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CapkoMbI MATKUX TKAHel — peJIKue 3710KauyecTBeHHbIe HOBO0Opa3oBaHus. [lepBiuyHbIe AHTHOCAPKOMBI MOJIOYHOI JKeJie3bI COCTAB-
Js10T 0K0J10 0,04% 0T Beex 3/10KaYeCTBEHHBIX OIMYX0JIeil MOJIOUHOIA 2KeJ1e3b1. Vbl IPUBOAMM KJIMHUYECKUIA CTy4aii CHHXPOHHOTO
Pa3BUTHS EPBUYHBIX AHTHOCAPKOM MOJIOYHBIX KeJie3 Yy 0JIM3Hen0Boi napsl 22 jieT. /[uar{o3 ycTaHoBJIeH NPH THCTOJIOTHYECKOM
UCCJIeIOBAHMH TOCJIe BBINOIHEHHs Ouoncun omyxou. [1anuenTky noayyniu KOMOMHHPOBAHHOE JiedeHue. Y OHOii U3 cecTep
OMyXO.Tb 3aHUMAJIA BCIO MOJIOYHYIO JKeJie3y, I03TOMY Ha epBOM 3Tane ObLIo MpoBeeHo 5 Kypcos xumuoTepanuu (XT) remuura-
OUHOM U I01IeTAKCEIOM. 3aTeM BbINOJIHEHA MACTIKTOMHS CIIPABA C OIHOMOMEHTHOI peKOHCTpyKuHeii. B mocieonepanuonHom
nepuoje nposeeno eie 3 Kypca XT no onucanHoii cxeme. Y BTOPOii NAMEHTKH B CBSA3HU C pa3MepaMu OMyX0JH MeHee 5 cM Ha
NIepBOM 3Tarle BbINOJIHEHA MACTIKTOMHUS CJIEBA C COXPAHEHHEM KO2KHU C OJHOMOMEHTHOI PEKOHCTPYKIMEi. A/TbIOBAHTHO IPOBE-
neno 6 kypcos XT no onmcannoii cxeme. [Ipun nccaenoBannu JIHK y 00enx nanueHToK BbISIBJIEHbI HACIEIyeMble: TePMUHAIbHAS
mytamust A5184 (c.1782A/T) B 10-m 3k30He rena BRCA2, nomamopdubiii Bapuant V269V (¢.4035T/C) B 11-m 3K30He reHa
BRCA2, nonumopdHbIii ranjioTHI B TeTePO3UroTHOM cocTosiiun B reHe BRCA1. B rene TP53 BbisiBJieH OJMMOP(HbII BADUAHT
Int3dup16 B 3-M MHTpPOHE B reTEPO3UTOTHOM COCTOSIHUM. Y OTIIA MAIMEHTOK-0/M3HeloB B reHe BRCA2 odnapyxeHa MyTanust

A518A. T1anueHTKH NPOCiexkenbl B TeueHue 12 Mec 6e3 NpM3HAKOB MPOrpecCHPOBAHMUS.

CapKOMBI — peaKast TpyrIia 3JI0Ka4eCTBeHHBIX HO-
BooOpa3zoBaHmii. COrJTaCHO JTaHHBIM CTATUCTUKU,
B Poccuu B 2007 romy nuarHoctupoBaHo 3245 3a60-
JIEBIIMX CapKOMaMHM MSITKMX TKaHEH, 9TO COCTaBUIIO
0,7% oT BCeX OHKOJIOTMYECKMX 3aboyeBaHmii [1]. AH-
TUOCapKOMEI TIPEACTABISIOT COO0I HOBOOOpa30BaHUS
SHIOBACKYJISIPHOM TTPUPOIBI, ITOPaKaIoIe MOJIOYHYIO
Kese3y valle, YeM Ipyrue opraHsbl [2], U cOCTaBIsIIOT
okoJ10 0,04% oT Bcex 3710KaueCTBEHHBIX OTTYXOJIE MO-
JouHou xeJe3bl [3]. Cnopaguyeckue aHTMOCapKOMBI
MIPEUMYIIeCTBEHHO BCTPEYAIOTCST Y MOJIOIBIX SKEHIIIMH,
00b1uHO B Bo3pacte 20—30 net [2]. BropuuHble aHTH-
0CapKOMBbI BO3HUKAIOT Yepe3 HEKOTOPOE BpeMs Mocie
JIEYCHHST paKa MOJIOUYHOM XKeJIe3bl M acCOIMMPOBAHBI
¢ XpOHWYECKOM TMMbeaeMoil 1/WIn ¢ TIPOBeICHUEM
JlydyeBoi Tepanuu [4].

B nocnemHee BpeMsT MMOSBIISTIOTCS TaHHBIE O TIePBUY-
HBIX aHTHOCApKOMaX, STHOJOTUYECKUMU (haKToOpaMu
KOTOPBIX MOTYT BEICTYITaTh MOJIEKYJIIPHO-TEHETHIECKIIE
nepectpoiiku B reHax BRCA2 u TP53 [4, 5]. Tak, B 2008
I J.G. West ¢ coaBT. onucaiy ciaydyail pa3BUTHSI aHTU-
0OCapKOMBI TIepeaHel TPYIHON CTEHKU TTOCTIe JICUSHMS
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10 TIOBOJIY paka MOJIOYHOM XKeJie3bl MallUeEHTKU — HO-
CUTEJIbHULIBI TepPMUHATBbHOU MyTauuu B reHe BRCAZ.
[Ipu aTOM aBTOpaMu OTMEUYEHO OTCYTCTBME KIWHM-
YeCKHM BBIpAXKeHHOU TMMbeIeMbl 1 JTy9eBOI Teparuu
B aHaMHe3e. DTo rnepBasl MmyoJuKauusi, MOCBsILIeHHAs
JIaHHOM TeMaTuKe, TAe aBTOpbl MpeajiaralT paccMar-
puBaTh repMHUHaIbHBIE MyTalluu B reHe BRCAZ2 kak
3TUONATOJIOTUYECKHE B KaHIIEpPOTeHe3¢e aHI'MOCAPKOM.
B npyrom 3aperucTpupoBaHHOM cllyyae aHTHOCapKoMa
BbISIBJIEHA Y HOCUTEJIbHUIIBI OCHOBOIIOJIararoein My-
taiuu 185delAG B reHe BRCA I mociie MacTaKTOMUU U
MocJieaytolleit Ty4eBoit Teparuu Mo MoBoay paka Mo-
JiouHo#t xkene3bl. B uccnenoBanuu D.G. Evans onucaHo
ooee 40 cirygaeB aHTMOCAPKOM, TMAarHOCTUPOBAHHBIX
rnocJjie KOMOMHUPOBAHHOTO JIEUeHUST paka MOJOYHOM
3KeJe3bl, TIPU 3TOM Y TSITH GOJIBHBIX OBUTH TTOATBEPXK-
IleHBI MyTauuu B reHax BRCA [4].

B MUpOBOI1 MpaKTHKe aKTUBHO U3y4aeTCsT BIMSTHUE
TeHeTU4YeCKNX (haKTOpOB, B YACTHOCTH, MyTalllii B
reHax TP53 u BRCA2 Ha pa3BUTUE OTHO- U JBYCTO-
POHHEro paka U capkoM MOJIOYHOM XeJie3bl B COCTaBe
cuaapoma Jln—®Ppaymenn (JIOC) u Jlu—DpaymeHn-
nogo6Horo (JIMIIC) y XKeHIIMH MOJIOAOTO BO3pacTa.
Tak, S. Manoukiaa 1 coaBT. OITy0JIMKOBaIN JaHHBIC
MOJIEKYJIIPHO-TEHETUYECKUX MCCIIEIOBAHNM, BBITIOMN-
HEeHHBIX B 20 ceMbSIX ¢ HAKOIIJICHHEM CapKOM JIFOOBIX JIO-
Kajau3aluii BCcoueTaHUU C OMHUM WM 0oJiee caydyassMu
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nepBI/I‘IHbIC TFEHECTUYCCKU O6YCI[0BJ'[€HHI)I€ AHI'MOCapKOMbI MOJIOYHBIX KEJIE3 Y OJIN3HEIIOBOM napbl. Kiunnyeckuit Cleqaﬁ

paka 1 capkoMaMu MOJIOUHOM XeJie3bl. B Tpex ceMbsix
(13%) ObUM BBISIBIIEHBI TepMUHAJTBHBIE MYTAITU B TEHE
BRCAZ2, B omHOI M3 3TUX CeMeil ObLJIO OTMEUYEHO CodeTa-
HUe HacemyeMbIX MyTalinii B reHax BRCA2w TP53[6].
AHasiornuHblil ciyvait couetanuss BRCA2 u TP53 my-
Tanuii onucai paHee D.G. Evans ¢ coaBT. y maliueHTKU
C MEPBUYHO-MHOXECTBEHHBIMU 3J10KaUeCTBEHHBIMU
00pa3oBaHUSIMU, MPEACTaBIEHHBIMU JTUITOCAPKOMOT
MSITKUX TKaHEW Oeapa, pakoM MOJIOYHOU KeJIe3bl U
0a3aIbHO-KJIETOYHBIM PaKOM KOXH |[5].

TakuM 00pa3oM, MOXHO paccMaTpuBaTh KaK MM-
HUMYM 2 HacjleACTBEHHbIe 3TMOMAaTOreHeTUuUeCcKue
MPUYUHBI PA3BUTHSI aHTMOCAPKOM MOJIOYHOM XKeJie3bl:
MyTauuu B reHax BRCA2u TP53.

CapKoMBbl MOJIOUHBIX KeJie3 XapaKTepUu3ytoTcsl ObIC-
TPBHIM, @ UHOTJA U CTPEMUTEJIbHBIM POCTOM, JOCTUTAsI
TMTaHTCKUX Pa3MepOB B TEUEHNE HECKOJIbKIX MECSIIIEB.
KnuHuueckasi KapTriHa capKOM MOJIOUHBIX XKeJjle3 3aBH -
CHUT OT pa3MepoB omyxosn. [TopaxkeHHast MOJOUHAasI XKe-
Jieza yBesuueHa B oobeme. [Ipu 60blnmx pazMepax Koxka
HaJl OITyXOJIbIO UICTOHYAETCS, OTMEYaeTCsl paclliipeHHast
CeTb MOJAKOXHBIX BeH. bojiee yem y TpeTr malneHTOoB Ha-
0J1I0/1a€TCsI CUHIOIITHOCTD KOXU U e€ u3bsizBieHue. [1pu
MamMorpaduu u Y31 oTcyTcTBYIOT crieliupudeckue
U3MEHEHUSI, TTIO3BOJISIIOIINE TOUHO TMAarHOCTUPOBATh
3aboseBaHue. B kauecTBe ajibTepHAaTMBHOIO METO/a
MoxXeT ucrnoib3oBaTbcsi MPT monouHbix xene3. Ac-
MUpalMOHHAs WY MyHKIIMOHHAs OMOTICUSI HE UMeeT
JIMarHOCTUYECKOM LIEHHOCTHU, HEOOXOIMMO BHITIOJTHEHUE
OTKPBITOU WU TPeMaHOMOIICUU OITyXOJIH.

OCHOBHOI1 METO/1 JIeUeHUsT aHTMOCAPKOM MOJIOYHBIX
Kese3 — paauKajibHast onepalus (C rTMCTOJOTUYECKUM
HCClIeT0BaHUEeM KpaeB pe3eKinn ). JInmpaaeHaKToOMIIO
OOBIYHO HE BBITIOTHSIOT, TaK KaK JUTSI BCEX CAPKOM MSIT-
KX TKaHeH XxapaKTepHO FeMaTOreHHOE MeTacTa3upoBa-
HUE; 0 JTaHHBIM Pa3INIHbBIX NCCIIeIOBaHWI, YacToTa
TTopaxXeHUs TMM@OY3JI0B cocTaBiisgeT oT 5 1o 12—15%.
PexoMeHIOBaHHBIX CTAHAAPTOB XUMUOTEPAIIUU U JTy-
YeBOI Tepaliu B JICUSHU U aHTMOCAPKOM JI0 CUX ITOp He
cymiecTByeT. 151 OOMBIIMHCTBA CAPKOM MSITKUX TKaHE
XapaKTepHa TEHISHIINS K MECTHOMY peIUINBHPOBA-
HUIO MTpoliecca, 00JIbHbIE TOrM0aI0T MPEUMYIIECTBEHHO
OT OTJAJICHHBIX METacTa30B, BO3ZHUKAIOIIUX B CPOKHU
OT HECKOJIbKUX HEJIEb 10 psijia JIET OT BO3HUKHOBEHUS
MEPBUYHON OITYXOJIU.

B Poccuu nyGnukanuii, HOCBSIIEHHBIX Pa3BUTUIO
AHTHOCAPKOM Y MALlMeHTOB ¢ MyTallMsiMu reHOB BRCA
BRCA2wu TP53, Her.

MBI TPUBOAMM KJIMHUYECKUI ClTydalt CHHXPOHHOTO
pPa3BUTHS MEPBUYHBIX AHTUOCAPKOM MOJIOYHBIX XXeJe3
y OJIU3HELIOBOI Maphl B Bo3pacTte 22 JieT.

Onucanue ciyyas

IMauuenTka B., 22 roga, 6s11a HanpasiaeHa B POHLI
M. H.H. BroxuHa palfloHHBIM OHKOJIOTOM IO ITOBOILY
HOBOOOpa30BaHMS IMPaBoii MOJIOYHOM XKee3bl. B oHe
2010 r. malMeHTKa OTMETUIIA TTOSIBJICHUE Y3JI0BOTO 00-

pa3oBaHMsI B IPaBOI MOJIOYHOM XKeJjie3e, KOTOPOoe CTajlo
OBICTPO YBEJIMUMBATHCS B pa3Mepax. B centsaope 2010 B
OHKOJIMCITAaHCEPE TI0 MECTY SKUTETBCTBA BEITIOTHEHA TOH-
KOWTOJIbHAS aCTTMPALIMOHHAST OMOTICHS OTTYXOJIH, OTHAKO
LIMTOJIOTMYECKU IMArHO3 YCTAHOBJIEH He ObuUT. OmnrcaHue
JIOKaJIbHOTO cTaryca npu noctyruieHuu B POHLL (puc.
2): MOJIOUHBIE KeJIe3bI HECUMMETPHYHBI, TTpaBast 00JIbIIIe
B pazMepax. COCKOBO-apeoJIsSIpHbII KOMIUIEKC clieBa He
M3MEHEH, CITpaBa COCOK BTSHYT. Koxka mpaBoit MOJIOUHOM
JKeJie3bl 0TeyHa, 0arpoBO-CUHIOIIHOM OKPacKH, OTMe-
JaeTcsl pacIIMpeHHas] U3BUTAasT TTOAKOXKHAsT BeHO3HAsT
ceTh. [IpakTHUecKn BCIO MOJIOYHYIO XKeJle3y 3aHUMaeT
OITyXOJIb 3JIaCTUYHON KOHCUCTEHIIUM OKOJIO 14x12 cMm,
0e3 YeTKMX KOHTYpoB. JleBasi MolouHasl keje3a Majib-
IMaTopHO 0e3 Y3JIOBBIX oOpa3oBaHmii. [1ogMblIlIeuHEbIE,
TTONKITIOUNIHBIE M HATKITIOYMIHBIE TUM(OY3ITHI CITpaBa
U CJieBa He TTaTbITUPYIOTCS.

[Tpu mammorpadpuu (MMI) u Y31 MOJOUHBIX Ke-
JIe3 ¥ perMOHAapHBIX 30H — IpaBasi MOJIOYHAs KeJle3a
yBeJInueHa B 00beMe, 1echopMUpoBaHa, Koxa, COCOK,
apeoJia OTEYHBI, YTOJIIEHBI, TKaHb WH(WIBETPUPOBA-
Ha; TIPaKTHYEeCKN BCIO MOJIOYHYIO 3KeJie3y 3aHUMaeT
00beMHOe oOpa3oBaHue 0e3 YeTKUX KOHTYpOB (Mpu
VY3HM — MHOroy3J10Boe, HEOAHOPOIHOMN CTPYKTYPHI, C
MEJKUMU KNUCTO3HBIMU BKITIOUEHUSIMUA, KPOBOTOKOM
no nepudepun), B akKCHJUISIpHO objacTu aumbo-
y3ea ¢ 06oakoM 1,2 cM, Apyrue permoHapHbIe 30HbI
CBOOOJIHBI; B JIEBOM MOJIOUHOM eje3e 0e3 y3JI0BbIX
obpaszoBanuii (puc. 1).

Puc. 1. Mammorpammebl nanuenTKH B. 10 Hayana jgeyenus. I1paBas
MOJIOYHAS JKelle3a yBendeHa B o0beme, 1eopMUPOBAHA, KOXKA,
COCOK, aPe0Jia OT€YHbI, YTOJIIEHbI, TKAHb MH(PWIKTPUPOBAHA; TIPAK-
THYECKH BCIO MOJIOYHYIO JKeJie3y 3aHUMaeT 00'beMHOe 00pa3oBaHue
0€3 YeTKMX KOHTYPOB
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Puc. 2. ®oto nanuentku B.
a, 6 — 1o Havyana xumuortepanuu. [1paBast MoslouHast xxene3a 60ble B pa3Mepax 3a CUeT OIyX0JIEBOr0 y3/1a pa3sMepaMu OKOJIO
14x12 cm. Koxka xeJe3bl oTeuHa, 6arpoBO-CUHIONTHOM OKPacKM, OTMEYAeTCs pacIiMpeHHAsT U3BUTAsT TIOAKOXKHAsI BEHO3HAsT
ceThb. B BepxHe-Hapy>KHOM KBaJpaHTe pyOeLl mocjie OMOMNCUU.
B, I — MocJe 5 KypcoB HEOAAbIOBAHTHON XUMUOTEPAUU. YMEHBIIWICS OTEK KOXM MPaBOil MOJIOUHON Xesle3bl, ucuesna
06arpoBO-CHHIOIIIHASI OKPACKa, OMyX0JIb COKPaTUJIACh B pa3Mepax.

DKI 6e3 ocobenHocreii. [1py peHTTeHOJTOrMYeCKOM
KUCCIeIOBAHUM OPTraHOB IPYAHOIN KJIETKU, YJIbTpa3By-
KOBOM MCCJIEIOBAHUM OPTraHOB OPIOIIHON MOJOCTU U
MaJioro Ta3a — 0e3 MaToJ0THUM.

BrimoiHeHa OTKphITast OMOTICHUS OITyXO0JIM MOJIOYHOM
JKeJie3bl, MO0 JAHHBIM THCTOJOTMYECKOTO 3aKITH0UYCHMS
(Ne 30984/10) — ymepeHHoaubGepeHIIMpOBaHHAs aH-
ruocapkoma ¢ HU3KOi MUTOTUYECKOM aKTUBHOCTBIO U C
ovaxkkamu Hekpo3a (11 crerneHb 310KaueCTBEHHOCTHU MO
cucteme FNCLCC); B nepMe 1 B MOAKOXHO-XKUPOBOI
KJIeTYaTKe OTMEUaloTCsl pa3pacTaHusi BhiIcOKonudde-
PEHLMPOBAHHOI aHTMOCAPKOMBI.

IMauyeHTKe ObLT yCTaHOBJICH CASIYIOIINI KITUHUYEC-
KM OUarHo3:; «aHruocapkoma IpaBoil MOJIOYHOM XkKe-
Jie3bl». [IpuHSITO peleHrne 0 KOMOMHUPOBAHHOM Jieue-

Huu. B cBsI3U ¢ TeM, 4TO pa3Mepbl OITyX0JU ObLIU OoJiee
5 cM, Ha TIEpBOM 3Tarie JJeUYeHUs IMallMeHTKe TIPOBEIEHO
5 KypcoB HeoanbloBaHTHOU noauxumuotepanuu (ITXT)
mo cxeme remMuntabux 900 mr/m?B 1-, 8-t AHU B BUze
90-MuHyTHOI MH(pY3uu (cymmapHas go3a 3000 mr),
npouerakcea 100 mr/m?B 8-it menb (150 mr) Ha doHe
nogaepxkn KC® ¢ 9-ro mo 19-it nHU ¢ MHTEepBaIaMU
MeXIy Kypcamu B 3 Hem. PesynbraT: mosoxurenbHast
MTWHAMWKA B BUIe YMEHBIICHUS OTeKa KOXH U apeOJTbl
MIPaBOIf MOJIOYHOM XeJie3bl, YMEHBIIICHUS OITyXOJI! IO
5,5%4,5 cM (Mo naHHBIM Mammorpaduu u Y3N).
Yepes 1 mec nocite 5-ro kypca II1XT BeImosHEHO
oTiepaTUBHOE JieueHEe B 00beMe MacCTIKTOMMU CITpa-
Ba C YaCTUYHBIM COXpaHEHHEM KOXHU CO CPOYHBIM
TMCTOJIOTUYECKUM HCIIENOBaHUEM KpaeB Pe3eKIUU C
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[lepBUYHbIE FeHETUYECKU O0YCIOBIEHHbBIE AHTMOCAPKOMBI MOJIOYHBIX KeJjie3 y O1M3He0Bol napbl. KimnHuyeckuii cyyaii

OJITHOMOMEHTHOM PeKOHCTPYKLHUEH SKCMaHIePOM-3H-
nompote3oM bekkepa (00beMoMm 255 cc) 1 TOpaKomop-
3aJIbHBIM JIOCKYTOM. [Ipy CPOUHOM I'MCTOJIOTUYECKOM
HCCIIeIOBAHUM B KpasiX PE3eKIUU DJIEMEHTHI OITyX0Jie-
BOI'0 pocTa He HaliieHbl. [TocieonepaliuoHHbIM epuo
npoTekas 6e3 ocinoxHeHuid. PaHa 3axuiia nepBUYHbBIM
HaTsikeHueM. JIaHHbIE TMCTOJOTMYECKOTrO UCCIeNo-
BaHMsl npenapata (Ne 2125/11): B MosiouHOI Xenese
0oOHapyXuUBaeTcsl onyxojb pazmepamu 11x11,5x5 cm,
Ha pa3pesax MpejcTaBlieHHas CUHIOIIHO-KpacHOM
ry04aToil TKaHblO C OOIIMPHOI 30HOM HEKpO3a pa3-
Mepamu 7x4x4 cM (puc. 3). Omnyxosib UMEET CTPOEHUE

Buze 90-muHyTHOM MHGY31HK (CymMMapHas no3a 3000 mr),
noueraxces 100 mr/m?B 8-it aeHb (150 mr) Ha oHe rmozze-
pxkt KC® ¢ 9-to o 19-it tHM ¢ MHTepBajiaMu B 3 Hell.

[Tpu KoHTposBLHOM OOCien0BaHUU CcIyCTs 12 mec
MocJie YCTAaHOBJIGHUSI TUarHo3a MPU3HAKOB IIPorpec-
CHpOBaHUST 3a00JIeBaHUS HE BBISIBIICHO.

ITpu cObope cemeliHOro aHamMHe3a BBISICHEHO, UTO
nauveHTKa uMmeeT cectpy-omsHenia H. I1o HacTostHuIo
Jiedalero Bpaya cectpa Obuia Bei3BaHa B POHILI um.
H.H. bnoxuna nns obcnenoBanust. [1pu ocmorpe Mo-
JIOUHBIX 3kesie3 rnaiueHTky H. eBast HeckoJibko 0osibliie
MpaBoIi 3a CYET OMYXOJIEBOTO Y3714, pacIojiaralomerocst

Puc. 3. Aarmocapkoma npaBoii MOJIOYHOIi KeJjie3bl manueHTKH B. Makponpenapar. Mosounas xkejne3a pasmepamu 17x13x8 cm ¢
JIOCKYTOM KOKH pa3Mepamu 11,5x8 cM, cockoMm. B MoJ104HOIi 2Kete3e 00HApYKMBAeTCs onmyxoJib pa3mepamu 11x11,5x5 cm, Ha pa3pe3ax
TpeJICTABJIEHHAS] CHHIOLIHO-KPACHOU Iy04aToii TKAHbIO C 00LIMPHOIT 30HOi HeKpo3a pasmepamu 7x4x4 cM.

aHrMocapKoMbl ¢ nmpu3Hakamu Il creneHu jieueOHOrO
nmaTomopdo3sa. PesumyanbHast 4acTh OITyXOJIM IIPEICTaB-
JIeHa y4aCTKaMU BbICOKO- 1 yMepeHHOoan (G epeHIIUPO-
BaHHOM aHrMocapkKoMbl (G2) ¢ HU3KOI MUTOTUYECKOM
aKTUBHOCTBIO (puc. 5). Onyxojib UHOWIBTPUPYET BCE
OTJIEJIbl MOJIOUHO XeJie3bl U 2/3 TKaHU cocka. B kpasix
OIIePAIIMOHHOTO pa3pe3a 3JIEMEHTHI OITYX0JIEBOTO POCTa
He HaiiaeHsl (puc. 4).

B nocneonepalimoHHOM Iieproe IpoBeneHo 3 Kypca
IIXT no cxeme: remumutadbux 900 mr/m?B 1-, 8-ii 1HU B

74

10 I'paHMIIe HAPYKHBIX KBaAPaHTOB, OJIU3KO K apeoJie,
y3eJl ¢ HeYETKUMU KOHTYpaMH, TUTOTHBIM, MaabrnaTop-
HO pa3MepaMu 6x5 cM, TKaHU 3KeJIe3bl BOKPYT y3Jia
nHOuIBTpUpoBaHbl. ClieBa 0TMeEYaeTcsl OTEK apeosibl
(puc. 6). CockoBO-apeoISIpHBII KOMITJIEKC CITpaBa He
u3MeHeH. [lanbmatopHo npaBasi MOJIOYHas keyie3a 0e3
y3JI0BbIX 00pa3zoBaHuii. [TogmbIlieuHbIe, TOIKIIOUYNY-
HbIE ¥ HAIKJIIOUMIHBIE TUMDOY3JIbI ¢ 00X CTOPOH He
nanbnupytores. ITammentke H. 6buti BeimosiHeHbI MMI
1 Y3 MOJIOYHBIX XeJie3, TT0 JTaHHBIM KOTOPBIX 00J1aCTh

Puc. 4. ®oto naumentku B. mociie onepauun. IIpaBas MostouHas xkeJie3a yaajieHa, YACTHYHO coxpaHeHa Koxka. [ledekT 3amelneH IKc-
naHaepoM-3HaonpoTe3omM Bekkepa 06beMoM 255 cc M TOPAKOAOP3AIbHBIM JIOCKYTOM
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Pucynok 5. Aurnocapkoma npaBoii MOJIOUHO¥ xKeJie3bl nanuenTkn B. Mukpockonudeckas kaptuna. (FeMaTokcniIMH 1 3031H)

a, 0, B — MPU3HAKHM MMOJTHOM PErpecCur OIyXOJIU C OOLIMPHBIMUA 30HAMM HEKPO3a, KPOBOM3IMSIHUSIMU Pa3HOI CTEIEHU 1aBHOCTH,
OTJIOXKEHUSIMU COJIeH KaJIbLIMsI U OTCYTCTBHEM 3JIEMEHTOB OITyXoJsieBoro pocrta (x50—100);

I — YYaCTOK OIIYXOJIM ¢ TIpU3HAKaMU e€ YJaCTUYHOM perpeccuu B BUIE ovara ruaanHo3sa (x50);

I, € — COXpaHUBIIMECs o4Yaryu BbicoKoaudhepeHIIMpoBaHHOM 1 yMepeHHOAM (D hepeHITMPpOoBaHHOM aHTHocapKoMoii (x100).
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nCpBI/I‘IHBIC T€HETUYECKU O6YCI[0BI[6HHI)IC AHI'MOCapKOMbI MOJIOYHBLIX XKEJIE3 Yy OJIN3HEIIOBOI napbl. Kiunnyeckuit cnyqaﬁ

i

Puc. 6. ®oro nauuentku H. 10 onepauun. Jlesas MoJ04YHASA Kejle3a HECKOJIbKO 00Jible NPABOii 32 CYET OIMYXO0JEBOro y3ia,
PACHOJIATAIOIEr0Cs N0 IPAHMIE HAPYKHBIX KBAAPAHTOB, 0.JIM3KO K apeoJie. CleBa 0TMedaercs 0TEK apeo.ibl

apeoJibl JIEBOI MOJIOYHOM XeJie3bl YIUIOTHEHA, OT€UHa,
TKaHb TPaHUILBl HAPY>KHBIX KBAaAPaHTOB MH(MUIBTPU-
poBaHa. Ha BbIpaskeHHOM TUIOTHOM (pOHE TKaHU 00erX
MOJIOUHBIX 3XeJjie3 y3/1oBble o0pasoBaHus (mpu MMI)
He onpenenstiores. [Tpu Y3U 1o rpaHuiie Hapy>KHBIX
KBaJPaHTOB BU3YAJIM3UPYETCS Y3JIOBOE TMITOIXOTEHHOE
00pa3oBaHuEe HEOAHOPOIHOM CTPYKTYPhl C aKTUBHBIM
KPOBOTOKOM, pasMmepamu 1,6x1,2 cM, B OKpYKaOIIUX
TKaHSIX OTMeuYaeTcsl yCuleHHasl BacKyJsipusauus.
B TKaHu mpaBOii MOJIOUHOM Xese3bl y3710Bble 00pa3o-
BaHUs He onpeaesstorcs. PernoHapHblie TMMPOY3JIbl HE
yBEJIMYEHbI. 3aKJII0UeHe: B TIEPBYIO o4yepeab He00XO0-
JIMMO UCKJIIOUYUTH CAPKOMY JIEBOM MOJIOUHOM XKEJI€3bI —
PEKOMEHAYeTCs TUCTOJIOrM4ecKast BepuduKariusi.
brina BeinosiHeHa core-6Moncuss oopa3oBaHUsI
JIEBOM MOJIOUHOI >kejie3bl. [1py rucToI0rnyeckom uc-

cnenoanuu (Ne 34635/10) KycouKu TKaHU MOJIOYHOI
Keje3bl C pa3pacTaHUSIMM aHTMOCAPKOMBI HU3KOM
CTEIeHU 3JI0KaUYeCTBEHHOCTH.

ITo nanHbiM Y3M opraHoB OpPIOLIHOM TTOJIOC-
TU, PEHTTEHOJIOTUYECKOTO UCCAeIOBaHUSI OPTaHOB
IPYAHON KJIETKHU, MAaTOJNOTMUYECKUX UBMEHEHU He
BhIsIBIIEHO. [1pu Y3U opraHoB Majioro ta3a y mpaBoro
pebpa MaTKH BbISIBJIEHA IePMOUIHAs KUCTa Pa3MEPOM
4,8x4,0x6,0 cM.

IMamuenTtka H. oOcykxneHa Ha KOHCUIIUYME, C y4e-
TOM MaJjioro pazMepa OITyX0JIeBOIrO y3Jjia Mo JaHHbIM
UCCIIeIOBAHWI Ha MEepBOM dTAIlle JIEUeHUs pellIeHO
BBITIOJTHUTh OIEepaLIo.

bosibHOI ObLIa BHIITOJIHEHA MAaCTIKTOMUSL ClieBa C
COXpaHEHHEM KOXU C OMHOMOMEHTHOW PEKOHCTPYK-
LYel TOpaKoAop3aJbHbIM JTOCKYTOM U 3KCITaHAEPOM-

Puc. 7. ®oro nauuentku H. mocie onepamuu. JleBas MoouHas xkeje3a yaajeHa, coxpaHeHa koxa. /ledekr 3amenieH
JKcnaHaepomM-3unonpore3om bekkepa 06bemom 195cc U TOPAKOI0P3ATBHBIM JIOCKYTOM
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)

Vit 5

Puc. 8. Aurmocapkoma JeBoii MoJIOUHO# Keye3bl 00abHON H. a, 6 — MakpormpemnapaT, B—¢ — MHUKpPOCKOIIMYecKash KapTUHA
(reMaToKcuIuH 1 303uH; x100, 200, 400).

a, 6 — JeBas MOJIOYHAS XKejie3a pasMepamMu 16x15x5 cM ¢ JTOCKYyTOM KOXHU LIEHTPaJbHON YacTH pasMepaMu 7x4 CM, COCKOM.
B 1ieHTpanbHOM OTIEIIE, TTOICOCKOBOM 00JIaCTH 1 B HAPYKHBIX KBaJpaHTaX opraHa 0OHapy>KMBaeTCsl OITyXOJIEBBII y3es 03 YeTKUX
rpaHul pasmepamiu 7,5x4,5x3,5 cM TeMHO-KPaCHOTO 1LIBETa, Ty0UaTOro BHIA C PO30BATO-KPACHBIMU 3¢ PHACTHIMU OYaXKKAMU JUAMETPOM
0,3—0,5 cm no nepudepuu;

B, T — BhICOKOIU (P epeHINPOBAHHAS OITYXOJIb;

I, ¢ — HU3KoaubdepeHIIMPOBaHHAST OITYXOJIb.
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sHAo0mnpoTe30M bekkepa (o0bEMoM 195 cc) (puc. 7).
OCJ0XXHEeHW I XUPYyPrUUecKoro JieueHusl He Obu1o. PaHbl
3aKVJTH TIEPBUYHBIM HATSKEHUEM.

Tucronornyeckoe MccienoBaHue OorepaloHHOTO
Marepuana (Ne 35917/10) (puc. 8): ornyxoJieBblii y3es
MOJIOYHOM XeJje3bl pazMepaMu 7,5x4,5x3,5 cm nMeeT
cTpoeHue aHrnocapkomsbl Il cTeneHu 3joKauecTBEH-
Hoctr 110 crcteMe FNCLCC: 75% ygacTku BBICOKOIU(D-
(epeHIIMpOBaHHOM 1 25% y9acTKN yMEPEHHO CTETICHI
nddepeHITNPOBKI OITYXOJIH, C YMEPEHHOW MUTOTH-
YeCcKoi akTUBHOCTHIO (13 MUTO30B B 10 MOJIsIX 3peHMsT
x 400) u 6e3 ouaroB HeKpo3a. OTyxoyib UH(OUIBTPUPYET
LIEHTPaTbHbII OTE, TOICOCKOBYIO 001aCTh U 2/3 TKAaHU
cocKa, IiepMy apeoJibl 10 6a3aJIbHOTO CJI0s 3MUAepMHIca,
Hapy>XHbIe KBaAPAHTHI MOJIOYHOM JKeJe3hl.

IMaumneHTKka obcyxaanach Ha KoHcuauyme Ha Poc-
CUICKOM OHKOJIOTMYECKOM KOHTpecce ¢ yyacTheM
MEXIYHApPOAHBIX CIELMATUCTOB, Oblia PEKOMEHI0-
BaHa aabloBaHTHas xumuotepanus. [Tocie onepaunu
nauureHTke H. mpoBeneHo 4 Kypca XMuMHOTeparnuu 1o
cxeMe reMuuTabun 900 mMr/m?B 1-, 8-it THU B BuUje
90-MuHyTHOU MH(DY3UM (cymmapnas go3a 3000 wmr),
npouerakcen 100 mr/m?B 8-it menb (150 mr) Ha doHe
niognepXku KC® ¢ 9-ro mo 19-it iHM ¢ MHTepBaTaMu
MEXTy KypcaMu B 3 Hell.

IManuentka H. mpociexeHa B TeueHue 12 Mec ¢
MOMEHTa YCTaHOBKM JuarHo3a 0e3 Mpu3HaKoB Mpo-
rpeccupoBaHUs.

IMarmeHTKM 13 6;1M3HE1I0BO Mapbl 22 JIET C CUHXPOH-
HO-IMarHOCTUPOBAHHBIMH aHTOCAPKOMAMI MOJIOYHBIX
JKeJie3 TMMPOKOHCYJIBTUPOBAaHbI OHKOTeHETUKOM. B xoje
MPOBeIeHUs KIMHUKO-TeHETUYECKOTro 00CIeI0BaH s
BBIMIOJIHEHO MOJIEKYJISIPHO-TEHETUUeCKOe UCCle0Ba-
HHUE B 00beMe OIpeaeIeHUST TIEPBUYHON CTPYKTYPHI
konupyouieit yactu reHoB BRCAIl/2 v TP53 ¢ uenblo
HUCKJTIOUEHMST/TIOATBEPKICHUST HACIeJCTBEHHON 3TUO-
Jioruu 3a00j1eBaHUsI ¢ UCITOIb30BaHMeM MeTonoB: ITLIP,
KOH(OPMaALIMOHHO-UYYBCTBUTEILHOTO 3J1eKTpodopesa,
cekBeHupoBaHus. [1pu uccnegopanum JJHK, Boime-
JIEHHOH M3 TMMOOIUTOB TeprdeprIecKoii KpoBH, y
00enx TalMeHTOK OJTM3HEIIOBOM TTaphl BEISIBJICHBI Ha-
cienyemble: repMyuHaiibHas MyTauusi A5 184 (c.1782A/T)
B 10-m 3k30He reHa BRCAZ2, monuMop(dHbIii BapuaHT
V269V (¢.4035T/C) B 11-M 3k30He reHa BRCA2, onmm-
MOPGhHBIN TaIJIOTUTT B TETEPO3UTOTHOM COCTOSTHUM B
reHe BRCA I

1-#t marpon — IVS1-103 T/C.; IVS1-115T/C;
8-11 maTpoH — IVS8-58 del T,

11-i1 sk30H — D694N, P871L, E1038G, K1183R;

13-1f ok30H — S1436S (4428 T/C);

14-it maTpoH — 1VS14-63C/G;

16-1i sk30H — S1613G.

B rene TP53 ObL1 BbISIBJIEH MOJUMOPGhHBIN BApUaHT
Int3dupl6 B 3-M MHTPOHE B reTEPO3UTOTHOM COCTOS -
Hu. Bce reHeTmyecKme BapuaHTBI OBLTA MOATBEPXK-
JIeHbl METOJIOM aBTOMAaTUYECKOTO CEKBEHUPOBAaHMUSI.
IMomamopdubie BapranThl reHOoB BRCA 1, BRCA2wn TP53

3aperuCTPUPOBAHBI B MEXKIYHAPOAHBIX 0a3ax JaHHBIX
BIG u IARC (www.iarc.fr; www.nhgri.nih.gov.). Myra-
musa A518A4 B 10-m sk30He reHa BRCAZ2 BuIABIIEHA HAMU
BriepBrie. [1pn aHanM3e GYHKIIMOHAIBHOTO 3HAUYCHUS
myTtauun A518A ¢ ncnonb3oBaHueM nporpaMmMbl Net-
Gene2 (www.cbs.dtu.dk/services/NetGene2/) ObL10
MOoKa3aHO BO3MOXHOe obpa3oBaHue B 10-M 3K30HE
reHa BRCA2HoBoro caiita CIUIaiicHTa ¢ 00pa30BaHUEM
MOCJIEAYIOIIEeTO CTOM-KOAO0HA.

B cBs13u ¢ HaciaeayeMbIM XapaKTepOM CTPYKTYp-
Ho-TeHeTu4eckux nepectpoek JHK-gnarnoctuka
BBITIOJIHEHA pOJACTBeHHUKaM I crerieHu poacTsa (OTIy
¥ MaTepy) C UCIOJIb30BAHUEM CTaHIAPTHBIX MOJIEKY-
JIIpHO-TeHeTUYecKux MeToauk. Mytanust A5184 B
reHe BRCA2 oOHapyxXeHa y OTlia MalueHTOK-0113-
HenoB (puc. 9).

2
wt BRCA2
21

1
mt BRCA2 A518A
21

I
AHrnocapkoma } AHrvocapkoma

mt BRCA2 A518A mt BRCA2 A518A

Puc. 9. PonocioBHas naiMeHToK

Oo0cyxnenue

JuarHocTuka capkoM MOJIOYHOH 3KeJie3bl CIOXKHA.
B onucaHHOM KJIMHMYECKOM ciydae Ijisd BepuduKa-
LIMM TMarHo3a nmorpedoBagack TperaH- UKW OTKPhITast
ouoncust onmyxonu. [1Ipu mammorpadpum u Y3U orcyrc-
TBYIOT cnielMpuuecKue AMarHoCTUYeCKue Mpru3HaKu
aHTHuocapKoMbl. TOHKOUTOJbHAS acTIMpallMOHHas
ouoricust MmasionHdopMaTuBHa. TOUHBIN AUArHO3 MO-
JKeT OBITh YCTAHOBJICH JIUILIb ITOCJIE TUCTOJIOTUYECKOTO
HCCIIemOBaHMST 00pa3IioB ormyxoiu. [1pu pusnkaIpHOM
00cIe10BaHUM YaCTO HEIOOLIEHUBAETCSI pa3Mep HOBO-
00pa30oBaHusl, UMEIOLIMI TPOTHOCTUYECKOE 3HAaUEH1E
U OMpeeIsTIoIIN I TaKTUKY JeueHus. B taHHOM cityuyae
pa3Mephl OITyXoJIeli TTPU UCCIeA0BAaHMH OTIePAlIMOHHBIX
MaTepuaioB 3HAUUTEIbHO OTIUYAIUCH OT ONUCAHHBIX
npu Mammorpaduu u Y3U.

B my6iaukanmsax mocaeaHUX JIET, TOCBSIIEHHBIX
capKkoMaM MOJIOUHOI KeJie3bl, TPUBOISITCSI JaHHbBIE O
BBISIBJISIEMBIX V OOJIbHBIX MyTalusix B reHax BRCA2 u
TP53. B HalieM KJIMHUYECKOM cjyyae y MalueHTOK-
01M3HeLIOB OOHapyxXeHa MyTalus B reHe BRCA2 u no-
JumopdHbie BapuaHThl reHoB BRCA I, BRCA2 v TP353,
KOTOPbIE SIBUJIMCh 3TUOIATOTeHETUYECKOW MPUINHOMN
pPa3BUTHS AaHTHOCAPKOM MOJIOYHBIX JKees3.
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XuMHuoOTepamnusi capkoM MSITKMX TKaHell B ITOC-
JIeIHWE TOAbl HAUYMHACT IIpeTepIieBaTh 3HAUNTEILHBIC
W3MEHEHUS, OSIBIISIIOTCS KITMHUUECKHE TTePCIIEKTUBbI
HOBBIX JIEKAPCTBEHHBIX KOMOMHALIWIT. B 1aHHOM ci1ydae
IMPU MPOBEJIEHUM HEOAAbIOBAHTHONW XUMUOTEPAIUU
reMIUTA0OMHOM U TaKCOTEPOM JOCTUTHYT JieUYeOHBIN
natomopdo3 II creneHu.

[Ipu pa3anyHBIX METOMAX BO3ACIHCTBUS Ha OITy-
XO0JIb B COUETAHUM C PEKOHCTPYKTUBHOM XUPyprueii
U peabuIMTaneir BO3MOXKHO YJIYy4YIllaTh Pe3yabTaThl
JIEYEHUSI U Ka4eCTBO XKM3HU MalueHToB. B Onmxaii-
mee Bpemst B POHLI um.H.H. bioxuHa mianupyercs
YTBEPKJIEHNE MTPOTOKOJIa M0 KOMOMHUPOBAHHOMY
JIEYEHUIO TIEPBUYHBIX aHTMOCAPKOM MOJOYHOM
Keae3bl.

Paboma wacmuuno nodoepucana epanmom Munuc-
mepcmea oopazosanus u nayku Poccuiickoii Dedepayuu
No 16.512.11.2094
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PRIMARY GENETICALLY ALTERED ANGIOSARCOMAS OF THE BREAST

IN FEMALE TWINS. CASE REPORT

Budik Y.A., Lyubchenko L.N., Anurova O.A., Fedenko A.A., Sobolevsky V.A., Semyanihina A.V.,

Pospekhova N.I., Istomin I.A.

N.N. Blokhin Russian Cancer Research Center, Russian Academy of Medical Sciences, Moscow, Russian

Federation

Key words: Breast angiosarcoma, primary angiosarcoma, BRCA1, BRCA2, TP53

Soft tissue sarcomas are rare malignant tumors. Primary angiosarcomas of the breast account about 0, 04% of all malig-
nant breast tumor cases. We present the case report of simultaneous development of primary angiosarcoma of the breast in
the in 22 years old twins. The histological examination of the core biopsy specimen revealed the evidence of angiosarcoma.
Each of the patients were treated with combined therapy. In one of the sisters, the tumor mass occupied almost the entire
breast, wherefore the first phase Chemotherapy (CT) was administered 5 cycles of gemcitabine and docetaxel. Subsequently
the mastectomy with simultaneous breast reconstruction was performed on the right side. Postoperatively another 3 cycles
of CT were carried out according to the above described regimen. In the second patient, due to the small tumor size (less
than 5cm), the skin-repairing mastectomy with simultaneous breast reconstruction was performed. 6 courses of adjuvant CT
was given according to the specified regimen. The genomic analysis of both patients, revealed the germline mutation A518A
(c.1782A/T) in the exone-10 and the polymorphism V269V (c.4035T/C) in the exone-11 of the BRCA2-genes. In addition,
the polymorphism Int3dup16 was found in the third introne of the TP53-gene. The same mutation (A5S18A (c.1782A/T) was
also detected in the twin’s father. There was no PD after the 12 months of follow-up.
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