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AHHOTauuA

HacnepncteeHHble myTaumm B reHax BRCA1 n BRCA2 value npoBoLmMpyOT pa3BnTue MeTaxpOHHbIX OMyXOrnen
no cpaBHEHWIO ¢ 06Lwen nonynsauuen. Y HocuTenbHuy B reHe BRCA1 chatanbHO NOBbILWEH PUCK Pa3BUTUS
paka MOMNOYHON Xernesbl N ANYHMKOB, a Takke APYrMX HEONNasuii: paka LWenku MaTkv, 9HAOMETPUS, MaToy-
HOW TpyObl, NOMKENYA0UYHON Xernesbl, SMdeK, NpeacTaTenbHOM Xenesabl, CIIOHHBLIX Xene3. O0LWwenpuHaTbie
npeacTaBneHns O natoreHese HacneAcTBEHHbIX pakoB NoapasdyMeBaloT, YTO pa3BMTUIO OMyxonu Bcerga
npeaLwecTByeT yTpaTa OCTaBLUerocs (HOPMarnbHOro) annens BOBMNEYEHHOTO reHa. Tem He MeHee CyLLEeCTBYIOT
[OCTOBEpHbIE CBeAeHUss 0 ToM, 4To HekoTopble BRCA1-accounnpoBaHHble PA 0eMOHCTPUPYOT COXpaH-
HocTb BTopon konum BRCA1. B paGoTe BnepBble OnvcaH KMMHUYECKNI Criydan pasBuTrs HEMPO3HOOKPUHHON
OMyXOmnun — METAXPOHHOTO paka SNYHKKa U KapunHonaa Nnérkoro y 60nbHON, HOCUTENbHWLbI MyTauumn B reHe
BRCA1. Kpome TOro, B onyxonv npoAeMOHCTPUPOBaH heHOMEH NoTepu reTepo3MroTHOCTH B NTOKyCe reHa
BRCA1 (yTpata annens gukoro tuna).

KnioyeBkle cnoBa: pak AMYHUKOB, HacneAcTBeHHble MyTauun, reH BRCA1, kapunHoua nerkoro.

I'epmunanpubeie Mmytanuu B reHax BRCAT u
BRCA?2 sapnstorcst HanOoee N3BECTHBIMU M N3yYeH-
HbIMH (PAKTOPaMH PUCKA KAPLIMHOM MOJIOYHOM JKeJIe3bl
u auyauka. M3BectHo, uro y BRCA-HOcuTeneit mo
CPaBHEHUIO C 0011l MOMYIISMEH Jallle pa3BUBaOTCS
MeTaxpoHHbIE omyxonu. [locnennne ncciaenoBaHus
CBUIIETEIBCTBYIOT, uTO MyTanmuu B rene BRCA1
MOBBIIIAIOT PUCK paka MIEHKHW MaTKH, YHIOMETPHS,
MaTO4YHOH TPYOBI, SIMUEK, MOIKETYJOYHOM JKEeNe3bl,
npencrarenbHoil xkene3nl [1-3]. Myranus B rese
BRCA2 sBnsercst (hakTOpoM pHCKa pa3BUTHS paka
KeIyKa, TIeYeHH, TTO/KEITy0YHON KeTe3bl, JKerde-
BBIBOASIIUX IIyTE€H, MOJIOYHOMN JKEJIe3bl Y MY>KUMH,
MOYEBOIO ITy3bIpsi, MOUEBBIBOAAIINX MyTeH, Mpes-
CTaTeJIbHOMN JKEIe3bl, METaHOMBI KOXKH, OMyXOJIeH
roJIoBHI 1 mmieH [4—8]. B cTarhe BriepBbie IpecTaBiIeH
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KITMHUYECKHUN CITy4aid METaXpPOHHOTO paKa SUYHHKA
(PS1) m xapunHOMIA JIETKOTO Y OOIBHOM, HOCUTEIb-
Hu1El MyTanuu B TeHe BRCAL.

bonvuas JI., 64 nem, oopamunace 6 HUU onxo-
noeuu um. H.-H. [lemposa ¢ okmsope 2015 e., xo20a
ObL1 ycmarnosnen ouaenos pak auynuka IIIC cmaouu
(FIGO), cT3cNxMO. ¥V nayuenmku omsieowéHibiii ce-
Melinblll anamues (y mamepu — pax auyHuxa 8 76 iem;
v cecmpul — pax auunuxa @ 60 1em). [lpu monexynapro-
2EHEeMUHeCKOM MeCMUPOBAHUU BbISIGIEHA MYMAYUs 8
eene BRCAI 5382insC (puc. 1).

Ha nepsom smane xomOunuposanuozo neuenus
nayuenmKka co21dcuildch NPUHAMb yyacmue 6 Kiu-
HUYECKOM MHO20YEHMPOBOM NPOCHEKMUBHOM He-
panoomuzuposantom ucciredosanus HUH onxonozuu
um. H.H. Ilemposa no usyuenuio sgppexmugnocmu
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CNYYAW U3 KNMMHUYECKOM NMPAKTUKU
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Puc. 1. Kpueble amnnudurkaummn annenb-cneumuyeckon norvMmepasHo-LemnHon peakummn B peanbHOM BpeMeHn ¢ 06pasLoM, coaepxa-
LWMM MyTaHTHbIM annens BRCA1 1 notepto annens gukoro Tvna

Puc. 2. Mukpodoto. CeposHas KapLMHOMa indHIKa BbICOKOW Puc. 4. KomnbtoTepHasi ToMorpamma rpyaHom KIeTKu ¢ BHYTPU-
CTeneHu 3NoKa4eCTBEHHOCTY, OKpacka reMaToKCUIMHOM 1 303K~ BEHHbIM KOHTpacTUpoBaHueM. Monycdepnieckoe yTornLeHne
Hom, %200 MeamacTUHarnbLHOI NNeBpbI crieBa Ha yposHe C3 neBoro Nérkoro,

aHBapb 2017 1.

Puc. 3. Mukpogoto. CeposHas kapLyHOMa sindH1Ka BbICOKOM Puc. 5. KomnbloTepHas Tomorpamma rpyHON Knetku ¢ B/B
CTEMNEHM 3110Ka4eCTBEHHOCTY, MONOXUTENbHAA AaepHas aKCrnpec- KOHTpacTupoBaHueM. Monychepuieckoe yTonLieHne MeaacTu-
cusa WT-1, x200 HanbHO NeBpbl criesa Ha ypoBHe C3 neBoro nNérkoro, esparnbs
2017 r.
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PEOKUIA CNYYAW MEPBUYHO-MHOXXECTBEHHOW OMYXONU

neoaoviosanmuoi X1 no cxeme yucniamun + mu-
momuyun C 'y bonvuvix PH nocumenvhuy mymayuil
6 cene BRCAI. Ilpomoxon dvin 000b6pen mecmmuvim
Komumemom no smuxe. Iayuenmka nonyyuna 3 yukia
kombunuposannoi XT no cxeme yucnaamun 100 me/m?
u mumomuyun C 10 me/m? kaxcovie 3 ned ¢ docmu-
JHCeHUEM NOTHO20 KIUHUYECKO20 pespecca ONyXoau (no
wxane RECIST 1.1), nocne weeo 12.12.16 evinonnena
ONMUMATLHAS YUIMOPEOYKMUBHASL Onepayust 8 00veme
OKCIMUPRAYUYU MAMKU C NPUOAMKAMU, OMEHMIKIMO-
muu. Ipu namomopgonocuueckom ucciedoganuu
VOanéHHo20 npenapama yCmaHogieH SUCHoLocuye-
CKULl MUn ONyXonu. Cepo3nas KaApyuHoma 6blCOKOU
cmeneHu 310Ka4eCmeeHHOCU J1e6020 SUUHUKA (PUC.
2, 3) (ummyHocucmoxumuieckoe uccie008anue ony-
xonesvix knemok: ER, pl16, PAXS, WTI nosumusnuvie,
P53, PR necamusnvie, Ki67 — 15 %), memacmaswot 6 5
¢paemenmax bonvutozo canvruxa, 1,8 cm 6 Haubob-
wiem usMepeHUU, CMmeneHb pecpecca ONyxXou 6 SUUHU-
xe — 2, 8 bonvuiom canvruke — 2 (no Bohm, 2015 2.)
[9], pT3b. benvie mena, cmpomanvHas SUnepnaa3UsL
npasoeo AuYHUKA. 3amem 6 ad0bIOBAHMHOM PedcUMe
BbINONHEHO 4 YUKIA NOTUXUMUOMEPANUU NO MO Jice
cxeme (nocneonuii kype xumuomepanuu 25.07.16).

Hecmomps na mo, umo onpedenenue eucmona-
monoeuuecrkoeo omeema onyxonu na HAXT wupoko
UCNONB3YeMCsl 8 KIUHUYECKOU Npakmuke O paKa
MONOYHOIL dicene3bl, paKa moacmou KUK, s paka
AuYHUKa noxka nem obwenpunamot cucmemol [10].
DOmo cesa3ano ¢ mem, 4mo 8 NOGCEOHEGHOU KAUHU-
YeCKoU NpaKmuxe Cucmemamuyeckoe Ha3HayeHue
Heoadvroeanmuol mepanuu npu PA cmano ucnonv3o-
8ambCsl He MAK OABHO, NOIMOMY KpUMEPUes OYeHKU
2UCONAMONO2UYECKO20 pezpecca, Komopule Ovlau
Obl PeKOMEHO0BAHbL Ol PYMUHHO20 UCHOIb306AHUSL
BPAYAMU-NAMOMOPPON02aAMU, 8 HACMOsee 8Pems
He cywgecmayem. J{isl OyeHKU 2UCONAMON02UYEeCKO20
pezpecca 6 catpbHuKe Mbl UCHOIb308AIU KAACCUpuKa-
yuro cmeneret namomop@osa, npeonodicentyro Bohm.
OHa omauyaemcsi 8blCOKOU MeHCHAOIIOOAMENbHOLU
B0CHPOU3BOOUMOCTIBIO, Accoyuayuell ¢ NPOSHO30M
3abonesanus. OCHOGHVIM Kpumepuem OYeHuKu no
Bohm sensiemes obwuii pasmep onyxonegoi Maccol,
KOMOPAast Npu 8blPANCEHHOM pezpecce He 00ANCHA
npesviuiams 2 M.

Tpu xonmponvrom obcredosanuu 6 mapme 2017 2.
Ha (hoHe KAUHUYECKOU peMUCCUu no OCHOGHOMY
3a001e8anu0 OblIA NPOBEOEHA KOMNbIOMEPHAs
momoepaghus 2pyoHol KIemKUu ¢ 6HYMPUGEHHbIM
KOHMPACMUPOBAHUEM, NPU KOMOPOU OMMEUEHO NOo-
s6NIeHUe NOTYCPHEPULecKo20 YMOoaueHus Meouacmu-
HALHOU N1e8pbl Clesa HA YPosHe S3 1e6020 1E2K020,
pasmepamu 138 mm (puc. 4, 5).

Tayuenmre 30.03.17 evinoanena ouacHocmuye-
CKAsl BUOEOMOPAKOCKONUS Cle8d, MUHUMOPAKOMO-
MUs cnesa, pe3eKyus sA3bIUKOBbIX Ce2MEHMO08 J1eB020
nézroeo. Ipu namomopgonozuueckom ucciedosanuu
VOanéuHo2o npenapama yCmarog1en Ciedyiouwull 2u-
CMONO2UYECKULL MUN ONYXOIU: MUNUYHBIL KAPYUHOUO

CUBMPCKUI OHKONOMYECKUM XXYPHAI. 2018; 17(1): 99-103

Puc. 6. MukpodoTo. TUNUYHbIA KapumMHOna Nérkoro, okpacka
remMaToKCUITMHOM U1 3031HOM, X200

Puc. 7. MukpodoTo. TNUYHbIN KapunHoua NErkoro, nonoxm-
TenbHasa uuTonnasmartunyeckas akcnpeccus synaptophysin, x200

(onyxonvra/tumorlet) neeozo neckozo (puc. 6, 7) paz-
Mepom 3 MM (UMMYHOSUCTOXUMUYECKOEe UCCTe008aHUe
onyxonegvix xnemok: CKS, cunanmogusun, TTF-1
nosumugnsle, pl6, p53 necamusnusie, Ki67 —2 %). Mo-
JEKVIAPHBII AHAIU3 ONYXOJLEBbIX KIEeMOK KapYUHOUOd
JIE2K020 BbIABUI NOMEPIO 2eMEPO3USOMHOCINU 8 TOKYCE
eena BRCAI (ympama annenst Ouxozo muna,).

3akioueHne

BRCA-accomuupoBaHHbIC OITyXOJTU XapaKTEePHU3y-
FOTCSI OCOOCHHOCTSIMH KJIMHUUECKOTO TCUCHHS TePAITHH
¥ 3aHUMAIOT 0c000€ MECTO CPEeIH 3II0KauYeCTBEHHBIX
3aboneBannid. CIIEKTp MEPBUUYHO-MHOKECTBECHHBIX
omyxoneil y Hocuteneld myrauuu B reie BRCA1 B
OCHOBHOM IIPEACTABICH PAKOM MOJOYHOU Kele3bl,
paKoM sIMYHUKA, PAKOM MaTOYHOU TPYOBI, T€JIa MaTKH,
pakoM ITUTOBHUIHOM skere3bl. COrmacHO JaHHBIM JTU-
Teparypbl U HAIITUM UCCIICAOBAHUSAM, Y HOCUTCIIHHHUII
MYyTAaIlH PA3BUBAIOTCS «BTOPHIE) OMYXOJIU B CPEAHEM
C MHTEPBAJIOM B 7 JIeT. B KITMHUYEeCKOW MpaKTUKE Ha-
IeTO HHCTUTYTa MBI BIIEPBBIE OTHMCHIBAEM KapIIUHOMT
NE€rKOTO0 Y HOCUTENbHUIBI MyTanun B rene BRCAI,
KOTOPBIN BO3HHK 4Yepe3 8§ Mec MOoCiie OKOHUAHUS ITH-
TOCTAaTUYECKON TepaIluu.

Paboma noooepoicana epanmom PH® 14-25-00111.
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PEOKWA CNYYA NEPBUYHO-MHOXXECTBEHHOM OMNYXOJKn

Abstract

Inherited mutations in the BRCA1 and BRCA2 genes more often provoke the development of metachronous
tumors compared to the general population. Women who carry inherited BRCA1 mutations have an increased
risk of developing not only breast and ovarian cancers, but they have also increased risks of developing other
types of cancers, such as cervical cancer, endometrial (uterine), ovarian, pancreatic, prostate, and salivary
gland cancers. Common views on the pathogenesis of hereditary cancers imply that the development of the
tumor is always preceded by the loss of the remaining (normal) allele of the involved gene. Nevertheless, there
is reliable information that some BRCA1-associated ovarian cancers demonstrate retention of the second
BRCA1copy. We report a rare case of the development of neuroendocrine cell carcinoma- metachronous
ovarian cancer and lung carcinoid tumor in the patient with the BRCA1 gene mutation. In addition, the tumor
demonstrated loss of heterozygosity at the BRCA1 locus (loss of the wild-type allele).
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