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KnioueBble cnoBa: pak MOJIOYHOWN XKene3bl, PEKOHCT-
PYKTUBHO-T11acTn4eckas oriepauund

ExxeronHo B Mupe pak Moo4yHoi1 xkesne3bl (PM2K)
puarHoctupyeTcst y 1 mutH 400 ThIc. sKeHIyH, 10 10%
3a0071€BaeMOCTb OOYCJIOBJIEHA MYTAlMSIMA B TeHax
penapaumn [THK. HocurensctBo myTtaumit BRCA1
yBeauuuBaet puck pazsutus PM2K o 65-90%, puck
BO3HMKHOBEHHMSI paka BO BTOPOI MOJIOUHOH >KeJe-
3e — 10 45% [4,5]. 1o pe3yabTaTam CpaBHUTEILHOTO
aHaJIM3a 3JIEKTPOHHBIX onpocHuKoB HarponansHoro
o0IecTBa TreHeTHIecKnX KOHCYabTaHTOB (NSGC,
Cancer Special Interest Group) B 1998 u 2012 rr.,
Ha Bompoc: «Balm pekoMeHauuu Mpu HAJTAYUA
50% pucka pazsutusi BRCA-acconumpoBaHHOTO
paka, ¢ y4€TOM UIMPOKHMX BO3MOXKHOCTEH MNpodu-
JAKTUUYECKONl MEJIMUMHbI» BBISBICHO CTATUCTUYECKU
3HAYMMOE yBEJMYEHHE [ONM CHEeLUaINCTOB, KOTO-
pble CfIeNaloT BHIOOP B MOJB3Y MPOMUIAKTUYECKON
[IByCTOPOHHE! MAaCT3KTOMUM M YAAJCHUS MaTKu W
suyHukoB nipu Lynch-cunpgpome (p<0,005). K coxa-
JICHNIO, JMHAMHUYECKOoe HaOJIOfleHne C YacTbIMU
MAarHUTHO-PE30HAHCHOI TOMOorpadueii, axorpadu-
el U mMammorpacueil He CHUXKAET PUCK Pa3BUTHS,
a BeIET JMIIb K JIMarHOCTMKE HAa pPaHHEN CTauu
BRCA 1-accouunpoBannoro PM2K, Toria kak Xxupyp-
rMYecKue MPEeBEeHTUBHbIE MEphI MO3BOJISIIOT CHU3UTH
(paTasbHBI PUCK Pa3BUTHS 37I0KAYECTBEHHOH OITy-
xosm Ha 96% [3]. Ha ceropgusiiHuil ieHb MOAKOKHAS
WM KOKE-COXPAHSIIOLAsi MACTIKTOMUSI IPOBOJIUTCS
C OJJHOMOMEHTHOH PEKOHCTPYKTHUBHO-IUIACTUYECKOM
onepauueri, 4YTO, HECOMHEHHO, YJydYllaeT Kauye-
CcTBO Xu3HM OoybHBIX ¢ PMXK [6]. Iloka3zanuem
7Sl TPOBEACHUS MPO(PMIAKTUUECKON MacT3KTOMUHI

C OJIHOMOMEHTHOH PEKOHCTPYKLMEH Yy OOJBbHBIX C
PMZK siBiisieTCsi HOCUTENBCTBO BBICOKONEHETPAHT-
HbIX MyTaumil B reHax penapagun JHK — BRCA1
umu BRCA?2 [1, 2]. IlpeacTaBieHHbIA KIMHUYECKUIA
OpUMeEp AEMOHCTPUPYET BO3MOXKHOCTH BbIIOJHEHUS
PEKOHCPYKTUBHO-INIACTUYECKOW ONEpaluu Iocse
KOMIIJIEKCHOTO JIEYEHHUSI B OTCPOUYEHHOM TOPSIIKE.

Bonbhas P., 34 ropa, moctynuna 20.10.2013 r. B kju-
HUKY (DaKyJIbTETCKOIl XUPYPrUM C JIUATHO30M METAXPOHHBIN
6unarepanbHblil HacnefcTBeHHbll BRCA1-accouuupoBaHHbII
PMIK, cocrosinue nocie kommiekcHoro jedenusi. C ceBpanst
2009 r. B OnkonorunyeckoM aucnancepe r. ExatepunOypra mno
noBoty PM2K cnea TINOMO mpoBefieHO KOMIUIEKCHOE Jiede-
Hue (remupesekuuss no buoxuHy, 4 UuKIa A bIOBAaHTHON
nonuxummoTepanuu 1o cxeme AC: pokcopy6uuun 60 mr/m?,
uyknodocdan 600 Mr/m2, TyueBas Tepanusi, FOPMOHOTEPAHS).
[lo nmaHHBIM TUCTOJOTMYECKOTO M MMMYHOTHMCTOXMMHUYECKOTO
aHaM3a, OMyXOJIb TMpEJCTaBIeHa HU3KOAU(HEePEHINPOBAHHBIM
pakoM 06e3 MeTacTa3oB B JIMM(ATUYECKUX y3j1ax, 3KCIpeccust
peLenTopoB 3cTporeHoB — 4 Gasua, nporectepoHa — 0 Oan-
noB, runepaknpeccusi HER-2/neu — HeratuBHasi; peakuusi C
Ki-67 — monoxwurenbHass. B 2012 r. B OHKOJIOTMYECKOM JI¥C-
nancepe r. ExarepunOypra ¢ auarnozom PM2K cnipaBa TIN1MO
GOJIbHOI MPOBEJICHO KOMIUIEKCHOE JieueHue (reMupe3eKuus 1o
Bnoxuny, 2 nukna afblOBAHTHON MOJMXUMUOTEPANNH MO CXEMe
AC, 4 upkia B MOHOpeXVMe IucIuiaThHa). [1o TaHHBIM THCTO-
JIOTUYECKOr0 U WUMMYHOTMCTOXMMHYECKOIO aHalu3a, OIyXOllb
npejcTaBieHa UH(UIBTPUPYIOLMM PaKoM, B 2 IMM(ATHUYECKUX
y37aX BBISBICHbI METACTa3bl; OMOJOTMYECKHUI TOATHUI TIPe-
CTaBJIeH TPWXKMbl HETaTMBHbIM. B COOTBETCTBUM C JIaHHBIMU
MOJIEKYJISIPHO-TeHeTHYecKoro TectupoBanust ot 16.05.2012 r.
(HUN oskonorun wum. H.H.IlerpoBa Cankr-IleTepGypra),
BbisiBieHa MyTauus B reHe BRCA15382insC, GonbHas
KOHCYJIbTHPOBaHa Bpadom-reHeTukoM. 16.01.2013 r. B r. Eka-
TepUHOYpre BBINOJHEHA OuIaTepalibHasi TPOQUIAKTHISCKAs
JIaNapocKONMyeckasi OBAapUIKTOMUSI (IO JaHHBIM T'MCTOJIOTH-
YeCKOro 3aKJIIOUeHUs] B TNpujaTkax Oe3 NPU3HAKOB AaTUIIUM).
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Tom 173 ¢ Ne 3

Onepaumnn y 60nbHbIX PAKOM MOJSIOYHOW >Kenesbl

Puc. 1. Boavras P., 34 200a.

a — 6UO MOAOUHBIX HEAES 00 PEKOHCMPYKMUBHO-NAACMUYECKOU
onepayuu (ACUMMEMPUsL MOAOYHBIX HCEAE3 NOCAE OP2AHOCOXPAHAIOUUX
onepayuii); 6 — nocae peKoHCmMpyYKmMUSHO-NAACMULECKOI Onepayuu
MONOUHBIX JHeeaé3 (7-e cymKu nocae GuiamepasbHoll NOOKOICHOU
MACMIKMOMUL C COXPAHEHUEM COCKOBO-APCOAAPHBIX KOMNACK-
€08 U OOHOMOMEHNMHOIL PEKOHCMPYKUUU COOCMBEHHBIMU MKAHAMU
¢ KOMOUHAUULL C IHOONPOME3IAMU); 8 — NOCAE PEKOHCMPYKMUBHO-
NAACMUYECKOU ONEPAUUL MOAOYHBIX JCEAE3 cnycms 3 mec

B ximHuKy pakysbTeTCKON XUPYpruu OOpaTUiIach C LEJIbIO
MPOBEJIEHUs] PEKOHCTPYKTHUBHO-TIJIacTUUecKoi onepauun. Ipn
JIOKAIbHOM OCMOTPE B BEPXHEHAPYXKHbIX KBajIpaHTaX o0OeHX
MOJIOUHBIX K€NE3 ONMpEeNstoTCs MIOTHbIE PyOlbl MOCIE Oopra-
HOCOXPAHSIIOIIMX onepauuit, wmpuHo# ot 0,5 1o 1 cm, anuxon 11
1 13 cM. ¥Y370BbIX 006pa30BaHMil NP MAJLNALMKA HE BBISBICHO.
Cockn He BTsHYTHI, Bbiienenuil HeT. [lof- 1 HaKIIOYNYHBIE
mMpaTriecKue y3ibl ¢ 06erX CTOPOH He MANbNUpyroTes. MecT-
HBIX U JIOKOPETMOHApHBIX peuuauBoB Her (puc. I, a). Ilpu
JOTIOJTHUTEILHBIX METOflaX MCCIIefioBaHmsT (MamMmorpadusi, 3Xo-
rpacdust MOJIOUHBIX Kell€3, OPraHoOB OPIOIIHON MOIOCTH ¥ MaJIOTO
Tasa, peHTreHorpadusi OpraHoB TPyAHON KIIETKH, OCTEOCIHTH-
rpacdusi, TTO3UTPOHHO-3MUCCHOHHAST TOMOTPausl) OTHANEHHBIX
METacTa30B He BBLISIBIEHO. BOJIbHOIT BHINMOTHEHA OMIaTepaibHast
TIOJIKO3KHAST MACTAKTOMHUSI C COXPAHEHUEM COCKOBO-apeOJISIPHBIX
KOMIIJIEKCOB Y OIHOMOMEHTHOI1 PEKOHCTPYKIMEH COOCTBEHHBIMUI
TKaHAMU TMepefIHell TPy/IHOI U GPIOIIHON CTEHKHM B KOMOWHALMK
¢ sHponpote3amu Becker-35, 250 mu. B mocieonepaumoHHOM
neprojie MPOBOIIIACL aHTUOAKTepHUANbHAs, CUMIITOMaTUYeCKast
Tepanus, IpeHaKHasl cucteMa yjianeHa Ha 10-e cyTku, B yI0BJIeT-
BOPUTENILHOM COCTOSIHMM OOJIbHAsl BBIMMCAHA TMOf| HaGIIOfeHne
XUpypra-onkosiora. HenocpencTBeHHbI 3CTETUUYECKUN Pe3yJib-
TaT NALMEHTKON OLEHEH KaK «OTJINYHbIN» (puc. 1,0, B).

JIpyro#i KJIMHUYECKUII NPUMEP JEMOHCTPUPY-
€T BO3MOXHOCTBH TPOBEIEHUST MPOUIAKTHYECKON
MOJKOXKHOW KOHTpasaTepaibHON MaCTIKTOMUHA Y OOIb-
HOM ¢ MoHoJatepanbHbiM BRCA1-acconmmpoBaHHbIM

PMX ¢

OJJHOMOMEHTHOM
BOCCTAHOBUTEJIbHOI onepayueil 00eux MOJIOYHbIX
KEJIE3.

PEKOHCTPYKTUBHO-

Boabuoit 0., 35 ner, B 2007 r. ¢ quarHo30M pak npaBoi
MojiouyHo# kene3bl T2NOMO (Tpuskjbl HeraTHBHbIA TOATHMIT)
BBIMONIHEHA MacTakTomusi mo [leiiTu, B afibIOBAHTHOM peXuMe
npoBefieHo 6 MKIIoB noymxumMuorepamu no cxeme FAC (5-drop-
ypauua 500 mr/m2, pokcopy6uiun 50 mr/mZ, upksiodocdamus
500 mr/m2). C yu&ToM pe3ylbTaToB MEIUKO-IeHETHUECKOro
00CIIeEMOBaHNST (BbIsIBJICHA MyTauus BRCA14153d-
elA) W CKpUMHMHTAa OTHAJEHHBIX METACTa30B (HE BBISBIICHBI)
6osbHON 16.12.2008 T. BBIMONHEHA TPOMUIAKTHIECCKAsT TOI-
KOXHasi KOHTpanaTepaibHasi MacTIKTOMHUSI C OJHOMOMEHTHOI
PEKOHCTPYKTUBHO-TIIACTUYECKON onepanyeil 06enx MOJOYHBIX
JKeNé3 ¢ UCMOb30BAHUEM SH/ONPOTE30B U COOCTBEHHBIX TKaHEN
(6onbast rpyjHasi, nepepHsist 3youarast Mpia) (puc. 2, a, 6).
B kauecTBe a/IOTPAHCIUIAHTATOB MPHUMEHSIICS] 9KCIaHAep 00b-
&moMm 350 mu1, yepe3 5 Mec BBITNOJIHEHA 3aMEHA HAa CUJIMKOHOBBIN
AQHATOMMYECKUI UMIUIAHTAT 0OBEMOM 275 MIT C peKOHCTPYKLHEH
COCKOBO-apeolIsIpHOro KoMuiekca. [lociieonepaiioHHbII Ieproj
npoTeKal 6e3 OCJIOXKHEHWi, MPOBOAMIACE AHTUOAKTEpUANbHAS,
CUMINITOMaTHYecKasi Tepanusi, peHakHasi CUCTeMa yjaJieHa Ha
9-e CyTKH, B YJJOBIETBOPUTEILHOM COCTOSIHMM GOJIbHAS BBIMKCA-
Ha TOJ] HAOIIOIeHNe XMUPYpra-OHKoJIora. 3a Ieprojl HaOIIOIeHHS
(6 eT) OTATEHHBIX METACTa30B M MECTHOTO PEeLBA HE BbISIB-
JIEHO, PEKOMEHJIOBaH TaTyayk NPaBOM apeoiibl, 3CTETUYECKMUIi
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Puc. 2. Boavrnas 0., 35 aem.

a — 6UO €60l MOAOYHOIL Jceae3bl 00 pEKOHCmpmeuESHO-I’L/ldeuLteCKOlZ onepauyuu (cocmomme nocae macmakmomuu no Ietimu cnpasa,

macmonmo3 caesa Il cmenenu). Buo cooky caesa; 6 — nocae peKoHCmpyKmueHo-naAacmu4eckoli onepayuu yepe3 6 aem (nocae npoguaakmuse-
CKOIl NOOKONCHOUL MACMIKMOMUL C COXPAHEHUEM COCKOBO-APEOAAPHBIX KOMNAEKCO8, MACMONEKCUlL U OOHOMOMEHNMHOU PEKOHCMPYKUUlL COOCMEeH-
HbIMU MKAHAMU ¢ KOMOUHaUueli 3HOonpome3sami). Buo cboky caesa; 6 —8u0 npasoii MOLOUHOIL Heae3bl 00 PeKOHCMPYKMUBHO-NAACMUYECKOl

onepayuu (cocmosnue nocae macmakmomuu no Ieiimu cnpasa, macmonmos caesa Il cmenenu). Buo cooky cnpasa; ¢ — nocae pekoHCmpykmueHo-
naacmuieckoli onepayuu wepes 6 aem (PeKOHCMPYKUia NPAsoli MOAOHHOI Jcene3bl COOCMEEHHbIMU MKAHAMU 6 KOMOUHAUUU C FHOONPOMEIOM
U COCKOBO-APEONAPHO20 KOMNACKCA CB60000HbIM KONICHLIM MPAHCHAGHmMamoMm). Buo c6oky cnpasa

pe3ysbTar cTaOUJIbHBINA, OUEHMBACTCS MAIMEHTKON KaK «XOpo-
wmit» (puc. 2, B, T).

ITpoBenieHre PEKOHCTPYKTUBHO-MIACTUYECKUX
omepanvili  MO3BOJSIET  YJNY4YUIUTb  3CTETHYE-
CKHE pe3ylbTaThl XUPYPrUYECKOro  JieYeHUs
6osbHbIX ¢ PMZK, accouumpoBaHHOro ¢ MyTauusi-
mu B reie BRCAIL. ITlogkoxkHass MacT3KTOMHUSI C
OJJHOMOMEHTHOI PEKOHCTPYKIWEN MPOBOAUTCS ISt
MpOPUIAKTUKN Paka KOHTpajJaTepaJbHON MOJOY-
HOM eje3bl y OOJIbHBIX € MOHOJATEPAIbHBIM
BRCA1-accouyunpoBanubiv  PM2K u mnosBossieT
CHM3WUTH 3a00JI€BAEMOCTb CPEX HOCHUTEJIEN BBICO-
KOMeHeTpaHTHbIX MyTaumii [2]. Takum oGpaszom,
PEKOHCTPYKTUBHO-IIJIACTUYECKUE OMEpalyu TO3BO-
asitoT y 60abHBIX ¢ BRCA-accoumnposanusiv PM2K
YIy4IIUTH OTJANEHHBIE PE3YNBTAThI OE3pEIUIMBHON
BBIKMBAEMOCTH, CHU3UTH 3a00JIeBAEMOCTH KOHTpa-
JarepanbHbiM PM2K 6e3 CHIXKEHUSI 3CTETHYECKOMN
COCTABJISIIOLIEN KayecTBa XKU3HU.
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