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B cooTBeTCTBUM C pekoMeHpaumaMn BcemmpHon opraHu3aummn 34paBoOXpaHEHNA CPeAN AMUTENMasbHbIX OMyXOe MOMOYHBIX Xe-
nes NPVHATO BblAENeHne KapumMHOM peaKuX rMmcTonormyecknux noaTunoB. ATO MHOroobpasHan, ManondyyYeHHaA 1 NPOrHoCTUYECKN
HeoaHOpPOAHanA rpynna paka MosIo4HoM Xenesbl. [TogobHanA cutyaumsa cBA3aHa ¢ PeAKOCTbIO BCTPeYaeMoCcTH B nonynAaumm 3abones-
LUNX — OT HECKOJIbKNX AECATKOB A0 €AMHUYHbIX Clly4aeB, YTO NPVBOAMUT K HEBO3MOXXHOCTW MONTYYEHNA CTaTUCTUYECKN AOCTOBEPHbIX
BbIBOOOB. OTO KacaeTcA KakK K/IMHUYECKNX N MPOrHOCTUYECKNX OCOOEHHOCTEN, TaK 1 nedebHon TakTukn. OnTumasbHble Noaxonpbl
NOKanbHOrO KOHTPONA MpU UHMUILTPATMBHOM NMPOTOKOBOM W [OSIbKOBOM BapuaHTe paka MOJSIOYHOW >Kefie3bl XOpPOLIO W3y4YeHbl,
onpepeneHbl CTaHAapTHbIe XUPYPrmYyeckne BMeLllaTenbCTBa M NnokasaHuA K HUM. HeCcKonbKo uHave BbIrmAguT cuTyauma B criyvae
pPeaKUX rmcToNOrMYecKmX TUNOB paka MOIOYHOM Xenesbl, NPV KOTOPbIX AaHHbIV BOMPOC OCTaeTcA NPeaMeTOM UCCeA0BaHNN.
KnioueBbie crioBa: pak MOSIOYHON Xenesbl, peAK1ue rmcToNormyeckme TUMbl paka MOSIOYHON >Kenesbl, OpraHoOCOXpaHAoLLee neye-
HWe, papuKanbHaA MacTaKTOMUA, BUONCUA CTOPOXKEBOro NMmdoy3na.
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In accordance with WHO recommendations among the epithelial tumors of breast carcinomas made selection of rare histological sub-
types. It is diverse, poorly studied and prognostically heterogeneous group of breast cancer. This situation is related to the rarity of their
occurrence in the breast cancer population — from several tens to individual cases, which leads to the inability to obtain statistically valid
conclusions. This concerns both the clinical and prognostic features and treatment strategy. Optimal control of local approaches in infil-
trative ductal and lobular form of breast cancer are well understood, defined the standard surgery and indications for it. Somewhat dif-
ferent is the situation in the case of rare histological types of breast cancer, in which this problem is the subject of research.
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OIHOU U3 HAMOOJIEE AKTYAIBHBIX IIPOOIEM KIMHUYE-
cKou oHKoJioruu. Ilo janabpIM HalrmmoHaabHOI'O MHCTH-

Tyra paka (CHIA, 2010), KaKzgasg BOCbMAA KCHIMHA CTAHO-
BUTCA XepTBor PMIK, a B Poccurickon ®eepanuu OT paka
JIAHHOM JIOKIN3AIIUH B CPEJTHEM ITOTHOAET 1 KEHIIMHA B Yac.
Cpely anUTENNANIbHBIX OIYXOJIEH MOJIOYHOM JKENE3Bl OC-
HOBHAs1 MACCA UCCIEAOBAHNM NOCBAMEHA TAK HA3BIBAEMBIM
«TAMUYHBIM» (popMaM PMIK — HH(UIBTPATUBHOMY IPOTOKO-
BOMY 1 J107bKOBOMY. C 1968 1. 10 pekomeHzaaruu BceMupHOIt
OpraHu3anuu 3apaBooxpanenusa (BO3) NpuHATO BBIACIATH
TAK HA3bIBAEMBIE PEIKUE T'MCTOJIOIMYECKHAE (POPMBI, OObEM
WCCIEIOBAHUI B OTHOIIEHNU KOTOPBIX HE CTOJIb MHOTI'OCTO-

P 4K MOJIOYHOM kene3bl (PMIK) poopKaeT oCTaBaTbCs

POHEH U pazHoo6paseH [1, 2]. [Tofo6Has cuTyalus CA3aHa ¢
HUCTUHHOU PEJKOCTBIO MX BCTPEYAEMOCTH B IIONYJIALIAN 3260-
JIEBUIMX — OT HECKOJIBKUX JIECATKOB JJO €AMHUYHBIX CJIy4deB,
YTO NPUBOAUT B PAJIE CIYYAEB K HEBO3MOKHOCTHU MOTYyYEHHUS
CTATUCTUYECKU JOCTOBEPHBIX BBIBOJOB. OJJHAKO 3TO HE JIENa-
€T NPOBJIEMY MEHEE AKTYAJIbHOH, 4 U3YYEHUE KIMHUKO-TIPO-
THOCTUYECKUX MAPAIVIENEN TIPH PEJKUX MOPQPOIOTHIECKHX
dopmax — MEHEE BAKHOM 3/Ja4EIL.

Jlonroe BpeMs CYUTAIOCh, UYTO PESKNE MOP(POIOTUIECKUE
TUIEl PMOK ABIAIOTCS OTHOCUTENBHO O61arONPUATHBIMA (POP-
MaMH OIyXOJIEN C BBICOKOH BBDKHUBAEMOCTBIO. Tak, B pabore
C.M.ITOPTHOTO OLIEHMBAIACH MPOJOJLKUTENBHOCTD KU3HHU
836 6ompHbIx PMJK T1-2NOMO B 3aBUCMMOCTH OT I'MCTOJIOTH-
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Ta6nuua 1. BbhkuBaemocTb 60/bHbIX C peAKuMu mopdonoruyeckumu chopmamu PVK [1]

O6wan BbDKUBAEMOCTb

®dopma paka

5-neTHAA

10-neTHAA

Be3peu,|n.qv| BHaA BbDKUBAeMOCTb

5-neTHAA 10-neTHAA

TybynApHbIn (N=362) 92,9+1,6 86,5+ 2,6 88,7+1,9 77,9+3,4
CnunsucTelin (n=225) 90,7+2,3 86,5+3,0 87,9+2,4 84,9+2,9
ManunnApHbIn (n=124) 92,3+3,1 89,9+3,8 91,543 91,543
MegnynnapHbii (n=187) 89,4+25 85,8+3,2 88,3+2,5 85+3,1
MeTannactunyeckuin (n=135) 65,5+4,7 53,3+6,1 70+4,4 60+7,6

Ta6nuua 2. XapakTepucTuka NPorHoCTU4EeCKU «6naronpmATHbLIX» PeAKUX ructonornvyeckux tunos PVDK [5-10]

FucTtonormyeckui Tun KnuHunyeckue akTopbl
MauneHTKkn B nocTMeHonayse

Ty6ynapHaa T1-2 pasmep onyxonu

Mopdonoruyeckue caktopbl BbhkuBaemocTb

CreneHb aHannasum G1
ER+PR+ cTatyc
HER2(-) cTatyc

94 1 88%
(5- n 10-neTHAA)

7-A pekana XXusHu

SRS GRS N+ CTaTyC O4eHb peako

CteneHb aHannasum G1
ER+PR+ cTtatyc
HER2(-) ctaTyc

89,851 81%
(10-, 15- 1 20-neTHAA)

BospacTt 54—-63 net
T1-2 pa3mep onyxonu
N+ ctatyc meHee 10%

«Yncrana» KpnbposHana

CteneHb aHannasum G1
ER+PR+ cTtatyc
HER2(-) cTatyc

HeT naHHbIx

Ta6nuua 3. CpaBHUTENbHAA XapaKTepMcTUKa rpynmn 60/bHbIX ¢ MH(UALTPaTUBHLIM NMPOTOKOBLIM M MeTannacTudeckum PMXK [24]

XapaKTepucTukmu MeTtannacTmyeckuit pak MpoToKoBbIN pak
Bo3pacT 605bHbIX OT 48 0o 59 net 6—7-A nekaga >XN3Hu
N+ cTaTtyc, % 6-26 50

Il ctaguna, % 10,6 8,4

IV cTapua, % 10,3 0,9

Puck mecTHoro peumamsa B rpynne NO B TedeHuve 5 net, % 35-62 17-20
O6LWwmin 0TBET HA HEOAABIOBAHTHYIO Tepanuio, % 10 Lo 75
O6LWwmin OTBET Ha NeyeHve B rpynne nauneHTos ¢ IV ctaguen, % 16,7 21-75

YECKOHM CTPYKTYpPHI omyxosel [3]. IToayuennas aBropom 6e3-
PELUIUBHAA BbBDKMBAEMOCTD ObUIA JIy4IIEH Y OObEAUHEHHOM
I'PYHIIBI OOJIBHBIX C PEAKUMU (POPMAMH PAKA [10 CPABHEHHUIO C
rpynnoi OOJbHBIX NPOTOKOBBIM M JOJbKOBBIM PMIK
(p<0,05). ITpu 3TOM 4aCTOTA PEM/INBA OOJIC3HH 34 BCE BPEMSI
HAOJIIOEHUH B I'PYIIIE GOIBbHBIX C PEAKUMHU (POPMAMU ObLIA B
1,6 pa3a HIDKE, YEM [IPU «THITHYHBIX> THCTOTHIIAX: Y GOJIBHBIX
CIIMBUCTBIM PAKOM — B 1,3 pa3a, y 60IbHBIX METY/IIPHBIM pa-
KOM — B 2,1, y OOJIbHBIX HAIWUIAPHBIM PAKOM — B 2,3,y 60/Ib-
HBIX TYOY/IIPHBIM PaKOM — B 2,3 pasa [3].

JIOKOPETMOHAPHOE METACTA3UPOBAHUE HE ABJIACTCSA XaPaK-
TEPHBIM /711 GOJBHBIX C PEAKUMU I'MCTOJIOTMYECKUMHA THUIIA-
mu PMJK; B CpOK OT 6 MeC 10 6 JIeT JIOKOPETUOHAPHBIC PELIU-
JIMBBI 3200JIEBAHMST OTMEUEHBI BCEIO Y (9% JKEHIUH C PE/IKH-
MH T'MCTOJIOTMYECKUMU (POPMAMHU, UTO COMOCTABUMO C «TH-
MMUYHBIMW» KAPIIUHOMAaMHU [4].

Opnako B pa6ore ['B.MapTteiHOBOI (2009 1) 66U BBIABIIC-
HbI HECKOJIBKO UHBIE 3AKOHOMEPHOCTH [1]. IIpyn nsyuenuu or-
JAJIEHHDBIX PE3YNBTATOB B I'PyNIE OONbHBIX PEAKUMMH TMCTO-
sorndyeckumu tanamu PMOK (ananns 6osee 1 ThIC. CITy4aeB)
ABTOP TOKA34JI4, YTO Hanbosee «ONaronpuATHBIMU»> B IIPO-
FHOCTUYECKOM IUIAHE SIBJIAIOTCS TYOY/IAPHBIN, CIM3UCTBIA U
MaIWULIPHBIN PaK, 4 «HEGIATONPUATHON» (POPMOU CIIEAyET
MPU3HATh METATUTACTUYECKYIO KAPIIMHOMY (Ta0I. 1).

HccnenoBanus 3apyoEKHBIX KOJUIET YOEAUTENBHO IOJ-
TBEPAWIN IIPUBEJEHHBIE JAHHDIE, PA3JEIUB PEAKUE TUCTOJIO-
I'MYECKHE BAPUAHTHI HA PA3HBbIE C TOYKU 3PEHHS MPOrHO3a
MOJIEKYIAPHBIE MOATUIBL K NPOTrHOCTUYECKHA OGIArOnpH-
STHBIM BADUAHTAM PEAKUX I'HCTOJOIMUECKUX (POPM OTHOCSIT-
cs Takue Buibl PMJK, Kak TyOy/IsspHBIN, CIM3UCTBIA U KPUO-
DPO3BHBIH, KIMHUKO-OUOJIOTHYECKUE XAPAKTEPUCTUKH KOTO-
PBIX HAIVIA/IHO OTPAKEHBI B TAOJL. 2.

B mpuMBOAMMBIX MCCIENOBAHUAX NALUEHTKAM IPOBOJAU-
JIOCh AHAJIOTUYHOE C «THUIIMYHBIMU» I'MCTOJIOIMYECKUMU Ba-
PUAHTAMU JIEYEHUE, U NIPU CPABHEHUU IOKA3aTeNen 6e3pe-
IIUJUBHON M OOIIEH BBDKHMBAECMOCTH CTATUCTUYECKUX OTIIH-
UMl TIOJy4EHO HE 6bUI0. Ha OCHOBAHMM 3TOI'O aBTOPBI MPU-
XOJAT K BBIBOJY: JIOKAILHBIE M CUCTEMHBIE TIOJXOABI K JIede-
HHUIO «OIaronpUsTHBIX» FTUCTOJIOIMYECKUX TUIIOB PMIK nomk-

HbI OBITh AHAJIOTUYHBI TEM, KOTOPBIE UCIIONb3YIOTCS TIPU «TH-
IIUYHBIX> MOP(OJOIMYECKUX BapHAHTAX 3a60meBanus. To
€CTh BBIOOP 0O'BEMA XUPYPTUYECKOIO BMEIIATEIBCTBA 6A3U-
pyeTcd Ha TeX K€ NPUHIMIAX, YTO U MPU IPOTOKOBOM WUJIH
JOJIBKOBOM BapraHTe onyxonu (7, 8, 10].

K rpynme peskux raCTonorndeckux Turnos PMJK ornocut-
€ ¥ MEAYIAPHAA KAPIMHOMA, OJHAKO B OTJIMYHE OT Iepe-
YHCJIEHHBIX BAPUAHTOB IPU MeAyIApHOM PMJK ormeueHo
OTCYTCTBHE 3KCIIPECCHU CTEPOUJHBIX PELENTOPOB B OITyXO-
. JlaHHag popMa UMEET PsJl OTIMYMI U XaPaKTEPU3YeTCs
BBICOKOM ITPOJIM(PEPATUBHON AKTUBHOCTBIO C TMIIEPIKCIIPEC-
cuert HER2 B 33% ciy4aes. [Topaaka 50—-100% oryxonent oT-
JIMYAIOT T'€HETUYECKUE AIBIEPALIUN B I'€HAX-CYIIPECCOPAX, 4
TaKoKe MyTannu p53 B 50—100%. HaCTb 3TUX OIYXOIEH MOXET
umeTb 6a3anpHbll perotur: (CK5/6, CK17 u CK14), a B 16%
ciy4daes Berpedarorces myrauuu BRCA1 (Breast Cancer Family
Registry, 2012) [5, 6, 8]. IIpu 3TOM IIPOI'HO3, KAK IPABUIIO, G/1a-
TONPUATHBIN: 10-JIETHAA BBIKMBAEMOCTb COCTABIACT 95%.
B nccnegosanum A-Yong Cao M COABT. BBITOJIHEH CPABHHU-
TEJIbHBIN aHATIN3 PEIYABTATUBHOCTU JICYCHUA MCAYIUIAPHBIX
KAPLMHOM U «TUIIMYHBIX> (popM PMIK [9]. ABTOpaMu nokasa-
HO, YTO Y 60/bHBIX C I crajueit 3a00/1€eBaHus IPU MEJUaHE
Habmoaenua 44,4 Mec B IPYIIE MENY/UIIPHOM KaPIIMHOMBI
OTMEUEHBI 3HAYNMO 60JIee BBICOKUE MOKa3aTrenu 10-neTHein
ofbmmen 1 6e3peluIMBHON BBDKUBAEMOCTH (91 u 74%) 10
CPABHEHHIO C MPOTOKOBBIM BapuanToM PMIK (81 1 64% cooT-
BeTcTBeHHO). ITpu PMIK II crajnu 1oxasarenn BbDKHUBAEMO-
CTH ObUIM TAKKE 3HAYMMO BBIIIE NIPU MEAY/ULIPHBIX KapLH-
HOMAX 110 CPABHEHUIO C IIPOTOKOBBIM THUIIOM, OCOOEHHO IIPU
onyxo/sx 2 cMm u 6onee (p=0,05). [TaMeHTsl, MOIyJaBIIIe
XUMHOTEPANMIO U HE TIOyYABIINE TOPMOHOTEPAIINIO, UMETH
00J1€€ HU3KYIO YACTOTY MECTHBIX U CUCTEMHBIX PELUUBOB.
CrelyeT OTMETUTD, YTO B OTHOLIEHMH OObEMA XMPyprude-
CKHX BMEHIATEIbCTB IPYIIIBI ObUIM CONOCTABUMBL. ABTOPAMM
OBUIM C/IENAHBI BBIBOABI O TOM, YTO CTa[jUA OITyXOJIEBOI'O PO-
Lecca SABISAETCA Hauboslee 3HAYUMBIM NPEACKA3BIBAIOIIUM
(paKkTOpPOM /111 OLIEHKH BBDKUBAEMOCTH IIPU MEJY/UIIPHOM
paKe MOJIOYHOM JKenne3bl. KpoMe TOro, OTIaIEHHbBIE PE3YTIBTa-
TBI JIEUEHUS IOC/IE MACTIKTOMMH U OPraHOCOXPAHAIONIETO
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JIEYEHNUA WICHTUYHBI, 4 TIOCKOJIbKY MEY/UIIPHBIC KAPITMHO-
MBI Y4II€ BBIAB/IAIOTCA HA PAHHUX CTA/IUAX, TAIUEHTKHU C JaH-
HBIMU BapuaHTaMu PMJK ABIAIOTCA TOAXOAAIMMA KaHAW/IA-
TAMU JU/I1 KOHCEPBATUBHON XUPYypruu [9).

B padore ATerando 1 COaBT. U3y4eHBI KIIMHUKO-IIPOTHOCTH-
YECKHE 3aKOHOMEPHOCTH IIPH AIEHOKUCTO3HOM, MYKO3IH/IEP-
MOH/IHOM, IVIOCKOKJIETOYHOM, HEHPOSHJOKPUHHOM M CEKPe-
TOPHOM BAPUAHTAX PEAKUX T'MCTOJIOTMYECKUX THUIOB PMIK
[11]. OpHMM U3 KITIOUEBBIX BOIPOCOB, OOCYKAAEMBIX aBTOPA-
MU, ObUIAd XUPYPIUYECKAsA TAKTHUKA IIPH JTAHHBIX PEAKUX (POp-
Max 3a60seBaHusg. OCHOBBIBASACH HA CONOCTABUMOM 6€3peLn-
JIMBHOM BBIKHMBAEMOCTHU IIPH KOHCEPBATHUBHOM XUPYPIUMHU U
MacTaKTOMUM (88 1 84%), G1aronpuATHEIX MOPQOIOruye-
CKHX U MMMYHOTUCTOXMMHUUYECKHX XAPAKTEPUCTUKAX IIPU 7€~
HOKHCTO3HOM pPaKe (PEAKOE MOPAKEHUE PETMOHAPHBIX JIMM-
(poy3110B, HU3KASA CTENEHDb 37I0KAYECTBEHHOCTH, OTCYTCTBHE
runepakcnpeccun HER2), aBTOpBI pEKOMEHYIOT OPraHOCO-
XPaHAIONIHE ONEPAIMU B KAYECTBE PA3YMHOU AIBIEPHATHUBBI
IIPU ONYXOJIAX MOJAOOHOIO THUCTOJIOIMYECKOTO MOATHIIA. BbI-
cokre mokazarenu 10-meTHer 6e3pEeruInBHON BhDKHUBACMO-
cru (91%), peIKOCTb PA3BUTHSA JIOKOPETUOHAPHBIX PEIHIUBOB
Y HU3KAA arPECCUBHOCTD OMNYXOJEH IMO3BOJAIOT PEKOMEH/IO-
BaTb BBIIOJHEHUE MHUHHUMAIBHOI'O OIIEPATHBHOIO NOCOOHUS
KaK Ha MOJIOYHOM JKeJIE3€, TAK U Hd 30HAX PETMOHAPHOTO JIMM-
¢ooTTOKA NP 2/IEHOKUCTO3HOM Bapuante PMJK. B mpoTtuso-
MOJIOKHOCTDb 3TOMY GMOJIOTMYECKH OOYCJIOBJIEHHAA PAIUOPE-
3UCTEHTHOCTD U CKIOHHOCTB K MECTHBIM PEITUINBAM JJUKTYIOT
HEOOXOJUMOCTb BBIOOPA MACTIKTOMUHU B I'PYIIIE MALIUEHTOK C
MJIOCKOKJIETOYHBIM BAPUAHTOM PEJIKUX OITyXOJIEH MOJOYHOMU
skenesbl [11]. CeKpeTOpHBIA PaK — OIyXOJlb, PA3BUBAIOIIAACH,
KaK IPABUJIO, Y JAEBYIIEK MyOEPTATHOIO IEPUOAQ; ONTHMA/Ib-
HBIM BAPUAHTOM XUPYPIUYECKOTO JICUECHUS SBJIACTCA BBITIO-
HEHUE MACTIKTOMUHU C PEKOHCTPYKTUBHLIM 3TANOM. [Ipu Bcex
TIEPEYNCIECHHBIX PEAKAX MOATUIAX YACTOTA MOPAKEHUA aAK-
CHJULIPHBIX TUM(OY3/I0B HEBEHMKA (He 6071ee 8%), 9TO MO3BO-
JIFIET PEKOMEHJOBATb B KAYECTBE CTAHAAPTA OMOICHIO CHI-
HJIBHOI'O JINM(PATUYECKOT'O Y3713, C NOCIEAYIONEH aKCHIIIp-
HOM JTMM@OJUCCEKIUEN MO CYLIECTBYIOUMM MPU TUIMHYHBIX
THUCTOJIOTUYECKUX BAPUAHTAX IMOKA3aHMAM [11].

HeCKOMbKO MHAYE BBIVIAIUT CHUTYyalUs IPU HEHUPOIH/IO-
KPHMHHBIX OITyXOJIAX MOJIOYHOM JKesIe3bl. KapIMHOMBI JAHHO-
O MOJTUIIA UMEIOT Oosiee KpyIHble pa3dmepsl (12—4) Ha ara-
I1€ NEPBUYHON JUATHOCTUKH, YTO TPEOYET IPOBEACHUA IIPE]-
OTIEPAITMOHHOM JIEKAPCTBEHHON TEPATNH, U BBIOOP 06'beMa
MOCJIEAYIOIEN ONEPALIMHU OYIET ONPEAEAATHCA MOTyIEHHBIM
B IIPOILIECCE TEPANMHU KIMHUKO-PEHTTEHOJIOTMYECKUM pe-
rpeccom [12].

ATIOKpUHOBBIA BapuaHT PMJK B IIPOrHOCTUYECKOM OTHO-
MICHUN 3aHUMACT IIPOMEKYTOUHYIO MTO3ULINIO. ATTOKPUHHBIN
(penoTun HaGIOAAETCA B CIEKTPE AMUTENUATBHBIX TTOPAXKE-
HUM, HAYNHAS OT JTOOPOKAYECTBEHHON METATUIA3UU JIO ATO-
KPHUHOBOI KaPIIMHOMBL 3200JIEBAEMOCTD 3TOI PEAKOU MOP-
¢onoruueckoit opmort konebnercsa B uHtepsane 0,3—4%
BCEX CIy4aeB. JlaHHble IIUQPDL, IO MHEHUIO Psi/ia UCCIIEI0BA-
Teer, OOYCJIOBIEHBI CKOPEE BCETO OTCYTCTBUEM €IMHBIX I'H-
CTOJIOTUYECKUX KPUTEPHUEB INArHOCTUKU. Ob6paraer Ha cebst
BHUMAHHE (DAKT, YTO «IUCTHIE» ATIOKPUHOBBIE PAKU OOBIYHO
TMO3UTHUBHEI TI0 PELENTOPAM aHAPOreHOB (AR+). Ilpu aTOM
runepaxcnpeccuss HER2 B onyxossax orMevaercs y 54% nanu-
€HTOK [13-15].

ITpu M3y4eHnH KPyIHOH KOropTsl 601bHbIX PMIXK (ananm3s
6872 ciy4aeB) y 6800 MaIMEHTOK JUATHOCTUPOBAH WH-
(PUIBIPATHUBHBIN POTOKOBBIA PAK U Y 72 — AIIOKPUHOBBIN
pax [13]. Koropra genwiach Ha «4uCTO» AIIOKPUHOBBIA BAPU-
anT KapunHOMBI (ER+, PR+, AR+) 1 pak ¢ alOKpMHOBOK MeTa-
masuert (ER mim PgR+, AR-). ABTOpBI KOHCTATUPYIOT JJOCTO-
BEPHOE YXY[AIIEHUE BbDKMBAEMOCTH OOJBHBIX MPU «IHUCTO»
AMOKPUHOBOM Bapuante PMJK BHE 3aBUCHMOCTH OT JieueH-
HOU NpOorpaMMsl. I'pyniy HEGIAronpruATHOIO MPOTrHO3a, 110
JTAHHBIM dBTOPOB, TAKKE COCTABWIM MAIIMEHTKU C MHUKPOIIA-
NUUIAPHBIMH, IFIEOMOP(HBIMU JOJIBKOBBIMU M METAILIACTH-
YECKUMU KapImHOMamu [12; 10).

[Ipu ananuse 98 cIydyaeB MUKPOHANWUIAPHBIX KAPIIUMHOM
L.Chen 1 COaBT. TOKA3aJI1 ONPEECICHHBIE KTMHUYECKHE OCO-
GEHHOCTH JJaHHOTO BU/ia PMJK: 1arHocTuKy Ha 601ee 1o3f-
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HEM CTaJIUM 1 BBICOKYIO YaCTOTY JIOKOPETMOHAPHOI'O METa-
CTA3UPOBAHMUSL. [10 MHEHHIO aBTOPOB, YCIICIIHBIA JJOITOCPOY-
HBII IIPOTHO3 /IS JAHHOW KATETOPUM OOJIBHBIX OY/IET OIpe-
JENIATBCA CUCTEMHBIMH, 4 HE JIOKAIBHBIMUA METOJAMU BO3ZEN-
CTBUSL, T.€. IOCJICTHIE MOTYT OBITh CTAHAAPTHBIMU [16].

CXOKH€ PE3yJABIaThl MOAYYEHBI B paborax M.Jacobs u
H.Jung, OCBAMIEHHBIX U3YYEHHUIO TNIEOMOPMHON JOIBKOBON
KapUUHOMBEI [17, 18]. C OIIMCAHHBIM BBIIIE TUIIOM TOT BAPU-
AHT OOBEAUHAIOT NEPBUYHAA JUATHOCTHKA IpU 6osee pac-
IIPOCTPAHEHHBIX CTA/IUAX IPOIIECCA M OTCYTCTBHE JIOCTOBEP-
HOT'O BJIMAHUSA JIOKAJbHBIX BAPUAHTOB JIEYEHUA HA NPOAOI-
SKUTEIbHOCTD )KU3HU OOJIbHBIX.

Merarutacruyeckuili PMJXK — pasnopozgHas rpyma onyxo-
JIEN C XapaKTepHOU Ju(PdOEPEHITMPOBKOA B INIOCKOKIETOY-
HBI WM ME3CHXHUMAIBHBIN (DEHOTUI. B COOTBETCTBUU C
kraccupuxanuen BO3 METanIacTU4eCKue paku MOIyT OBbITh
SMUTETMAILBHOIO M CMENIAHHOTO THIIOB. [Ipy 3TOM B MMPO-
BOI JIMTEPATYPE CYLIIECTBYET KAK MMUHHUMYM 4 KIaCCH(HUKA-
MM METATUVIACTUYECKNUX KAPIIMHOM. DTO YPE3BBIYANHO PENKO
BCTPEYAIONTUIICSA BAPUAHT HOBOOOPA30BAHUI, OTMEUCHHBIN C
gacroroit 0,2—0,6%; Jaiie BCero 3a60JICBAHUEC OTMEUACTCS Y
JKEeHIUH 47—61 rojia. UMMYHOTHCTOXHMHYECKHE XAPAKTCPH-
CTHUKH METAIUTACTUYECKUX KAPLIMHOM Yalle BCETO COOTBET-
CTBYIOT CJIEIYIOIIAM KPHUTEPHAM: OIYXOJIN ABJIAIOTCA HU3KO-
muddepenniposannbiMy, ER- 1 HER2-HETaTUBHBIMY, C BbI-
coko¥1 3Kcripeccredt Kib7 1 p53. BOJBIMHCTBO TAKUX KAPIH-
HOoM (70%) nuarHoctupyetrcst Bo Il craguu, 6e3 mopakeHus
pPErnoHapHbIX JTUM@OY310B. C JPyrod cCTopoHsl, A0 10% me-
TAITACTUYECKUX PAKOB BBIABIACTCA HA CTA/IUN METACTATHYC-
CKOM 60JIE3HH, 4 MPOIEHT MECTHBIX PELM/IUBOB NPUOIILKA-
erca K 50%. ITokazaTenu 5-JIeTHEN BbLKABAEMOCTH VIS I'PYII-
IIbI METAIIACTUYECKOTO PMIK cocTaBsior 49—68%; OIHAKO C
MOSABIEHUEM OTAATIEHHBIX METACTA30B MAIIUEHTHI IOTMOAIOT B
TedeHue rozia. Ilpu BeicOKoANQdOEPEHIIMPOBAHHBIX METAILIA-
CTUYECKUX BapuaHTax PMJK, KOTOpBIE OBIBAIOT YPE3BBIYANTHO
PEAKO, IPOrHO3 G1aronpuATHEIN [19, 20].

O6pamiaer Ha ceOGs BHUMaHUE (PAKT HU3KOI'O OTBETA HA
MIPEAONIEPALMOHHOE CUCTEMHOE JIEYEHNUE TIPU METAIIACTU-
yeckux BapuanTax PMJK. ITONBITKM M3y4yeHNU JAHHOM 3aKO-
HOMEPHOCTH MO3BOJIMIIN Py UCCIIENOBATENEN BbIABUTD He-
KOTOPBIE MOJIEKY/IAPHbIE OCOOEHHOCTH, XAPAKTEPHBIE I
METAIJIACTUYECKOro paka [20—-24]. HeKoTOpble BAPUAHTHI M-
TAIIACTUYECKUX KAPIIMHOM XaAPAKTEPUYIOTCS HU3KOM 3KC-
npeccuert GATA3-peryinpyeMbIX 'eHOB U IT€HOB, OTBETCTBEH-
HBIX 3d MEKKIETOYHBIE CBA3U. C IPYror CTOPOHBI, HAOMOAA-
€TCs YBEIIMYEHUE IKCIPECCUU MAPKEPOB AMUTETUAILHO-ME-
3eHXUMaAIBHOIO nepexoaa (EMT) u CTBOTIOBOM OIyXOJIEBBII
(benorun (CD44+/CD24-). PIK3CA-myTauuu, EMT 1 CTBOJIO-
BOI (DEHOTHII OIIPEAETAIOT HU3KYIO YyBCTBUTEIBHOCTD K TPa-
JUIIMOHHOMY CHUCTEMHOMY JIEYEHHIO U HEOOXOAUMOCTD IO-
MCKA HOBBIX TEPANEBTUYECKUX ONIWI. B 3TOM CMBICTIE TIEp-
CIIEKTUBHOIT MOXKET PACCMATPUBATHCA MuleHb EGFR, rumnep-
3KCIPECCHSI KOTOPOTO perucTpupyerca B 80% cirydaes meTa-
IJIACTUYECKUX PAKOB. TeM 6071€€ 4TO TUPO3UH-KUHA3HbBIE HH-
TMOUTOPBI C YCIEXOM IPUMEHSIOTCA IS P JIOKAIU3ALUI
3JI0KAYECTBEHHBIX OyXosent [20—-24].

B unccnepoannn T.Chao M COaBT. ONPEAEICHBI KIMHUKO-
IIPOTHOCTUYECKUE XAPAKTEPUCTUKU IIPU METAIUIACTUYECKOM 1

MH(WIBIPATUBHOM POTOKOBOM PMJK. ABTOpBI MOKA3a/I1 He-
OIaroNpUATHBIE KIMHUYECKAE XaPAKTEPUCTUKU U IOCTOBEPHO
HUBKYIO PE3Y/IBIATHBHOCTb CHCTEMHOH TEPATINH ITPU METAILIA-
CTUYECKUX KAPLIMHOMAX, KAK HEOQ/bIOBAHTHBIX PEKUMOB, TAK
1 TEPATNN PACIIPOCTPAHEHHDBIX CTAUH (TA6IL. 3) [24].

OJIHAKO MOJy4EHHBIE PE3YIBTAThl UCCIEAOBAHUA ABTOPBI
UHTEPIPETUPOBAIN CBOCOOPA3HO: «M3-3d HU3KOIO OTBETA
OINYXOJIX HA XMMHUOTEPAIINIO XUPYPIUUECKOE BMENIATEIBCTBO
JJOJDKHO OBITh IIEPBBIM 3TAIIOM JIEUEOHOU CTPATETUH, HE3ABU-
CUMO OT pasMmepa omnyxoiu». IToJI0OGHBIN BBIBOJ, HAa HaIlll
B3IVIAJL, ABJIAETCA JIOCTATOYHO CIIOPHBIM; 60JI€€ TIEPCIIEKTUB-
HBIM IIPEACTABIAIOTCA COBEPIICHCTBOBAHUE CUCTEMHOM Te-
panuu ¥ NOMCK 3(PPEKTUBHBIX MOJIEKYIPHO-TEHETHUECKUX
MUIIEHEN /I TEPANIUN METAIUIACTHYECKOro PMJK.

B 2012 r. 6p11a ony6mkoBaHa pabora «Ireatment Options
for Metaplastic Breast Cancer», B KOTOPOH AETAIBHO paccMarT-
PUBATIUCH OCOOEHHOCTU XUPYPIUUECKOHN TAKTUKH IIPH META-
wiactuyeckoM PMDK. OCHOBHBIMU BBIBOJAMU UCCIEIOBAHUSA
OblTu cnepyromue [22]:

1) npu 06pa3oBaHKUAX 5 CM U GOJIEE ONITUMAIBHBIM Bapu-
AHTOM XMPYPTUYECKOIO BMEIIATEIBCTBA MIPU METAILIA-
CTUYECKOM paKe Oy/IeT MOAUPUITMPOBAHHAS PATUKAITb-
Hasi MACTOKTOMUS,

2) IpY TUTAHUPOBAHUH JIAMIISKTOMHH WM TYMOP3KTOMHUH
HEOOXOAUM O0JIEE IMUPOKUIA OTCTYI OT NAIBIIUPYEMOIO
Kpast OITyXOJIH;

3) OTIAJIEHHBIE PE3YIBTAThl KOHCEPBATUBHOM XUPYPIUU U
PAAUKATIBHON MACTOKTOMUU COIOCTABUMBI, T.€. OPTaHO-
COXPAHAIONIEE JICYUCHUE MOXKET IPUMEHATHCA B JICUCHUN
MeTarracrudeckoro PMJK

Ba’)XHO OTMETUTD, UTO KIMHUYECKOE TEYCHUE HEKOTOPBIX
IIOJTUIIOB MeTaruiacTudeckoro PMJK omiinuaercsa or «Turmd-
HBIX> MHBA3UBHBIX KAPIIMHOM MOJIOYHO! >kene3bl. Tak, B pa-
6ot1ax C.Pezzi 1 cOaBT. 6bUIO TIOKA3AHO, YTO IIPU CAPKOMATO-
WJJHBIX METAIUIACTUYECKUX KAPIIMHOMAX JTUM(POTEHHOE pac-
NIPOCTPAHEHNE HE ABJIACTCA OCHOBHBIM IIYTEM METACTA3UPO-
BAHMS, 4 HUIMYUE MOPAKEHHBIX INM(POy3/10B (N+ CTaTyC) 10-
CTOBEPHO HE OKA3BIBACT BIMAHUSA HA OTAAJICHHBIC PE3YIBTd-
TbL. BOJIEE€ BAXKHBIM ABJIAETCA I'EMATOI€HHOE IIPOIPECCHPOBA-
Hue 3a00seBanusA. OCHOBBIBASICH HA TOM, dBTOPBI NIPELIa-
raIoT BO3JEPAKATHCA OT IOJHOLEHHON JTMM(POJUCCEKIIMU IIPU
JJAHHOM THIIE OITyXOJIEY Y OTPAHUYUTHCSI OUOIICUEI CUTHATIb-
HBIX JIMM(PATUYECKUX Y3JI0B [23].

TakuMm 06pa3oM, MOXHO C(POPMYIMPOBATL OIPEJEIEH-
HBbIE PEKOMEH/JALIMU B BEIOOpE OOBEMA ONEPALUN TIPU PEL-
kux Mopdonornyeckux tunax PMIK. IIpu Ty6ynsapHoM,
«4ICTOM» CIM3UCTOM, «9HUCTOM» KPHUOPO3ZHOM, MEAYILIIP-
HOM, /ICHOKHCTO3HOM, MHUKPOHNANM/UIAPHOM BAPUAHTAX
PENKUX TUCTONOTHYECKUX popm PMIK, a Taxke npu Iuieo-
MOP(}HON JOTBKOBOH KAPLUHOME BBIOOP 06'bEMA XUPYPIH-
YECKOI'0 BMENIATENBCTBA ONPEAEIAETCS CTa/ANEN 32001€Ba-
HUA U UIEHTUYEH JICYEHUIO «TUIIUYHBIX>» BApUAHTOB PMIK.
OJHAKO NPU CEKPETOPHOM M IIJIOCKOKIETOYHOM TMCTOJO-
IUYECKOM THIIE TIPEJIIOYTUTENbHA PAJUKAIBHASL MACTIKTO-
MU C MOJHOLEHHON TUM(POJUCCEKITUEN, A IPU CAPKOMA-
TOUJJHOM M MEAYIADHOM BapPHUAHTE ONEpalueil BbiOOpa
CJIEAYET CYUTATH MACTIKTOMHUIO C + GUONICUEN CTOPOKEBOTO
numpoyaina.
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