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Pak monouHo#t sxene3sl (PMXK) mo cBouM KiIMHMYECKHM,
MOpP(OTOTHUSCKUM B OHOJIOTHUSCKUM XapaKTePHCTHKAM SIBIISI-
eTCsl TeTepOreHHbIM 3a001eBaHneM. JlaHHbBIE 0COOEHHOCTH BIIH-
SIOT Ha KJIIMHUYECKOE TEUeHHUE, MMPOTHO3 U OTBET Ha CHCTEMHOE
nedeHre. B momamsiomeM dncie ciydaeB CIEIHANINCTBI CTall-
KHBAIOTCS ¢ MHBa3uUBHBIM Hecrneruduueckum PMOK u Tombko
B 5-15 % cnyyaeB — ¢ MHBA3UBHBIM JI0JBKOBBIM pakom. Ere
peke BBIIBIIIOTCS 0coOble Mopgonormdeckue Tunsl PMK.

Ecmu ang mecnenmduueckoro PMIK cymecTByroT ueTkue
CTaHJAPTHI JICUSHUs], TO ISl OOJBIIMHCTBA OCOOBIX THIIOB HX
MOKa HET. DTO OTYACTH CBS3aHO C HECOOTBETCTBHEM HX OmMO-
JIOTUYECKHUX XapAaKTEePHCTHK KIMHUYECKOMY TeueHuio. B uact-
HOCTH, HEKOTOpble ocoOble Tumbl PMIK ¢ HeGmaronmpusiTHeIM
HMMYHOTHCTOXMMHYECKAM TIPOQMIEM MOTYT XapaKTepu3o-
BaThCs XOPOLINM IPOrHO30M. Kpome Toro, B mpeaenax OmHOTO
MOP(OIOTMYECKOr0 TUMA BCTPEYAIOTCSI TMCTOJIOTUUECKHE MOJI-
THUITBI KaK ¢ OJIArONpPHSATHBIM, TaK U C arpeCCUBHBIM TEUCHUEM.
OneHuTh UCTHHHYIO 3()()EKTHBHOCTH KIACCHUECKUX METOHOB
nedennss PMOK nmocTaToyHO CIOKHO BBUJY OTCYTCTBHUS KIIH-
HUYECKUX PAaHJOMU3HUPOBAHHBIX HCCIICOBAHMUM, BKIIOYAIOIIIX
OonmbHBIX € 0COOBIMH THHAMH 3aboneBaHus. OCHOBHas A0MA
Hay4HBIX MyOJIMKanWii MO AaHHOW TeMaTMKe OrpaHHYeHa He-
OOJBIIIMMH PETPOCIIEKTHBHBIMA HCCICAOBAHUSAMH WM OIIH-
CaHMEM OTAENBHBIX KIMHHYECKHX CcilydaeB. B pesynbTrare
ITOPUTM JiedeHHs1 ocoObix TurnoB PMOK wmHorma moxer He
COOTBETCTBOBAaTh OMOJIOTHYECKUM XapaKTEPUCTUKAM OITyXOJH,
a MHOTAA U B KOPHE OTIMYATBhCS OT PEKOMEHIYEMBIX CTaHMAAp-
ToB JsieueHus PMIK. B Hacrosiell myOmuKanny OTpa)KeH aHa-
JIM3 JTUTEPaTyphl U COOCTBEHHBIC JAHHEIE, KACAIOIIHECs] 0COOBIX
tunoB PMXX c¢ OnmarompusaTHbIM mporao3oMm. K Takum Tumam
OTHOCSTCSl MYLMHO3Has KapUUHOMa, TyOyNsIpHBII pak, KpH-
Opo3Hasl KapIHOMA, MaNMMUIIpHas KapIHHOMa, METY/UIIPHBIH
pak, arnoKpUHOBBIA pak, al€HOCKBAMO3HBIM PaK, CEKPETOPHBIN
pak, aJlCeHOKHCTO3HBI paK M alMHAPHOKJIETOYHAs KapIuHOMa
MOJIOYHOH >kere3sl. Bo BTopoit wacti OymyT pacCMOTpEHBI He-
OTarompusITHBIE THITBI M TUIBI C HEOMPEIEIEHHBIM POTHO30M.

KarwoueBble coBa: pak MOJOUHOMN Kele3bl; 0COObIC TUITBI/
MIOATHIIBl paKa MOJIOYHON OKeNe3bl; MYIMHO3HAs KapIuHOMa
MOJIOYHOH KeJe3bl; TyOYISpHBIA paK MOJIOYHOM JKeNe3bl; KpH-
Opo3Hasi KaplHOMa MOJIOUHOMH jKeJie3bl; MalwuIsIpHas Kaply-
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Breast cancer (BC) is a heterogeneous disease, with differ-
ent clinical, morphological and biological characteristics. These
characteristics affect the clinical course of the disease, prog-
nosis and response to systemic treatment. In the vast majority
of cases, clinicians encounter invasive non-specific BC, with
only 5-15 % of cases presenting as invasive lobular carci-
noma. Special morphological subtypes of BC are identified
even less often.

Although there are clear treatment standards for non-spe-
cific BC, there are none for most special forms. This is partly
due to the discrepancy between their biological characteris-
tics and clinical course. Some special variants of BC with
an unfavorable immunohistochemical profile may, however, be
characterized by a good prognosis. Additionally, both favorable
and aggressive courses are encountered within one morpho-
logical variant. The true effectiveness of classical methods of
treating BC is difficult to assess due to the lack of random-
ized clinical trials involving patients with special forms of the
disease. Most scientific publications on this topic are limited to
small retrospective studies or descriptions of individual clinical
cases. Consequently, the treatment algorithm for special forms
of BC may sometimes differ radically from the recommended
standards of treatment and may not correspond to the biologi-
cal characteristics of the tumor. This publication reflects an
analysis of the literature and our own data on favorable forms
of BC. These forms include mucinous carcinoma, tubular car-
cinoma, cribriform carcinoma, papillary carcinoma, medullary
carcinoma, apocrine carcinoma, adenosquamous carcinoma, se-
cretory carcinoma, adenoid cystic carcinoma, and acinar cell
carcinoma of the breast. The second part considers those with
an unfavorable or an uncertain prognosis.

Keywords: breast cancer; special subtypes of breast can-
cer; mucinous breast carcinoma; tubular breast cancer; cribri-
form breast carcinoma; papillary breast carcinoma; medullary
breast cancer; apocrine breast cancer; adenosquamous breast
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HOMa MOJIOYHOM >K€J€3bl; MEIY/UIIPHBIN PaK MOJIOYHOM Kelle-
3bI; allOKPHHOBBII pPaKk MOJIOUHOH jKele3bl; aJeHOCKBAMO3HBIH
PaK MOJIOUHOM JKelle3bl; CEKPETOPHBIM pak MOJIOUHOW JKelle3bl;
a/IeHOKHCTO3HBIH PaK MOJIOYHOH JKEIe3bl; allMHApHOKJIETOUYHAs
KapIIMHOMa MOJIOYHOW JKeJe3bl
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BBenenue

Habmromaemblii B mocienHee BpeMs PEHECCAHC
uHTepeca K ocoObiM ¢(opmam PMIK 3akonoMe-
peH. B 1960-x TT. OBIIO OTKPHITO OMOJOTHUECKOE
3HaYEHUE TOPMOHAIBHOIO PELENTOPHOrO cTaryca
B pake MonowyHOH sxene3bl (PMJK) m tepaneBTu-
yeckne d(PdexTsl TaMokcu(eHa, a MO3/Hee HJICH-
TUUIUPOBAHBI CIIENU(PUICCKIE HACIIEACTBEHHBIC
MyTallU¥ B reHax-cyrnpeccopax omyxojed BRCAI
u BRCA2 u Obn onoOpeH TEpBbIM TapreTHBIN
mpemnapar, HampaBieHHBIM Ha perentop HER2,
Tpacty3ymad. B cBsizn ¢ 3TUM THCTOJOrHYEcKas
nuarHoctuka PMIK crama Oosnee  yHUpHUIIUPO-
BAaHHOW C AaKIEHTOM Ha (papMaKOIMarHOCTHKY, a
uHTepec MOp(OIOTrOoB HM3MEHWICS € COOCTBEHHO
JUArHOCTHKH HA MOMCK NPEICKa3aTeNbHbIX U MPO-
THOCTMYECKUX MPU3HAKOB M OTTaYMBAaHUE TEXHO-
JIOTUM WUMMYHOTHCTOXHMMHYECKOTO HCCIEI0BaHUS
(UI'X). DTu M3MEHEHHs COMPOBOXKIAINCH 3HAYH-
TEJIbHBIM YIYYIIEHHEM IPOTHOCTHYECKON Kiac-
cuukarmn PMOK, BKIIowast OeTanbHYIO OIICHKY
CTEMEHU THUCTOJOTHYECKOW 3J0KaYEeCTBEHHOCTH B
JIOTIOJIHEHUE K OLIEHKE TOPMOHAIbHBIX PELENTOPOB
n HER2-craryca, 4To Hamwio cBOE€ OTpPaKEHUE B
nocienHeM, 8-M, W3JaHWM PYKOBOJACTBAa IO CTa-
nupoBanuto AJCC [1], roe, mOMUMO COXpaHEHUs
TPAJUIIMOHHOTO AHAaTOMUYECKOTO CTaJANpOBaHUS,
IPU3HAHA BaXXHOCTh OMOJIOTMYECKUX M MOJIEKY-
JIAPHBIX NEPEMEHHBIX U BBEI€HA MPOrHOCTHYECKAs
CcHUCTEeMa CTAAMPOBAHUS C BKIIOYEHHEM CTETICHH
37I0Ka4ECTBEHHOCTH OITyXOJM, TOPMOHAJIBHBIX pe-
entopoB (penentopoB dctporeHoB (PD) u penen-
topa mporectepona (PII) u craryca HER2.

Croycts 6onee wem 30 jieT yTparbl MHTEpeca K
MOP(OIOTNYEeCKOH TMarHOCTUKE, HaBbIKA IPOCMO-
Tpa U (QaKTUYEeCKH 3a0BEHUS, BBI3BAHHBIX «KOPHUY-
HEBOM peBosonue» BHeApeHuss MI'X-meTonuk,
MHOTHE MCCIIEAOBAaTEeNIM Hayald obOpamark BHHUMa-
HUE Ha HECOOTBETCTBHE KIMHHUYECKOTO TEUEHUS U
MPEATNONaracMoro IMporHo3a Hcxons W3 Npopuis
NI'X-mapkepoB. B kauecTBe BO3MOKHOM IPUYUHBI
OBLITO TIPEATONIOKEHO HAMYHE 0COO0TO TUCTOJOTH-
YEeCKOro THUIA OITyXOJIH.

B MHOrOYHCIEeHHBIX KIMHUYECKUX HCCIEA0Ba-
HUSIX, HOCBSILICHHBIX H3YyYEHHUIO TOI'O WM HHO-
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ro mpemnapara, B Ka4yeCTBE KPUTEPHUSl BKIIOUCHUS
TPAAUIIMOHHO PACCMATPUBACTCA HE TUCTOJIOTHYE-
CKMIl NMarHO3, a HaJW4ue/OTCYTCTBHE TOTO MIIH
HHOTO TPEIUKTUBHOTO MapKepa, UTHOPUPYS THU-
CTOJIOTMYECKUN auarHo3. Bmecrte ¢ Tem rucro-
noruueckas kiaccudukanus BO3 [2] pasgenser
OITyXOJIU MOJIOUHOH kene3bl (MJXK) Ha HECKOJIBKO
HEPaBHBIX TOJTPYIII: SMHUTEIHAIbHBIC, HEITHTE-
JTUANbHBIE W DIHUTEIUATBHO-MUOAUTETHATBHBIC
OTMYXOJIM B COOTBETCTBUH C THUCTOTEHE30M OIy-
xonu. Hesnurenuansueie omyxonu MK HaxonsT-
Cs 3a paMKaMHu TeKyIew myOmukarmuu. B tadm. 1
MpeJCTaBIICHa TeKyIlas KilacCU(HKAIUS OIMyXO-
neit MX BO3 [2].

I'ucronormueckoe pazHoobpasue xkapurHom MK
JABHO TIPHBJIEKAIO0 BHUMaHHE MOP(QOIOTOB, KOTO-
pBIe HACHTU(PHUITUPOBAIN cTIen(uIecKre MophoIro-
TUYECKUE U IUTOJIOTHUYECKUE MPU3HAKH, CBI3aHHBIC
C XapaKTePHBIMHU KIMHUYCCKUMH TIPOSBICHISIMHU W/
WIH HWCXOJaMHU. DTH YEpThI Jal0T OCHOBY JIMArHO-
CTUKH «THCTOJIOTHYECKUX THUIIOBY.

Hambonee pacnpocTpaHeHHBIM THIIOM KapIlu-
HoMbl MK sBnsieTcs Tak HasblBaeMas HWHBAa3UBHAs
MIPOTOKOBASI KapIIUHOMA 0€3 TOTIOTHUTENBHBIX yTOU-
HeHu (invasive ductal carcinoma, not otherwise
specified — IDC-NOS, ICD-O kon 8500/3), wiun
WHBA3WBHBIM paKk MOJIOYHOW JKene3bl Hecrenupu-
UPOBaHHbIH (invasive breast carcinoma, no special
type — IBC-NST, ICD-O xox 8500/3), uto sBIIsI-
€TCs NMAarHO30M HCKJIIOUEHMS] M BKJIIOYAET Kapilu-
HOMBI, KOTOPBIC HE MPOSBISIOT ITOCTATOYHBIX Xa-
PaKTEpUCTUK JUIS WX KIACCU(UKAIMHA B OJUH W3
CIICIIUATIFHBIX THIIOB.

N3-3a OTHOCHUTENBHO HM3KOM pacCIpOCTpaHEH-
HOCTH clenuanbHbIX THIIOB PMJX oHM He Obutm
CHUCTeMaTHYeCKH W3yYeHBl B HCCIEJIOBaHUIX, IIO-
CBALLIECHHBIX MOJIEKYJSIPHBIM TMOATUIIAM U Tpea-
CKa3aHWIO PHCKa pPEeIUIMBa Ha OCHOBE DKCIIPECCHH
TeHOB.

Crnenumansasle tHUnsl PMJK cocraBigror 1o
25 % Bcex NMUarHOCTHPOBAaHHBIX ciydaeB [3], u
rocliieJHee u3nanue knaccudurkanuu BcemupHoOi
opranm3auuu 3apaBooxpaHeHus (BO3) mpusna-
€T CyIllecTBOBaHME, MO KpaitHed wmepe, 17 pas-
JUYHBIX THUCTOJOTHYCCKUX CIEIUAIBHBIX THUIIOB

(puc. 1-4).
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Taoauna 1. Knaccudpuxanus BO3, ¢ msmenennavu 2020 r.

DIUTeNMaNTbHO-MUO3IUTEIIHANIBHBIE OIyXOJIN
. DuTeNnuanbHO-MUOIIUTEIHANIbHAS KapiuHOMa, 8562/3
. AzieHOMHO3ITUTEINOMA € KapLuHOMOH, 8983/3

[ManunsipHble Oy XOJH

. ConuHas nmanwusipHas KapluHoOMa ¢ MHBasued, 8509/3

*  BuyrpumpoTokoBas mamwUIApHAas aJeHOKAapIMHOMA ¢ MHBa3HeH, 8503/3
. WukancynupoBaHHasi TaMUUIIpHAS KapiuHOMa ¢ uHBasuei, 8504/3

HBa3uBHBIE KapuuHOMBI MOJIOYHOM JKeJe3bl

WudunsrpaTiBHas OPOTOKOBas KapuuHoMa, BJIY

. Menynnspras

. C HelipodHokpuHHON auddepeHupoBkoit

*  C 0CTeOKIACTONONOOHBIME CTPOMAIBHBIMU THTAHTCKUMHU KJICTKAMHU
. [Tneomopdras

8500/3 *  XOpHOHKapIHMHOMATO3HAs
. C MeNaHOLMTApHBIMH YepTaMu
. Omnxountaphas, 8290/3
. Boraras nunugamu, 8314/3
. Borarast rmkorenom, 8315/3
. Canbnas, 8410/3
WuBa3zuBHas nonbKoBas KapuuHoMa, BY
8520/3 . Knaccuueckas
. [TneomopdHuas
8211/3 TyOynspHast KapIuHOMA
8201/3 Kpubposnas kapuuroma, bJY
8480/3 MyunHo3Has aeHOKapIIHHOMA
8470/3 MyuuHo3Has nucTaaeHokapuuaoma, bJY
8507/3 WuBa3uBHas MUKpONANMIUIAPHAs KapLMHOMA MOJIOYHOH >Kese3bl
8401/3 ATOKpHHOBas aeHOKAPLHHOMA
Meramnactuueckas kapuuHoma BJIY
. AJZICHOCKBAMO3HBI paKk HU3KOH CTENEHHU 3JI0Ka4eCTBEHHOCTU
. DubpomMaTo301oJ00HasT MeTarlacTHIecKass KapinHOMa
8575/3 . [TinockokieTouHast KapiuHOMa
. BepereHokieTouHas/MUOAIUTENINAIbHAS KapIMHOMA
. Merarmiactiyeckass KapMiHOMa ¢ ME3CHXMMaJIbHOU TuddepeHInpOoBKOH (XOHAPOUIHON, OCTCOMIHON WM JPYTH-
MH THUIIAMH ME3CHXHUMAIIbHOW TH(P(epeHIUPOBKH)
. CMenlaHHasi METAIUIACTUYECKas: KapLMHOMa
Penkne ormyxomu M OImyXonaM THNA OMYXOJEH CIIOHHOH Kele3bl
8550/3 AIMHApHOKIIETOYHAs KapITHOMa
AJICHOKHCTO3HAsT KapLUuHOMa
8200/3 . Knaccuueckasi aJJcHOKMCTO3Hasi KaplrHOMa
. ConupHo-0a3anonaHas KapluHOMa
*  AJCHOKHMCTO3HAasi KapuuMHOMa C TpaHc(opMmalueil B BBICOKO3JIOKaY€CTBEHHYIO
8502/3 CekpeTopHasl KapLuHOMa
8430/3 MykosnuiepMoniHas KapIuHOMa
8525/3 [TneomopdHas aneHOKapIHHOMA
8509/3 KapuuHoMa U3 BBICOKHX KJIETOK ¢ OOpaTHON HOJISIPHOCTBIO
HetiposHIOKpUHHBIE OMYXOIU
HeiliposHa0KpHHHAs OIyXONb
8240/3 *  Heiiposunokpunnas omyxons, BAY/G1, 8240/3
. HeiiposunokpunHnas omyxons, G2, 8249/3
HetiposunokpunHnas xapuuHoma, BY
8546/3 *  HeiiposnmokpuHHas KapruHoma, MenkokiaerodHas, 8041/3

*  HeilposnnokpuHHas kapuuHoma, KpynHokyierounas, 8013/3

BIY — 06e3 JI0nOIHUTEIbHBIX YTOUHEHHIL.
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Table 1. The 2020 WHO Classification

Epithelial-myoepithelial tumours
*  Epithelial-myoepithelial carcinoma, 8562/3
. Adenomyoepithelioma NOS, 8983/3

Papillary neoplasms

. Solid papillary carcinoma with invasion, 8509/3

*  Intraductal papillary adenocarcinoma with invasion, 8503/3
*  Encapsulated papillary carcinoma with invasion, 8504/3

Invasive breast carcinomas

Infiltrating duct carcinoma NOS

. Medullar

. With neuroendocrine differentiation
*  With osteoclast-like stromal giant cells
. Pleomorphic

8500/3 . Choriocarcinomatous

. With melanocytic features

*  Oncocytic carcinoma, 8290/3

. Lipid-rich carcinoma, 8314/3

*  Glycogen-rich carcinoma, 8315/3

. Sebaceous carcinoma, 8410/3

Lobular carcinoma NOS
8520/3 . Classic
. Pleomorphic

. Neuroendocrine carcinoma, large cell, 8013/3

8211/3 Tubular carcinoma
8201/3 Cribriform carcinoma NOS
8480/3 Mucinous adenocarcinoma
8470/3 Mucinous cystadenocarcinoma NOS
8507/3 Invasive micropapillary carcinoma of breast
8401/3 Apocrine adenocarcinoma
Metaplastic carcinoma NOS
. Low-grade adenosquamous carcinoma
. Fibromatous-like metaplastic carcinoma
3575/3 *  Squamous cell carcinoma
. Spindle cell/myoepithelial carcinoma
*  Metaplastic carcinoma with mesenchymal differentiation (chondroid, osteoid or other types of mesenchymal
differentiation)
. Mixed metaplastic carcinoma
Rare and salivary gland—type tumours
8550/3 Acinar cell carcinoma
Adenoid cystic carcinoma
8200/3 . Classic adenoid cystic carcinoma
. Solid-basaloid adenoid cystic carcinoma
e Adenoid cystic carcinoma with high-grade transformation
8502/3 Secretory carcinoma
8430/3 Mucoepidermoid carcinoma
8525/3 Polymorphous adenocarcinoma
8509/3 Tall cell carcinoma with reversed polarity
Neuroendocrine neoplasms
Neuroendocrine tumour
8240/3 . Neuroendocrine tumour, grade 1, §240/3
. Neuroendocrine tumour, grade 2, 8249/3
Neuroendocrine carcinoma NOS
8546/3 . Neuroendocrine carcinoma, small cell, 8041/3

NOS — not otherwise specified.
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Puc. 1. MynuHo3Has KapOuHOMA. a. [ eMaTOKCHINH-303UH — KIACTEpPhI
M TUIACTBI 3JI0KAYECTBEHHBIX KIIETOK BO BHEKJICTOYHOM MYILMHE,
pasneneHHoM (GuOpo3HBIME TIeperopoakamu, yB. 10; 6. Pemenropst
9CTPOreHOB — BBIPAKEHHAs siepHast skcrpeccus, yB. 10; B. PenenTopst
HPOreCTepOHa — BBIPAKEHHAs sijiepHas skcrpeccus, yB. 10.
Jlononuurensuble MEKpodoTorpaduy B OHIAWH-IPHIOKCHUH: PUC. 5,
6 — HER2; puc. 7 — Ki67
Fig. 1. Mucinous carcinoma. a. H&E — clusters and layers of
malignant cells in extracellular mucin, separated by fibrous septa
(x10); 6. ER — marked nuclear expression (x10); B. PR — marked
nuclear expression (x10).

Additional microphotographs in the online supplement: Fig. 5 —
HER2 (x10); Fig. 6 — HER2 (x10); Fig. 7 — Ki-67 (x10)

Puc. 2. Menynapuslii pak. a. [€eMaTOKCHINH-Y03UH — YETKO
OYepUeHHOE 00pa30BaHME C XapaKTEPHBIM IUIOTHBIM JIMM(OLUTAPHBIM
unuasTparom, yB. 10; 6. Peuentopsl 3cTpOreHOB — OTCYTCTBHE
sIIepHOI 3Kcnipeccud, yB. 10; B. Penenrtopsl nmporecrepona —
OTCYTCTBHE SIJIEpHOI 3Kcrpeccuu, yB. 10.
JlononHuTeNbHBIE MEKPO(GOTOrpad il B OHIAIH-IPUIOKCHUN:
puc. 8 — HER2, puc. 9 — Ki67, puc. 10 — CK5/6
Fig. 2. Medullary carcinoma. a. H&E — Well-circumscribed tumor
with dense lymphocytic infiltrate (x10); 6. ER — Negative nuclear
expression (x10); B. PR — Negative nuclear expression (x10).
Additional microphotographs in the online supplement: Fig. 8 —
HER2 (x10); Fig. 9 — Ki-67 (x10); Fig. 10 — CK5/6 (x10)

Puc. 3. AnokpuHHBIH pak. a. I'eMaTOKCHINH-303HMH — OOMIIbHAS
903MHOMHIIbHAS TPAHYIISIPHAs LIUTOIJIA3Ma, YBEIHYCHHBIC Spa C
BBIP@XCHHBIMH sApbInKamu, yB. 10; 6. Pemenrtops! scTporeHoB —
OTCYTCTBHUE SJIEpHOM 3kcrpeccu, yB. 10; B. Peuentopst
IPOTreCTepoOHa — OTCYTICTBHE SAEPHOH dKcmpeccuu, yB. 10.
JlononuuTenbHble MUKpodoTorpadhuy B OHIAHH-TIPHIOKEHHH: puc. 11 —
HER2; puc. 12 — Ki67; puc. 13 — peuenTtopsl aHAPOreHOB
Fig. 3. Apocrine carcinoma. a. H&E — Abundant eosinophilic granular
cytoplasm, enlarged nuclei with prominent nucleoli (x10); 6. ER —
Weak nuclear expression in individual tumor cells (x10); B. PR —
Weak nuclear expression in individual tumor cells (x10).
Supplementary microphotographs in the online supplementary material:
Fig. 11 — HER2 (x10); Fig. 12 — Ki-67 (x10); Fig. 13 — AR (x10)
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Puc. 4. AneHOKHMCTO3HBIH pak. a. I eMaTOKCHIIMH-203UH — HOMYJISILHI
SMUTETHATBHBIX 1 MHOSITHUTEIHATBHO-0a3a/IbHBIX KIICTOK, MMCIOIIUX
KpHOpO3HBIi, TyOymsipHBIii Xapaktep pocta, yB. 10; 6. Peuentopsi
3CTPOreHOB — OTCYTCTBHUE siJIEpHOI 3Kcnpeccuu, yB. 10; B. Perenrropbt
TIPOTeCTepOHa — OTCYTCTBHE SEpPHON dKcmpeccud, yB. 10.
JlononHuTeNbHBIE MHKPO(QOTOrpaduyl B OHJIANH-IPUIIOKEHUN:
puc. 14 — HER2
Fig. 4. Adenoid cystic carcinoma. a. H&E — Populations of
epithelial and myoepithelial-basal cells with cribriform and tubular
growth patterns (x10); 6. ER — Negative nuclear expression (x10);
B. PR — Negative nuclear expression (x10).
Supplementary microphotographs in the online supplementary
material: Fig. 14 — HER2
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bruto mokazaHo, YTO cCHENUANBHBIE THUIIBI
PMIXX nmeroT pa3Hbie OMOIOTHYECKHE XapaKTepH-
CTUKH, YTO TMPUBOJUT K BaXKHBIM KIMHHYECCKHM
nociencTBusM [4, S5]. Hampumep, TamueHTH C
TyOyJIsIpHOH KaplIMHOMOW WMEKT IOKa3aTelu
BBDKMBAEMOCTH, OJIM3KHE K HOPMaJIBHOW TIpoO-
JNOJKUTENbHOCTU *)u3HU [6]. HecmoTpss Ha 31O,
HCIIOTb30BaHNEe HHPOPMAIIMHU O CIECIUAJIBHBIX TH-
rmax OBUIO OTPAaHWUYEHO MPHU MOAOOpEe TepaIruH IS
nanuenToB ¢ PMIXK, yacTuuHo u3-3a OTCYyTCTBUSA
CTaHJAPTU3UPOBAHHBIX KPUTEPUEB JISI UX IHA-
THOCTUKH M HU3KOW BOCIPOHM3BOAMMOCTH MEXKIY
HaOIroaTensIMH.

B oredecTBeHHOW IsHTEparype IIHPOKO pac-
npoctpaneno paszaenenue PMIK Ha mpoTokoBbie
M JONBKOBBIE KapUWHOMBI. COOTBETCTBEHHO 3TO-
My TOAXOMY, JOJIBKOBBIA paK HE SBISACTCS OCOOBIM
tunioM, a ¢opmoid PMXK, ornuunoit or mporo-
koBoro paka. [losTomMy Bce ocoOble WM CHEIH-
albHBIC THUIBl OTHOCITCA HE K MOMYJSAINH BCEX
WHBa3WBHBIX KapIMHOM, a TOJBKO K pPa3fesIeHUIO
cpeau MOPOTOKOBBIX U HEMPOTOKOBBIX KAPIIMHOM.
DTO BHOCHUT HEOOMNBITYI0 MyTaHUIy KaK B OMpe-
nenenue (neUHUNNI0) 0COOBIX THUIOB; TAK M B MX

Taéauua 2. Knaccuduxauuss ocodbIXx THIIOB
MO0 NMPOTHOCTHYECKOMY NMPH3HAKY

craTucTHueckuil yuer. Haubosiee yacThiM 0COOBIM
tunoM PMJX, mo gaHHBIM MHOTOYHMCJIEHHBIX HC-
clieqoBaHuK, B ToM unciie 1 BO3, siBiasgeTcs q0ab-
KoBBIH pak [7]. Ha ero momto mpuxommtcs ot 10
no 15 % Bcex uHBa3zuBHBIX KapuuHoM MIXK. Otot
THIT OITyXOJIM MBI PACCMOTPHM OTACIHHO.

B nmanHOW myOnwKanmuu OTpaskeH aHalInu3 JH-
Teparypbl U COOCTBEHHBIC JaHHBIC, KAaCAFOIIHECS
0co0bIX THIOB PMXK ¢ OmarompusTHBIM IPOTHO-
30M. Bo BrOopo#i yacTu OyayT pacCMOTpPEHBI He-
OJTaroTpHAITHBIC TUIBI U TUIBI C HEOTPEICICHHBIM
nporuozoM. B omimume ot knaccupukanuu BO3,
Ie  HCTIOJB3YIOTCS ~ WMMYHOTHCTOXHMHUYCCKUE
MapKepsl JUIsl BBIICNIEHUSI MMPOTHOCTUYECKUX TOJI-
Ipynn B TpejeiaXx WHBA3MBHOIO paka 0e3 JIomoJ-
HUATEJIBHBIX YTOYHEHUI, a 0COOBIe THIIBI OMHCAHbI
B TPAJUIIMOHHOM MaHEpe, Mbl OTOLUUIM OT 3TOrO
MPUHIIAIIA W HMCIIOJIB30BAIN IMOAXOJ, IPEIIOKCH-
HeIii Jenkins [8] mo mporHocTHYECKOMY 3HAYEHHIO
KaXj0ro ocoboro tuna (tadm. 2). DTOT, a HEe Ka-
HOHUYECKHU moaxon oT BO3 Hamen moHUMaHUE
y OTEYEeCTBEHHBIX KIWHUIUCTOB. B Tabn. 3 orpa-
’KEHBI OCHOBHBIC CPaBHUTEIBbHBIC XapaKTCPUCTUKH
oco0bix hopm PMIK.

Table 2. Classification of special types according
to prognostic features

Oco0ble TUIBI paka MOJIOYHOW JKeJe3bl ¢ OJIaronpusTHBIM
nporuozoM (PD- u PII- monoxurensHbie)

Special forms of breast cancer with a favorable prognosis
(ER- and PR-positive)

MyunHo3Has KapuuHOMa
TyOyssipHbIid pak

WHBa3uBHBIA KPUOPO3HBINA pak
VHBa3uBHBIA ManWUBIPHBIA paK

Mucinous carcinoma

Tubular carcinoma

Invasive cribriform carcinoma
Invasive papillary carcinoma

Oco0ble TUIBI paka MOJOYHOW JKele3bl ¢ OJIaronpusTHBIM
nporHo3oM (PD- u PII-HeraTtuBHbBIC WM C HHU3KOM
IKCIPECCHeil)

Special forms of breast cancer with a favorable prognosis
(ER- and PR-negative or with low expression)

Menynnsipuslii pak

ATIOKpHHHAs KapILHOMA

AJICHOCKBAaMO3HBIN paK HM3KOW CTEHEHH 3JI0KaueCTBEHHOCTH
CekpeTopHasi KapuUHOMA M JIPYrHe OMyXOJH U3 KOTOPThI
salivary-like

Medullary cancer

Apocrine adenocarcinoma

Low-grade adenosquamous carcinoma

Secretory carcinoma and other tumors from the salivary-like
cohort

Oco0ble TUIBI paka MOJIOYHOM JKeje3bl ¢ HeOIaronpusITHBIM
TPOTHO30M

Special forms of breast cancer with poor prognosis

[TneomopdHBIH TOMBKOBBIH pak
BocnanurenbHas kapuuHOMa MOJOYHOM jKele3bl
Merarmiactiuyeckas KapuuHOMa
HeliposHIOKpUHHBIE KapIIHHOMBI
MukponanwuisipHas KapLuHoMa

Pleomorphic lobular carcinoma
Inflammatory breast carcinoma
Metaplastic carcinoma
Neuroendocrine carcinoma
Micropapillary carcinoma

OcoOble TUIIBI paka MOJOYHOI JKeJe3bl C HESICHBIM IPOTHO30M

Special forms of breast cancer with an unclear prognosis

Boraras nmununamu KapuuHoOMa

OHKOHI/ITapHaSI KapuuHoMa

CanbHast KapuuHOMa

Borarasi rmukoreHoM KapuuHOMa CO CBECTJIIBIMU KIJICTKaMU
MyLII/IHOSHaSI nucTaaAeHOKapluHOMa

Lipid-rich carcinoma
Oncocytic carcinoma
Sebaceous carcinoma
Glycogen-rich clear cell carcinoma
Mucinous cystadenocarcinoma NOS
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Ocoo0bie Tunbl PMIK ¢ 0JaronpusiTHbIM
nporuozom (P3- n PII-mosoxkuresbHbIC)

Myyunosnas (cauzucmas) xkapyuHoma

MyuunHo3Hast kapurHoMa (puc. 1, oHlalH-TpH-
noxenune! — puc. 5-7) MXK cocrasnsier 1o 2-3 %
OT BCEX NEPBUYHBIX JAMArHOCTUPOBAHHBIX DIUTENH-
anpHBIX omyxoned MIK [2]. Mopdonornaecknmu
OTIIMYUTENbHBIMI YEpPTaMU SIBIIOTCSA KJacTepbl H
TUIACTHl  3JIOKAYECTBEHHBIX KIJIETOK, pacrojararo-
mMecs BO BHEKJIETOYHOM MYLHWHE M paszeiieHHBbIC
(buOpo3HBIMU TIEpEropojikaMu. B 3aBUCHUMOCTH OT
JONH COACP)KAHUsI MYILMHA, CYLIECTBYET KJacCH-
¢ukanMs AaHHBIX KapuUMHOM Ha 4ucteie (>90%)
n cmemanneie (10-90%) moarpynmsl. Eme onxHoi
KJaccu(pUKaunel CIM3UCTBIX KapLUHOM SBISIETCS
pazzeneHue Ha MYIWHO3HbIE KapIIMHOMBI C HU3KOH
KJIETOYHOCTBIO (THIT A) W KapIHHOMBI C BBICOKOM
kietouHocTrio (Tun B). CymiecTByeT MHEHHUE, 4TO
MYIIMHO3HBIE KapIUHOMBI THIa B (C BBICOKO# Kite-
TOYHOW IJIOTHOCTBIO) HMEIOT OOLIYI0 T'€HOMHYIO
KJIaCTEpPU3aAIUI0 ¢ HEWPOIHIOKPUHHBIMU KapIMHO-
MaMH.

JlaHHBIA TUIT paka UMEET HU3KYIO CTENEHb 3J10-
KaueCTBEHHOCTU. OIyXOMU C BBICOKOW CTEHEHbIO
3JI0KaYECTBEHHOCTH PAacCMaTpUBAIOTCS KaK HHBa-
3UBHBIE TPOTOKOBBIE KapIMHOMBI C MPOAYKIHEH
mynuHa [9]. AuddepeHnmanbHpii AHardHo3 00bIYHO
HE BBI3BIBACT KAKUX-JIMOO 3aTpyIHEHHH, BO3MOXKHO,
[I03TOMY CIIM3UCTBIA paK SIBISETCS BTOPHIM IO ya-
CTOTE BCTPEUAEMOCTHU TOCIE JIOJBKOBOTO paka. Tem
HE MeHee, Clie[yeT TMOMHHTb O TaKOM PEIKOM CO-
CTOSIHMH, KaK MYyKoLleJlernnojo0Hoe oOpa3oBaHue, KO-
TOpOE MOXKET BBI3BaTh OIPEJICIIEHHBIE 3aTPYIHEHUS
IIPU OLICHKE, B 0COOCHHOCTH, OMOTICHIHOTO MaTepu-
ana. IlepctHeBugHOKIEeTOUHAs AU PEepeHINPOBKA
OIlyXOJIEBBIX KJIETOK (BHYTPUKJIETOUYHAS CEKpeLus
CIIM3M) HE JOJDKHA BBOAWUTH MaroMopgoioroB B
3a0My’KIeHIE€ OTHOCHTENIbHO YCTAaHOBKH JIHarfo-
3a. OHa MOXET BCTpPEYaThCs KaK MPHU MHBA3HBHOM
JIOJIKOBOM pakKe, Tak NMPH WHBAa3UBHOM MPOTOKOBOM
pake U npu Meractatudeckom mnopaxkennn MXK u3
IIEPBUYHBIX OIYXOJE€H Apyro nokamuzanuu. My-
[IUHO3HAs KaplUMWHOMAa acCOIMHPOBaHA C BBICOKOM
4acToTOM OOHapyxeHus skcnpeccun PO u PII n
orcyrctBueM amiuinpukanuu HER2 [10, 11]. Mo-
JCKYJSIPHO-TEHETUYECKH  CIM3MCTasl  KapLUUHOMa
MX He acconuupoBaHa ¢ MOTEHIHAJIbHO TapreTu-
PYEMbIMH HAXOIKaMU B NPOTHBOBEC MYLMHO3HBIM
KapIUHOMAaM EJIyJOYHO-KUIIIEYHOrO TpakTa [2].

Crmsucteie kapuuHOMBI MOK daire Bcero BcTpe-
4yaloTCAd B IOCTMEHomNay3ajibHOM Bo3pacte [10].
Bwmecte ¢ TeM Hann4re MUKPONANMIISPHOTO KOM-
IIOHEHTA B YMCTOW MYLHMHO3HOH KapLUHOME Xapak-
TepHO JUIst Oojiee MOJIOAOTO BO3pacTa M acCOLMWH-
pOBaHO €O 3HAYHUTEIHHO Ooyiee HEOIATOMPHUATHBIM
HcxomoM 3aboneBaHus [12].

1 Pucynku 5-45 naubl B OHIQHH-TIPHIIOKEHUN.
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[Ipu BBIMOJTHEHNUHU YNBTPA3BYKOBOTO HCCIIEOBA-
HUS MYIMHO3HBIC KapIIMHOMBI MOJIOYHOHN IKeJe3bl
MOTYT OBITH H309XOT€HHBIMH H3-32 OKpY)Kalowllen
OTYXOIlb JKAPOBOHM KIIETYATKH, YTO MOXKET TIpH-
BECTH K Oosiee TO3AHEH AMAarHOCTHKE Mpolecca
[13]. HecmoTpst Ha 3TO, OOJBIMMHCTBO CIMU3HCTHIX
KapIIMHOM OTJIMYArOTCs 0OoJiee HU3KOH CTETeHBIO
pacnpoCTpaHEHHOCTH Tpoliecca MO0 CPaBHEHHUIO C
WHBA3WBHBIM MPOTOKOBBIM PaKOM.

BrlmenepeuricieHHble  OCOOGHHOCTH — OIMYXO-
U TIPEATONIaraioT, 4YTO MYLIWHO3HAas KapluuHOMA
MOJIOYHOHW jKeJie3bl CBs3aHa ¢ 0Oosee OlarompusT-
HbIM IPOTHO30M. B KpynmHOH rpymme NanueHTOB
CO CIU3HUCTOM KapUUHOMOW MOJIOYHOH IKEle3bl
(n = 11422) cpenHuit BO3pacT YCTAaHOBKM Jua-
rao3a coctaBuin 71 roa. Beero y 12 % ormedeno
nopakeHue JuMQaTruieckux y3imoB, y 2 % ObuIo
OTIaJICHHOE pachpocTpaHeHHoe 3aboneBanue. OT-
MEUYEHO TaKXKe MPEUMYIIECTBO MYIIUHO3HBIX KapIlu-
HOM B OTHOIICHUHW KaHIEP-CIEHU(PHIECKON BBIKH-
Baemoctr Ha 10- (94 mporuB 89 % y WHBa3WBHOM
MIPOTOKOBOM KapuuHOMBI), 15- (85 mpotuB 72 %)
n 20-netaux (81 mpotus 62 %) muTepBamax [10].

BBuny OmaronpusTHOTO IMPOTHO3a Yy TAIMEHTOB
C MYIMHO3HOW KapumHoMoi MK, BO3MOXHO pac-
CMOTpEHHE TAaKTHKH JedCKaalliy JIeKapCTBEHHOM
Tepanuu. PeTpocnekTHBHOE KOpEeHCKoe HCCIeno-
BaHHUE TTOKAa3aj0, YTO aJBIOBAaHTHAS XMMHOTEPAITHsI
HE3HAYMTENBHO YITydllaja MPOTHO3 B OOJIBIIMHCTBE
CIy4aeB MYIIMHO3HOH KapIUHOMBI, JEMOHCTPUDPYS
noyib3y Tosbko mpu craryce N3 [14]. Bo mHorux
ClIydasx JOCTaTOYHBIM OyJeT SIBIATHCS HazHaueHHe
TOJIBKO aJIbIOBAHTHOW TOPMOHAJIBHOM Teparuu.

Tyoynapuoiii pax

TyOynspueiii pak (mpui. — puc. 15-19) co-
craBisgeT 1-2 % Bcex OUarHOCTHPOBAHHBIX CITydaeB
nnBasuBHoro PMIK [15]. I'ucronornyeckoil kapTu-
He cBoiicTBeHHO Hamuuue Ooiee 90 % TpyOouek
C OTHOCIIOWHBIM OITyXOJIEBBIM ATIHUTEIHEM H JIIOMU-
HaJILHBIMHU MIPOCBETAMHU.

XapakTepHbIMH SIBJISIIOTCSL CY)KEHHBIE K JIByM
KpasiM «TpPEYyTOJbHBIE TPYOOUKH», KOTOpBIC IIpPH-
JIAI0T 3TOMY BUJY KapIIMHOMBI 3allOMHMHAIOLIUICS
Bua. TpyOOuky OJHOCIOWHOTO ASMHUTENHS TPH TY-
OynApHOH KapIMHOME HE HMEIOT OKPY)KaIOLIEero
MHUODIIUTENNSA, YTO TIO3BOJISIET OTJIHYATH HX OT
JOOPOKAYECTBEHHBIX COCTOSHHM, TaKUX KakK CKIle-
pO3UPYIOMUNA aneH03 U panuainbHbIl pyder. Ilpu
ATHX JOOPOKAYECTBEHHBIX COCTOSHUIX TYOYIsSpHBIC
CTPYKTYpBI OKPY)KEHbl MHODIUTEIHEM, YTO MOXK-
HO JIETKO MPOJEMOHCTpUpOBaTh ¢ mnoMmoinso NUI'X
Ha MHOSMHUTEIHNAIbHBIE MapKephl, Takue Kak po3,
SMMHC u BBICOKOMOJEKYISPHBIE IUTOKEPATHHBI.

Yacro Takoil KapTHHE COITyTCTBYIOT M3MEHEHUS
B CTOJIOYATHIX KIJIETKax B BHUJIE MpocToll (flat) smu-
TEJIUAJIbHOM aTUIIUM W KapUMHOMA in Situ HU3KOU
CTEMEHH 3JI0KaYeCTBEHHOCTH, YTO OObEAMHSETCS B
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«tpuany Poszena» [16]. LluTtomormdueckass arumus
OOBIYHO COOTBETCTBYIOT IEPBOM CTENEHH, a TUCTO-
JIOTHYECKasl CTENEHb 3JI0KaYeCTBEHHOCTH — HU3-
Kasl.

AOCOJII0THOE OOJNBIIMHCTBO TYOYNSAPHBIX Kaplu-
HOM HMMEIOT BhIp@XCHHYIO W JIU(B(Yy3HYIO 3KCIpec-
cuto PO u PII; ammmdpukanuu HER2 orcyrcTByeT
[2]. JIroOwie otkioneHusi ot »Toi MIX-kapTuHBI
JIOJDKHBI 3aCTaBUTh 3aJyMaTbesi maromopdosora o
BEPHOCTH YCTaHOBJIEHHOTO JMarHo3a.

Becbma moOy4HMTENBHBIM B 3TOM OTHOIIECHHUH
ABJSICTCSL HEOIyXOJieBas IaTOJIOTHs, Ha3blBacMast
MUKPOXKENE3UCTBIM aJIEHO30M, KOTOPBIH IpeacTaB-
nsgeT co0oil  JTOOYIOIEHTPUYECKyo Tponudepa-
U0 MEIKUX, XOPOHIO C(HOPMUPOBAHHBIX JKEIJE3,
TaK K€, KaKk M TyOyispHas KapLUUHOMA, JIUILECH-
HBIH MHOSIUTENHaNbHOrO ciosd. KiroueBoe otiu-
Yre MHUKPOXKEIE3UCTOro aJieHo3a OT TyOynsipHOH
KapUUHOMBI — OTCyTCTBUE 3kcnpeccun PO u PII
(mpun. — puc. 20-26).

Yame Bcero TyOyasipHbIE KapLUHOMBI JAWa-
THOCTUPYIOTCSl Y JKEHIIWH ITOCTMEHOIay3albHOTO
Bospacta [17]. B ogHOM W3 wmccnemoBaHWil OBLIO
MOKa3aHO, 4YTO TyOy/sipHas KapLUHOMa AacCOLUH-
poBanack ¢ 40 % BBISBICHHUS CEMEHHOTO aHaMHe-
3a PMXX cpenu poaCTBEHHHMKOB IEPBOMl CTENEHH.
Bmecte ¢ tem P. Rosen cumraer, uTto 3Ta acco-
[Uanusi CKOpee OTpa)kaeT CeNeKTHBHbIE (HaKTOPHI,
CBSI3aHHBIE C KOHKPETHOW MOIMYJSILMEN, B KOTOPYIO
BXOJIMITU KEHIIMHBI, ¢ Oosiee MoJpOoOHBIM U JIeTallb-
HBIM IIJIAHOM 00CJIEJOBAaHUS M3-3a HOJIOKUTEIBHOTO
cemeiiHoro anamue3sa [18].

Ilo cpaBHEHHIO C MHBA3MBHBIM IPOTOKOBBIM
pakoM TYOynsipHbIE KapUMHOMBI Ha MOMEHT YCTa-
HOBKHM JTMarHo3a OOBIYHO MMEIOT MEHBIIHNK pazMep
u pexe o0nanaoT JIUMGOBACKYISIPHOM HHBa3UEH.
[Iporuo3 y manueHTOB C BBISIBICHHOU TYOYJISPHOM
kaprHOMON MK sBiisseTcst OmaronpusTHBIM: B UC-
CJIEJIOBaHUH, B KOTOpPOEe ObLIO BKItOueHO 102 TyOYy-
JSIpHBIE KapLHOMBI, HU Y OJHOTO IAllME€HTa HE BO3-
HUKJIO OTAAJIECHHBIX METAacTa3oB. be3penunnBHas u
KaHIep-crienuduieckas BbHKHBAEMOCTh TAKXkKe 3Ha-
YUTEJIbHO OJaronpHsiTHEE MO0 CPAaBHEHMIO C MPOTO-
KOBBIMH KapuuHomamu [19]. TaxTuka HazHaueHUS
JICKApCTBEHHOH TEpaly aHAJIOTMYHA TAKTHKE IIPU
MHBa3MBHOM MPOTOKOBOH KapIMHOME, OJHAKO B
OOJBIMMHCTBE clTydaeB omyxoneld ¢ NO-ctarycom
BO3MOJKEH OTKa3 OT aJbIOBAHTHON XHMHOTEPAIMU
HE3aBHCHMO OT pa3Mmepa NepBUYHON omyxomu [15].

Hueasuenas kpubposnas xapyuHoma

WNuBaszuBHAs KpuOpo3Has KapuuwHOMa (TIPUI. —
puc. 27-32) MK BcTpeuaeTcs peIko U COCTaBIsET
1o 0,4 % cmygaes PMX [2]. Omyxons Oosee dem
Ha 90 % cocTOWT M3 AMUTEIUANBHBIX KIETOK, (op-
MUPYIOIIMX TUIOTHBIE, YETKO OUYEpUEHHBIE OKpY-
rIble (POKYCHI C TICHTPAIbHBIMH «BBIKOJIOTHIMI
oOmacTsiMu, JHMIIEHHBIE MUOZMHUTENHA. B Hekoro-
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pBIX ciydasx B JAHHBIX IPOCTPAHCTBAX MOXKET
MIPUCYTCTBOBATh amuKajibHas cekperus. VHBa3uB-
Hasi KpuOposHas kapumHoma MK umeer oOmme
4epThl ¢ KPHOPO3HBIM THUIIOM TPOTOKOBOW KapIl-
Hombl in situ (DCIS), ogHako ¢ Oolee BBIpaKeH-
HOH JIECMOIUIACTUYECKON CTPOMaIbHON peakuuei.
OHa TaK)Xe 9acTo acCOIMHPYETCs ¢ KOMIIOHEHTOM
in situ, 4TO MOXET 3aTPYAHUTH JUArHOCTUKY HUH-
Bazuu [2], HO mpm mpuMmeHernnu WI X-mapkepos
JUISL  IEMOHCTPAallMM  MMOSMUTENHAIBHOTO  CJIOS
mupdepentmanpabiii auarno3 ¢ DCIS cranoBut-
csi oueBuaHbIM. Cpeam Opyrux MOTCHUUATIBHO
T PepeHInaNTbHO-TUaTHOCTHYECKUX ~ BapUaHTOB
MOXKHO TIPEANONIOKHATHh aJCHOKHCTO3HBIN pak, KO-
TOPBI MMEET CXOJAHYI0 MOPQOIOTrHI0, 0COOEHHO
MpU HAJWYWU BHYTPUKHUCTO3HOW cekpenuu. Ho, B
OTIMYME OT aJEHOKHCTO3HOIO paKa, WHBAa3HUBHBIN
KpuOpo3HbIi pak Bcerna umeer PO (+)/PIT (+)-de-
Hotun [20].

CpenHuit Bo3pacT MpH AMATHOCTHKE COCTaBIIS-
er 59 ner. MHBa3zuBHas KpUOpPO3HAs KapImHOMA
KJIIMHUYECKHU XapaKTEePHU3yeTCsl MEHBIIEH CTENEeHbIO
pacmpocTpaHeHHOCTH TIporiecca, 0Ooiee BBICOKUM
YPOBHEM 3KCIIPECCHHM TOPMOHOB M 00Jiee HU3KUM
ypoBHeM runepakcnpeccun HER2 mo cpaBHeHuUro
C UHBAa3WMBHBIM NPOTOKOBBIM pakoM [21]. B cBs3u
¢ OJaronpusSTHBIM TeUeHUEM 3a00JIeBaHUs C YYETOM
WHANBUIYATBHBIX (PAKTOPOB PUCKA M COIYTCTBYIO-
mMx 3a00JIeBaHN, MOKET OBITh TPUHSTO PEIICHHE
00 OTKa3e OT aJbIOBAaHTHONW XMMHOTEpANU{ WIH
SHIAOKPUHHOU Tepanuu [22].

HUneasusnas nanuiiapuas KapyuHoma

[NanunnsipHele KapuuHOMBI (TIpHI. — pHc. 33—
38) MJXKX Bcrpeuatorcs pemko. McDivitt u coabr.
YKa3bIBAIOT, YTO MHBA3MBHAS NalWUISpHAs KapLu-
HOMa cocTaplsiia mpuMepHo 1,5 % cmydaeB omepa-
0eIbHOM MHBAa3MBHOW KapLHMHOMBI, HAOIIOAABIINXCS
B Memorial Sloan Kettering Cancer Center, a Fisher
n coaBT Kkimaccudunmponanu 2,1 % xapuuHOM, HU3-
yueHHBIX B mpoekte NSABP04 [23, 24].

I'mcTonornueckn AaHHBIE OMYXOJW TOApa3Aes-
IOTCSI Ha HECKOJBKO Pa3HOBMIHOCTEH: MHKAICYJIH-
pOBaHHas MaNWUISIpHAs KapLWHOMA, COJIMJHAs Ta-
NWUISIpHAsE KApUUHOMA ¥ MHBAa3UBHAS MANMUIIpHAS
kapuuHoma [2]. IlepBble n1Be GOpMBI, KaKk MpaBUIIO,
KJIacCCU(DUIMPYIOTCS KaK in Situ W B JAHHOW CTaThe
HE aHAJIM3UPYIOTCS.

WuBa3uBHAas ManuIspHas KapIHOMa MOJIOYHOM
JKeJIe3bl XapaKTepU3yeTCsl HAIUMIMEM PaCIIUPEHHbBIX
IPOTOKOB M KHCTO3HBIX MOJOCTEH, BHYTPH KOTOPBIX
00HAPYKUBAIOTCSI MAMIIIPHBIE 00pa3oBaHus ¢ (-
OpOBacKyISIpPHBIMH OCHOBAaHHSIMHU, JIMIICHHBIE MHUO-
SMUTETUANBHBIX KIETOK. YCTAaHOBJICHHE CTEIEeHU
3JI0KaYe€CTBEHHOCTU IIPH JAHHOM THIIE KapLHUHOMBI
HEPEJIKO BBI3bIBACT 3aTPYIHEHHUSI, TOCKOIBKY KpUTE-
PHEM CIIy>KUT BBISBICHHUE IOJISIPU30BAHHBIX OIYXO-
JIEBBIX KIJIETOK C LIEHTPaJIbHBIMU MPOCBETAMH, a HE
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00pa3oBaHME TUIIMYHBIX KEIE3HUCTHIX CTPYKTYp [2].
IIpu UI'X wuHBa3uBHAs NanwuIsApHash KapLUUHOMA
MOJIOUHOM JKeJe3bl B MOJABISIONIEM OOJBIINHCTBE
ciyuaes sBisiercss PO (+) u PII (+). XapakrepHsiMu
0COOEHHOCTSIMU STOH OITyXOJIM CUUTAIOTCS HEraTHB-
Heli craryc HER2, a Takke HU3KUN WM yMEpCH-
HBI ypoBeHb Ki67.

Huddepenumanpuplii [uarHo3 WHBa3MBHOM TMa-
NWUIAPHON KapLMHOMbBI B OCHOBHOM 3aKJIFOUaeTCs
B Bepu(UKAMM MHBA3MBHOTO XapakTepa OIMYyXOJH,
9TO camMoO TIO0 cebe TMpeACTaBIsIeT COOOM BaXKHBIN
MOP(OJIOrHIECKHI AUCKYPC BO3MOXKHOTO M JOCTa-
TOYHOTO, OCOOCHHO B YCJOBHUSIX OTPaHHUYCHHOTO
Marepuana TOHKOMIOJILHONW MJIM TpenaH-OHuOICHH.
Hdannas mnpobGnemMa MOXeT OBITh pEIIEHA TOJb-
KO DKCITU3MEH 00pa3oBaHUSA JTHOO COBPEMEHHBIMH
MaJIONHBa3UBHBIMH METOAMKaMH 3a0opa MaTtepHa-
Jla C TMOMOIIBIO BAaKyyM-aCHHPAIIMOHHOW OMOIICHUHU
(BAB). B takom ciyvae muddepeHnmanbHbiii 1ua-
rHO3 npoBoauTcs ¢ nomoupto UI'X-gemoncTpanuu
OTCYTCTBHS MHUOSIUTENUs 1O nepudepun odpaso-
BaHUsI W BAOJb HOXKKU (COCOYKA) MaNHJUIIPHOTO
oOpaszoBanus. Jpyroi acmekT AudQepeHnantbHon
JUAarHOCTHUKH — MMKPONANMJUIAPHBIA PaK, KOTO-
pBIN TIpefcTaBisgeT co00W HE MUCTHHHBIE TMAIUIIIBI,
a «WHBEPTUPOBAaHHBIE COCOYKM» 0e3 (uOpoBacKy-
JSIPHOTO OCHOBAaHMWS W METacTas3bl KapIMHOM Ia-
MWIBIPHOTO CTPOCHUS U3 IPYTUX OPraHoB (ILUTO-
BUJTHOM JKele3bl, MOYEK), I71e BEIYLIUM MPHU3HAKOM
Oymet orcytcTBHe dKcmpeccuu PO u PIL

OCHOBHBIMM ~ XapaKTEepUCTUKAMH HHBA3WBHOU
NanWUISIPHOW KapIIMHOMBI MOJIOUHOW jKeJe3bl CITy-
JKaT BBIABJICHHE Y3JI0BOTO O00pa3oBaHUs, OOBIYHO
pacronoKeHHOr0 BOJMM3M COCKa, W BBLACICHUS C
IIPUMECBHIO KPOBHU. B oTiinuue OT MHBa3MBHOM IpoO-
TOKOBOHM KapLMHOMBI, 3Ta OIyXOJb Yallle BbISBIIS-
eTCcsl y JKEHIIMH IOCTMEHOMay3aJlbHOT0 BO3pAacCTa,
OTJINYAETCSI MEHBILIUM Pa3MEpPOM, MEIJICHHBIM IPO-
rpeccupoBaHleM H 0Ooliee ONTUMHCTHUHBIMHU MPO-
THOCTHYECKUMHU I1OKa3aTeJIsIMHU.

IIpu anammze Oomee 300 THIC. MAIUEHTOB C
PMX, 1147 u3 KoTOpBIX MMM WHBa3WBHYIO Ta-
NWUIAPHYIO KapLMHOMY, TOCTOBEPHBIX OTIMYUHA B
o0II1ell BBKMBAEGMOCTH OOHApYKEHO He ObLIo [24].
YeTkuxX MPOTOKOJIOB JICUCHUS JIJI JAaHHOM rpymnmna
MAlMEeHTOB He cyliecTByeT. OJHAaKO, yUUThIBas CO-
MOCTABUMBII TIPOTHO3 y MAIlMEHTOB C WHBA3WBHBIMH
MaNWUISIPHON U MPOTOKOBON KapLIMHOMOMH, JIEUEHHE
JIOJDKHO TIPOXOAWTH B COOTBETCTBMHU CO CTaHIApT-
HBIMHU ITPOTOKOJIAMH.

Ocoobie THBI PMIK ¢ OaronpusiTHbIM
nporuo3oM (P3- u PIl-HeratuBHble HJIH €
HHU3KOH 3Kcnpeccuei)

Meoynnapuas kapyurnoma
MenymispHast kapuuHoma (puc. 2, mpuil. —
puc. 8-10) M)XK sBnsercs pemkum MopdoorHde-
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CKMM IIOATUIIOM WHBA3WBHON INPOTOKOBOW KapLM-
HOMBI, COCTaBIISIIONINM HMpHMepHO 3—5 % ciydaes.
ITepBoHayanbHO AAHHBIM TEPMHUH HMCIIOJIB30BAJICS B
KIIMHAYECKONH W MOPQOTOTUISCKON TPAKTHKE IS
0003HaueHMS KPYITHBIX, IUIOTHBIX KapuuHoM. OT-
JIeNTbHBIE KapIIMHOMBI MOJIOYHOM »Kejie3bl Ha Mpo-
TSOKEHUU TOYTHU CTOJETHSI OMUCBHIBAIUCH KaK «Me-
OyJUIApHBIE». B 9Ty Tpynmy BXOAWIN OIYXOJH,
XapaKTePU3YIONTHECS BBIPAKCHHOW JTMM(OUITHOM
peakiueil ¥ OJIaronpHUsTHBIM IPOTHO30M, KOTOPbIS
Geschickter Ha3Bam KUCTO3HOW HEOMaMMapHOU Kap-
HUHOMOW (cystic neomammary carcinoma) [25].
CaMm TepMHH «MEAYUISIPHBIA paKk» ObUI MPEIIOKEH
Memorial Sloan Kettering Cancer Center B 1940-
X TT.

Jlo BBIXOZa B CBET THCTOJIOTHYECKON KiacCu(pu-
karuu BO3 2012 1. J[aHHBIMN BUA ONMUCHIBANICS Kak
oThenbHbI penkuii Tun PMOK ¢ OnaronpusiTHbIM
nporaozoM. Ho yxxe Oonee necATUeTHs OH U3BAT
n3 knaccupukanuu BO3, B OCHOBHOM H3-32 OTCYT-
CTBHsI BOCIPOU3BOAUMBIX KPUTEPHUEB AUATHOCTUKU
U OLUEHKHM JTOro TUIla paka. B nmelcTByromen pe-
makmuu kiaaccuukanmu BO3 3a HUM 3aKperuicH
noATun uHBasuBHOTO paka BIY medullary pattern
B paslene HMHBAa3UBHBIX KapIMHOM 0€3 IOTOJIHU-
TEJIbHBIX YTOUHEHUH [2, 26, 27].

MenymispHas KapLUMHOMa ONPEAENseTcs] COBO-
KYITHOCTBIO T'MCTOIATOJIOIMYECKUX IPU3HAKOB, K
KOTOPBIM OTHOCSITCSl BBIpaXXEHHasi JHM(OIUIa3Mo-
LUTapHas peakiusi, YeTKO OTTPAaHWYCHHBIN Y3el,
poCT B BHJE TUIACTUH (CHHIMTHAIBHBIN TATTEPH),
BBICOKHUH SIICPHBINA MTOTUMOP(U3M U BBICOKAsT MUTO-
TUYecKasi aKTHBHOCTh. OMyXollb JOIDKHA 00JaaaTh
BCEMH OTHUMH XapaKTCPUCTUKAaMHU, 4YTOOBI OBIThH
KJIACCU(UIIMPOBAHHOW KaK METYyJUIsipHAs KapIHO-
Ma [26, 27]. TlogaBustomiee OOJNBITMHCTBO MeEMYJI-
JISIPHBIX KapIIUHOM XapaKTePU3YIOTCS TPUXKIBI Hera-
TUBHBIM UMMYHO(EHOTHIIOM C YacTOH dKCIpeccreit
0a3aJIbHBIX MapkepoB (LIUTOKEpaTHH 5/6, IUTOKe-
patua 14) u EGFR [28, 29]. Ha monexymsapHoM
YpOBHE, HECMOTpPS Ha OOIIME T'C€HOMHBIE YEPTHI C
0a3abHOTIOIO0OHBIMU KAPIIMHOMAMHU, METYJUISIPHBINA
MIOJTHIT TIPEACTABISET COOOW OTACIhHYI0 OHUONIOTH-
YecKylo equHuIy. Ero ormnmmumrensHOW 0cOOCHHO-
CTBIO SIBIISETCS 3HAYUTENHFHO OoJiee BBICOKAs 4acTo-
Ta MyTaluil B reve 7P53 10 CpaBHEHMIO C JPYyTUMHU
OazanpHOMONO0HBIME OTyXoisiMu [30].

[laruenTram ¢ Meay/UISPHOW KapIIMHOMOW OOBIY-
HO yCTaHaBIMBAIOT JMArHo3 B 0ojiee MOJIOIOM BO3-
pacte (45-54 Toma) MO CpPaBHEHWIO C MHBAa3MBHOMN
npoTokoBoi kapuuHomoi [31]. Kpome Toro, mera-
cTa3bl B MMM(aTHYECKHUe Y3IIbl TIPA 3TOM THIIE OITy-
XOJIM BCTPEUAIOTCS PEKe, HEXKEIU MPU UHBA3UBHBIX
npotokoBbIX KaprmHomax MK [32]. Ilpu ymerpa-
3BYKOBOM JMAarHOCTUKE MEIYJUIIPHBIE KapLMHOMBI
MOTYT UMETh 0oOIue 4epThl ¢ (HhubpoageHOMaMH,
YTO MOXKET TPUBECTH K OoJiee IMO37THEMY BBISBIIE-
Huto 3aboneBanus [33].
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MenynnspHass KapIMHOMa W WHBa3MBHAasg MpoO-
TOKOBasi KapIIMHOMAa C MEIYJUISIPHBIMH TPU3HAKAMHU
CBSI3aHBI C HACJIEJICTBEHHbIMH MYTAallUsIMM B TeHE
BRCAI. Cpenu BRCAl-accormumupoBaHHBIX KapIlh-
HOM MOJIOYHOM kene3nl 7,8—19 % sBasroTcs Me-
IyuspHBIME B OT 35 1o 60 % neMoHCTpupyioT
HaJu4ue MENyJULIPHBIX Npu3HakoB [34]. YpoBeHb
pacnpoCTpPaHEHHOCTH KOHTPACTUPYET € HaJHMuueM
TONBKO 2 % MEAYJUIAPHBIX KapIMHOM CpPEIH CIIO-
paanuecknx, He-BRCA-acconumpoBaHHBIX OITyXO-
neit [34]. B mocnennee BpeMs MOSIBHIIMCH JI0Ka3a-
TEJIhCTBA TOTO, YTO MPOTHO3 ATUX OITyXoyel Ooiee
MOCJIEZIOBATENIbHO CBSA3aH C MMMYHHBIM OTBETOM,
KOTOPBIA MOXXET MMETh CBOH COOCTBEHHBIN TeHe-
TUYECKUH MPOQHIIb, XapaKTEPU3YIOINNACS BBICOKHM
YPOBHEM SKCIIPECCHH TEHOB, CBSI3aHHBIX C BOCIIA-
JICHUEM, a HE C TUCTOJOTHYECKUM MOATUIIOM [2].

[IporHo3 Mmeny/uIsIpHOH KapLHUHOMBI HECKOJIb-
KO JIydIlle, YeM Y WHBa3WBHOW KapIMHOMBI 0e3
CHEIMaTbHOTO THIIA C AaHAJOTHYHOM CTENeHbIo
37I0KaYeCTBEHHOCTH, HECMOTpPS Ha arpecCHBHBIC
LUTONOTMYECKNE TpU3HaKu. B anammze Mexny-
HapOIHOW TPYNNBl MO M3YYEHHIO paka MOJOYHOU
JKese3bl OBLIO IMoKa3aHo, uTo cpeau 8096 marmeH-
TOB C WHBa3uBHOU KapuuHomoir MX y 127 Obin
JIMATHOCTHPOBAH MEAYIUSIPHBIA PaK, KOTOPBIM MpHU
Menuane HaOmrogenus 14 netr mmen Oosee BBICO-
KM€ TI0Ka3aTes 0e3pelnIuBHON BEDKUBAEMOCTH 10
CPaBHEHMIO NMPOTOKOBBIM pakoM (76 mpotuB 64 %)
u o0meld BebkuBaeMocTH (66 mpotus 57 %) [32].

JleyeHne MemyIUTAPHBIX KapIWHOM aHaJOTMYHO
JICYEHUIO MHBAa3UBHOW MPOTOKOBON KaplMHOMEI. Jle-
JIeHWe Ha THUMHAYHbIE MEYJUIAPHBIE KapIMHOMBI U
VMHBa3UBHbIE MPOTOKOBBIE KApIIMHOMBI C METYIUIsIp-
HBIMH TIpU3HAKaMH HE W3MEHAET TaKTHKH JICUCHHS
U UMEET TOJIbKO MPOTHOCTHYECKOE 3HaueHue [35].

Anokpumnoguviii pax

[IpoucxoxneHne armoKpUHHBIX KIETOK B MOJIOY-
HOH JKesie3e SIBJISETCS MPEAMETOM [aBHHUX CIIOPOB.
TepMuH «amoOKpUHHAs MeTariasus», KOTOPBIA HC-
MoJb3yeTcs sl 0003HAYCHUST T0OOPOKaYeCTBEHHBIX
ATIOKPUHHBIX KJIETOK, OOBIYHO BCTPEYAIOLIMXCS B
MOJIOYHOHM KeJie3e, MOoJpa3yMeBaeT, YTO OHHU pas-
BUBAIOTCA M3 JOOPOKAYECTBEHHBIX MOJIOYHBIX SIH-
TEJMANBHBIX KJIETOK Yepe3 MEeTariacTHUeCKUil mpo-
necc [36].

Yacrora amoKpwHHOM KapiuHOMBI (pHc. 3,
npuit. — puc. 11-13) MK konebnercs or menee 1
1o npuMepHo 4 %. Takas BapraOeIbHOCTb, BEPOSIT-
HO, SIBIISIETCA PE3yJbTAaTOM MPOTHBOPEUMBBHIX M He-
TOYHBIX AMAHOCTUYECKUX KPUTEPUEB M Pa3IMUUi
B CIoco0ax BBISBICHUS allOKPHHOBOW AuQQepeH-
mupoBku. B cepum wmccnenoBannii Dellapasqua u
COaBT. 72 EHIIMHBI C MHBa3UBHBIMU KapLUHOMaMHU
U anoKpuHHOM Mopdororuedt cocrasuan 1 % u3
6971 manMeHTKH C MHBa3UBHBIM PAKOM, IIPOOIEPHU-
poBaHHBIX B nepuon ¢ 1997 mo 2005 r. [37].
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JanHple omyxonu 00nagar0T  BBIPAKEHHBIMU
arnoKpuHHBIMH 4epTramu: Oonee 90 % kieTok co-
JepKaT OOMIBHYIO S03MHO(DUIIBHYIO TPaHYJSPHYIO
LIUTOIUIa3My, YBEJIIMUEHHBIE fAJipa C XOPOLIO 3aMeT-
HBIMU SIAPBIIIKAMU, & TAKXKE BBIPAKCHHBIC TPU3HAKU
KJICTOYHOW arunuu. B OONBIIMHCTBE CIydaeB OHH
COYETAIOTCA C KApUUHOMOW in Situ aHaJOTUYHOTO
THCTOJIOTUYECKOro cTpoeHus. st aTux HOBOOOpa-
30BaHUM YacCTO XapaKTEepPeH TPHUXKIAbl HETaTUBHBIN
(enorun, oxnako 1o 30 % ciiydaeB OKa3bIBAOTCS
OP (-), [IP (-). HER2 (+) [38]. AnokpuHHBIE Kap-
LIMHOMBI TaKXe JIEMOHCTPUPYIOT MOJOKUTEIbHYIO
peakiuto Ha GCDFP15 u unTencuBnyto nuddys-
HYIO 9KCIIPECCHIO aHJPOTEHOBBIX perenTtopoB (AP)
[39].

[TonmaBmsiromiee OOMBITMHCTBO ANMOKPUHHBIX Kap-
LIMHOM SIBJISIIOTCS criopaguuyeckumu [2]. BrisiBie-
HO, YTO MOJICKYJSIpHbIE OCOOCHHOCTH KaplUHOM Y
MAlUEHTOB C HACJIEICTBEHHBIMM MYTALMSIMHU T'E€HA
PTEN (cunnpom KoyneHa) uMmeroT 3HaUMTEIbHOE
CXOZICTBO C MOJIEKYJISIPHBIM MPO(HIIEM alTOKPUHHBIX
kapuunoMm [40]. [Ipu mpoBeaeHHH MOJIEKYISIPHOTO
npodupoBanns 18 amoOKpUHHBIX KapIHOM MO-
JIOYHOM >Kene3bl BbIABIECHBI MyTaiuu B PIK3CA
(72 %), PTEN (33 %) u p53 (28 %). Baxueim
OTKPBITUEM CTaJIO BBIABICHUE HOBOM I€HETUYECKOU
AHOMAJIUU — TPAHCIOKAIIUHU, MEPCIEKTUBHOU JIs
pa3pabOTKH HOBBIX METOAOB JeueHus [41].

ATIOKPHHOBYIO KapUUHOMY clienyeT anggepes-
mupoBatb ¢ DCIS ¢ amokpuHOBOW MeTariasuei,
KOMILUIEKCHBIM CKJIEPO3UPYIOLIUM [OPAKEHUEM C
alOKPUHM3ALUEN W OHKOLIMTAPHOM KapLIMHOMOM.
B muddepennmanbHOi AWMATHOCTUKE C TICPBBIMH
JByMs pemaromyo poab urpaer MI'X-peaknus c
MHOJIUTENNATBHBIMI MapkepamMu. B ormimume ot
OHKOLIUTAPHOM KapLMHOMBI, JIJIsl allOKPUHOBOM Xa-
paktepHO OTCyTcTBHE dKcmpeccuu PO u PII u mo-
sutuBHas peakuusi ¢ GCDFP15S u AP.

IIporHo3 MHBa3MBHON AIIOKPUHHOM KapLUHOMBI
ONPEIEINSIETCsl, B OCHOBHOM, TPaAULIMOHHBIMU IPO-
THOCTUYECKUMH (DaKTOpaMu, TaKUMH KakK CTEICHb
3JI0KaYECTBEHHOCTH, Pa3Mep OIYXOJIU U COCTOSHHUE
TUMQPATHIECKUX Y3II0B.

ITanyeHTsl ¢ ANOKPUHOBBIM PAKOM MOJIOUHOMN
JKeJIe3bl B HACTOSIICE BPEMsl MOJIy4alOT JICUEHUE B
COOTBETCTBUU C OHMOJIOTHYECKUM (MOJICKYJISPHBIM )
MOJTHUIIOM OITyXoJiu. HecMoTps Ha TO, YTO amokpu-
HOBBI PMJK Moxer oOmajmarh HHU3KOW YyBCTBU-
TEJIHHOCTBIO K XMMHOTEPAIIUU U BEPOATHOCTH JI0-
ctikeHuss pCR (momHOTO TaTOMOPQOIOTHIECKOTO
OTBETA) HUXeE, MPOTHO3 Y TaKUX MallMEHTOB JIyYlle,
yeM y OONBHBIX C HEArOKPWHOBBIMH OITyXOJISIMHU
MIX [37, 42]. B cBsi3U ¢ 3TUM B HEKOTOPBIX KJIH-
HUYECKHX CIIydasiX MOXKET CTaTh IieliecooOpa3zHon
TaKTUKa J€3CKATallud XUMHOTEpanmuu BBHUAY €€
HeBbICOKOU 3 dexruBHocTH. [larueHTsl € TpOH-
HBIMU HEraTUBHbIMU AP-NonoXuTenbHbIMH METa-
CTaTUYECKUMHU KapLUUHOMAMU MOJIOYHOM Kele3bl B
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HEKOTOPBIX CIydasx MOTYT JICUUThCS (IIyTaMHUIOM,
anTtaroHuctoM AP.

AOeHoCK8aMO3HbII PAK HU3KOU CMeneHu 310Kd-
YecmeeHHOCuU

AJIEHOCKBaMO3HBIM pak HU3KOM CTENeHu 3J10-
kagectBeHHOCTH (APHC3) BXOmUT B CHEKTp Me-
TaIUIACTUYECKUX KapIMHOM, KOTOPbIE OOBIYHO Xa-
PaKTepU3YIOTCSI arpeCCUBHBIM TEUEHHEM C TUIOXUM
nporuo3oM. OnHaKO AaHHBIA MOATUI METArIaCTH-
YECKOTO paka MEHEE arpeCcCHUBEH M BCTPEUACTCS JI0-
BOJIBHO PEIKO — B JUTEpaType onucano menee 150
ciayuaeB, uto coctaBmsier meree 0,05 % oT Bcex
3aboneBanmii PMXK.

I'nctonornueckas xapruna APHC3 xapaxrepu-
3yeTcsl MENKHMH TpyO4aTbIMH CTPYKTYpPaMy HITH
COJIMIHBIMU KJICTOUHBIMU CKOIUICHUSIMU C BJIEMCH-
TaMU IUIOCKOKJICTOYHOH auddepeHupoBku, pac-
MOJIOKEHHBIMH B CKJIEPO3HPOBaHHOU cTpome. Oco-
OCHHOCTBIO JIAHHOW OITyXOJH SIBJISICTCSI €€ 4acToe
BO3HMKHOBEHHE B COYETaHHU C J0OpOKadueCTBEH-
HBIMU CKJIEPO3UPYIOIIMMU TMOPAKEHUSIMU (paau-
aJBHBIMH PYOIIaMH), YTO 3HAYUTEIIBHO OCIIOXKHSCT
muarHoctuky. KoroueBbiM nuddepeHnmanbHo-11a-
THOCTHYECKAM KpPUTEPHUEM, TO3BOJISIOMIUM OTIIH-
YUTH ATy OMYXOIb OT JOOPOKAYECTBEHHON CKBaMO3-
HOW MeTarma3ud B pajualibHbIX pyouax [43-45],
CIYXHUT OTCYTCTBHE J3Kcmpeccnn PD B OOIBIIHMH-
cTBe ciydaeB [45].

T'eHOMHBIN aHalM3 cCily4yaeB aJIeHOCKBAMO3HBIX
KapIIMHOM HH3KOH CTEIeHU 3JI0Ka4eCTBEHHOCTH C
HCIIOJIb30BAHUEM TAapreTHOTO CeKBeHHpoBaHUs 50
TeHOB BBISBWJI YacTble aKTHBHPYIOIIUE MYTAIH B
reae PIK3CA (11 u3 21 cnyuaeB) [46].

AnenockBamo3Hblii PMJK HH3KOH CTeIlleHH 3510-
Ka4eCTBEHHOCTH Yallle BCETO BBISBIISICTCS Y KCHIIUH
crapmie 50 JeT, XOTS U OMUCAH CIydail BBISBICHUS
JaHHOU onyxomnu B 19 net. CreneHb pacnpocTpaHeH-
HOCTH TIpoliecca, KaK MPaBHIIO, HEBBICOKAS, PEIKO
BBIABIIIIOTCST ommyXxoiu Oonee 25 mM. IIporros —
OnaronpusTHBIN, aOCOIIOTHOE OOJIBIIMHCTBO IaIld-
CHTOB M3JICUYMBAIOTCS C ITOMOIIBI0 XUPYPTHIECKOTO
nedeHus +/- Ty4eBOW Tepanuu. MecTHbBIE peruu-
Bbl BO3MOXKHBI ITOCJIC IKCI[U3UOHHBIX Ouorncuii (y
20-36 % manueHToB), W OONBITUHCTBO TaKHX Ia-
LIUEHTOB MOTYT OBITh YCIICITHO BBUICYCHBI MTOBTOP-
HOM AKCIIM3HEH C IITUTENBHON BBRDKUBAEMOCTHIO 0e3
penmnuBa 3aboneBanus [85, 86].

BBuay manoro pasMepa OmyxoiH, agbIOBaHTHAs
XUMHOTepanus, Kak NpaBHJIO, HE Ha3HAdaeTcs, a
u3-3a PO (-) montumna He MokazaHa aJlbOBAaHTHAS
TOpMOHaNbHAsT Teparus [85, 86].

Cexpemopnas kapyuroma

CekpeTopHass KapLHHOMa MOJOYHOH JKeJe3bl
(mpun. — puc. 39-45) OTHOCUTCS K pEIKUM 3J10-
Ka4eCTBEHHBIM HOBOOOPA30BaHUAM, Ha JIOTIO KOTO-
peIx mpuxogutcs MeHee 1 % Bcex ciyuaeB paka
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naHHOM Jyokanuzauuu. CpenHuil Bo3pacT MalyeH-
TOK cOCTaBJIsgeT 53—56 JIeT, 9TO HECKOJIBLKO HIDKE IO
CPaBHEHHUIO C JPYTUMHU T'MCTOJOTMYECKUMHU THUIIAMU
PM2XK. Ommcanpl ciaydan 3a0o0iieBaHHS y JETEH OT
8 ner [48, 49], B CBsA3M C 4YeM JAHHBIA TUM OILy-
XOJIM 4YacTO acCOLMUPYIOT C MOJIOAOW BO3PAaCTHOM
KaTeropuei.

CexperopHast KaplLHHOMa MOJIOUHOW JKele3bl
[IPU THUCTOJIOTMYECKOM HCCIJICIOBAHUU JIEMOHCTPH-
pyeTr xapakTepHble MopdosoruuecKkue 0coOCHHO-
CTH: OIyXOJIEBBIE KIIETKH CO CJIa0OBBIPAKEHHBIMH
NPU3HAKAMHM aTHUIIMM U YMEPEHHBIM KOJIMYECTBOM
LIUTOIUTa3MBbl COAEPIKAT BHYTPHU- M BHEKJIETOYHBIH
CEKpETOPHBIM MaTepual, (OpPMUPYS >KENE3UCTHIC,
KHCTO3HBIE U COJIUJHBIE CTPYKTYpPBI, pa3/ieieHHbIE
KOJUTAr€HOBBIMU IIPOCJIOMKAMH, YTO CO3AAET TUIHY-
HBIH «COTOBBI» apXUTEKTYypHBIA pucyHOK [48, 50].
[lepBoHayanbHO CUMTABIINECS TPHXKIBI HETATHBHBI-
Mu [47], 3TH omyXodW Hpu aHanu3e 246 ciaydaes
B 0a3e SEER mnokasamu skcripeccutro PD B 64 %
HaOmonenuit [51]. Ognako Ooliee meTambHOE HCCIe-
noBaHue 14 ciyyaeB BBISBWIO, YTO Jake NpU Ha-
JUYIUH TTOJIOKHUTENEHON peaknuu Ha PO (43 % ciy-
YaeB) OKpalllMBaHUE OTMeuYanioch MeHee 4yeM B 10 %
KIIETOK B OOJIBIIMHCTBE 00pa3noB, a sxcnpeccus PIT
oOHapyxwuBajack jJumb B 21 % ciyyaeB ¢ MUHH-
MaJIbHBIM KOJIMYECTBOM ITO3UTUBHBIX KieTok. [lo-
JaBIISItOIEe OOJBIIMHCTBO CEKPETOPHBIX KapLIMHOM
ocratorcs HER2-neraruBubimu [48, 49, 51], xotd
OTIMCAHbI PelIKhe MCKIIOYCHHUS.

Baxueiieli MONEKYIApHOM XapaKTEpPUCTUKON
JTAHHOM OMyXOJHM SBJIAETCS MPHUCYTCTBHE CIIEIl-
ndumueckoit  Tpancmokarmu  t(12;15)(p13;925),
NpUBOISIIEH K 0OOpa3oBaHUIO XUMeEpHOro Oeika
ETV6-NTRK3 [52], 4TO wuMeeT CyIIecTBEHHOE
KIMHAYECKOEC 3HAauCHHE B CBSI3M C OJOOpEHHEM
FDA-uHTHOUTOPOB TUPO3WHKUHA3 JIJIS JICUCHUS Me-
tactatmueckux NTRK-Qy3nOHHBIX OITyXoJe Hesa-
BUCHUMO OT MX T'MCTOJIOTHYECKOTO MPOMCXOKICHHUS
[53].

[Ipu cexpeTopHOIl KapIMHOME MOJOYHOH XKene-
3Bl MOpakeHHe JUM(OY3JIOB HAONIOAACTCS Yy Tpe-
TH TIALMEHTOB, OJHAKO MeETAacTa3bl B OTHAJICHHBIC
OpraHbl Ha MOMEHT JIMarHOCTHUKH BBISBIISIIOTCS
b B 2 % ciayvaeB. [laHHBIA THI OIyXOJM Xa-
pakTepu3yeTcs HUCKIIOYUTENBHO XOPOUIMM IPOTHO-
30M — 10-7meTHSS BBDKHBAEMOCTh 0O€3 ydeTa Jpy-
IMX HOpUYuH cMepTH npesbimaer 90 %, HecMoTps
Ha Ouojyioruueckuii Tum omyxonu [48, 49, 51].

OCHOBHBIM METOJIOM JICUCHHS PAHHUX THUIIOB
CEKPETOPHBIX KapLUHOM SBISAETCS XUPYPIUYECKUH.
JleTsiMm pexkoMeHJOBaHa omepanus B 0o0beMe Ma-
CTOKTOMHUH, TaK KaK OHA yYMEHBILIA€T BEPOATHOCTD
penuarBa 1 Mo3BoJisieT n30ekarh JIydeBOi Teparuu
U paJMOUHAYLHPOBAHHBIX OITyXOJEH.

B HeckonbkuxX HaOMIOACGHUSX 32 METacTaTH-
YECKMMHU MAalUEHTAMU CEKPETOPHbIE KapLHUHOMBI
ONMCHIBAIOTCSI KAaK YCTOHYMBBIE K XUMHOTEpPANUU
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[54, 55]. B0O3MOXHO UCHOJB30BAaHUE TAPTETHOM
Tepanmuu Tpu pacrpoctpaHeHHo ¢opme NTRK-
MO3UTUBHOTO paka [56].

Aoenokucmosnas KapyuHoma

ANIeHOKHCTO3HBIN pak (puc. 4, npui. — puc. 14),
nepBoHavanbHO ommcaHHbld Geschickter m Cope-
land B 1945 1. [25] B C/IFOHHO# Kene3e, — PEAKH
T nepsuaaoro PMIK, cocrasmsronmuit 0,1 % Bcex
MEPBUYHBIX 3JI0KAYECTBEHHBIX HOBOOOpPAa30BaHUIA
M. SIBnsiercs MEIJIEHHO pacTylled OIyXoiblo,
Yare BCTPEUAIONIecs Y JKEHIIMH B ITOCTMEHOIIAY-
3abHOM Bo3pacte. OOBIYHO OHA MPOSBISETCS Kak
XOPOIIO OTTPAaHWYEHHBIN PETPOAPEOIIPHBINA y3ed,
MHOTJIa OOHAPYKUBACTCsl CIy4YaillHO MpPHU CKPUHWH-
TOBBIX MCCIIEZIOBAHUSIX Y OECCHMITTOMHBIX KEHIIHH
[57]. Jdast quarHOCTHKH TpeOyeTcsi Xupypruieckas
PE3EKITNs WM TPEMaHOOMOIICHS, TaK KaK HET HHUKa-
KHX TPU3HAKOB IMPH BU3yalIM3allUH, YKA3bIBAOIINX
Ha 3TOT TUIl KapIIUHOMEI.

l'ucromornyecku aneHOKUCTO3HBI pak COCTOUT
W3 JBOMHOM KJIETOUHOW NMOMYJISLUMU SMUTENHATbHBIX
Y MUORTIHUTENATLHO-0a3aIbHBIX KJIETOK, UMEIOTIX
KpUOPO3HBIH, TYOYJISIPHBIA WU COJHMIHBIA XapaKTep
pocta. HecMOTpsl Ha TPWXKJIbl HEraTUBHBIA (hEeHO-
THII, afeHOKUCcTO3HbIH PMOK, B oTimumne ot HeOna-
TOMPHUSITHBIX JOJITOCPOYHBIX MPOTHO30B KAPIIUHOM
CO CXOMHOH MOP(OJIOTHEH CITFOHHOM KeNe3bl, Tpe-
CTaBJIsIeT COOOW OTACNBHYIO MONATPYIITy C OYCHb
ONMaronmpusITHBIM IIPOTHO30M M YPOBHEM MECTHOTO
peuuauBa 3—18 %, HU3KMMHU MOKa3aTelsiMU MPO-
TPECCHUPOBAHUSI U HHU3KHUM YPOBHEM CMEPTHOCTH
(7,1 %) [58, 59].

HeszaBucuMo oT aHaroMuuecKod JOKadu3aluu,
XapaKTepHBIM TEHETUYCCKUM HW3MCHCHHEM aJleHO-
KHCTO3HOW KapUUHOMBI SIBISETCS peapaHXUPOBKA
rena MYB, naubonee 4yacto B (hopme (y3um reHa
MYB-NFIB, 910 TpUBOANT K TpaHCcIoKanuu t(6:9)
(q22-23;p23-24). PacnpocTpaHEeHHOCTb TAaKOTO H3-
MeHeHusT Bappupyetcs ot 23 mo 100 % B ageHo-
KUCTO3HBIX KapuuHomax MX [60, 61].

Ayunapnoknemounas xapyunoma MK

AnpnHapHoKieTouHas kapuuHoma MJXX — 310
KapLUHOMa, KOTOpas JAEMOHCTPUPYET CEpO3HYIO
TUQPEPeHUUPOBKY M HAKOIUIGHHE BHYTPULUTO-
ra3mMarudecknx PAS+ rpanyrn, aHanornyHbIe alu-
HapHOKJIETOUHON KapLIMHOME CIIIOHHBIX XkKene3 [62,
63]. Bnepsbie onncana B 1996 1. Roncaroli u coasr.
[64], ¢ Tex TOp B JUTEPATYypEe YIOMHUHAETCS OKOJIO
68 cimyuaeB. KinmHudeckass QuarHocTHKa aluHap-
HOKJICTOYHOW KapIIMHOMBI 3aTpymHeHa. Sakuma o
COaBT. [65] COOOIMIN O JMArHOCTHKE 3TOrO THIIA
PEAKON KapIMHOMBI 110 MaTepuaily TOHKOMIOJIbHOU
ACMHMPALMOHHONW LUTOJIOTHH, YyKa3aB, YTO TOJIBKO
MPUCYTCTBHE TPYOBIX BHYTPUIUTOMIIa3MaTHYECKIX
rpaHya SBJSIETCS JIMAarHOCTHYECKUM KpPUTEPUEM
JIaHHOW OITyXOJIH.
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[TonoOHO  anMHAPHOKJIETOUHOW  KapIMHOME
CIIIOHHBIX JK€Jie3, alMHAPHOKJIETOYHAs KapLMHOMA
MX nemoHCTpHUpyeT pPa3HOOOpa3HYI0 THCTOJIOTH-
YECKYI0 KapTHHY OT MEJKHX JKele3 (MHUKpoXKese-
3UCTBIA PUCYHOK) /IO CONUIHBIX THE3I, MHOTJA C
KOMEIOTIOAO0HBIM HEKPO30M (COMUIHBIA PUCYHOK).
PaznuuHble pUCYHKH CTPOEHHUSI MOTYT OBITh 00-
HapyXeHbl B Pa3HBIX OONACTIX Jake B Ipeaenax
OJTHOHM U TOH e omyXoiu. JluarHo3 oCHOBBIBAETCSA
Ha XapaKTEePHBIX IMTOJIOTMYECKHX XapaKTePHCTH-
Kax: HaJIW4Yhe KPYIHBIX MOJUTOHAIBHBIX KIETOK C
OOWIBHON mpo3pauHOl wiu aM(OpUIBHON IUTO-
IIa3MOH, cojepikalleld rpyOble rpaHy/bl. [paHyiisl
Jy4ylie BU3yanusupyrorcs ¢ nomomibio PAS mocne
00paboTKK JaracTa3ou.

VIMMYHOTHCTOXMMHUYECKH BBISABIAIOT NPU3HAKU
cepo3HOi AudQepeHITMPOBKU. ATTMHAPHOKICTOYHAS
KapIMHOMAa IIOJIOKUTENbHA C aMWJIa30i, JIHM30LH-
MoM H anb(a-1-anTuxumorpuncuaoMm. Kpome toro,
KJIETKH allMHAPHOKIJICTOUHOH KapIUHOMBI UMMYHO-
peaktuBHBI ¢ S-100, EMA u wnorma ¢ GCDFP-15
1 HU3KOMOJIEKYJSIPHBIMM LIMTOKepatnHamu. PO, PII
u HER2 ne BosBistoTCs [66]. YIBTpacTpyKTYpHBIC
HCCIICIOBAHUS TIOKA3bIBAIOT, YTO KJIETKU OITyXOJH
UMCIOT BHYTPUIUTOIIA3MAaTHYECKUE DIIEKTPOHHO-
IUIOTHBIE TPaHylbl Pa3IUYHOIO pasMepa C BbIpa-
JKEHHOU I1epOXOBATOM 3HIOIUIA3MATHYECKON CEThIO
[67, 68].

HecmoTpss Ha KoHUeNTyadbHBIE Pa3IHYUs, MU-
KPOXKEJIE3UCTHIN  a/ICHO3/aTUIINYHBIA  MHKpOXKEe-
3UCTBHIA aIeHO3 M alMHAPHOKIIETOYHAS KapLUUHOMa
JEMOHCTPHPYIOT TUCTOJIOTHUECKOE U UIMMYHOTHUCTO-
XUMHYECKOE CXOACTBO. Mopdoiorndecku oda THITa
00pa3oBaHUil OOBIYHO XapakTepU3yOTCS HH(UIb-
TPATHUBHBIM pa3pacTaHuEM MEJKHX JKeJe3, BhICTIIAH-
HBIX KyOOMIQJbHBIMH WJIM YIUIOLICHHBIMH KIJIETKa-
MU, JIMIICHHBIMH MHOBIHUTEINAILHOTO KJIETOYHOTO
cios 6e3 LUTOJOIMYECKUX NMPU3HAKOB ATHUIIUH, OA-
HAKO AIMHAPHOKJIETOYHAs KapLUUHOMa MOXET Je-
MOHCTPUPOBATh JIPYrO PUCYHOK CTPOEHUS, HalpH-
Mep TUNepHEeQPOUAHBIN ¢ MPO3PaYHBIMHU, CBETIBIMU
KIeTkaMu [69], 1 UMETh BHYTPUOIYXOJICBYIO TeTe-
POreHHOCTh € BBICOKOAN(D(EPEHIMPOBAHHBIMU TY-
OylApHBIMH M MeHee Iu(epeHINPOBAaHHBIMU CO-
muaHbIME oOmactsamu [6]. UMmMyHOdeHOTHITHIECKT
MHUKPOXKEJIC3UCTBIN aJleHO3/aTHITUYHBIA MUKPOKee-
3UCTBIA a/IeH03 W AIMHAPHOKIIETOYHAS KapIuHOMaA
XapaKTEepPHU3YIOTCsl BBIPAKCHHON 3KcIpeccueil Oenka
S100 (mpun. — puc. 3) [70—74], 1 OOABIIHMHCTBO U3
HUX UMEIOT TPHXKIbl HETaTUBHBIH MMMYHO(EHOTHII
[66, 69, 72].

HuddepennmanpHas TUarHOCTHKA MHKPOXKEIe-
3UCTOTO  aJICHO3a/aTUIIMYHOTO  MHUKPOXKEIIE3UCTOTO
aJIeH03a U AIlMHAPHOKJIETOYHOW KAPIIMHOMBI MOYKET
OBITH 3aTpyIHEHA W YacTO OCHOBaHA Ha BBISABICHUU
muddy3Hol cepo3Hol auddepeHIUPOBKH B alu-
HapHOKJICTOYHOH KapLUUHOME, KOTOpasi OIpeness-
eTCsl HAIMYMeM BHYTpHULUTOIIa3MaTinueckux PAS+
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rpaHyl WJIA DKCIIPECCHH MapKepoB alWHApHOMN
muddepeHaniy, Takux Kak JIM30IMM M aMriasa.
AnmHapHokieToyHast kapruHoma MK mo cpas-
HEHUIO C WHBAa3WBHBIM IIPOTOKOBBIM DPAaKOM BBI-
sBIsieTcss 'y Oojiee MOJOIBIX KCHIIMH: MEAHaHa
Bo3pacta — 47 ner. Yame Bcero 3to MecTHOpa-
CIIPOCTPaHEHHBIN Tpolecc 0e3 mopakeHus: umMdo-
y3JI0B, OJIHAKO TNPHU BBISIBIEHWH METacCTaTHYEeCKOIo
rpolecca MOBEJASHHUE OIMYXOIIM CXOXE C KIlacCHue-
CKHUM TedeHHeM Tpuxabl HeraruBHoro PMOK, mpo-
THO3 CTaHOBHUTCS HeOmarompusTHbIM. Yame Bcero
OTIpE/ICIIEMbIMU JIOKATU3AUAME JIJII METacTa30B
SBIISIIOTCS JIETKHME, KOCTH, TeYeHb; TOJIOBHOW MO3T
MOpaXKaeTcs 3HAYNTENBHO peXKe, YeM TPU TPUNKIBI
HeratusHoM PMJK. OnyxoseBblil npouecc — yarie
BSUTOTEKYIIUHA ¢ HU3KOM TpOoiaudepaTuBHON aKTHB-
HOCTBIO KJIETOK. JleueHue MmpoBOIUTCS B COOTBET-
CTBHHM C PEKOMEHJAIMAMHU JUIsi KOHKPETHOTO OWO-
JIOTUYECKOTO THITA/TIO/ITUIA OIyXonu [75].

3akjoueHue

Pak MosiouHOl kele3bl mpeAcTaBisieT co0oi
COBOKYMHOCTh 3a00JeBaHUil, BKJIOYas MHOXe-
CTBO PENKUX THUIOB W IMOATHIIOB C YHUKaJIbHOU
TUCTOJIOTHEH W KIMHUYECKUMH OCOOCHHOCTSIMH.
buonorndyeckne XapakTEpUCTUKH PEOKHX THUIIOB
PMJK MoryT He COOTBETCTBOBATH KIMHHUYECKOMY
TEYEHHUIO W TPOTHO3Y. 1logxox K HEKOTOPBIM W3
HUX YK€ yCTaHOBJeH (Hampumep, PO (+) TyOymsip-
HbIE€ ¥ MYIIMHO3HBIE OMyXonH). B apyrux cmygasx
OH aHAJIOTWYEH crocobam, MpUMEHsEMBIM K Ooiee
pacrpoCTpaHEeHHbIX TUIAaM (HampuMep, aroKpHH-
HBIE KapIMHOMBI JIeyarcs KakK ApyTrHe TPUXKABI He-
raTuBHbIC KapuuHOMBI). OmHaKo ISl MHOTHX W3
HUX (MUKPOMANWUISIPHBIE KAapIWHOMBI) HET 4YeT-
KMX KIMHUYECKHUX PEKOMEHJAlWi, U OHU Jieyarcs
1O aHaJloruu ¢ OoJiee pacnpoCTpaHEHHBIMH THIIA-
MH paxa.

HecMotpst oTCyTCTBHE UETKUX KIMHHUYECKHUX pe-
KOMEHJAIUHA IO JICYEHUIO cHenn(pUUecKux TUIIOB
PMX, mpu ero miaHupoBaHUM B OOJBIINHCTBE
Clly4aeB HEOOXOIMMO YYUTHIBAaTh CTaJANUI0, HUMMY-
HOTUCTOXUMHUYECKHE XapaKTePUCTUKH M TUCTOTHII
OITYXOJIH.

Bribop anroput™Ma TIpH psAnae peaKux  GopMm
PMX 3aBucuT B Ooinbluedl CTENEHHW OT THUIA OILy-
XOJIl U €€ MOJIEKYJSIpHOTO mpodwuis, a HE OT WUM-
MYHOTHCTOXMMHYECKHX MapaMeTpoB.
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Yuacmue asmopog

Bce aBropnl B paBHOI CTemeHH y4acTBOBAIW B MOATOTOBKE
MyOnMKauuy: pa3paboTKe KOHIEMIMM CTaTbH, MOMYy4CHHH U
aHanmu3e (aKTHYECKHX JAHHBIX, HAMMCAHWM M PEIaKTHPOBA-
HHUU TEKCTA CTAThH, MPOBEPKE U YTBEPIKICHAN TEKCTa CTAThHU.
Bee aBropel 0100puiK (DMHATBHYHO BEPCHE0 CTaThbH MEPe
myOnuKanuel, BBIPa3HIM COIIAacHe HECTH OTBETCTBEHHOCTD
3a BCE ACTEKTHI.
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