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Pesiome

BBepeHue. M3yyeHne mytaumm B reHax BRCA1/2 snepBble 6bi10 nHuummposaHo B CLUA n B EBpone, a nosaHee u B Poccun. CornacHo
CTaTUCTUKE, Y XKEHWMH C HannumeMm myTaumm BRCA1/BRCA2 puck pa3BuTMS paka MOMOYHOWM XKenesbl U/MAn SUYHUKOB BbILLE, YEM B
obuert nonynsumnn. o 4aHHbIM pa3HbIX aBTOPOB, CPEAHMI KYMYNATUBHBIN pUcK cpeaun HocuTenen BRCAL coctasnset 65% (ananasoH
44-78%) pns paka MONOYHOM xxenesbl U 39% (ananasoH 18-54%) ang paka amyHukos. Ins Hocutenen mytaumii B reHe BRCA2 puck
pa3eutns PMX coctaBnset 45-49%, a puck passutus P51 He npesbiwaet 11-18%. lNpu 3TOM y nauMeHTOK C yxe AUarHoCTUPOBaH-
HbiM PMX unn P§ puck pa3BuTMs BTOPOM OMYXONM COXPAHSIETCS B TEUYEHME BCEW XM3HWM M MOXET OCTaBaTbCs BbICOKMM [axe B
noxunom Bo3pacre. JledyeHne BRCA-accoummpoBaHHOMO paka MOMOYHOM Xenesbl U/Min paka AMYHMKOB NPaKTUYECKU He OTIMYaeTCs
OT NIeYEHNs CMOPAAMYECKOTO paka M BKIKOYAET XMPYPrUYECKU, Ny4eBON METOA, M NEKAPCTBEHHYIO MPOTMBOOMYXONEBYKD TEPANMIO.
OaHAKO CyLLeCTBYHOT HEKOTOPblE 0COOEHHOCTM, KOTOPble HEOOXOAMMO YUMTLIBATH B KIMHUYECKOM MpaKTUKe.

Knununueckuii cnyyai. B AaHHOM CTaTbe Mbl NPefcTaBnseM KIMHUYECKUI ONbIT neverHns nauneHTku 32 net ¢ BRCAL-accounmpoBaHHbIM
NepBUYHO-MHOXECTBEHHbBIM CMHXPOHHBIM PaKOM MOJIOYHbIX KeNe3 1 MeTaxpOHHbIM pakoM pakoM MaTouHow Tpybbl. B nione 2015 .
y NaUMEHTKM Bbln AMArHOCTUPOBAH CUHXPOHHBIM pak 0benx MOMOYHbIX Xenes (MFoMUHaNbHbIM A pak NpaBoi MOMOYHOM Xenesbl 1
NIOMMHanNbHbIV B pak neBo MoNoYHoM xenesbl). B paMkax KOMNIEKCHOro NeYeHns 1 C Cornacus naumeHTku bbina npoBeaeHa 6una-
TepunbHas agHEKCIKTOMMS. [1pU rMCTONOrMYeCckoM MCCNefoBaHNM ONepaLoHHOro MaTepuana AMarHOCTMPOBaH pak MaTouHOM TpyObl
in situ. € 16.03.2016 no HacTosLlee BpeMs NauMeHTKa NOyYaeT aabloBaHTHYI SHAOKPUHOTEPanuMio 6e3 Npn3HakoB NporpeccnpoBa-
HWSa 3aboneBaHums.

3akntouenue. MNpencTaBneHHbId KNMHUYECKMIA Cydai LEMOHCTPUPYET HeoBXOAMMOCTb KOMMNEKCHIO noaxona K neyenunto BRCA-
aCCOLMMPOBAHHOIO paka MOMIOYHBIX XeNe3 U SMYHUKOB Yy MOMOAON MaLMEHTKM.

Kntouesble cnosa: BRCA, pak MONOUYHOM xenesbl, NeEpBUYHO-MHOXECTBEHHbIN Pak, PpaK SUYHUKOB, CUHXPOHHBbIA paK
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Abstract

Introduction. The study of mutation in BRCA1/2 genes was first initiated in the USA and Europe, and later in Russia. Statistics
indicate that women with the BRCA1/BRCA2 mutation have a higher risk of breast and/or ovarian cancer than the general popula-
tion. According to different authors, the average cumulative risk among BRCA1 carriers is 65% (range 44-78%) for breast cancer
and 39% (range 18-54%) for ovarian cancer. For mutation carriers in the BRCA2 gene, the risk for breast cancer is 45-49%, while
the risk for RNAis 11-18%. However, in patients already diagnosed with breast cancer or ovarian cancer, the risk of a second tumor
persists throughout life and may remain high even in old age. Treatment of BRCA-associated breast cancer and/or ovarian cancer
is almost the same as treatment for sporadic cancer, and includes surgical, radiation, and drug anticancer therapy. However, there
are some features that need to be considered in clinical practice.
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Clinical case. In this article we present the clinical experience of the treatment of a 32-year-old patient with BRCAl-associated
primary multiple synchronous breast cancer and metachronous uterine tube cancer. In July 2015, the patient was diagnosed with
synchronous cancer of both breast (Luminal A right breast cancer and Luminal B left breast cancer).

As part of a treatment and with the patient’s consent, a bilateral adnexectomy was performed. In the histological examination of
the operating material, the uterine tube cancer was diagnosed in situ. From 16.03.2016 to the present time the patient receives
adjuvant endocrinotherapy without signs of disease progression.

Conclusion. This clinical case study presents the importance of a combined approach to the treatment and prevention of BRCA-
associated cancer.
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BBEOEHUE

3a nocnegHue YeTBEpTb Beka MPOM3OWAM 3HAYMMblE
cobbITMA B DyHAAMEHTANbHOM OHKONOrMKU. Pa3BuTue Moneky-
NAPHOM FEHETUKM MPUHLMMNMANBHO M3MEHWUNO NpeacTasne-
HWUS O MeXaHW3Max BO3HWKHOBEHWS 3/10KA4YEeCTBEHHbIX OMy-
xonew [1].

MNcToprs OHKOreHeTMKM Havanach euwe 1866 r. MpaHuy3
Monb bpoka o0gHWMM 13 NepBbIX 0OHAPYXKUA HACNELCTBEHHYIO
NpefpacnonoXeHHOCTb K paKy MonovHow xenesbl (PMX).
YdeHblit onmcan LecaTb CyyaeB 3TOro 3aboneBaHus B YeTbl-
pex NOKONEHUSX YNEHOB CEMbM ero XeHbl. CBOI rMnoTesy oH
n3noxun B kHure Le Traité des tumeurs, Paris (1866) [2].

M tonbko B 1990 r. sgoktop Mapu Knap KuHr noatsepam-
na KoHuenuuto M. Bpoka 0 HannuuKM CBA3M MexXay MyTaLu-
MU ABYX F€HOB, PUCKOM Pa3BUTMS paka MOSOYHOM XKene3sbl
n paka auyHukos (PA). Mapu Knap xotena Ha3BaTb reHbl B
yecTb [. Bpoka, HO MOCKO/bKY B Ha3BaHWUM MOXHO MCMOb-
30BaTb NIUWb YeTbipe OYKBbI, OHA OCTaBMA COKPALLEHHYH
Bepcuto — BRCA1n BRCA2 (BReast CAncer Suspectibility
Gene) [3-5].

lfen BRCAL pacnonoxeH Ha AnMHHOM nneve 17-i xpomo-
combl (nokyc17qg21),a BRCA2 - Ha panHHOM nneve 13-# xpo-
Mocomsbl (13g12-13).

leHbl KOLMPYOT sanepHble Gochobenku, KoTopble y4a-
cTByHOT B perynaumm penapauunm OHK. OcHoBHas ponb 3Tmx
6enkoB - BOCCTAHOBNEHWE [BYHUTEBbIX pa3pbiBoB [HK,
KOTOPble BO3HMKAT CMOHTAHHO B XO4e pOCTa KNeTOK UK B
pesynbTate AeiCTBUS XMMUYECKUX COEAMHEHWI, MOHU3UPY-
foLLero, ynbTpadMoneToBOro U3nyyeHns U SBagTCS Hambo-
nee ryGuTenbHbIMK ANs KneTku. [Ins coxpaHeHus LenocTHo-
CTV reHoMa B KneTke 3amyckaeTcs psj npoueccos, obecne-
ymBarowMx penapaumto nospexaeHnin OHK. banaHc 3Tux
COBBITUI perynanpyeTcs reHaMm KOHTPONS KNETOYHOTO LMKNa,
Taknmm kak BRCA1 1 BRCA2. 3Tu reHbl TakKe NPUHSATO Ha3bl-
BaTb OMyXO0NEBbIMU CYNPECCOPaMM, Tak Kak OHW MHIMOUPYIOT
[aNnbHEWWM poCT KNETOK C BO3HWMKWWUMU TEHETUYECKMMMU
AHOMANUAMMU, UHAYLMPYS NPOrPaMMMPOBAHHYIO K/IETOYHYIO
rmbenb (@anonTos). YTpata dyHKUMM 3TUX TeHOB MPUBOLAMT K
HakonneHuto ownbok penapauum nospexaennin JHK, Hapy-
LWEHMIO MPOLECCOB Perynaumm KAeTovHOro umkna, amdde-
PEeHUMPOBKM KNeTKM M anonto3a. B pesynbrate BO3HWKaeT

reHeTM4eckas HecTabunbHOCTb, Npefonpeaensowas pa3su-
TMe 310KayecTBEHHOW onyxonn. OfHWMM M3 MeXaHW3MOB
MHULMALMM OMYXONeBOro pocTa sBngetcsd aedekT reHa-
cynpeccopa BRCA1 [6].

Mpoaykt, koampyembii reHom BRCAL, obpa3syeT KoM-
nnekc 6enkoB BARA (BRCA-associated genome surveillance
complex), koTopble yyacTBytoT B penapaunm AHK, obecneun-
Bas LLeNoCTHOCTb M CTabunbHOCTb reHoMma [7].

CyLuecTBytOT ABa OCHOBHbIX MEXaHW3Ma BOCCTaHOBEHUS
[BYHUTEBbIX Pa3pblBOB. JTO HErOMONOrMYHOE COEAMHEHUe
KOHLOB W FOMONOrMYHas pekoMbuHauus. HeromonornyHoe
CoeMHEHMEe KOHLIOB — 3TO MeHee TOYHbIM cnocob penapauuu,
MOCKOMbKY YacTb FeHeTMYeCcKoro MaTepuana yTpayusaeTcs.
[OMONOrMyHas pekoMbMHaLMs, KOTOpas BbIMOMHAETCS C MOMO-
wpto 6enka BRCAL, nonHOCTbIO BOCCTAaHAaBAMBAET NoBpexae-
Hus OHK. Takol MexaHuW3M penapaumu no3sonset nsbexarb
notepb reHetTnyeckoro marepuana [8; 9; 10, c. 505-517].

Ho ecnn MexaHw3M romMonorMyHon pekoMBuHauum He
pabotaet, TO BoccTaHoBneHnns [AHK He npowcxoput. Takue
HapyLlweHWs BO3HMKAIOT B KNETKAX C BPOXAEHHON MyTaumen
B 04HOM M3 annenei reHa BRCAL. A npu coyeTaHun 3TOro
CobbITUS C MHAKTMBALMEN BTOPOrO annens B COMaTUYeCcKow
KneTke BO3HMKaeT onyxonb [11].

MN3yyeHne mytaumm B reHax BRCA1/2 BnepBsbie 6b110 MHK-
ummpoaHo B CLUA u B EBpone, a no3aHee u B Poccum.
MccnepnoBaHug nokasanu, YTo CTOMKOE HapylleHue nocneno-
BatenbHoctn [IHK cB93aHO ¢ HacnenCTBEHHOW Npeapacmnono-
YKEHHOCTbIO K Pa3BUTMIO paka MOMOYHOM xenesbl (PMX) u
paka anyHmkoB (PA). B 1997 r. poccuitckme yyeHble onybamnko-
Ba/M AaHHble 06cnenoBaHns 6oNbHbIX C ceMeiHbiMK hopMa-
MU paka SMYHWKOB. B pe3ynbraTte 3T0M paboTbl yyeHble ycTa-
HOBM/IW, 4TO Hanbonee pacnpoCTpaHeHHOM MyTaLMen aBnseT-
¢ BRCA1 5382insC. Bnepsble 3Ta MyTaums Obina BbiSBNEHa y
YKEHLLMH eBPECKOro MPOUCXOXKAEHNS 1 3aKpenuaach 3a 3Toi
3THMYeckon rpynnoi [12]. OnHako panbHewlune mnccnenosa-
HMS MoKasasu, YTo 3Ta MyTauus HabLAETCS Y KOPEHHOro
Hacenenus [Monbwu, JlnTebl, JlatBun n benopyccun, To ectb
MMEET CNaBSHCKOE NPOMCXOXAeHMe. Hannumne faHHOro Bapu-
aHTa MyTauMK y eBpeeB-allKeHa3n — BbIXOALEB NpenMmylie-
CTBEHHO 13 BocTouHoi EBponbl, BeposiTHee BCero, CBA3aHO C
LUTENbHBIM COCYLLLECTBOBAHWEM C/1aBSH W €BPEEB Ha COMpS-
XeHHbIX Tepputopuax. Mytaums BRCA1 5382insC BcTpeyaet-
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cs B 2-5% Bcex cnyyaes PMX [13-16]. CpegHui kyMynatume-
HbIM puck cpean HocuTenen BRCAL coctaenset 65% (ouana-
30H 44-78%) nns paka MONOYHOWM xenesbl U 39% (ananasoH
18-54%) nnga paka anyHukoB. [Ins HocuTenen MyTaumii B reHe
BRCA2 puck pa3sutus PMX coctasnsiet 45-49%, a puck pas-
BuTMA PS He npesbiwaet 11-18% [17].

Hannume cemMenHOro aHaMHesa 3Ha4YMMO YBENUYMBAET
pucKK: y HocuTenen mytaumi B reHe BRCAL pak MonoyHom
xenesbl Habnopaetca 0o 87%, a pak anyHMKoB — 00 44%
[18]. Ona HocuTeneit mytaumit B reHe BRCA2 puck PMX
coctaBnseT go 84%, a paka aM4HuKoB - 0o 27% [19].

Y 6onee Monoabix HoCUTENbHML, MyTaumm reHoB BRCAL/
BRCA2 Hepenko BbISBAAKT COYETaHME paka OAHOW MU
06enx MONOYHbIX Xenes U paka SUYHMKOB. Takue onyxonu
MOTyT BO3HWKAaTb OLHOBPEMEHHO WAWM C WHTEPBANOM [0
6 MecqueB, M WX KNACCUOUUMPYIOT KakK CUHXPOHHbIE.
Onyxonu, KOTopble AMArHOCTUPYKT C UHTepBanom bonee
6 MecsLeB, Ha3blBalOT METAaXPOHHbIMK. 10 AaHHBIM 3apy-
6eXHbIX MCCNef0BaHUI, eXXeroaHbli pUCK KOHTpanatepasb-
Horo PMX coctaBnset 0,5-0,8%. Y XeHWMH C CUHXPOH-
HbIMW OMYXONSMM MPOTrHO3 XYXe (pPeLnamnBbl, 06Las BbKM-
BAeMOCTb) MO CPaBHEHMIO C TEMU, Y KOO OLHOCTOPOHHMM
MU METAaXPOHHbIN pak [20].

B nmocnenHwe roobl 04eHb MHOTO BHMMAaHWS YAENsaoT
paHHeW [OMArHOCTMKE HaCNeACTBEHHbIX OHKOMOrMYECKMX
CMHAPOMOB. [eHeTMYEeCKOe TeCTMPOBaHWE MO3BONSET Onpe-
[ensaTb NpeLpacnonoXeHHOCTb K pa3suTuio PMX n/unn P4y
XeHWwuH ¢ pedektamm BRCAL n BRCAZ. ng TakMX KEHLWMH
paccMaTpUBalOT AMHAMUYeckoe HabnofaeHue C yCTaHOBNEH-
HbIMW BPEMEHHbIMU WHTEPBANAMU, KOTOPblE OTIMYAKOTCS OT
CTaHAAPTHOrO CKPUHMHIA Crnopaguyeckoro paka. KnuHu-
YeCcKu OCMOTP, YNbTPa3BYKOBOE MCCIeL0BaHME MOMOYHbBIX
)Kene3 1 OpraHoB Masoro Ta3a NPOBOASATCS Kaxaple 6 Mecs-
LieB HauMHas ¢ 25-neTHero Bo3pacTa, a nocne 30 net - yepe-
[loBaHWe MaMmorpaduu M MarHWTHO-Pe30HAHCHOM TOMO-
rpadun (MPT) 1 pas B rog [21].

Hanbonee >3(QdekTMBHOM CTpaTernert MO CHUXEHUIO
pucka passutng BRCAL/2-accoummpoBaHHoro PMX ssnset-
€S ABYCTOPOHHAN NpodUNaKTUYeckas MacTaKTOMMS, KOTopas
BK/IHOYEHa BO MHOTWe 3apybexHble KIMHUYECKUE PEKOMEH-
faumn. Takxke XeHLWMHaM C yxe ycTaHoBneHHbiM BRCA-
accouMmnpoBaHHbiM PMXX pekoMeHAytT BbINOAHEHUE MNpO-
bunakTMYeckon KoHTpanatepanbHoi MacTakTomMun [20-31].

N xots nevenne BRCA-accoumMmMpoBaHHOIO paka Mosou-
HOM enesbl U/MAK paka SUYHMKOB He OTIMYAETCS OT Tako-
BOrO MpW CMNOpPafM4yeckoM pake, CyLLeCTBYKT HekoTopble
0C0OEHHOCTH, KOTOPble HEOOXOAMMO YYMTbLIBATb B KIMHKUYE-
CKOM npaktuke. Hanpumep, Npy BbIMOAHEHMM OPraHOCOXpa-
HAMOLLE onepaumn 1 Ny4eBOl Tepanuu CneayeT y4uTbiBaTh
BbICOKWI PUCK Pa3BUTUS paka B OpraHax-MULIEHSX (KOHTpa-
natepanbHblii PMXX, nncunatepanbHblii peumnams, pak SuuHm-
KoB) [32]. Ewe onHoW BaxHoM xapakTepuctnkon BRCAL-
aCCOLMMPOBAHHBIX OMyX0Nein SBNSeTCS YyBCTBUTENBHOCTb K
umcnnatuny [33].

Monbckne yuveHble B 2009 r. onybaukoBanu nepsble
pe3yneTaTtbl KAMHUYECKMX WCCAefoBaHWMI, OeMOHCTPUPYIO-
wue 3GpheKTMBHOCTb LMCMIATUHA Y STOW TapreTHOW nonyns-
ummn. IPdeKTUBHOCTb NpenapaToB NAaTWHbLI Yy NaLMEHTOB C
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MyTaumamm BRCA cBS3bIBatOT C MPOTMBOOMNYXONEBbIM MeXa-
HM3MOM [EenCcTBMSA 3TOM  (GapMakoNOrMyeckon rpynmbl.
[naTMHOBbIE MPOW3BOAHbIE MPUBOAAT K [BYHWUTEBbIM pa3-
pbiBam Monekyn [AHK B knetke. Penapaums 3Tnx pa3pbiBoB
NMPOMCXOAWUT MyTEM TOMONOIMYHOW peKoMOBUHaALMKM npu
dyHKumMoHnpoBanun komnnekca BRCAL n 6enkos-koperyns-
TopoB BRCA2 u RADS51. MNpwu HapyweHun dyHkumm BRCAL
BO3HMKaET AedULMT rOMONOTMYHON pekoMbuHaumm u JHK
He BOCCTaHaBIMBaeTCs. B pesynbrate coyeTaHWs Bbilleonu-
CaHHbIX CODBbITUIA OnyxoneBas kneTka normbaer.

CornacHo 3TMM [aHHbIM CYLLECTBYeT MpeanonoXeHue,
yTo MyTaums reHa BRCA1 moxeT ObiTb BMOMapkepoM 4yB-
CTBMTE/IBHOCTM K NpenapataM NnaTuHbl.

CnenyeT OTMETUTb, YTO MEXAYHAPOAHbIE U POCCUMIACKUE
3KCMepTbl MPUAEPXKMBAKOTCSH €LMHOr0 MHEHWUS B OTHOLIEHWUM
cTpaternn neyenms naumeHtok ¢ BRCA1/2-accoummpoBaH-
HbIM PaKOM: MPUMEHEHWE TeX e MeTOA0B M NOAXOAO0B, KaK AN
CNOPaAMYECKOrO Paka, 33 UCKNOYEHWEM TAPrETHOM Tepanuu.

C 2014 r. B KNMHUYECKYHO MPaKTWKY BOWW Npenapatbl —
nHrnbuTopbl PARP, KoTOpble NPOAEMOHCTPMPOBANM BbICOKYH
3PdEKTUBHOCTb NPU paKe SWMYHMKOB, aCCOLMMPOBAHHOM C
myTaumei B reHax BRCA1 n BRCA2. Mpenapatbl U3 3T0W rpyn-
Mbl UHTMOUPYIOT BOCCTAHOBNEHWE ABYHUTEBbIX pa3pbiBoB [HK,
4TO B YCNOBMAX HapylleHHoW @yHkumn BRCA1/2 Topmosut
NpoLLEeCcC roMONOMMYHOM pekoMbuHaLmm. dDdEKTUBHOCTb ONna-
napuba AoKasaHa y MauMeHTOK C MAAaTMHOYYBCTBUTENbHbIM
peLmMaMBOM paka SMYHWMKOB, paka MaTOYHOM TpyObl UAKU Nepwu-
TOHEa/IbHOr0 PaKa BbICOKOM CTEMEHM 3/M10KAYECTBEHHOCTU Y
NaLMEHTOK, OTBETMBLUMX HA MNATUHOCOLEPXKALLY XMMMUO-
Tepanuio. B Mupe yxe HakonneH 6onbLIon KNMHWUYECKMIA ONbIT
NpvMeHeHns npenapaTa onanapub B KayecTBe NOALEPXKMBA-
fOLLEM MOHOTEPANMU PaCNpOCTPAHEHHOrO paKa SWUYHMKOB,
paka MaTo4yHOM Tpybbl MM NEPUTOHEANbHOMO paka BbICOKOWM
CTeNeHn 3/10KaYeCTBEHHOCTU Y MaUMEHTOK C MyTauusmu B
reHax BRCA, pocturiumx 06beKTMBHOrO OTBETA (MOMHOMO MK
YaCTUYHOrO) Ha NNATUMHOCOLEPXKALLEWA XMMMOTEPANUM NEPBbI
AnHnm. K TOMy e, COBCEM HeAaBHO npenapaTt 6bin 3aperu-
CTPUPOBAH And neveHns nauneHTok ¢ BRCA-accoummpoBaHHbIM
MeTacTaTUYeCcKMM pakoM MOIOYHOWM Xenesbl.

OMUCAHUE KIIMHUYECKOTIO CNTYYA4

B Hactoswee BpeMs Mbl uMeeM onbIT fedeHns BRCA-
aCCOUMMPOBAHHOIO paka MOMOYHOM Xene3bl U paka SUYHK-
koB. [TpnBoAMM cobcTBEHHOE HabntoaeHMe.

MaumeHTka H., 32 roga, B uone 2015 r. obpatmnack B
HMWLL oHkonormm um. H.H. bnoxnHa ¢ xxanobamu Ha y3no-
Boe obOpa3oBaHMe B MpaBoOW WM NEBOK MONIOYHOM Xenese.
MauneHTka 6blna B XOpOWEM COMATUYECKOM COCTOSIHMM,
6e3 conyTcTBylOLWeN natonorum u 6e3 ceMenHom ncTtopmum
oHKONornyecknx 3aboneeaHuit. B aHamMHe3e OBoe pofOB.
[narHo3 6bin ycTaHOBNEH Yepe3 3 Mecaua nocie poxnie-
Hua BTOporo pebeHka. Mo pesynsTratamM MNpOBELEHHOroO
KNMHUKO-UHCTPYMEHTANbHOTO, TMCTONOMMYECKOro U MMMYHO-
rMCTOXMMMYeckoro mnccneposanms (UIMX) 6eino anarHocTm-
pOBaHO Yy3n0Boe 0bpasoBaHue 22 x 15 MM Ha rpaHuue
Hapy>XHbIX KBaApaHTOB B MNpaBOi MONOYHOM Xenese.
BepuduumnposaH pak Hecneumduyeckoro Tmna G2.



PucyHok 1. AIMMYHOTMCTOXMMUYECKOE MCCIEf0BAHME OMYXO/IM B MOJIOYHOW Xenese 40 onepaunu
a) ¢ 3Kkcnpeccuell peyenmopos 3cmpozeHa u npozecmepoHa (femamokcunux, *40); b) ¢ skcnpeccueli Ki 67 (femamokcunuH, x40);

¢) ¢ 3kcnpeccueli p53 (femamokcunuH, x40)

Figure 1. Immunohistochemical testing of a breast tumor before surgery
a) with the expression of estrogen and progesterone receptors (Hematoxylin, x40); b) with the expression of Ki 67 (Hematoxylin, x40);

¢) with express p53 (Hematoxylin, x40)
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O6HapyxeHa skcnpeccus sctporeHoBbix (AP 8 6annos) u
nporectepoHoBbix ([P 5 6annoB) peLentopos, oTpULATENb-
HbIW cTatyc HER2/neu- Ki67 = 15%, p53 = 8%. MNonyyeHHble
naHHble UMX cooTBeTCTBYIOT QEHOTUMY «THOMUHANbHBIA A,
HER2-HeratuBHbIN» (puc. 1a, b, ).

B neBoit MONoOYHOW xenese Takxe Obl0 BbISBAEHO Y310-
BOe 06pa3oBaHue 23 x 26 MM B BepXHe-Hapy>KHOM KBafpaH-
Te C MCTONOrMYeCKOM KapTMHOM paka Hecneundpuyeckoro
TmMna G3. UIX: 3P 8 6annos, [P 8 6annos, HER2/neu-, Ki67 -
55%, p53 = 12%, GeHOoTMN «MHOMUHANbHbIA By.

Mo paHHbIM Y3 BbISIBNEHO yBENMYEHUE NEBLIX NOAMbI-
WeYHbIX uMdaTuyeckmx y3nos Ao 14-15 mm. Lutonoru-
yeckoe wcCnefoBaHWe MaTepuana, MOAYYEHHOro nyTem
BbIMOHEHUS MYHKLMOHHOM TOHKOMIONbHOM Buoncmu, noa-
TBEPAMNO Hanunyue B AUMMOPATMUECKMX Yy31aX KOMMAEKCOB
PaKOBbIX KNETOK.

YuutbiBas TO, YTO y MALUMEHTKM B BO3pacTe MONOXE
40 net 6bIN AMArHOCTMPOBAH ABYCTOPOHHMIA PakK MOSIOYHbIX
Xenes, B NnaH 0bcnefoBaHus Bbl10 BKIKOYEHO reHeTnyeckoe
nccnegoBaHue Ans UckndeHus unu noaresepxaerHns BRCA-
aCCoUMMPOBAHHOrO paka. [aHHoe TecTMpoBaHue 6bINO
HeobxoaMMo AN onpeneneHus anbHenWen TakTUKK neye-
HWS (BbINONHEHUE NPOPUIAKTUHECKOM MACTIKTOMUM, PEKOH-
CTPYKTUBHO-MNACTUYECKOTO KOMMOHEHTa XMPYPruyeckoro
NeyeHns, NekapCTBEHHOW MNPOTMBOOMYXONEBOM Tepanuu,
obbema ny4eBOM Tepanuu 1 ABYCTOPOHHEN afHEKCIKTOMMM).

Mo faHHbIM poccuitckoro nccnenoBanus (J1.H. JltobueHko),
[10N19 MONOAbIX NaLMEHTOK B Bo3pacTe € 41 roga (Ha MOMEHT
MOCTaHOBKM AmMarHosa) ¢ mytaumein BRCAL/2 n ¢ kKoHTpana-
TepanbHbiM PMX' coctasngetr 42%. lNpu 3TOM cemeiHas
ucTopus npocnexeHa y 53%, a cnopaguyeckue cayyau
coctaBunm amwb 15,6%. CMHXPOHHbIE OMYX0NM MOMOYHbBIX
xenes 6biInM AMArHOCTUPOBAHDLI Y 43,8% HoCKTenew MyTaHT-
Horo BRCA-cTatyca [34].

Mpn npoBeneHMU MONEKYNAPHO-FEHETUYECKOro uccne-
[OBAHMWS Y MAUMEHTKM 0OHApyKeH HacneacTBeHHbId BRCAL-
ACCOLUMMPOBAHHBIA ABYCTOPOHHUI paK MOMOYHbIX Xenes.
bbina BbigBNeHa repMuHanbHas Mytaums 5382insCe 1755-m
komoHe 20-ro 3k30Ha reHa BRCAL B reTepo3nroTHOM CoCTO-
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AHUK, NpMBOAALLAN K «stop codon 1829» B pe3ynbraTe caBura
pamMKku cumntbiBaHms. Mytaumsa 5382insC 3apernctpnpoBaHa B
MexayHapoaHoi 6a3e faHHbix BIC Kak KAMHWUYECKM 3Hauu-
MbIVi BApMaHT. PUCK pa3BuTMS paka SMYHUMKOB B 3TOM C/lyyae
3HaYUTENbHO MpeBblllaeT 0bWenonynaUMOHHbIR.  Puck
HacnenoBaHWsS TFePMUHANbHOM MyTaUMW POACTBEHHWMKAMM
nepBoW CTeneHn poacTea cocrasnseT 50%.

C yyeTom BbisBneHHoro BRCAl-accoummnpoBarHHoro PMX
nauneHTke 6bi10 BbinonHeHo KT OpraHoB rpyaHOM KNeTKw,
HptowHorn nonoctn u MPT manoro Tasa. pyrnx onyxonew
MAM MeTacTaTMYeCcKoro MopakeHWs OpraHoB BbISIBNEHO He
6b1n0. [MokasaTenu OMyxoneBbiX MapKepoB B CbIBOPOTKE
KpOBW Bbln B Npeaenax pe@epeHCHbIX 3HAYEHUNA.

Ha ocHOBaHMM [OaHHbIX KAMHUKO-MHCTPYMEHTANbHOTO,
rmctonornyeckoro, MIMX u  MonekynsgpHo-reHeTM4yeckoro
nccnepoBaHuna 6bin yctaHosneH amarHos «BRCAl-accoum-
MPOBAHHBIN CMHXPOHHbINA PaK MOMOYHbIX XKene3x:

Pak npason mMonoyHo# xenesbl T2ZNOMO (3P 8 6annos,
MNP 5 6annos, HER2/neu-, Ki67 = 15%, p53 = 8%, G2).
MeHoTMN «NtoMUHanNbHbli A, HER2-HeraTuBHbI».

Pak neson monoyHo xene3bl T2N1IMO (3P 8 6annos, [P
8 6annos, HER2/neu-, Ki67 = 55%, p53 = 12%, G3). ®eHoTtnn
«MOMUHanNbHbIM B, HER2-HeraTnBHbI .

MnaH neveHus Obin BbIpabOTaH MYABTUANCLUMMAMHAPHBIM
KOHCUIMYMOM C Y4aCTUEM XMPYProB, XMMWOTEPANeBTOB, paau-
0/10r0B, FEHETUKOB M Bpayei AMarHOCTMYECKOM CyKObl.
Ha nepBom 3Tane 6bi10 pekoMeHA0BaHO NpOBeAeHME Heoaab-
IOBAHTHOW XMMMOTepanuu. M3BeCTHO, YTO reHeTnyeckmn oby-
C/IOBIEHHBIN PaK MOJIOYHOM ene3bl XxapakTepusyetcs bonee
arpeccmBHbIMKU KIMHUKO-BMONOrMYECKUMU XapaKTEPUCTUKAMM
MO CPAaBHEHMIO CO CMOPAAMYECKMMM OMYXOSIMU, YTO NOBbILLAET
BEPOSTHOCTb [OCTMXKEHMS MOIHOMO MaTOMOPQON0rMYeCcKoro
oteeta (MMO) [35]. Mo maHHBIM MCCNEnOBaHMS, NPeaCTaBIeH-
Horo N.H. Saether et al,, MMO nocie HeEOaobIOBAHTHOM XMMMO-
Tepanuu C BKOYEHWEM UMCMNaTMHA Habntopancs y 10 w3
12 naumeHrTok (83%) c BRCAl-accoumnmpoBaHHbiM PMX [36].

[lo Hayana neyeHuns naumeHTke Bbina oKkasaHa NCUMXON0ru-
yeckas noaaepxka. B becene c ncuxonorom 6biam 06CyKAEHbI
Ba)KHble BOMPOChI, Kacatolimecs penposyKTMBHOM, 3MOLMO-
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HaNbHOW M COLMANbHO-3KOHOMMUYECKOW Chepbl XM3HU Nauu-
eHTKkK. C aBrycra no oktabpb 2015 1. 6bino npoBeaeHo 4 Kypca
HeoabloBaHTHOM xumuoTepanun (HAXT) no cxeme «AC»
(nokcopybuumn 60 Mr/mM%Z u uuknodpochan 600 Mr/m2).
KnnHnyeckasa u guarHoctmyeckas oueHka 3ddekta npoBo-
amnacb nocne 2-ro u 4-ro kypca xumuotepanmu. o aaHHbIM
MM + Y3/ oTMevanach BblpaKeHHas NonoxuTenbHas AuHa-
MWKa B BUAE YMEHbLUEHMS ONyX0NeBbIX Y3/10B, YTO NO3BOAMIO
NPOLO/KUTb HEOAABbIOBAHTHYIO XMMMOTepanuto. [lanee 6bi10
nposefeHo 12 exxeHenenbHbIX BBEAEHUA KOMOMHMPOBAHHOM
xummnoTepanuu: naknutakcen 80 mMr/m? + kap6onnatH AUC2.
B akcnepurMeHTanbHbIX U KIMHUYECKMX UCCNeaoBaHUaX Bbiio
MOKa3aHo, YTo Npu Hannumm MyTaumm BRCA1 koMbBuHaums
NPOM3BOAHbIX MMATMHbI C TakCaHaMW MO3BONSET 3HAYUMO
yBennunTb 3HEKTUBHOCTb XMMUoTEpanum [37].

Mocne 3aBepleHus BCEX KYpCOB XMMMOTepanuu 6bino
NpoBeLeHO KOHTPONbHOE 06Cef0BaHMe: B MPABOM MOOYHOM
Xenese onyxonb ymeHbwunace ¢ 22 x 15 go 16 x 11 mm.
B BepxHe-HapyXHOM KBafpaHTe NeBOM MONOYHOM >Kenesbl
0bpa3oBaHMe yMeHblWMNocb C 23 x 26 o 19 x 13 Mm.
Mo paHHbIM Y3WM natonormyeckn M3MeHeHHble nnMdatmnye-
CKMe y3bl He BU3Yann3npoBamCh.

3a BpeMs NpoBefeHUs XMMUOTEPANMM COCTOSHWE Naum-
€HTKM OblN0 yAoBNeTBOpUTENbHbIM. M3 HexenatenbHbIX
ABNEHMM OTMe4yanacb reMatonormyeckass TOKCUYHOCTb:
HelTponeHus B npegenax 2-3-i cTenenu, TpomboumTo-
neHua 2-n cteneHu, TowHoTta 1-i cteneHn. Ha nocnenHmx
eXeHeLenbHbIX Kypcax MoSBUAUCL CMMMTOMbI CEHCOPHOW
HerponaTum ¢ MakCMMasnbHOM BbIpaXKEHHOCTbO 2-1 CTeneHu
TSKECTU. YONUHEHWE MHTepBana Ao 6 AHel 6blno CBA3aHO C
HelTponeHuen 3-i cTeneHn Ha GoHe pexmma AC U oo
5 [Hel B CBA3M C TPOMOOLMTONEHMEN, BO3HMKLLEN Ha dOoHe
Tepanuu NakauTakcenoM u kapbonnatmHoMm. Jpyrux Hexe-
NaTenbHbIX SBNEHWUIA HE OTMEYanoch.

Yepes 3 Hepenu nocne okKoHYaHUs nocnenHero kypca XT
nauueHTke Obina nposeaeHa onepaumns. O6beM xupypruye-
CKOro flevyeHns OblN 3aniaHMPOBaH C YY4ETOM AAHHbBIX O
reHeTM4eckmx, BMoNorMyeckux OCOBEHHOCTAX OMyxonen, a
TaKXXe BO3pacTa M NpeAnoyTeHuit NaumMeHTKM No KoCcMeTuye-
cKkoMy b dekTy.

Mo naHHbIM MeTaaHanusa 2014 r.npoBeaeHMe MacTIKTO-
MWUM Yy MALMEHTOK C reHeTM4ecku OOYC/IOBNEHHBIM PAKOM
MOJIOYHOW enesbl yayylwaeT nokasatenu HespeumanBHOM
BbKMBaeMocTn [38].

20.02.2016 r.6b110 BbINOAHEHO XMPYPrUYECKOE NeYeHne B
obbeMe [BYCTOPOHHEN MOAKOXHOW pafMKaNbHOM MacT3KTO-
MWW C COXPAHEHWEM TPYAHbIX Mblll, C OAHOMOMEHT-
HOW peKOHCTPYKLMeEN 3Kkcnanaepamu. lNpu mopdonornyeckom
MCCNefoBaHMM B MPaBOM MOMOYHON xenese Bblin BbiSBAEHDI
OCTATOYHbIE eLMHMYHbIE KOMMEKChl AUCTPOdUYECKN M3Me-
HEHHbIX OMyXONeBbIX KNeToK, neyebHbld natoMopdo3 3-i
cTeneHu, B MMdOy3nax peakTUBHble M3MeHeHus. B nesoi
MOJIOYHOM Kene3e ovarnm dubposa, eanMHWYHble paKoBble
3Mbonbl B COCyAax, nevebHblli natoMopdo3 4-i cTenexu, B
Mdoy3nax peakTMBHbIE U3MEHeHUs (puc. 2a, b, ¢, d).

C yyeToM deHoTMNa onyxoneil nauuveHTke Obina peko-
MEeH[0BaHa aAblOBAHTHAS IHAOKPMHOTEPANMS: 3KCEMECTAH
no 1 tabneTke B AeHb exefHeBHO M bycepenunH-geno 3,75 mr
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BHYTpMMbIWeYyHO 1 pa3 B 28 AHeN, KOTOPYK OHa Havana
16.03.2016 . Oba npenapata 6bIIM pPeKOMEHAOBAHbI Ha
5 net Tepanuu.

JdeKTUBHOCTb A06ABNEHNS OBapMaNbHOM Cynpeccum K
aAbIOBAHTHOM 3HAOKPUHOTEpanuu Obina AoKasaHa B ABYX
paHAOMM3MPOBaHHbIX nccnegosaHunax SOFT n TEXT, pesynb-
TaTbl KOTOPbIX BhepBble Obinu npeacrtaBneHsl B8 2015 T
Hanbonblunii BbIMIPbILW NpU COYETAHUM TEPANUK IKCeMecTa-
HOM W aHaNOroM NHTENHU3UPYIOLLEFO FOPMOHA UMENN XKEH-
wuHbl Monoxe 35 net. B 2018 r. Ha ASCO Meredith M. Regan
n3 nHctmutyta Dana-Farber (Cancer Institute in Boston, USA)
npeacraeuna pesynstatel TEXT/SOFT npu MeamaHe BpemMeHu
HabnogeHnsa 9 net. HasHayeHne MHIMOMTOPOB apomaTasbl
Ha doHe 0BapuanbHOW Cynpeccum 3KCNepTbl MPU3HANM Kak
NpeanoyYTUTENbHYKD Tepanuio Ans NauMeHTok C Hebnaro-
NpUSTHBIMM GaKTOpamMuM MPOrHo3a: MOAOAONM BO3PacT, MeTa-
CTasbl B MOAMbIWEYHble AnMdaTUYeckne y3nbl, HonbLias
OMyXO0Jib, BbICOKAs CTEMEHb 3/10KaYeCTBEHHOCTM [39].

OnHOBPEMEHHO C afblOBAHTHbIM JIeYEHWEM MaLMEHTKE
6blna NpoBeneHa nyyeBas Tepanus Ha NEBY PEKOHCTPyM-
pOBaHHyt MonoyHyto xenesy (PO 2 Ip, COL 50 p) u peru-
oHapHble aumdoysnbl (POL 2 Tp, COL 50 p). Ha no3e 46 Ip
OTMeyYeHa NlyyeBas peakuus 1-i cTeneHu B BULE YMEPEHHOW
IpUTEMbI KOXM B 0bnyvaemor obnactu. Jlydesas Tepanwus
6bina npoeeneHa B nepuopn ¢ 11.04.2016 no 18.05.2016 .
B Hos6pe 2016 r. BbINONHEH CNeAyloWMiA 3Tan Xupypruye-
CKOrO NeyeHus — 3aMeHa 3KCMaHAEepOB Ha 3HAOMPOTE3bl
006enx MOMOYHbIX Xenes.

MNauneHTKa CaMoCTOATENbHO MPUHSA pELLEHME O BbIMOS-
HeHun OBunatepanbHOM aLHEKCIKTOMMU. TakuM 06paszom,
OLHOBpEMEHHO Obina BbINOMAHEHA JNlanapockonuyeckas
bunatepanbHag agHekcaktomus. B pesynstate Mopdonoru-
4eCKOoro MccneaoBaHus Obin BbISIBNEH pak MAaTOYHOM TPyObl
in situ, cepo3Has kapunHoma low-grade (puc. 3a, b).

24.11.2016 r. 6bina BbINOAHEHA NaNapoCckonMyeckas 3Kc-
TMpPNauMsa MaTKu, OMEHTIKTOMMUS. [TpU3HAKOB OMyXONeBOro
poCTa B yAaNeHHOM MaTepuane He BbISBNEHO.

Mo AaHHBIM MTepaTypbl, HaCcTOTa BCTPEYAEMOCTU CUH-
XPOHHOro coyvetanns PMX un Py HocuTenbHuML, MyTauui
reHoB BRCA1/2 coctaenget okono 5-10%, npu 310M Ccpea-
HUI BO3PACT XEHLUMH HA MOMEHT AMarHoctupoBaHus P4,
Kak MpaBW/o, MEHbLLE YEM MPU aHANOTMUYHOM Cropaauye-
ckoM pake [40-42]. Ewe OAHOM BaXHOM OCOBEHHOCTbIO
ABNAETCA 7O, UTO Y HocuTenbHUL, BRCA reHetnueckon myTa-
UMM 4alle BbISBASIOT pak MaTo4yHOM Tpybbl. [Mpn 3TOM
CBOEBPEMEHHO [AMArHOCTMPOBAaTb TakMe OMyXOonu KparHe
3aTpyaHUTENbHO. [McToNornyeckne MUCCNeLoBaHUS, BbINON-
HeHHble nocie npodunakTUYecknx TyHOBAPMOIKTOMMUNA,
nokasanu, YTo MPU3HAKKU AMCNNA3niA B CIU3UCTbIX MaToY-
HbIX Tpybax MOSBAAKTCS 3HAYUTENbHO paHblue, YeM Ha
NMOBEPXHOCTM AMYHMKOB. YacTo naTonorMyecknme M3MeHe-
HUa Oblnn OBHApYXXeHbl B WHKI/K3MOHHbIX KMcTax [43].
B nutepatype onyb6nmMKoBaHbl AaHHbIE, KOTOPbIE CBUAETENb-
CTBYOT O TOM, YTO WHTPa3NUTENMaNbHble KApPLMUHOMbI
MaTOYHbIX Tpybax Obiin 06HapyxeHbl y 35-70% 60bHbIX
«HEeCeMenHbIM PaKOM  SUYHWMKOB» W MNEPUTOHEANbHOM
HU3KoAMDhEepPeHUNPOBAHHOM CEPO3HOMN KapunHoMown [43].
JKCnepTbl BbICKA3bIBAOT MPELMNONOXeHWE, YTO MMEHHO



PucyHok 2. Tuctonornyeckoe MccnefoBaHne onyxonu B MOMIOYHOM xenese
a) n1e4ebHbIl namomopgo3. Pubpos, eOUHUYHbIE CMPYKMYypbl paka in situ u auMgoudHas uHpunsmpayus (femamokcunux, x5); b) neyebHoili namomop-
¢03. Qubpo3s u omnoxeHue coneli kanvyus (femamokcunuk, x5); ¢) neuebHbili namomopo3. Pubpo3, eduHUYHbIE AUCMPODUYHBIE 0NYX0/Ee8ble KTemKU
(femamoxkcunuH, x10); d) neyebHbIli namomopgo3. Pubpo3 ¢ uanuHozom (leMmamokcunuH, x5)

Figure 2.Histological examination of a mammary gland tumour
a) therapeutic pathomorphosis. Fibrosis, single structures of tumour in situ and lymphoid infiltration (Hematoxylin, x5); b) therapeutic pathomorphosis.
Therapeutic pathomorphosis. Fibrosis and calcification (Hematoxylin, x5); ¢) therapeutic pathomorphosis. Fibrosis, single dystrophic tumour cells
(Hematoxylin, x10), d) therapeutic pathomorphosis. Hyaline fibrosis (Hematoxylin, x5)
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PucyHok 3. Tctonornyeckoe uccnenosaHue. Matounas tpyba. Pax in situ
a) lemamokcunun, x5; b) lemamoxcunux, x20

Figure 3. Histological examination. Uterine tube. Tumour in situ
a) Hematoxylin, x5, b) Hematoxylin, *20
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MHTPa3nNUTeNnuanbHble KapumHOMbl (GUMOPUANbHLIX OTAe-
NIOB MaTOYHbIX Tpy® MOryT 6bITb €AMHCTBEHHBIM UCTOYHM-
KOM Hu3KoaMddepeHLMPOBaHHbIX OMyXOaen Kak y naum-
E€HTOK — HoCuTenbHuL, MyTaumnin reHoB BRCA1/2, Tak n y nu,
6e3 reHeTMYecKon NpeapacnonoXeHHocTH [44].

Takum 06pasoMm, y NauMeHTKM 0Ka3ancs nepBUYHO-MHO-
)ecTBeHHbIM BRCAL-accouMMpPOBAHHbLIA CUHXPOHHbLIA pak
MOJIOYHbIX XeNe3 1 MEeTaXPOHHbIN pak MaTOYHOM TpyObl.

Nocne BbINOAHEHWS NANAPOCKONUYECKoWn BunatepanbHOM
AAHEKCIKTOMUKM M 3KCTMPNALMM MaTkM C OMEHTIKTOMMUEW
naumeHTke Oblna OTMEHeHa NeKapCTBEHHas Cymnpeccus
SAMYHWKOB ANS NEYEHWUS NOMMUHANBHOIO MOATMNA paka MOoY-
HbIX xenes. lNauneHTKka NpPOAOIXKAET MoAyYaTb SHAOKPUMHO-
Tepanuio 3kcemectaHoM. Cpeay HeXenaTtesnbHbIX SBNEHWNA
OTMEYeHbl NPUMBDI.

OuHaMunueckoe HabMogeHWe 3a [OaHHOW MaLMeHTKOM
npoponxkaercs. B cooTBETCTBMM C peKOMeHAALMAMM BbINOS-
HAeTcs KOHTponbHoe obcnenoBanne (MPT Msarkmx TKaHew
nepefHen rpyaHOWM CTEHKW, PerMOHapHbIX 30H, cneunduy-
HbIX A5 paka MOMIOYHOM xene3bl, Y3 opraHoB GptoWHOM
MONIOCTU M Manoro Tasa, peHTreHorpadus OpraHoB rpyaHOW
knetkn n oueHka CA-125). B mae 2020 r. npu3Hakos npo-
rpeccrpoBaHus 3aboneBaHuUs He BbisiBNeHO. PekoMeHL0BaHO
NPOAOMKEHNE IHOOKPUHOTEPANUM IKCEMECTAHOM 0 5 neT.
MNepuopa HabnoneHns coctaBun 6onee 4 netT ¢ MOMeHTa AMa-
rHoctpoBaHus BRCAL-accounmpoBaHHOro paka. lNauuneHTka
npoponxaet pabotaTtb, BeAET NPMBbIYHbIA 006pa3 XM3HM C
XOPOLWWMM Ka4yeCTBOM M BOCMUTBLIBAET ABYX 340POBbIX Mallb-
ymkos 9 u 5 net.

3AKNIOYEHME

PUCK pa3BuTMS paka MOTIOYHOM Xene3bl U paka SUYHUKOB Y
XeHLWMH ¢ MyTaumert reHoB BRCA1/BRCA2 3HauvMMo npeBbi-
LIaeT TakoBOM B 0bLwer nonyngumn. Y 6onee Monoapix HOCK-
TenbHuL, MyTaumm reHoB BRCAL/BRCA2 yacTo BbISIBASHOT COYe-
TaHWe paka OfHOM Unn 06enx MONOYHBIX XKeNe3 1 paka auYHuU-
KOB. 3@ MocieaHMe Heckonbko neT Obl1o NpoBeLeHO MHOTo
MCCNEen0BaHMI OTHOCUTENBHO MPEUMYLLECTB Pa3/IMYHbIX Bapu-
QHTOB CKPWHWHIA U NPODUNAKTUKM ONS HOCUTENER MyTauuu

reHos BRCA1/BRCA2. 3bdeKkTMBHOCTb NpodUNaKTMyeckorn aBy-
CTOPOHHEN aAHEeKCIKTOMUM U [ABYCTOPOHHEN MACT3IKTOMUU Y
YEHLLMH C BbISiBNEHHbIMM MyTaumamm BRCA xopollo onmcaHa.

Hocutenn mytaumm BRCAL/2 ¢ yxke AMarHoCTMpoBaHHbIM
pakoM MOJIOYHOW >Kenesbl UM PakoM SMYHMKOB Bbi3bIBAOT
cepbe3Hyt 03a604eHHOCTb B OTHOLWEHWMU PA3BUTUS BTOPOW
OMyX0NK Yy 3TUX NauMeHToK. Kak nokasblBatoT MCCIeL0oBaAHUS,
PUCK COXPAHSETCS B TEYEHME BCEN XKMU3HU U MOXET OCTaBaTb-
€S BbICOKMM AaXe B NOXWMIOM BO3pacTe.

PekoMeHAaUMM OTHOCUTENBHO AMHAMMYeCcKoro Habnwone-
HWS 3@ TaKoM rpynnow NaumMeHTOK NPaKTUYEeCKM OTCYTCTBYIOT.

[pencTaBneHHbIN KNMHUYECKUIA CyYan CBMAETENbCTBYET
0 TOM, YTO Mpu pa3paboTke cTpaTernu M TepaneBTUYECKOro
nogxofa Ang Hocutenen mytaumm BRCA1/2 Heobxogumo
YYUTbIBaTb BO3MOXHOCTb BOSHMKHOBEHUS CUHXPOHHOTO M/MNK
MeTaxXPOHHOro paka.

Kpome TOro, KIMHUYECKWIA Cy4an nokasan, yYTto Aaxe
npv HKU3KoM ctagmm PMX n 6onee 6naronpusatHoM deHoTH-
ne (NoMuMHanbHbIM A/B) BbiNnoAHEHWE MNPOdUAAKTUYECKOM
[BYCTOPOHHENM a[IHEKCIKTOMMUM MOXET ObITb OMpaBaaHHO.

Mpodunaktnyeckas aLHEKCIKTOMUS MpU MyTaumsax B
reHax BRCA1/2 WwupoKo MpUMeEHSeTCs B MUPe, MOCKO/bKY
CHWXAeT PUCK PasBMTMA paka SMYHMKOB, dannonueBow
Tpy6bl U paka HptowmHbl Ha 85-90%. MiccnenoBaHms ykasbi-
BAOT Ha CYL,ECTBEHHOE CHWXEHME pUCKa CMepTW Mpu npo-
BeLEHUN NpOdUNAKTUYECKON [OBYCTOPOHHEN aOHEKCIKTO-
MUK SKEHLLMHAM, Y KOTOPbIX B aHaMHe3e pak MOJI0YHOM
xenesbl (oTHoweHume puckos [OP], 0,31 [95% Cl, 0,24-0,39]).
Mpu 3ToM Haubonee 3HauMMble pe3ynbTaTbl HAbMLANMUCH
cpeon xeHwmuH c mytaumen BRCAL (OP, 0,21 [95% [N,
0,12-0,37]) [45].

Benywme 3apybexHble 3KCnepTbl pEKOMEHIYHT 06CyX-
[aTb C NALMEHTKON BO3MOXHOCTb BbINOIHEHWS aAHEKCIKTO-
MUKW BCKOpe nocne auarHoctupoBaHust BRCA-accoummpo-
BAHHOrO paka MOMOYHOM xene3bl. OHM Take pekoMeHAyoT
NpOBOAMTb ONEepaLMio B NEPBbIN rOf, eYeHns, 4Tobbl yBenu-
YUTb NONb3Y.
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