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MwuH3gpasa Poccuu
[eHepanbHbIN AnpeKTop, akaaemmnk PAH KanpuH AHapen Amutpmnesuny

BO3MOXXHOCTM PEKOHCTPYKTUBHOW XMUpyprum B nedeHmnn BRCA —
aCCoOLUMMPOBAHHOIO paka MOJIOYHOMN XKenesbl.

HoKknagunk: K.m.H. Manuk leHnc Cepreesuu.



Hannune mytaumm reHa BRCA cpeam KeHLUH CTPaaaowmx pakom MOIOYHOMN Kenesbl.

MpubansmtensHo 5-10% PMXK cBa3aHO ¢ nonomkom reHos, 15-20% 3To cemenHbi pak He

CBAA3aHHbIN C HapyLweHnAMM B reHome n 70-80% - cnopaguyeckmin pak. MyTtaunm reHos
BRCA1 BcTpeuyatotca B 1,5-2 pa3a yauie yem BRCA2. BepoaTHocTb myTaumin BRCA Bbile ecaun
PMXK BbisBAAETCA B MOI0AOM BO3PACTe, UMEeTCA ABYXCTOPOHHEE Nopa*KeHne MOJAOYHbIX
xenes, unu PA 6611 AMarHOCTMPOBAH Y CaMoOM NaUMEHTKM UAn ee BAKKaNLWINX
POACTBEHHUKOB. MauneHTbl C cMHAPOMOM ALLKEHA3n U MYXUYUHbI C AnarHozom PMIK, a
TaK}Ke UX POACTBEHHUKN MMEIOT BbICOKYO BEPOATHOCTb ABNATLCA HOCUTENAMMU AePEKTHOIO
reHa BRCA1. Cumtaetca, 4to npumepHo 1 n3 833 xeHWmH n meHee 4em 5% 6onbHbIXx PMIK
umerot mytayuto reHa BRCAL.



Puck, cBA3aHHbIM ¢ myTaumnen BRCA.

Y }KeHLWMUH ¢ Hannuymem mytaumm reHa BRCA1 puck passmutma paka PMH Ha npoTaxKeHuu
Xn3Hu coctasnset 50-80%, pa3BMTMA paka BO BTOPOM MOI04YHOM Xenese - 40-60%, PA - 15-
45%. MeHuwuHbl c myTaumen reHa BRCA2 nmetroT puck pa3smutua paka PMXK Ha npoTaxkeHuun
*n3Hu 50-85%, n PA - 10-20%. Y my*KunH ¢ mytaumnen reHa BRCA2 puck pa3sutusa paka PMHK
Ha NPOTAKEHWUU XKN3HU cocTaBaseT 6%, yto B 150-200 pas Bbile, Yem B 0ObIYHOMN
nonynAaunn. PUCK pa3BmUTUA paKa NpeacTaTe/ibHOM Kenesbl, KULWKKU, TOPTaHU, KOXKK K
SHAOMETPUA, TAKKE KaK U IeMKEMUN BCIeACTBME XMMMOTEPANNM, NOBbIWAETCA NPU HAAUYNU
MyTauun reHa BRCA.



OcobeHHocTn BRCA-accoummpoBaHHoro PMIXK .

e Tpetbux c PMXK c Haanumem mytaumm reHa BRCA1 n nonosmnHa PMK ¢ myTauuen reHa
BRCA2 BO3HMKaET Y keHLWuH monoxe 50 net. Ana PMX ¢ mytaumen reHa BRCA1 xapaKTepHbl
MHPUABTPATUBHO-NPOTOKOBbIM BapnaHT MOPPO/IOrMY4ECKOro CTPOEHNA, HU3KaA CTENEHb
AnddepeHLMPOBKN ONYX0IN, aHEYNNONAHOCTb C BbICOKOM ppaKumen pocta, Haanyume ps3,
OTCYTCTBME peLenTopoB 3CcTporeHoB U aKkcnpeccmn HER2. Cyntaetca, YTo Haanume myTtauum
BRCA aBnaetcs HebnaronpmsaTHbIM NPOrHOCTUYECKMM NpU3Hakom npu PMXK. PA
accoLuUmnpoBaHHbIM ¢ myTaunen BRCA passmBaeTca nosxke yem PMXK (ctapue 40 net). Ans
HEro XxapakTepHO HU3Kas cTeneHb AMdPepnHLUMPOBKN, NANUNAPHAA CEPO3HAA AN
9HAOMETPMONAHAA afeHOKapuMHOMa 1 myTtauma reHa p53. B npotnsononoXHoctb PMAK
npeanonaraetca 4to BRCA cBa3aHHbIN PA nmeet 6bonee 6naronpuaTHoe Te4YeHMe.



YaemocTu myTauui B reHax BRCA1/2 e pocculickoli nonyns

VAALUMOHHbIN PUCK
KWW PUCK
6 55,6 %



PekomeHaaunmn RUSSCO

c60p aHamHe3a U OCMOTP; OCMOTP BKAIOYaeT 6UMaHyanbHyo
nasnbnayuio

MOJIOYHbIX *Kene3 U NMMdOY3/10B PErMOHAPHbIX 30H, a TaKKe
BblABNEHUWE

CUMIITOMOB, NMNOAO3PUTENIbHbIX B OTHOLLEHUU OTAa/1IEHHbIX
METaCTa308,

® 06 M1 aHaNU3 KPOBU C NOACUETOM N1IeiKOLUTapPHOM
dopmynbl
M KOJINYecTBa TPoMmboLu1TOB;

® BMOXMMUUYECKUIA aHANIU3 KPOBU C onpeaeneHnem
noKasareneu

$YHKUUM NeueHn, noyek, ypoBHA LWenouHol ¢pocdatasbl,
Kanbuus,

r/1FOKO3bl;
e bunarepanbHyo Mammorpadpuio + Y3 MonoUHbIX XKenes u
pe-

FMOHAPHbIX 30H; MPT MoN0YHDbIX }Kene3 — No NoKasaHuaml;
* R-rpadmio opraHos rpyaHoii Knetku; KT / MPT opraHos
rpyaHoii

KJAETKN — NO NOKa3aHNAMZ;

* Y31 opraHoB 6plowHoM nonoctu u manoro tasa, KT / MPT opraHos

* PaIMOM30TONHOE UCCNe0BaHNe CKeneTa + peHTreHorpaduio 1 / uau
KT / MPT

30H HaKoMN/eHus pagnodapmnpenapara — No NOKasaHUAMZ;

e 6uoncuio onyxoam c naTomopdoaorMyeckum uccneaoBaHneEm
OnyXxoneBoii TKaHu;

* onpegeneHne B ONyX0NeBOW TKaHU PELLeNTOPOB 3CcTporeHos (P3)
u nporectepoHa (PM), HER2 un Ki67;

* ouEeHKY PYHKUMU AMYHUKOB (cm. pasgen 2.2.1.3, Kputepumn
MeHonaysbl);

® KOHCYNbTaLMI0 MeANLMHCKOro reHeTMKa; onpeaeneHue mytaumn
BRCA1 / 2 noka3aHo:
— NPV OTATOLWEHHOM HacneACTBEHHOM aHaMHE3E;

— nauneHTKkam monoxxe 40 nert;

— naumMeHTKam monoxke 50 feT ¢ TPoHbIM HeraTuBHbIM @eHoTunom PIMIHK



KnanHunueckum cnyvam

®UO, roa po:xxkaenus: [1ser; Exarepuna [lerposna 1989 2.p.
lNocnuranuzanua: 24.05.2017r. BMII -2

OcHoBHOe 3a0o1eBaHue. Pak nmeBoii MmonouHoi# kene3bl ycT2N2Mo. TopMoHoHEe3aBHCHMBIN BapuaHT. Her 2
neu 2+. FISH - orpunarensubiit. 25.11.2016. Jlamapockonusi. KpuokoHcepBaliusi TKaHU
suaauka. HIIXT 4 kypca no cxeme AC,12 KypcoB nakjJuTakces, KapOOoTUIaThH.

ConyrcrByonue 3adoneBanusi: Her
I'pynna kpoBu A(Il) BTOpas Rh(-) — oTpumnarenbHbIit

AHaMHe3: O6cnenorana B yciaoBusx KIIO MPHII ycranosnen auarHos: Pak jeBou
MosiouHoM xkene3bl ¢cT2N3Mo. TopmoHo3aBucuMmblii BapuaHT. Her 2 neu 2+. FISH -
orpuuarenbHeii. B ycnosusax MPHIL B HeoambroBanTHOM pexkume: Jlamapockorus.
Kpuoxoncepsanus Tkanu simdeHunka. 6 kypcos HIIXT mo cxeme AT.



KnanHunueckum cnyvam

Ilo mopdosornyeckomy 3ak/a0ueHuI0 . VIHBa3WBHBIH paKk MOJIOYHOW JKEJe3bl HECHENU(PUISCKOrO THIA 2
CTETIEHU 3JI0Ka4€CTBEHHOCTH.

MUI'X: scrporenst 0 0, mporectepon 0 6, Her 2 neu 2+, FISH - orpunarenshbiii. Ki 67 —
90% , Hocutens mytaniun BRCA -1 rena.

Y31 24.10.2016: Ha rpanwuiie HapyXHbIX KBaJpaHTOB JICBOH MOJIOYHOM >KeJe3bl y3J0BOE OOpa3oBaHUE C

HEYETKUMU KOHTypamu pasMepoMm 25*16*18 mm.  Konmiomepar  HOAMBIIIEYHBIX
auMdoyznoB 32*16*34 mm.

Y3U 22.05.2017: Ilpu mnpuiiebHOM OCMOTpPE HApPYKHBIX KBaJpaHTOB YETKUX Y3JIOBBIX OOpa3oBaHU HE
BBISIBIICHO. PernonansHbie TuMdaTiniecKe y3iabl He YBEITHUUCHBI.

ATrBUY, HBs-ar, RW, ATBI'C - orpuii.

Iananupyemass omepanusi: IloakoxHas MAacCT3KTOMHUSI CJIEBA C OJHOMOMEHTHOW pPEKOHCTPYKIIUEH
QHATOMHYECKUM MMILIAaHTOM (ALLERGAN), CeTYaThIM HMMILIAHTaTOM.
[IpodunakTuyeckas MoaKOXKHasT aMITyTalldsl TIPABOM MOJIOYHOM KeJie3bl C OJHOMOMEHTHON
pekoHCTpyKiuel anatromuaeckuM umiuiantoM (ALLERGAN), ceTuaThiM MMITJIAHTATOM.
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KanHunyeckum cnyyam

ITonkokHast MacTIKTOMUS CII
OJITHOMOMEHTHOU PEKOHCTPYKII
aHATOMUYECKUM UMILUIAHTOM
(ALLERGAN), ceT4aThiM HMILIA
[Ipodunaktuyeckas MoAKOKHAs
aMITyTalus TPaBoOM MOJIOYHOM kK
OTHOMOMEHTHOW PEKOHCTPYKIHE
aHATOMUYECKUM UMILUIAHTOM
(ALLERGAN), ceTuaThiM HMILIA

[Tokazanus: HENTO3UPOBAHHAS
JKeJe3a Win nTo3 1 cT.

Pinch — tect He MeHee 2 cM.
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Cnacmbo 3a BHUMaHU



