTtyio
TKaHb Ha MiOCKOCTM pe3ekunn. Hanbonee yactbimu
JIoKann3aunsMmn OblIn HKHUIA Hapy>XHbI KBafpaHT
(15% nonoxutenbHbIX 6uoncuin) n obnacte Mexagy
nepudeprnyecKuM Kpaem rpyaHoON MbillLbl U KOXHbBIM
nockyTom (12% nonoXxuTenbHbix 6uoncui) [51].

B cBoem poknapge T. Rebbeck n coaBT. [28] ony6-
JINKOBann AaHHble PETPOCMEKTMBHOrO aHanunsa 6es-
pPeunanBHON BbIXXNBAEMOCTU 483 XKEHLUMH C Hanu4um-
em myTtaumm BRCA1/2. CpegHuin nepuog, HabntoaeHns
cocTtasnan 6,4 roga. PM>XX 6bin guarHoCTMpoBaH y 2
(1,9%) n3 105 naumeHToK ¢ NpodnnakTU4eCKon macT-
9KTOMUEN B aHamHe3e 1y 184 (48,7%) n3 378 Hocu-
Tenen mytauuii BRCAT1/2 KOHTPOSbHOW rpynnbl 6e3
onepauumn. Takum o6pasoM, BbINONHEHNE NMpodunak-
TUYECKOW MAaCTIKTOMUM CHUXKANO PUCK pPasBuTus
PMXX y xeHwuH ¢ myTauusmm BRCA1/2 Ha 90% [28].
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H. Meijers-Heijboer n coasT. npoBenu cpaBHeHVe pas-
JINYHBIX CNOCco60B NpodrnakTnkn. B npocnekTnBHOM
uccnegosaHun 139 Hocutenen BRCA1/2-myTaumi
B nepBble 3 roga HabnoaeHus PMXX gnarHocTupoBaH
y 8 (12,7%) naumeHTOK 13 63 B rpynne AMHaM1M4ecKoro
HabnopgeHe n HM B ogHoM cny4dae (0%) ns 76 Hocu-
Tenen mytauun BRCAT1/2, koTopble Bblibpanu npotu-
NakTnyecKyto onepauuio [47].

BaxxHOe 3Ha4veHune Xupypru4eckoro mertoga npo-
dunakTrkn y Hocutenen mytauuii reHos BRCA 1/2
NOATBEPXAAETCA BbICOKON 4acTOTON OOHapyXeHus
npeapakoBbIX U3MEHEHWUI 1 paka in Situ B yaaneHHbIX
opraHax [52]. B nccneposanun C. [NopTHOroO 1 COaBT.
BbINOMHEHO 18 npodunakTu4ecknx onepaumii HOCuU-
Tenam MmyTaumn BRCAT1/2. Tlo gaHHbIM rMcTonornye-
CKOro aHanu3a, B KJIMHUYECKN «340POBON» MOSIOYHON
)Kenese NPOTOKOBbIM pak in Situ ¢ MUKPOWHBA3MWEN
Habnopgancsa B 6% cnyyaes, AOJIbKOBbIN pak in situ —
B 6%, NpoTOKOBas UM OOJIbKOBasi atunmnyeckas ru-
nepnnasmsa — B 11%, nponudepaTnsHblie GOpMbI Ma-
ctonatumn 6e3 atunun — B 33% [53]. X. Pinell-White
n coasT. [54] nccnegosanu 446 nayneHToK, KOTOPbIM
B nepuopg ¢ 2002 no 2012 r. 6bina BbINOSHEHA paau-
KanbHast macTakToMus, a 174 (39%) — npodunakTtu-
yeckast MacTakTomus. CnyyaliHble KOHTpanaTepasb-
Hble paku 6b1IM 06Hapy>KeHbl Y 4% >XEHLLUMH, KOTOPbIM
6bina npoBegeHa NpodunakTnieckas MacTIKTOMUS,
[oNbKoBasi KapuuHoma in situ — y 2,3%, atunuyHas
runepnnasusa —y 11,6% [55].

PEKOHCTPYKTUBHbI KOMMNOHEHT:
«QOOEKT 3ABEPLUEHUSA» JIEYMEHUA
PekoHCTpYKLUUS rpyan SIBASETCS Ba>KHOW 4acTbio
neveHns naumeHTok ¢ PMXK, nockonbky rpygb siB-
NAETCA CUMBOJIOM >KEHCTBEHHOCTMW, & MacT3KTOMUS
MOXET NPUBECTU K MCUXONOrMYECKOMY, CEKCYanbHOMY
1 3MOUMOHANBHOMY PacCTPONCTBY C acCoOLUMPOBaH-
HbIM 3CTETUYECKUN HEMPUATHBIM BHELLHUM BUOOM.
Lenb pekoHCTpyKuunM rpygn Mocne MacTaKTo-
MU — BOCCO3daTb 06pa3 MOJIOYHOWN Xenesbl Mak-
CYManbHO HaTypasibHbIM:  OOCTVDKEHUE XOPOLLEro
3CTETUYECKOro pesynbrata 6ygeT cnocobCTBOBaTb
BOCCTaHOBJIEHNIO AYLUEBHOrO KOMMOPTa Y MEHLUWH
¢ PM>K. PekoHCTpyKUMA rpyan UMEET TakXe BaXk-
Hble MCUXOCEKCYyanbHble NPEeNMyLLEecTBa: TObKO MNOo-
Cne Hee MHOrve naumeHTKn coobwatoT 06 «addekTe
3aBepLUeHUs» NIeYeHNs paka U OTMeYaloT OTCYTCTBUE
HeraTMBHbIX 3MOLUMIA KaXKAbI pas Npu CMeHe oaexapl.
B kpynHoMm uccneposanun A. Geiger n coasT. [56]
86,5% >XeHwuH 13 519, KoTopbiM 6blna BbINOHEHA
npouiakTuieckas MacTIKTOMUS C PEKOHCTPYKLM-
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ell, OblIn YOOBNETBOPEHBI 3CTETUHECKUM PEIYSILTATOM
npoBefeHHON onepaumun, 76,3% coobwnam o noBbl-
weHun Kadectsa xusHu. Mo ganHeim X. Pinell-White
1 coaBT. [54], XXEeHLUUHbI, KOTOPbIM BbINOSIHEHA Npodu-
JlakTu4eckas OBYCTOPOHHSIS MacTaKTOMMS, BblOupa-
IOT CNOCO6 PEKOHCTPYKLMMN C MOMOLLIbIO UMMJIAHTATOB
(60,9 npotne 17,3%).

[aHHble  MHOrMX  uccnegoBaHuKl, MPoBOAM-
MbIXx B cTpaHax Esponbl n CLUA, gemoHCTpupyoT,
4TO OGOMBLUMHCTBO JKEHLUMH-HOCUTENEN MyTauun
BRCA1/2, KkoTopble nepeHecnn OAHOCTOPOHHIOW
N OBYCTOPOHHIOK MNPEBEHTUBHYID MAaCTIKTOMUIO,
6blIN yOOBNETBOPEHbI CBOUM BbIGOPOM, AOBOJIbHbI
Ka4eCcTBOM XW3HU (76%) 1 B MeEHbLLEW CTENEHMN NCMbI-
TbiBaNM TPEBOry MO NOBOAY BO3MOXHOCTU 3aboseTb
pakom B bygyliem [44].

Mo HeKOTOpPbIM AaHHbIM, 6ONBLUMHCTBO NaUMEHTOK
YAOBNETBOPEHbI peadynbraTtaMmy U COobLLaloT O BbICO-
KOM NMCMX0COoLManbHOM 1 CeKCyaibHOM 61arononyynu,
a TakXXe 3CTETNYECKOM YyAO0BNETBOPEHUN BCNEACTBUE
PEKOHCTPYKLMN rpyou nocne npouaakTuyecKon
MaCT3KTOMUM, KOTOPOE CO BPEMEHEM CYLLLECTBEHHO HE
n3amensieTca [54]. Pesynstatel uccnegosanus E. Hwang
[57] obHapeXuBatoT TEM, YTO OMPOLLEHHbIE XXEHLLMHbI
XOpOoLO cebs YyBCTBYIOT HE3ABUCUMO OT BblOpaHHOM
umn onepauun. NpodunakTmieckas MacTIKTOMUS He
6bina cBsA3aHa C yxyaweHnem Guanyeckoro uam cek-
CyanbHOr0 COCTOSIHNSA, HO B TO XK€ BPEMS NMCUXOCOLM-
anbHoe 6narornonyyne 6blI0 CTATUCTUYECKU Nyylle
Y >KEHLUH, KOTOopbIM Gblna npoBefeHa npodunakTu-
yeckasi MaCTIKTOMUSA C PEKOHCTPYKTUBHbIM KOMIMO-
HeHTOM. S. Koslow un coasT. [58] B uccnegosaHuu,
KOTOPOE OLEHMBAIO NOCTXUPYPruveckne pesynsrarhbl
C MOMOLLLIO ONMPOCHMKa KadecTsa Xun3Hu BREAST-Q,
OblIO YCTaHOBMEHO, YTO CPEAM >KEHLUMH, KOTOPbIM
Oblna BbIMNOMHEHA PEKOHCTPYKLUMSA C MOMOLLBIO 3H-
JONpOTe308B, YOOBNETBOPEHNE OKOHYaTeSlbHbIM pe-
3yNbTaTOM 6bINO BbILLE, YEM Y XKEHLLMH, KOTOPbIM MPO-
BefeHa TONMbKO MacTIKTOMUS, HO 9TO KacanocCh JMLb
OLEHKM NCUxocoumnanbHbiX, PU3NYecKnx napameTpos.,
a cekcyaJsibHoe 6narornony4yne 6bi10 CXOAHBIM MEXAY
OBYMSI XVPYPrU4eCKUMU Fpynnamu.

N3 rpynnel 1000 nauueHToB, nofy4aBLUnX fleye-
Hne B EBponenckom MHCTUTYTe oHkonoruu B Muna-
He, 414 oueHUBaNUCb C 3CTETUYECKOW TOYKU 3PEHUS
¢ ucnonb3osaHunem 10-6annbHoN WKanbl (1 — xygLuve,
10 — nyywwue pesynesrathl). Vicnonb3ys cneunansHO
pa3paboTaHHyl0 aHKeTy MnauMeHToB, WccliegoBare-
M B MunaHe nsy4mnn BausiHue npogunakTU4ecKom
MaCTIKTOMUU Ha rnobanbHOe Ka4ecTBO XU3HW. Bblin

OugeHeHbl HEeCKOJIbKO KJIHO4YEBbIX obnacTeli, BKIO-
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Yyas SMOLMOHANbHBIA CTaTyc, YPOBHM BECMOKONCTBA,
CeKcyallbHyl0 hyHKUMIO 1 06pa3 Tena cpeamw rpynnbi
XOpOLO 06pa30BaHHbIX XXEHLLUH CO CpeaHUM BO3pac-
TOM 46 neT. 2KeHLLUHbI, KOTOopble NPOoLLIN Npodunak-
TUYECKYI0O MACT3KTOMUIO, 4YyBCTBOBanu cebss 6Gonee
KOM(OPTHO, MO CPAaBHEHUIO C >KEHLLMHAMW, Y KOTO-
pbiX Oblla PEKOHCTPYKLUS COCKOBO-apeosiipHOro
KOMMJIEKCa MOCHE KOXECOXPAHSOLWEN MacTIKTOMUM.
YyBCTBO TENECHOr0 NOBPEXAEHUSA ObINO 3HAYUTENb-
HO MeHblle, a YyOOBNETBOPEHNE KOCMETUYECKMMU
pesyfnbTataMm — 3HAYUTENIbHO BbIWE Yy MauuneHTOB
C NPOMUNAKTUHECKON MACTIKTOMMUEN, OOHAKO Mpu-
CyTCTBOBaJ CTpax peunamBa M3-3a COXPaHeHus Co-
CKOBO-apeonisipHoro komnnekca [59].

3AKJTIOYEHUE

Bonpockl paHHein guarHOCTMKM U NPOoUnakTuku
BRCAT1/2-accounmpoBaHHoro PMXK aBnsioTca akTy-
anbHbIMU 018 COBPEMEHHON MegULMHbIL. KnnHn4eckne
1 Mopdonornyeckme 0CO6EHHOCTN HACNEACTBEHHOIO
paka MOJIOHYHO XXenes3bl TPEOYIOT AeTaNbHOro NOAXO0-
da K BefieHMto 60sbHbIX. Xupypruydeckas npodunak-
TKa PEKOMEHAYETCs Kak Hanbonee 3hHEKTMBHbIN
Cnocob CHWXEHNs pucka passutus 3aboneBaHus.
BosbLuoe 3HaYeHNe MMEET PEKOHCTPYKTUBHBIN KOMMO-
HEHT ANs AOCTMXKEHUS 3CTETUYECKOrOo pes3ynbrara,
NOBbLILLEHNS KayeCTBa XU3HU, PU3NYECKON aKTUBHO-
CTW U MCUXONOMMY4ECKOr0 PaBHOBECUS NALEHTOK.

NCTOYHUK PUHAHCUPOBAHUA
He ykasaH.

KOH®JIMKT UHTEPECOB
ABTOpbI 3aABNSOT 06 OTCYTCTBUM KOHIUKTA WH-
Tepecos.

YYACTUE ABTOPOB
latyesa ®©.C. — cbop maTepurana, aHanm3 gaHHbIX,
HanucaHue TekcTa; JltobvyeHko J1.H. — KoHuenuus,

On3aiH uccnegoBaHus,  pepakTuposaHue; Manbl-
rvH C.E. — KoHuenuusi, gu3aiH uccnepoBaHusi, pe-
JakTuposaHve. Bce aBTopbl BHECAU CYLLECTBEHHbIN
BKNag B MpOBefeHue WCCNefoBaHns M NoproTOBKY
cTaTbu, NPOYM U 0go0pUIN hUHATBHYIO BEPCUIO OO
nyénnkauun.
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