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MeauumHCKMe acneKTbl BeAeHMUS SKEHLMH
c HocutenbcTeoM MyTaumm BRCA

Mo oueHoYHbIM AaHHbIM, B 2015 . B MMpe anarHos
PMH BnepBble 6bin1 ycTaHoBAEH Y 1,6 MITH HeHLLWH B
CLUA (American Cancer Society. Cancer Facts & Figures
2015). MpuMeyatenbHo, YTo Honee yem 86 000 naum-
EHTOK C BrepBble BbiABAEHHBIM PMH — rKeHLLMHbI B
Bo3pacTe [0 45 neT. B 60nbLUMHCTBE CrlyqaeB BO3HMK-
HoBeHVe PMMK cynTaeTcA pe3ynbTaToM «HeBE3eHMA,
T. €. BO3HWMKHOBEHWA Cly4alHbIX MyTauuMi B Xo4e
pennukaummn JHK HopManbHOM CTBOMOBOWM KNETKU
(Tomasetti et al., 2015), B To BpeMA KaK «MCTUHHbIE»
HacneACTBEHHbIe MyTaLMW ABMAIOTCA NPUYMHON BO3-
HUKHoBeHMA PMHK B 5-10% cnyyaes. TakuM obpasom,
ymcno cnydaeB PMHK, cBA3aHHbIX C HacneacTBEH-
HbIMM MyTaLMAMM, MOMET Ka3aTbCA MasbiM, 0OHAKO
WX KNMHUYECKoe 3HadeHre BennKo. OHKonornyeckme
3a60/1eBaHWA Y NaLMEHTOB C HACNIeACTBEHHLIMU CUH-
[IPOMaMU, KaK NpaBuio, BO3HWKaIOT B bonee MonoLoM
BO3pacTe, 1 60/bLUMHCTBO HACeACTBEHHbIX CMHAPO-
MOB acCoLMMpOBaHbl C PUCKOM Bornee YeM 0HOro
BMOda para (American Cancer Society. Family Cancer
Syndromes, 2016).

MpuMepHo 20% naumeHTOK C HacleACTBEHHbIM
PMH 1/unun pakoM ANYHWKOB ABNAIOTCA HOCK-
TeNnAMU NaToreHHon MyTauun B 0QHOM U3 reHoB
npeapacnonoKeHHOCTH, M3BeCTHbIX Kak BRCAT u
BRCA2 (American Cancer Society. Family Cancer
Syndromes., 2016; Couch et al., 2014). MyTauum B
reHax BRCA1/2 HacnepyioTcA No ayTOCOMHO-[,0MU-
HaHTHOMY TuMy. B ceMbAX ¢ HOCUTeNLCTBOM MyTaLmK
06bIYHO MPUCYTCTBYIOT HECKOMBKO HeHLLMH ¢ PMMK
1, BO3MOXKHO, C PAKOM ANYHMKOB, a TaKHe MyHYNH
¢ PMX 1 pakoM npeacTatenbHoM Henesbl. Takke
3TW MyTaLMW NpegpacnonaraloT K pasBuTUIo ApYrmx
OHKOMOrMYecKMx 3aboneBaHUi: paka dannonmnesoin
Tpy6bl, MEPBUYHOM MepUTOHEaNIbHOM KapLMHOMbI,
paKa 3HOOMeTpUA, paKa NoOMHeNyA04HOM Henesbl,
paKka TONCTOM KULLKKW WU onyxonen Apyrux JIoKa-
Nn3aumin. XoTA cyLLecTByeT MHOMECTBO BOMPOCOB
0 fleveHnn naumeHTok ¢ PMH 1 ¢ HocuTenscTBOM
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myTaumm BRCA, cnefyeT oToenbHO paccMoTpeTb
BefieHMe NaLMEHTOK C HOCUTENBCTBOM MyTaLmK, Y
KOTOPBIX He bbin AnarHocTMpoBaH PMMK.

[na Hocutenen mytaumm BRCAT KymynAaTuBHbIE
puckn pa3suTnAa PMMHK k BospacTy 70 neT BapbupytoT
oT 40% fo 85%, a puckM paka AnvHuKoB — oT 10% ao
59%. Ona Hocutenen myTaumm BRCA2 KyMynATUBHBIN
pucK passutna PMHK konebnetca ot 45% no 57%,
a pucku passuTua PA BapbupyioT oT 11% o 18%
(Antoniou et al., 2003; Chen et al., 2007; Mavaddat
et al., 2013). B cBA3u ¢ gaHHbIMK puckamm National
Comprehensive Cancer Network (NCCN) pa3spa-
60Tana peKoMeH4aLum No CHUHEHWIO PUCKOB ANA
YKEHLLWH ¢ HocuTenbcTBoM MyTaumii BRCA (National
Comprehensive Cancer Network Clinical Practice
Guidelines in Oncology, 2015). 3T pekoMeHAaUMUM
BK/IOYaIOT NpoBeeHWe caMoobcejoBaHWA HauMHanA
c Bo3pacTa 18 ner, ererogHoe obcnefoBanue unm
obcnenoBaHve 1 pa3 B 2 rofa Ha4MHanA ¢ Bo3pacTa
25 net. CKpyHWHT Npy nomolm MPT nHmummnpyeTcA ¢
Bo3pacTa 25 neT. LlenecoobpasHocTb 6osee paHHero
Hayana obcnefoBaHuA Npu nomol MPT gomkHa
6bITb PACCMOTPEHA MPU HANUYUKN YNIEHOB CEMBY,
KOTOPbIM AnarHo3 PMMK 6bin ycTaHoBMeH B BO3-
pacte fo 25 net. ExerogHaa Mammorpadwma n MPT
LO0MHKHbI BoinonHATLCA ¢ 30 neT. Mpodunaktnyeckan
MacT3KTOMWUA [OSIHKHA ObITb NpeanoKeHa BCeEM
NauUMeHTKaM C HOCUTENIbCTBOM MyTaLuMu, T. K. OHa
No3BOSIAET JOOUTLCA CHUHKEHWA PUCKA BO3HUKHOBE-
HWA PMH Ha 90%, ogHaKo 1ccnenoBaHuWs, B KOTOPLIX
661110 6Bl NPOAEMOHCTPUPOBAHO Yy4LLIEHWE MOKa3a-
Tenen obLLel BbIMBAEMOCTU UK BbIXKMBAEMOCTH
no 3abonesaHuio (PMH-cneumdunyecroi BulmBae-
MOCTM), OTCYTCTBYIOT. HanpoTwve, npodunakTuiecKan
6unaTepanbHaA canbnUHrO0BapUIKTOMMA, BbIMON-
HAemaA B Bo3pacTe ¢ 35 o 40 net unu B niobom
BO3pacTe nocne peanusaumm 4eTopogHOro noTeH-
Lpana, accoLmmMpoBaHa Co CHUMHeHVEM pucka PMMK,
a TaKMKe CHUKaeT 06LLyI0 CMEePTHOCTb, CMEPTHOCTb
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0T paKa AnYHMKoB 1 oT PMHK (Domchek et al., 2010).
MpodunakTnyeckan bunatepanbHas canbnuHro-
0BapuaKTOMKA NpuBoAMT K 80% CHUMKEHMIO prCKa
Pa3BUTUA paKka AMYHUKOB, paKa dannonueBbix Tpy6
1 NepBUYHOIr0 MepPUTOHeanbHOro paka. [pegmeToM
MHTepeca 1 13y4eHnA HeaBHO CTafna BO3MOMHOCTb
BbINMOSTHEHWA TONBKO CasbMMHIIKTOMUM, MOCKOSBKY
MOXOMKe, YTO HEeKOTOPbIe Cly4an paKa AMYHMKOB pas-
BMBAIOTCA B AENCTBUTENILHOCTM M3 danionmesbx
Tpy6. OHaKo Nofo6HbIM NOAXOL MOKa He MOXeT
6bITb peann30BaH BHE PaMOK KIIMHUYECKOro MUcChe-
[0BaHWA. MMCTEPIKTOMMA He peKoMeHayeTcA Ha
PYTWUHHOM OCHOBE, T. K. aBCOMIOTHbIE PUCKM Pa3BUTUA
paKa 3HOOMETPUA HU3KW, U NOTeHLUManbHaA Nonb3a
OT MpoLeadypbl He NpeBbILLAeT PUCKOB, acCoLMMPO-
BaHHbIX C XMPYPru4ecKnM BMeLLaTenscTBoM. [nA
MEHLLMH, He rKenaloLmx noaseprartbeA npopunakx-
TWUYECKOW CanbnMHI0-00hOP3IKTOMUM, NpeasiaraloTcA
CKPWHWHI C NMPUMeHeHWeM TpaHCBaruHanbHoro
Y3 opraHoB Manoro Tasa v onpefeneHve ypoBHs
oHKoMapKepa CA-125 1 pa3 B nonroga HavmHaA ¢
Bo3pacta 30 net. OgHaKo cnefyeT OTMETUTb, YTO HeT
[aHHbIX, NOATBEPHAAILLMX 3bOEKTUBHOCTL Nofob-
HOro NoAxoAa.

PekomMeHgaumm NCCN 6binm BblpaboTaHbl Ha 0CHO-
BaHWW Hambonee TOYHbIX [OKa3aTeslbHbIX AaHHbIX,
MMEIOLLIMXCA Ha CeroAHALLHMIA feHb. OgHaKo, ocy-
LLlecTBNAA BedeHWe NaLMeHTOK C HOCUTEeIbCTBOM
natoreHHblx mMytaumii BRCA, ocHoBHOI cno-
HOCTbIO ABMIAETCA TO, YTO BPay MbITaeTcA NOMoYb
KOHKPETHOM MauMeHTKe Ha OCHOBaHUWM OaHHbIX,
OCHOBaHHbIX Ha U3y4eHnW NonynAuui NaumeHToB.
KaK 1 npu 60MbLUMHCTBE ayTOCOMHO-LOMUHAHTHBIX
MyTaLMI, NeHeTpaHTHOCTb MyTaumn reHa BRCA He
100%. BepoATHOCTb BO3HWUKHOBEHWA 3ab0f1eBaHnA y
HoCcUTenen AeNCTBUTENIbHO BbICOKA, OAHAKO Heb3A
cbpacklBaTh CO CHETOB YLLIEP6 340POBbI0, HAHOCUMBIN
npoLefypamun HabnaeHua n/unv npodunaxktuye-
CKMMUK MeponpuATuAMUK. Bonee Toro, peanvsauma
NPEBEHTUBHbBIX CTPATErMiA He NPUBOAMUT K MOSTHOMY
yCTpaHeHWio pucka pas3BuTyA paka. MpuHATKe peLue-
HUI 0 peanu3auny NpodUNaKTUHECKUX METOAMK
MOXET OKa3blBaTb BAOXHOBMAKLLEe BO3AeNCTBYE,
KaKk Hanucana B cTaTbe B ypHane The New York
Times AngrenuHa Owonn (Jolie A., 2016). Tem He
MeHee 3TU peLLIeHMA MoryT UMeTb 06paTHoe [eliCTBMe,
0C06eHHO Korfa peyb MAET 0 TOM, YTO «HenpaBWIbHOe

peLLeHre» MOXKET OKa3aTb ApaMaTn4ecKoe BAMAHNE
Ha BCIO OaNTbHEMLLIYIO HU3HD.

K corkanenuio, 3HaHWA o HocuTenbcTee MyTaumm BRCA
1 Hann4me perkoMeHdaumii NCCN He NpuvBOAAT K TOMY,
YTO MHAWBML GYAET NNaHMPOBATL CBOI HI3Hb B COOT-
BETCTBUM C 3TVMUW peKoMeHAaumAMK. B «mpeansHoMm
MUpe» KarAaA HeHLLMHA C HOCUTebCTBOM MyTaLmm
BRCA ponHa bbina 6bl peannsoBath CBOM AeTopos-
HbIM NoTeHUMan K Bo3pacty 35 net. [dencTButensHo,
6onee paHHWUIM BO3PacT AETOPOKAEHUA U FPyaHOe
BCKapMIVBaHMe OKa3bIBalOT NMPOTEKTMBHOE AelCTBMe
B OTHOLUeHWn pa3suTtuA PMHK 1 paka AnyHukos. B
«eanbHOM MUpe» TaKe He [OMHHbI Obln Obl CyLLie-
CTBOBaTb MOCNEACTBUA OT BEINOHEHNA MaCT3KTOMUM U
paHHel MHOYLMPOBaHHOM MeHonay3bl. OaHaKo pears-
HaA CUTyaLMA 4717 MHOTMX CUIIbHO OT/IMYAETCA OT 3TUX
M3MBILLNEHWI. B cTpaHax ¢ BEICOKMM YPOBHEM HU3HU
CpeaHui BO3pacT NepBOro AeTOPOKAEHMA NOAHU-
MaetcaA [Finer et al,, 2014], n MHOTMe YeHLWWHbI He
33BoAAT ceMbio A0 35 neT. Xvpypruyeckoe neveHne u
WHYLMPOBaHHAA MeHoMay3a BbI3bIBalOT OC/OHHEHWA,
CrocobHbIe CyLLLECTBEHHO HapYLLIMTL KAYECTBO HU3HW.
B peTpocnekT1BHOM 1ccneoBaHWM, NpoBeAEeHHOM
B KanudopHuu, 6einn n3ydensl 305 naumeHToK ¢
HocuTenbctBoM MyTaumm BRCA B nepuog ¢ 1995
no 2012 r. VccneposaHve NpogeMOHCTPMPOBAno,
4YTO peanunsaumna BapuaHToB, NpeanaraeMblx PeKo-
MeHgaumAamMm NCCN nA HeHLMH C HOCUTeNbCTBOM
MyTaumu, B pALe cryvaeB HeBO3MOMHa. CpedHui
nepuwon HabnoaeHVA B UCCeoBaHUU COCTaBWI
41 mec. CpedHuin nepuod OT BbIABNEHWA MyTa-
uMu 0o npoBeAeHWA MNMpPodMNaKTUYECKOoro
XMPYpryeckoro BMeLLaTensCcTBa coctaBus 6 Mec. 74%
NaLUWEHTOK COrNacuMch NPOMTU NPOGUNAKTUHECKYIO
CarbIMMHIO-00OP3KTOMMIO, 44% — MpodUNaKTUYECKYIO
MacTakToMmio. Cpein NaLmMeHTOK, BelbpaBLLMX Habio-
[leHue, NPUBEPHKEHHOCTL Y4acTUIo B UCCNeoBaHuM B
nepBbI rof coctaBnAna 45%, Ho cHukanack go 10%
Yepes 3romda un fo 2% yepes 5 net [Garcia et al., 2014].
PelueHna o npoBefeHMN NpodmnaKkTU4ecKmx one-
paLmii OCNOHAIOTCA 6ECMOKOMCTBOM O BHELLHOCTMY,
CeKCyanbHOCTW, BO3MOMHOCTU peanu3aummn penpo-
OYKTUBHBIX GYHKLMIM 1 OTHOLLEHWIA. PeTpocneKTBHoe
ncenenoBaHue, npoeeaeHHoe Stukey et al. (2010), npo-
[AEMOHCTPM1POBAIO, YTO 3TV PELLIEHNA Cpeam HocuTenel
MyTaLWM NMPUHUMAIOTCA He TOMbKO Ha OCHOBaHWMM [laH-
HbIX O PUCKaX paKa, BOMPeKM ounaaHmaM. [eraHocTa
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HKEHLLIMHaM, ABNABLUMMCA HocuTenAamn myTaummn BRCA,
66110 NPefNoKeHo NpoBeaeHNe NPOGUNAKTUHECKOT O
XMpYpruyecKkoro BMelLLaTenscTea. 51% naumeHToK
COrNacuANCb NOABEPIHYTLCA XMPYPrMYeCKOMyY BMe-
wartenscTay. Y 85% 6bina npoefeHa bunatepasnsHas
CanbnUHro-00GopaKToMUA, y 28% — MacTIKTOMUA.
HKeHLmHbI, BEIbpaBLLME NPOdUNAKTUHECKYIO XMPYP-
ruio, Yallle BCero MMenu Aeteit, COCTOANN B 6pake,
nMenn paboty 1 PMHK B aHaMHe3e. 3T0 yKasbiBaeT
Ha TO, YTO Te NaLMEHTKM, KOTOpble He COrNacNCh Ha
npodunaKTUiecKkylo onepauuio, bornblLe 3anHTepeco-
BaHbl B peanu3aLmmn penpoayKTUBHBIX BO3MOKHOCTEN
B 6yayuwieM. Hocutenu mytaumm BRCA2 vallle, yem
HocuTtenu Mytaumm BRCAT, 6binm 3amMHTEpecoBaHbl
B XMPYPry4eckoM neveHunu. Mpu 3ToM ecnv NpuHATL
npefoTBpaLLeHVe pa3BUTVA Paka Kak eANHCTBEHHbIN
GaKTop NP NPUHATUM peLleHnA o NpodunaKTUYe-
CKOM le4eHUM, TO UMeHHO HocuTenm MyTauun BRCAT
LLONHHb! 6b17M Bbl B MEpBYI0 04epeb COrmnaLlaTbeA Ha
BMeLLIaTeNbLCTBO.

Hoskins et al. (2008) onucanu 11 cny4aeB He3aMy<HMX
HKEHLLMH B Bo3pacTe oT 26 o 35 f1eT ¢ HoCUTENb-
ctBoM MyTaumm BRCA. 3T seHLWMHBI UcnbiTbiBanm
TPYOHOCTY, CBA3aHHbIE C BOCMPUATMEM COBCTBEHHOM
YKENaHHOCTW, U leMOHCTPUPOBan 0becrioKoeHHOCTb
BO3MOMHOM pearLumein napTHepa Ha MHGopMaLmio 0
HocuTenbCTBe MyTauun. Ellle ogHo nccnepoBaHue,
npoBefeHHoe B VIHTepHeTe C y4acTUeM 44 rKeHLMH
¢ HocuTenbcTBoM MyTaummn BRCA, Brmtoumnno 13 Hesa-
MYHKHUX HEHLLIWH. Bce oHKM NpoABnAnm 6ecrnoKoicTso
OTHOCWTESBHO TOrO, KaK M Koraa criefyeT packpelBaTb
MHPOPMALWMIO O HOCUTENECTBE MyTaLMW GyAyLLM Nap-
THepaM. BoNbLUMHCTBO U3 HWX BbIparanu wenaHue
nocropee ob63aBecTuck NoToMcTBoM [Hamilton et al.,
2012].

[Mpv y4eTe AaHHBIX O CyLLIECTBEHHOW TpeBOre HOCK-
Tenen mytaumm BRCA, cBA3aHHOM C BAUAHMEM
HOCUTeNbCTBA MEHETUYECKOM aHOManMu Ha 1x B3a-
MMOOTHOLLEHWA C MYMUMHAMK, CliefyeT 0TMETUTD,
4YTO MMeeTCA OYeHb Mano AaHHbIX, KacawLmxca
OTHOLLIEHWA MYHUMH K GaKTy HOCUTENLCTBA MyTaLmm
WX napTHepLUamu. HegaeHo npoBefeHo nccnedosa-
HWe peaKuum 25 MyX4MH B OTBET Ha MHdOPMALIMIO O
HOCUTENBCTBE MyTaLMK HEHLLMHOM B 1X Nape [Mauer
et al., 2015]: 20 13 HWX BbINM HeHaTbl UM 0BpyYeHbI
Ha MOMeHT npoBefdeHnA uccnegosarua, a 19 cocto-
ANM B OTHOLLIEHWAX 6onee 5 neT. [1eBATb y4acTHUKOB
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COOBLLMAN 0 MOCNeAO0BABLUMX U3MEHEHWAX B UHTUM-
HbIX OTHOLLUEHMAX, a ABoe — 06 U3MEHEHUAX B UX
cTeneHu BreyeHus. Moyt Bce y4acTHUKM nccneno-
BaHWA OTMETUNN U3MEHEHWNA HA KOMMYHUKATUBHOM
YPOBHE, U3MeHeHWe TeMaTUKM 06LLeHNA 1 Gosbluee
KONMYeCTBO Pa3roBopoB o byayLLieM. MpumedaTersHo,
YTO M3 14 MyXKUMH, Ybl MAPTHEPLLM He NoaBepranmch
NPOdUNAKTUHYECKOM MaCTIKTOMUM, 5 yKa3anu Ha CHU-
YKEeHMe YpOBHA BIeYEHUs B OTHOLLEHWW NapTHepLUM,
au3 11 MyM4MH, Ybi NapTHepLUM NoABEprINCh Npo-
dUNaKTUYECKON MACTIKTOMMUK, BCE yKasanwu, 4To
MCMbITLIBAIOT TY e CTemneHb BeyeHud, 4To U Ao
XMpypruyeckoro BMeLlaTenbcTea. 0gHako pesynb-
TaTbl JAHHOMO MCCIeJOBaHWA CIIOMHO PACMPOCTPaHATb
Ha 06LLyi0 MonynAUMIO, T. K. HA MOMEHT NMPoBeAeHWA
MCCreoBaHWA BCE 3TU MyyKUMHbBI COCTOANN B [IUTESb-
HbIX OTHOLLIEHWAX CO CBOMMM MapTHepPLLaMM.

B LenoM BO3MOMHOCTM B penpoayKTUBHON chepe
CYyLLLeCTBEHHO BbIPOC/M 3a NOCNeHNe HECKObKO
JIeT, 1 3TO TaKMKe MOYKET OKa3bIBaThb BIMAHME HA HOCK-
Tenein mytaumm BRCA. [1nA *eHLWMH, He roToBbIX B
HaCTOALLMIA MOMEHT CTaTb MaTepsAMM, CyLLecTByeT
BO3MOMHOCTb KPMOKOHCEPBALMM O0LMUTOB UM
3MOPUOHOB C WX NOCNedyloLLMM UCMOMNb30BaHNEM B
peanunsaumm npoeayp IK0. Cama TexHonorna Kpmo-
npesepBauum ctana goctynHa ¢ 1980-x rr., ogHaKo
3a nocnefHWe HeCKOSIBbKO NeT C Pa3BUTHEM TEXHOMO-
rMKM yOanock 4oOUTLCA 3HAYUTENBHOIO YyYdLLEeHWUsA
pe3ynbTaToB. [nA nap ¢ ycTaHOBMEHHbIM OMarHo-
30M «becnnogme» 1 BO3PACTOM HeHLLMHLI MeHee 35
NeT YacToTa HacTynneHnA 6epeMeHHOCTY B pe3y ib-
TaTe nepBoro e umkna IK0 gocturaet 50% (SART
CORS. Clinic Summary Report, 2013). dnAa nap ¢
HEM3BECTHLIM YPOBHEM GEpPTUIBHOCTU U HeflaHneM
OCYLLIeCTBUTb KPMOKOHCEPBALMIO LMdP, KOHEYHO,
HeT, HO MPeAnosIoOHMUTENBHO CTeMNeHb yCcreLlHo-
CTW LOJIHKHa ObITb TAKOW e, ecnn He Bblle. [nA
YKEHLLMH, He MMeloLLIMX MapTHepa, He HenaoLimx
nosb30BaTbCA AOHOPCTBOM CMepMbl, U ONA HeH-
LLIMH, *enaloLLmMX COXPaHUTL MOJIHYI0 aBTOHOMHOCTb
B peanunsaumnm CBoero pernpoayKTMBHOIO NoTeHLM-
ana, cyLLecTByeT BO3MOXHOCTb KPUOKOHCEpPBaLmM
00UMTOB. MICTOpPMYECKM KPUOKOHCEPBAaLIMA 00LMTOB
ABNANack 6onee CroKHoOM NpoLeaypoit. U xoTaA 3amo-
PO3Ka IMOPMOHOB 0CTaeTCA «30510TbIM CTaHOAPTOM»,
B CKOPOM BpPeMEeHWN KpUOKOHCEPBaLMA OOLMTOB Mo
4acToTe YCMeLwHOCTU NPUBIN3UTCA K NoKasaTtenaMm



//PeKomMeHdayuu ons apayeli no 8edeHul0 NaYUEHMOB C PAKOM MOI0YHOU Jcenessl

KpWoKoHcepBaLmm amMbpuroHoBs (SART CORS. Clinic
Summary Report, 2013).

X0TA KPUOKOHCEepBaLWA 00LMTOB W SMOPMOHOB AaeT
MHOr e BO3MOMHOCTY, KO ABNAETCA AOPOrOCTOALLEN,
CMOXKHOWM W 3aHUMaloLLen ANuUTeNnbHOe BPeMA Tex-
Honorvei. Peannsauma npouenypbl NogpasyMeBaeT
PUCKK, TaKMe Kak: GopMMpoBaHKe reMopparyecKmx
KWUCT, MePeKPYT ANYHWKA, CUHOPOM FMAepCcTUMynA-
LMW ANYHUKOB, TPOMO03, MHEKLIM, HerKenaTesbHble
peaKLM1 Ha NpenapaTbl Y PUCKW, CBA3aHHbIE C XMPYp-
MMYECKVM BMeLLIaTENbCTBOM Mpu 3abope ooumTos. 1o
3TUM NPUYMHaM METOAMKA He Bcerga A0CTynHa v He
Bcerga npvmernma. B Lienom 3K0 He accoummpoBaHo ¢
noBbILLEHMEM pUCKa pa3BuTUA PMHK 1 paka AnYHMKOB
[Rizzuto et al,, 2013; Sergentanis et al,, 2014; Gennari et
al,, 2015; Kessous et al., 2015] Kak B 06LLei nonynsA-
UMK, TaKk 1 cpeam HocuTenel Mytaummn BRCA [Gronwald
etal, 2015; Perri et al,, 2015]. [laHHble no obLuelt norny-
NALMM 4OCTaTOuHO YoeauTenbHbl, T. K. npouemypsl BPT
OOCTYMHbI Y¥Ke Ha MPOTAKEHUN ONIUTENBHOO BPeMeHU,
1 3KO noaBeprnock yre o4eHb H0bLLIOE KONMMYECTBO
nogen. Ana Hocutenen e mytaumin BRCA gaHHble
He CTOMb 06bEMHbI 1 BbIBOALI HE CTOMb OMNpefeneHHb.
OZHWM 13 Hanbosee CroMHbIX BOMPOCOB, C KOTO-
PbIMW BCTPEYAIOTCA HEHLLMHBI — HOCUTEIN MyTaLmm
BRCA, ABnAeTcA BO3MOMHOCTb yAaneH1a MyTaLmm y
6yayLLmMX NOTOMKOB. [peanuMnNaHTaLUmoHHanA reHe-
Tnyeckana guarHoctuka (PGD) — npouenypa, npu
KOTOPOW OTAENbHbIE KNETKWN 3MBPUOHa yOaNAIoTCA, U
NpPON3BOANTCA aHanM3 Ha HOCUTENLCTBO reHeTUYe-
CKMX 3a60/1€BaHU UM aHOMANWIA, MPUBOAALLMX K
pa3BUTUI0 3a60n1eBaHWA (HanpyMep, MyKOBMCLMAO3,
60ne3Hb ["eHTUHrToHa nnn MyTauma BRCA). PGD pea-
nu3syeTca TonbKo npu IKO. SMOPHOHEI AopaLLMBatoTCA
[0 Bo3pacTa 3-5 gHel, Koraa pa3BMBaeTCcA JOCTaTou-
HOE KOMIMYECTBO KNETOK ANA NpoBefdeHnA 6roncum.
3MO6pPUOHLI 6e3 reHeTU4ecKor aHoManum (MprMepHo
50%) MoryT 6bITb 0TOGPaHbl 4N1A TpaHchepa B MaTKy,
e MOMET NMPOU30MTU UMNaHTaLUMA 1 ByeT Hop-
MaslbHO pPa3BMBaTbCA HepPeMeHHOCTb. IMOPUOHBI C
reHeTUYeCcKor aHoMasmen, KaKk nNpaBuno, He nog-
BepraioTcA TpaHchepy U MoryT 6biTb YHUHTOMEHDI MO
YKEeNaHMo Napbl.

MeToauka PGD fABnAeTcA 06BEKTOM pAaa coLmanbHbIX
W 3TUYecKMX AebaToB. HelaBHee KpynHoe UccneoBa-
HKe NoKasano, yto 70% pecroHaeHTOB NMoaaepHHMBaioT
ncnons3oBaHve PGD ana BbiABNEHUA 3a6051eBaHN,

NpVBOAALLMX K paHHeN NeTanbHOCTU WK Bbi3biBa-
IOLLMX MHBaNMAHOCTL (HanpuMep, MyKOBMCLIMA03).
OpHaKo nuLLb 48% nopaeprHmBany UCMonb3oBaHue
CKPWHWHIa 3MOPUOHOB A/1A BbIABNEHWA 3a601eBaHU,
KOTOpble Pa30BbIOTCA BO B3POCSION HIU3HK (Hanpumep,
pak npu HocuTtenbcTee BRCA, 6one3Hb MeHTUHITOHA)
[Winkelman et al., 2015]. dpyroe nccnegosaHue
oLeHMBano oTHoLleHWe K npoueaypam PGD cpean
HEHLLMH C HOoCUTeNbCTBOM MyTauumn BRCA wn/unm
HacnedCTBEHHbIMY CUHOPOMaMK, aCCOLMMPOBAHHBIMM
C BbICOKMMM prcKaMm paka. W13 52 pecnoHaeHToB 75%
nonaranu, 4yto PGD ABnAeTcA npueMneMsiM Bapm-
aHToM AnA cnydvaes ¢ BRCA-myTaumert [Menon et al,,
2007]. OgHaKo NpyMesdaTensHo, YTO Cpeam TeX PecroH-
[EHTOB, KOTOPbIE YHe COCTOANMCE B CEMEMHOM HI3HMW,
nmwb 37,5% mncnonb3oBanu bl 3Ty BO3MOMHOCTL AJ1A
cebs, a U3 Tex, y Koro eLlle He bbino aeten, nnwb 14%
COOBLLMMN, YTO PACCMOTPAT BO3MOMKHOCTb MpUMe-
HeHwA PGD. 35% pecrioHAeHTOB COOBLLMN, YTO OHM
obecrokoeHbl MpuMeHeHveM PGD, T. K. monaratoT, 4to
BO3MOMHOCTU CKPUHMHIA W MPEeBEeHTUBHbIE CTpaTernm
YIYHLLATCA CO BPEMEHeM.

Bo3MOXHOCTb NMpUMeEHeHWA ANA HocuTenen
MyTaumm BRCA ropmMoHanbHbIX MeTo[0B KOHTpa-
Lenummn uam niobelx Apyrux BUOAOB FOPMOHASBHOIO
NeYeHNA TaKMKe 0CTaeTCA OTKPbITEIM BOMPOCOM.
Kom6uHMpoBaHHble oparnbHble KoHTpauenTuesl (KOK,
cofepraLlpe 3CTPOreH 1 NPOreCTUH UM TOMbKO
NpOrecTWH) ABNAIOTCA Hanboree pacnpocTpaHeH-
HbIM Crloco60oM 06paTUMOI KOHTpaLLenuUmmn Bo BCEM
mupe (United Nations. Population Facts, 2016). OueHb
KPYMHOe KOropTHOe MCCrefoBaHMe MoKasasno, YTo
npuMeHeHne KOK He accoummpoBaHo C NoBbILLe-
HVeM pYCKa paKa, a eHLLWHbI, npuHUMatLme KOK,
MMeIOT CHUMKEeHWEe PUCKA PaKa ANMYHWKOB, paKa 3H4o-
METPUA 1 KofopeKTanbHoro paka [Hannaford et al,,
2007]. Tem He MeHee ncnonb3loBaHne KOK Take
6bI0 CBA3AHO C TEHAEHUMEN K MOBbILLEHWIO PUCKa
PMM, oaHaKo pesynbTaThl HOCAT NPOTMBOPEYMBLIN
xapakTep [Hankinson et al., 1997; Marchbanks et al,,
2002; Vessey et al., 2013; McLaughlin et al., 2007].
JlutepatypHble OaHHble No mncnonb3osaruio KOK
npu HocuTensctee BRCA yKasbiBaloT Ha aHanormy-
Hble nokasatenu [McLaughlin et al.,, 2007; lodice et
al,, 2010]. MoaToMy BbI6OP B MOJb3Y NPUMEHEHNA
KOK poneH 6biTb MHOMBUOYANU3MPOBaHHLIM, Cre-
AyeT nonaraTbCA He TOMbKO W He CTOMbKO Ha CTaTyc
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MyTaumm BRCA, cKonbKo Ha npo4me acrneKTsl 06LLero
310pOBbLA U PENPOAYKTUBHLIE LIENN.

MeHonay3a, BO3HMKaIOLL@A Mocne XMpypruvecKoro
BMeELLIATeNbCTBA, XapaKTepmnsyeTtca 6osee peskuMm
nafeHNeM ypoBHA FOPMOHOB, MPOAYLIMPYEMbIX AWY-
HWKaMW, HEXeNn Npu NocTENeHHOM CHUMKEHUN,
NPOUCXOAALLLEM MPU eCTeCTBEHHONM MeHonay3se. B
[IOMOSIHEHWE K 3TOMY MPU peanu3aummn pekoMenaa-
umit NCCN y HocuTenen myTaumm BRCA 1 BeInosiHeHUM
NPOdUNaKTUHECKOM CanbMMHMO-00(OP3KTOMUN MEHO-
naysa HacTynaeT CYL|eCTBEHHO paHblle, YeM B
€CTECTBEHHbIX YCNOBUAX. [103TOMY CUMMTOMbI MEHO-
nay3sbl, 3QPeKTbl FOPMOHANbHBLIX U3MEHEHWUI U 1X
neyveHre [OMHKHbl 06CYHAaTLCA C HeHLLUMHaMK [0
NPOBEeLEHNA XMPYPriMyecKoro neveHuna. MeHonaysa
accouMmMpoBaHa C NpUAMBaMK, HapyLLeHUAMKU CHa
N U3MEHEHUAMW HACTPOeHMA. HeHLLMHbI 4acTo
OTMEYaloT CHUMHKEHWE NMMOMAO W YLOBNETBOPEHWA OT
MOJI0BOr0 KOHTAKTa, NMPOoABEHNe BarMHabHOM Cyxo-
CTW, 3aTPyAHAIOLLeN peanu3aLmio NoaoBoro aKta.
PaHHAA MeHoMay3a TaKe ApamMaTU4eckn BINAET Ha
COCTOAHME KOCTHOM 1 CepAeYHO-COCYAMNCTON CUCTEMBI
[Mercuro et al., 2004; Lobo et al,, 2007].

CylwiectByeT pAn MeAWMKAMEHTO3HbIX U anbTep-
HaTWMBHbIX NeYyebHbIX METOAMK, HanpaBneHHbIX
Ha obneryenue 3gpexToB MeHonay3sl. Hanbonee
3ddEeKTMBHEIM NMOAXOA0M ABMAETCA UCMOMb30BaHMe
3amecTuTesnbHoi ropMoHoTepanuu (3IT) ¢ npume-
HeHveM acTporeHa. Micnonb3oBaHue 31T y HeHLMH
¢ HocuTenbcTBOM MyTaumm BRCA aBnAetcAa npoTu-
BOpeYMBLIM MOMEHTOM. Ha CerofHALHWIA AeHb B
60NbLUMHCTBE UCCNe0BaHWIA He BbINo NPOAEMOH-
CTPVPOBaHO MoBbILLeHVe pucka PMMK y naumeHToK
nocne NPoPUNaKTUHECKO CanbMHIO-00GOPIKTOMUM
npwv npuMeHeHnn umm 3T [Madalinska et al., 2005;
Kotsopoulos et al., 2016]. HeHLLMHbI, NprMeHALLne
3IT, oTMevaloT CHUeHWe AMcKoMdopTa Npu noso-
BOM aKTe U1 B LIefIoM 6011ee BbICOKOE Ka4YeCTBO HU3HU,
YyeM Te, KTo He ucnonbayeT 31T [Johansen et al.,
2016]. OgHaKo B CBA3M C OTCYTCTBMEM AONTOCPOYHBIX
PaHOOMM3MPOBaHHbIX MCCeoBaHUIA, OTCYTCTBUEM
paHOoOMM3aLMKU U pasnuynin B NpUMeHABLLEMCA
NeYeHUn No-NPEeHEMY CITIOKHO KOHCY/IbTUPOBATb
naumeHToK no Bonpocy o npumererun 3 T. Kawaan
YKEHLLIMHA C COXpaHeHHOM MaTKoW [oMHa BbITb Npo-
MHbOPMMPOBaHa 0 HEOHXOAMMOCTM UCMOb30BaHWA
NporecTMHa AnA 3aLLUMTLl S3HOOMETPMA. Ha 0cCHOBaHMM
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paHee Mosy4YeHHbIX daHHbIX 3TO MOXKET MoBbILLAaTh
puck PMMK [Chlebowski et al., 2003; Chlebowski et
al,, 2013], Ho KaK 3To BANAET Ha HOCUTENEeN MyTaLMK
BRCA, HenzBecTHo.

B HepaBHO onybMKOBaHHOM CTaTbe 0 CBOEM CTaTyce
HocuTenbcTBa MyTauum BRCA 1 NpuHATLIX MeanumH-
CKUX peLUeHnax AHamwenvHa [Jonm nueT: «HmsHb
CTaBWT Hac nepen Maccom CIIOMHbIX CUTYaLMM, HO Mbl
He [OMHKHbI 6OATLCA TEX U3 HUX, KOTOPbIE MOXKEM KOH-
TponuposaTtk» [Jolie A., 2016]. B 3Toin ctatbe drkonm
MHOMO FOBOPUT O CBOEI CeMbe, CBOEM MapTHepe U
CBOMIX JETAX, MOBANABLLMX HA MPUHATME elo peLLeHNiA.
0 npouegype PGD oHa HW4ero He ynmoMWHaEeT, No3-
TOMY Mbl HE MOMEM 3HaTb €€ OTHOLLIEHWE K AaHHOMY
Bonpocy. Kpome Toro, Hago MMeTh B BUAY, YTo [onu
MMeeT LUMPOKMIA [OCTYM KO BCEM BO3MOMHBIM Meu-
LIMHCKIM MNpoLieslypam 1 BO3MOHOCTb MOSHOLEHHOr 0
Bblbopa neyebHbIX ModansHocTel. [nA MHormx
YKEHLLUMH HU3HeHHble 06CTOATENbCTBA 3aTPYAHAIOT
MPUHATME TaKMX peLLeHuit. [NpuHATUE peLLeHns MoKeT
[aBaTb CWITy, PaBHO KaK W BbI3bIBaTb CTPECC M TPEBOTY.
K cyacTbio, 60MbLLMHCTBO MCCNefoBaHMM NOKa3bIBaET,
YTO MEHLLMHBI, MoABepriuMeca NpodunakTU4ecKoMy
XMPYPrU4ECKOMY NeveHuio, YA0BeTBOPeHbl CBOUM
BblbopoM [Borreani et al., 2013; Finch et al., 2011].
K corkaneHwuio, o4eHb Manoe KoIM4ecTBoO Uccre-
[0BaHWI HanpaBneHo Ha To, 4Tobbl onpeaenuTb
YO0BMETBOPEHHOCTb HEHLLWH OTKA30M 0T Npodu-
NaKTUYECKOrO NEYEHWA U UX OTHOLLIEHWE K 3TOMY Ha
NPOLOSIHKMUTENIBHOM 0Tpe3Ke BpeMeHW. bonbLuol
06beM [OMOSHWUTENBbHOM PaboTel HEObXOAMMO Mpo-
[enatb Ha NyTW NpeoaoneHnA Npobnem NaumeHToB u
MeOULIMHCKOr0 COOBLLIECTBA B PELLEHWM CTOMb CIIOMK-
HbIX BOMpocoB. [lare npu Hanuumm ybeamnTenbHbIX
[aHHBIX MPUHATME peLLeHN MOYKET ABNATLCA KpaliHe
CIOMHBIM MOMEHTOM, @ MPK OTCYTCTBUM 3TUX AaHHBIX —
TeM bonee.
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