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Brympunonocmuvie 06pazosanus cepoya npedcmagisiom coboll 2emepoeeHHyto pynny: om mpombos 00 310Kaue-
CcMeeHHbIX HO6000pazosanuil. Hozonozuro smux 00pasoeanuil MONCHO ONpedenums moibKo Nymém Mop@oniocsuiecko2o
uccnedosanus. Murcogubpocaproma cepoya sensemcs peokoll 310Ka4ecmeeHHol onyxonvto cepoya. Ilo cogpemennvim
npeoCcmasieHUsM MUKCOPUOPOCAPKOMA OMHOCUMCSL K 2PYRNe UHMUMAIbHbIX CAPKOM, K noozpynne Heoupgepenyupo-
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He30M paKka MONOUHOI Jicenesvl U Oup@ysnotl B-kpynHoxnemounoi iumgpomol. boiia npednpunsma nonvimka Gbis6umy
cxodHCUe MYMayuu 6 IMUX ONYXousax no OAHHbIM TUMePamypbl.
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MYXOFIBROSARCOMA OF THE HEART: CASE SERIES
I.A.Makarov, L.B.Mitrofanova, I.V.Antonova, I.A.Danilova, A.O.Khazratov, V.S.Sidorin
Almazov National Medical Research Centre, Russia, Saint-Petersburg, 2 Akkuratova str.

Intraluminal formations of the heart are a heterogeneous group: from blood clots to malignant neoplasms. The
nosology of these formations can only be determined by morphological research. Myxofibrosarcoma of the heart is a rare
malignant tumor. According to modern concepts, myxofibrosarcoma belongs to the group of intimal sarcomas, subgroup
of undifferentiated pleomorphic sarcomas. We describe two cases of myxofibrosarcoma of the heart: in one subject against
the background of inflammatory myofibroblastic heart tumor, in another subject - with a history of breast cancer and
diffuse large B-cell lymphoma. An attempt was made to identify similar mutations in patients with these tumors according
to the literature.
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KIIMHNUYECKHWE HABJITOAEHUA 51

Puc. 1. MakpockonuuecKkuii 6ud 60CRAIUMENbHOU MUO-
dubpoonacmuueckoii onyxonu cepoua.

[lepBuuHBIE OMyXONM Cepala BCTPEYAIOTCS PEIKO
W TIPEJICTABISIIOT 3HAYUTENILHBIE TPYJHOCTH VISl THArHO-
ctuku. [lo maHHBIM cucTeMaTmdyeckoro ob3opa 3abole-
BaGMOCTh TEPBUYHBIMH OITyXOJISIMH CEpJIa COCTaBISET
0,002-0,3%. Mukcomsl coctaBistoT 90% omyxoneit cepa-
1a, caMOW 4YacTOl 3J0Ka4eCTBEHHOW OITyXOJIbIO CepAla
ABJIIETCSL capkoMma. PacmpocTpaHeHHOCTh MHUKCO(PHOpO-
capkomMbl (M®DC) menee 1% OT umcna 3710Kau4eCTBEHHBIX
omyxouei cepaua [1].

BocnanutensHast MuopuOpoOIacTHICCKAs OMyXOJb
(BMO, mnnazmaruyeckas TrpaHyliéMa, BOCHAIUTEIbHAS
TICEBJIOOITYXO0JIb, KCAaHTOMAaTo3Hasi TIpaHyjeMa, BOCIaJH-
TenbHass (pUOPOMHMKCOWIHAS OITyXOJb, IICEBIOCApPKOMa-
TO3HAsl BOCHAJMTENbHAsI Mponudepanus) Obuia BriepBbIe
ornucana B 1939 rony H.Brunn et al. Onyxonb 3apeructpu-
poOBaHa BO BCEX OpraHax M BO BCEX BO3PACTHBIX IpyIIIax,
OJIHaKO HanboJIee YacTo BCTPEYAETCsI B JIETCKOM BO3pacTe.
CamMoii yacTol JoKaau3anue OmyXoaH SBISIIOTCA JIETKHE
[2]. B auteparype UMeIOTCS JaHHbIE O BO3MOXKHOCTH Me-
TacTa30B M aHTMOMHBA3MHU dKCTpakapauadbHeix BMO [3].
ITo JIaHHbIM HeKOTOpLIX aBTOPOB, Y 8% BCTpeUaroTCs peru-
JIMBBI OITYXOJIH, KOTOpBIE 00BsIC-
HSIOTCSl Hea1eKBaTHOW PEe3eKIH-
el OITyXOJH WM HeaJeKBaTHbIM
aJbIOBAHTHBIM JieueHueM [4].
Bcemupnas opranuzanms 3apa-
BoOXpaHeHus: otHocut BMO x
OIyXOJISIM C HEONpEJeICHHBIM
OMOJIOTMYECKHM MTOTESHIIUATIOM.

Bcemupnast  opranuzanms
37IpaBOOXPAHCHUSI  OTPEACIseT
MO®C kak 3JI0Kaue€CTBEHHYIO
OIyXO0JIb, COCTOSIIYI0 M3 (H-
OpOo0IACTOB C PA3TUYHBIM KOJIH-
YEeCTBOM MEXKJIETOYHOTO KOJIIa-
reHa U OOWJIBHONH MUKCOWIHOMN
ctpomoil. Ilo coBpeMeHHBIM
npeacrasieHusM, M®PC orHo-

Puc. 2 Bocnaﬂume/lbnaﬂ Mu0¢u6po6ﬂacmuuec1<aﬂ onyxons cepoua: a - Hu3-
KOKJ1emOYHas ONYX0/ib, 6bICHIIAHHAA IHOOMeENUEM, C PACHPedeIeHUeM K1emOK
npeumyuiecmeenno no nepugepuu onyxonu; o, 6 - OKpyzivie, 06anbHbvle U sepe-
meHo8UOHble OnYXoilesble KlemKu 6 naiomnoil cmpome (yeenuuenue 20, 200 u 400
COOMEEMCMBEHHO, OKPACKA - 2eMAMOKCUTIUH U I03UH, Oanee 1)

Wl

Puc. 3 Hmmynoeucmoxumutteacoe ucc.fledommue eocnanumenbHou Muopuopoo-
JACMUYECKOU ONYX0au cepoya ¢ pasiudHbIMU anmumenamu (Kopuunegoe oKpa-
wiueanue), yeenuuenue 100.
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CATCS K TPYIIlEe WHTHMAIbHBIX
capkoM, K moarpyrmmne Heaudde-
PCHIIMPOBAaHHON TUICOMOPGHON
capkoMbl [5]. MonekynsipHbIi
natorene3 M®OC octaercst He 10
KOHIIA H3YYCHHBIM.

Lenb: mpeacraButh u 00-
CYIUTh 2 PEAKHX CITydasl MUKCO-
(hubpocapkoMbI cepna.

Knunuueckuii cnyuaii Nel

Tayuenmka 40 nem cmana
HCATIOBAMBCSL HA NPOSPECCUPYIO-
WY 00bIWKY NpU QU3UYecKoll
HazpysKke ¢ ygenuyenuem @OyHK-
YUOHATILHO20 KAACCA CePOedHOU
Hedocmamounocmu no NYHA
co Il oo IV 3a 1 mecsy, omexu
HUJICHUX ~KOHeYHOocmell, CyXou
Kautenv, HouHble 00U 8 2PYOHOU
KJemKe 8 NOJLONCEHUU HA CnuHe
u neeom 0OOKY, BO3ZMOICHOCHb
Cnamov  MOoNbKO 8 NONONHCEHUU
cuos. J{ugghepenyuanvro-ouae-
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HOCMu4ecKuti NOUCK 6KII0YAn 8 ceds mybep-
KYA3, eunomupeos, UHQEKyuro HUMCHUX Obvl-
XamenvHvIX nymetl, XPOHUUECKVIO CEPOeUHYIO
Hedocmamounocme. Ilpu oxoxapouozpaguu
(Oxo-KT') bvino eviasnieno obpasosanue 8 no-
nocmu  nesoeo npeocepous (JII1), npenam-
cmeytowee ommoxy uz JIII; muxcomamosnvle
UBMEHEHUs. CMBOPOK MUMPATLHOZO U MPUK)-
cnudanviozo kaanauna, ounamayus JIII. O6-
pasosanue Gromuposano, nporabuposaio 8
NOIOCMYb 186020 HCETYOOUKA U 0OMYPUPOBAIO
omeepcmue MUMpanbHO2o KIanaua ¢ gopmu-
posanuem Kpumuueckoeo MumpaibHo2o chie-
noza. Kposomok Ha knaname 0Ovl1 yCKOpEH,
cpeonuti epaduenm nogwviuien. Ommeuanucs

PAaHHe-CUCMONUYECKAs MUMPATbHAS  pecyp-
eumayus  O08yma  oxkcyenmpuynimy  yskumy  Puc. 4. Makpockonuueckuii 6ud mukcoguopocapromul cepoya c

empysmu na 2/3 JIIT 6dons 6okosoii cmenku —O8YX NOGEPXHOCMEIL A U O, COOMEEMCMEEHHO.
JIIT u medxcnpedceponoll nepe- | : 3 2
20POOKU, NPUBHAKU BbICOKOLL Jie-
20UHOU cunepmeH3Uu.

Ilo cusHeHHviM nokasa-
HUAM ObLIO NPUHAMO peuieHue
006 onepayuu no yoaneHuio oo-
paszosanus  JIII. Ob6pasosanue
npeocmasiane coool OKpyio-
08ATLHYIO  OOTLUAMYIO  MKAHD
beno-orcenmozo ygema, MACKO-
ANACMUYECKOU  KOHCUCTEHYUU,
pasmepamu  4,0x4,5x3,5  cm.
Ha oonom u3 nomocos onpe-
0enANACy  «HONMCKA» PASMEPOM
2,0x1,5 cm, npuxpennennas x
3aoneti cmenke JIII. Ha paspe-
3¢ MKaHb Oblla HeOOHOPOOHA:
no nepugepuu beno-sxcenmozo
ysema, YeHMpAaIbHAA —YACTb
KPACHO-p03068020 yeema (puc.
1). Obpaszosanue yoaneno c npu-

JeAHCAUWUMU  YHACTNKAMU  NPeo- i , 7
cepoutl, docmosepro oyenunts Puc. 5. Muxcogpuopocapkoma cepoya (okpacka I'3): a - donvuamoe cmpoenue

Kpail pesexyuu ne npedcmaens- ONYXOnu, yeenuuenue 50, 6 - nexpo3 onyxonu (ykazan cmpenkoii), yeenuuenue 40,
OCH BOAMONCHDBIM. 8, 2 - AMUNUYHbIE 6EPEMEHOBUOHBIE U 08AIbHBIE KIEMKU ONYXO0U C HOAUMOP-
Tucmonozuuecku — obpa- HbIMU aopamu, yeenuuenue 200 u 400 coomeemcmeenno.

& =
= il PR e S ~ i b

308anue Npeocmasiano coboll
HU3KOKeMOUHYIO onyxonv,
BBICTIAHHYIO  DHOOMENUEM, ¢
pacnpedenenuem Kiemox npe-
uMywjecmeenHo no nepugepuu
ONYX0nU U HEMHO2OYUCTEHHBIX -
6 YEHMPAIbHLIX OMmOenax, Je-
aHcamux cpeou OOUTBHOU D03U-
HOQUIBHOU NIOMHOU, PLIXIOU U
Murcouonou cmpomvl. Knemxu
sepemenoobpasnoll hopmsi, 6e3
uemKux epanuy, A0pa oKpy2iou
u 8vimaAnymou @opmol, ¢ men-
KOOUCNEPCHBIM XPOMAMUHOM, C

COUHUYHBIMU METKUMU AOPbIUL- . :
Kamu 6 omoenvwix kiemxax, 3a- Puc. 6. Hmmynozucmoxumuueckoe uccnedosanue Mukcouopocapkomol cepoua ¢

Memnwimu npu yeenusenuy 200.  PA3uMHbIMu anmumenamu (Kopuunesoe okpawusanue), yeenruuenue 100.
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KIIMHUYECKUWE HABJIIOAEHU A

Hoepuasn amunus ne obvina evipasicena. Knemxu ¢ gueypa-
MU Mumo306 eounuunvie. Cmpoma 6acKyIapusupo8ana 3a
cuem HeMHO2OYUCTIEHHbIX MOHKOCMEHHbIX cocy008. Onpe-
densnace cnabosulpadicenHas OuPPysHas u MenKoouazo-
6as UHOUILMPAYUS MATBIMU TUMPOYUMAamMU co 3penou
mopgonoeuett sioep (puc. 2).

OcHo6HbIM QuppepenyuanrbHbiM OUacHO30M ObLIU.
Mmuxcoma, gubposnacmoma, BMO, mukcopubpocaproma,
MUKcouonasi netiomuocapkoma. Ilpu ummyHnoeucmoxu-
MUHECKOM UCCNIe008AHUU HA ONYXONEBbIX KIemKax Ovlia
8bIABNICHA YUMONIA3MAMUYECKAs IKCAPECCUsl GUMEHMU-
Ha, 21A0OKOMbIUEYHO20 aKMUHA, OeCMUHA U NAHYUMOKe-
pamuna. Oxcnpeccus 6enxa S100 (cemeticmseo mynvmu-
2EHHOU 2PYNNbl  HEYOUKGUMHBIX YUIMONIA3MAMUYECKUX
sHympuriemounvix Ca’*-ceszviearouyux 0enkos), KuHa3zbvl
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Puc. 8. Ix0-KT': 6vitnom 6 nonocmo nepuxapoa (cepvie cmpenku),
onyxonv 6 npoceeme ILK (6enasn cmpenka).
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AHANAACUYECKOU TUMPOMbL U MUOLEHUHA HA ONYXOJIe6bIX
Kiemkax He Owiia obuapysicena. Mnoexc nponugepamus-
HOU GKMUBHOCMU ONYX0J1e6blX Kiemok no Ki67 ovin 5-15%
(puc. 3). Iayuenmre Ovi1 nocmasnen OUAcHO3 60CHANU-
MeNbHOU MUOPUOPOOIACMUYECKOL ONYXONU cepoyd .U Gbl-
NOJHEHO ONepamueHoe BMeUamenbCcmeo no ee YOaieHuio.

Pannuii nocneonepayuonnviii. nepuoo 0C10MCHUIL-
Csl NOCMNEPUKAPOUOMOMHBIM CUHOPOMOM, KOMOPbLL Obll
yenewno xynuposan. Ha xonmponvnot Oxo-KI™ enympu-
nonocmuwix obpazosanuil JII1 ne dvLo ooHapysicero. Ila-
YUeHmxa 8 NoC1eonepayuoHHoOM nepuooe NOIyYala npoo-
JIEHHBIU KYPC HeCmepouoHol Npomueo80CnaIumenbHol
mepanuu, bINUCAHA HA CAHAMOPHOE JledeHuUe.

Yepes 2 200a y nayueHmxu CHO8A NOSABULACL OObIUL-
Ka npu HebOonbuwol u3u4eckol Hazpy3Ke U 8 NONONCEHUU
Ha nesom Ooky. Qb6crnedosanaco amOyiamopHO, GbIsEIEHO
obpaszosanue JIII. Ilo oanneim DKI': mpenemanue npeo-
cepoull ¢ HepezylApHbIM NPoGedeHuem K JHceryoouKam u
uacmomoti cepoeunvix cokpaugerutt 130 yo/mun, nenonuas
bnokaoa npasoui Hodicku nyuka I uca, Hapywenue penonapu-
s3ayuu 6 eude ompuyamenvhblx u 0gyxgasuvix 3voy06 T 6
bonvuuncmee omsedenuil. 11o dannvim Ixo-KI': evipasicen-
Hast 00CMPYKYUs MUMPATbHO20 KAANAHA € hopmMuposanuem
BbICOKOLL J1e204HOU eunepmensuu, oopazosarue JII1.

Yuumuieas 6ozmoorcnocms smbonuueckux ocnogxcHe-
HUll, ObLIA 8BINOIHEHA IKCMPEHHAS, ONePaAyUs No YOaIeHUIO
006pazosanus 16020 npedcepous uepes npagoe npeocep-
oue u medxncnpedcepOHyro nepe2opooky. Padukaneno yoa-
aumb 0opazosanue e nPedCmasisiioct 603MONCHbIM U3-30
BUOUMO20 NPOPACTAHUSL 8 YCIbe NE20UHBIX 6€H, 8 00IACTb
@Pubpo3Ho2o KOILYA MUMPATILHO2O Kianana. Beinonnena
pezexyusi 00pa308aHiusl 8 MAKCUMATILHO B03MONICHOM 00be-
Me € 3aX8amomM HeU3MEeHEeHHOU MKAHU NPedcepous.

Yoanennoe obpasosanue 6vi10 donrvuamoe, umeno
pasmepor 5,0x4,0x2,5¢cm, yacmuuno noKpulmMo 21a0KuM
9HOOKAPOOM, HA paspese dicenmosamo-oenoe, ¢ HeKpo-
samu u kpogousnuanuamu (puc. 4). Ilpu eucmonoeuye-
CKOM UCCNe008aHuU 06pazosanue npeocmasisio cooou
00bYAMYIO  ONYXONb U3  NOAUMOPPHBIX, AMUNUUHBIX
8EPEMEHOBUOHBIX U OKPY2IbIX KIEMOK 6 MUKCOMAMO3-
HOU U BOOKHUCMOU cmpome. Becmpeuanuce nexposwl u
Kpogsoususnus (puc. 5).

Ipu  ummynocucmoxumuveckom uccie-
006aHUU ONYXOlesble KIemKU IKCHPeccuposa-
au 6enok pS53, eumenmun, 2140KOMbIUEUHDL
AKMUH, MEMOPAHOCEA3LIBAIOWUL MYYUH 4-20
muna, 6enoK MbIUUHOU MUKPOXPOMOCOMbL 2-20
cybmuna, HabnIOOAnaAcL 04az08ds KCHPeccus
CD56 (CD, knacmep ougpghepenyuposku) (puc.
6). Dxcnpeccusi ecMuna, MUOLEHUHA, KUHA3bL
AHANLACTNUYECKOU  TUM@POMbL, NAHYUMOKePA-
MUHA, SNUMETUATLHO20 MEMOPAHHO20 aHMU2e-
na, CD99, CD34 omcymcmeosana. Ilayuenmue
ObL1 nocmasien OUAcHO3 MUKCOPUOPOCapKOMbL.
IHponupepamusnas akmuernocms no Ki67 vira
20%. Taxum 06pazom, y OGHHOU NAYUESHMKU HA
@one eocnanumenvrou mMuoubpobiacmuye-
CKOU ONYXOIU PA36ULAC, MUKCOQuUOpocaproma.

B nocneonepayuonnom nepuooe na IKI'
pecucmpupos8anuct, mpenemanue npeocepouti
(puc. 7). Ilocneonepayuonnwiii nepuod npome-

BECTHUK APUTMOJIOT'MU, Ne 1 (107), 2021



54

Kan 6e3 ociodcHenutl, borbHas Ovlia svinucana Ha amoy-
namopnoe nevenue. Cocmosnue u OUHAMUKA 3a001e6aHUs.
NayueHmxy Ha C1edylomux JManax ieqeHus Heu36ecmHol.

Knunuueckuii cnyuaii Ne2

Hayuenmka 50 nem ¢ anammezom ungurbmpupyio-
wet KapyuHombl €60l MONOYHOU Jicene3bl NpOmoKo-
6020 MUNA, YMEPEHHOU CMeNneHU 310KA4eCmEeHHOCmU
T4NIM1, oughgpysnoii B-kpynHokiemouHou aum@omsl, ¢
Kypcamu ayuegoi mepanuu u xumuomepanuu 6 2010 200y
uepes 11 1em obpamuiace ¢ Hcanodbamu Ha BbIPANCEHHYIO
c1abocmsp, 00bIUIKY, BOZHUKAIOWLYIO NPU MUHUMATbHOU (u-
3UUECKOll Haspy3Ke, 8 NONOHCEHUL NedHCd, Ha OeCCOHHUYY U
cyxotl kauiens.

Io oannvim IKI - nenonnas dnoxada nesoil Hodic-
Ku nyuxa luca, nenoanas 610xkada npagoil HONCKU NYUKa
Tuca, usmenenus penonsipuzayuy 6 6UOE CHUNCEHUS aAM-
naumyowt T ougpghysnoeo xapaxmepa.

o oannvim Ox0-KI' 6 nonocmu npasoeo sicenyoou-
ka (IDK) noyupyemcs odvemnoe
obpazoeanue He2coMO2eHHOU He-
OOHOPOOHOU CMPYKMypbl, pPA3-
Mmepom 3,5x3,8 cm, ucxooauee
uz bazanbHuix omoenog nepeo- ‘
nebokosoti cmenxu IDK, cozoa- ‘
1owee 00CmpyKYuio KPOGOMOKY.
I'paouenm oaenenusi 6bIX00HO20
mpaxma IDK 48 mm pm.cm., gvi-
nom 6 nonocmu nepuKapod OKo-
710 250 mn (puc. 8).

Ilo oannvim mynemucnu-
PANBLHOU KOMNbLIOMEPHOU MOo-
Moepaguu  opeanos epyoHol
KIemKu: Kapmuua  00paszo-
sanus IDK ¢ npopacmanuem
6 nepukapo. Ilepuxapouans-
Hblll gblnom. Beinom 6 negyio
niespanviyio noirocms. Obpa-
306aHue 180U MONOYHOU dHce-
nesvl. Amenexmas S4 cnesa.

Ipu NO3UMPUPOHHO-
IMUCCUOHHOU momozpaguu
eceeo mena ¢ [IDK eusyanruzupo-
8aICS (POKYC NAMONOSUHECKO20
Hakonnenus paouogapmnpend-
pama ¢ HepOBHbIMU KOHMYPA-
MU, HEOOHOPOOHbIU, CO CYUH-
muzpaguyeckumu  pazmepamu
78x73x56,5 mm. bBoviia npeo-
NONONCEHA — NePEUYHO-MHONCE-
CMBEHHAsl HeONAA3Us: Nepeut-
Hble onyxoau cepoya u Jegoul
MONOUHOIL Jicenesbl ¢ 6MOput- = o
HbIM NOPAdCeHUEeM NOOMbIULECY- % :
HbLX UMPOY3108 (puc. 9).

Ipuyumonoeuueckom ana-
Ju3e HCUOKOCMU U3 Nepurapod
OQHHBIX 30 HanUyUe IUMPonpo-
qugepamuenozo  3a0601e6aHUsL
He Ob1o nonyuero. OCHOBHOU
ougpgepenyuanvro-ouazHocmu-
yecKull NOUCK GKIIOUANL: JUM-

.
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CASE REPORTS

Gomy cepoya, memacmas KapyYuHoOMbL MOJIOYHOLL JHcene3bl,
nepeuuno2o obpasosanus cepoya. beino npunsmo pewe-
HUe BbINOIHUMb IHOOMUOKAPOUATbHYIO OUONCUIO O] pe-
WeHUs BONpoca 0 OanbHetiuell MaKmuke 1e4eHus.

Ipu cucmonoeuueckom ucciedosanuu onyxons oviid
npeocmasiend 6epemeHOBUOHBIMU KILEeMKAMU 6 MUKCO-
uonom mampurce (puc. 10). Ilpu ummyHnocucmoxumuye-
CKOM UCCNeO006AHUU KIEMKU ONYXOAU He IKCHPeCccupo-
sanu CD20, nponaxmun-unoyyuposanuwviti 6enox (PIP),
MAMMO2100Un U NAHYUIMOKEPAMUH, NpOIUGepamuenas
akmusnocmo no Ki-67 ovina 22%. Ipu ummynogenomu-
NUPOBAHUL CAPKOMbL IKCNPECCUPOBATUCL DENLOK MIUUHOU
MUKPOXPOMOCOMbBL 2-20 CYyOmMuna, SUMEHmuH u 21aoKo-
MbIUEYHBIT aKMUH, MeMOPAHOCBA3LIBAIOWUTE MYYUH 4-20
muna, He Obl10 IKCNpeccuu MUOeHUHd, 0ecMuna, benka
S100, 6enxa onpedenenus muoonacmos 1, CD34 (puc. 11).
Hmmynoghenomun onyxonu coomeemcmeosan KapOud.ib-
HOU Muxcoghubpocapkome.

Puc. 9. Ilo3umponno-mmucccuonHnan momozpagpusa - uzodpascenue 6cezo mena
(a). Ouazu namonozuueckozo Hakonienus paouogapmnpenapama (P@II)
18F-¢pmopoe3okcuznioko3vt 6 1€60i MONOUHOU Jicene3e, €60l HOOMbIUEYHOI
obnacmu, cuzanmckuil poKyc namonozuueckozo nakonaenus P@II ¢ npasom
acenyoouke. POII nakannusaemesa ¢ Moueeom ny3vipe, max KaK e2o pu3zuonou-
YecKan INUMUHAYUA OCYUIECIENAECHICA Yepe3 MoYegbleooaujue nymu. B npasom
Jrcentyoouke (6) eusyanuzupyemcs o6vemnoe 00pasosanue, 3anumaiouiee ¥ noao-
cmu, xapakmepu3syloujeeca namonozuieckum nakonnenuem P@II (ykazano denoii
cmpenkoit). B nonocmu nepuxapoa u €601 naespanbHoil ROAOCHMU Onpedensnen-
CA HCUOKOCID (YKAZAHO CEPLIMU CHIPEIKAMU).
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Puc. 10. Snoomuoxapouanvnas ouoncus, muckoguopocapkoma cepoua 6 2 gpac-
Mmenmax ouonmama: a - yeenuuenue 20 (okpacka I'3), 6 - yeenuuenue 40 (oxpa-
cka I'9), 6 - yeenuuenue 40, okpacka no éan I'uzony, 2, 0, e - yeenuuenue 100, 200
u 400, coomeemcmeenno (oxpacka I'J).
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YV nayuenmru umenoce npopacmanue onyxouvio ne-
PpeoHell u DOKOBOU CMEHOK Npagozo dcelyooukda. Bceueo-
cmeue 3mo20 NOIHOe XUPYpeuueckoe YOdieHue Onyxoiu
OKA3a110Ch HEGO3MOICHBIM. BonvHOU npogoounoce nauiu-
amusHoe xumuomepanegmuueckoe nederue. CocmosHue u
OUHAMUKA NAYUEHMKU, d MAKIHCe NPOBOOUMOE JleueHUe Ha
CLEOYIOUWUX IMANax Kypayuy Heu36ecmubl.

OBCYXKIEHUE

[Matorene3 BMO no xonma He siceH. Hecmotps Ha
MHOTOYHCIICHHBIE HCCIIEJOBaHUS, 10 CHX MOP MPEICTaB-
JICHBI TOJIHKO THIIOTE3bI O BOSHUKHOBEHUH ITOU Oy XOJIH.
Brinm 06HapykeHbI 607ee 21 reHa-mapTHEpa, y4acTBYIO-
mux B naroreneze BMO, npu 3ToM Kaxablid roJl CIEKTP
9THX TeHOB oOHoBIseTcs [6]. M3BecTHO, uTO OoT 50 10
70% omyxone#t umeror mepectpoiiky rena ALK, dgro
MPUBOIAT K 00pa30BaHHUIO XUMEPHOTO OelKa ¢ THPO3UH-
KMHA3HOH aKTUBHOCTHIO, KOTOPBI MOXHO OTIPEICIHTH
C TIOMOIIPI0 HMMMYHOTHCTOXHMHYECKOTO HCCIIEA0BA-
nusg wid FISH. B renmerunueckom miane, 0oJiee 10J0-
BuHB BMO OTHOCSTCS K TaK Ha3bIBAEMOMY CEMEHCTBY
«ALKom» (ALK - anaplastic lymphoma kinase, kuHaza
aHarutactTuaecko nmumpomsr; ALK aktuBHpyercs mpu
HEKOTOPBIX BHUJIaX CONUIHBIX Omyxojei). Tak, oHKOTreH-
Hag aktuBanusa ALK nMeer 3HaueHUe B TaTOTeHE3e Ciie-
OYIOMUX OIyXOJIeH: aHaIuTacTHYecKas KPYMHOKICTOY-
Hasg TUMQpOMa, HEMEIKOKICTOUHAas KapIMHOMa JIETKOTO,
MeqyJUIsIpHAs KaplIMHOMA ITOYeK, HefipobiacToMa 1 aHa-
IJIACTUYCCKask KapIIMHOMA IIUTOBHUIHOH xene3sl [7]. B
2011 ropy ynpaBlieHHE IO CAHUTAPHOMY HaJ130pPYy 3a Ka-
YECTBOM IHIIEBHIX MPOAYKTOB U MeanmkaMeHTOB (FDA)
000pUII0 TIEPBBIM TapreTHBIN mpemapaT Kpu3oruHud
JUTS TedeHus manueHToB ¢ ALK-monoxkuTensHBIMU OITy-
xomsmu [8]. Takke B nuTEepaType MMEIOTCS JaHHBIC O
BO3MOXKHOCTH JIHICTCPUO3HONH HMH(EKINN KaK MPUIHHE
pasButus cepaeunoit BMO [9].

B cepaiie BMO 00BI9HO pacTeT Kak MOJOCTHOE 00-
pa3oBaHHE Ha HOXKE, NMPHUKPEIUICHHON K YHIIOKAPIY, Of-
HAKO B JIUTEpaType €CTh JaHHBIE O POCTE ITOU OIYXOJIH
BOKPYT KOPOHAPHBIX apTepHii, YTO MOXKET IPUBECTH K
OCTpOMY KOPOHApHOMY CHHIPOMY W BHE3AITHOW Cepied-
HOM cMmepTH marmenTa [ 10].

Knunnueckue npossinenuss BMO wmmpoko Bapbu-
PYIOT OT OECCHMITOMHOTO TEYEHUS /IO TMPOSBICHUN cep-
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JICYHOM HEJIOCTaTOYHOCTH, AHTMHO3HBIX OoNel W TpaH-
3UTOPHBIX umemMuueckux arak [11]. Bexymum metomgom
nuarHoctuku ssisiercss OxoKI uccnenaoBanue, KoTopoe
MOXKET OIPE/ICIIUTh BHYTPHUIIOJIIOCTHOE 00pa30BaHHUE KaMme-
PBI cepAlia U MPOBECTH MEPBUUHYIO TU(depeHInaNTbHYI0
JIMarHOCTUKY ¢ TpomOoTHueckuMu Maccamu. [Ipu oOHa-
PY)KEHHH IOJIOCTHOTO 00pa3oBaHUs KaMephl cep/ia Iep-
BUYHBIN Au((depeHInaNbHbIi T1arHo3 BKIOYaeT B ceds
TPOMO, MUKCOMY U HEMHKCOMATO3HbIE 00pa30BaHMsL.

BMO nemoHCTpUpYeT BBICOKYIO MOpQoiorniec-
Kyl0 BapMaTHBHOCTb: OT TNpeoOsafaHusi THaJTuHHU3H-
POBaHHOH CTPOMBI C HEOOJBIIMM KOJIMYECTBOM Bepe-
TEHOBUJHBIX KIIETOK C (OHOBBIM BOCHAJIMTEIbHBIM
MHQUIBTPATOM JI0 BBICOKOKJIETOUHBIX MUO(HOpoOIacTu-
YECKUX MPOTUPEPATOB.

30/10TBIM CTaHJAPTOM JIEYEHUSI CUUTAETCSI MOIHOE
XHpypruieckoe yaajieHue ormyxonu. Ilpu Heonepabeib-
HBIX HOBOOOPA30BaHUSX M PEIMIMBAX YCHEIIHO IIpHUMe-
HseTcs MydeBas Tepanus. Korma nopaskeHue 3aTparuBaeT
cep/le, MOJIHOE XUPYPrHMYeCKoe Y/aleHUEe MOXKET OKa-
3aThCsl HEBO3MOXHBIM M3-3a MPSMOTO PACHPOCTPAHEHUS
OITyXOJIM Ha JKU3HEHHO BaYKHBIE CTPYKTYPbI, TAKHE KaK KO-
pOHapHbIE apTepUH WIIM JIETOYHBIE BEHBI, I09TOMY HE00-
XOJUMO PACCMOTPETh JOMOTHUTENIBHBIE METO/bI JICUEHMUSL.
EcTb MHOXXECTBEHHBIE JINTEPATypHbIE JaHHBIE 00 yCHeml-
HOMW perpeccun OImyXojH Ipu MepopanbHOM Tepanuu Kop-
TUKOCTEpOHaMH, Ha (hOHE KOTOpoW y OOJBLIMHCTBA Ma-
LIUEHTOB MPOM30LLIO 3HAUYUTEIbHOE YMEHBIIEHUE pa3Mepa
OCTaTOYHOTO MMOPAKEHUs, U HE MOTPeOOBAIOCH JONOJIHH-
TENBHOIO XUPYPruueckoro BMenarenscTna [12].

B Hamem cnydae ocTaercs HESACHBIM, IPOM3OLIET
peunaus BMO c tpancpopmanueit B MOC, nu1bo xe mo-
cie ynaienust BMO M®C passunack de novo, mm6o MOC
pas3Bunack u3 ocrarounoil Tkanu BMO. B nuteparype Het
coobmennii 0 Tpanchopmanuu BMO B M®DC, omnako
omnuceIBaeTcst ObicTphIii penunuB BMO y nstumecsyHoro
pe6enka [13] u 6bicTphlii poct MOC y 57-Mu JieTHEH keH-
muHbI [14].

M®C umeroT o4eHb pa3HOPOAHBIM KapUOTHUII C pa3-
HBIMHM KJIOHAMHM, HaOJIOZAEMBIMH HE TOJBKO Y KaXKIOTO
KOHKPETHOTO MaIeHTa, HO U Ha OT/JEJIbHBIX Y4acTKaxX Of-
HOM 1 TOH ke onyXxonu. EcTe auteparypHble JaHHBIE O TOM,
gyro aktuBanusa myta AKT/mTORC2 koppenmupyer ¢ ru-
CTOJIOTHYECKOM CTENEHbIO 3JI0KaY€CTBEHHOCTH U ITpOrpec-

- cupoBanueM MOC [15]. Takxe
ONMCHIBAETCS, YTO JABE TPETU
M®C  mponeMOHCTpUpOBaIU
ceepxakcnpeccuto  MET  (pe-
LENTOp TUPO3MHKHUHA3KI, MOCI]IE
CBSI3BIBAHUS CO CBOUM JIMTaHIOM
- (haKTOpOM POCTa TeMaTOIUTOB,
AKTUBUPYET ILIUPOKUM CHEKTp
KJIETOYHBIX CUTHAJIBHBIX IYTEH,
BKJIIOYasl y4acTHe B Iposimdepa-
LM, TOIBW)KHOCTH, MHIPALU
W WHBA3MH), KOTOpasi KOppeIH-
poBajia ¢ HeOIAronpHUsTHHIMU
KJIMHUKO-MATONOTHUECKUMU
(hakTOpamMu ¥ HE3aBUCHMO IIpE/l-

Puc. 11. HmmyHnozucmoxumuyeckoe ucciedo8anue Mukcopuopocapkomsl cepoya
¢ pazuyunsimu anmumenamu (Kopuunesoe okpawusanue), yeeauuenue 100.
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Haubonee yacteiMu jxanodamu y maruentoB ¢ MOC
SIBJIIFOTCSI OZIBIIIKA ¥ CUHKOMAIbHbIE cOCTOsIHUA. CHUHApO-
MaJIbHO y TIAIIMEHTOB Yallle BCEro HaOIoIatoTCs NPU3HAKK
Cep/IeuHON M KianmaHHOW HemocrarodyHocTH. Ilpm ¢uzm-
KaJbHOM OOCJIEZIOBaHWM y JIAaHHBIX OOJNBHBIX 4Yalle Bee-
IO OMNpPEJENAIOTCS CepAeUHbIe IIyMbI, MapagoKCaIbHbIH
MyJbC, THIOTeH3Ms U Taxukapaud [17]. Onucans! u3MeHe-
Hust Ha OKI, yacTh U3 KOTOPBIX HAOIIOAAIMCH U B HAIUX
cityyasx: 0J0Ka/ia HOKKH Iyuka ['rca 1 CHU)KeHHe aMITIH-
Tynel 3yona T. Brokana Hokek mydka ['mca MOXkeT OBITh
CBSI3aHA C MHBAa3UBHBIM POCTOM. CHI)KEHHE aMIUIUTY/IbI
3y6ra T mMoxeT OBITh BBI3BAHO MOBPEkKAESHUEM MHOKap/a
u 3HA0Kapaa. Meracrasst MOC cepaiia MOTYT MIPOSIBIISATh-
Cs1 SMUIIENTHYECKUMU NPUCTYNIaMU, OCTPBIM HapylIeHUEM
MO3TOBOT'O KPOBOOOpAIEHHUS, BHYyTPHMO3TOBBIMU T€MaTO-
mamu [18].

Xupypruueckoe jJedeHue ABIseTcs OCHOBHBIM B Jie-
YEHHUHU CapKoM cepjlia. B 3aBUCHMOCTH OT CTaguu OImyXxo-
JIM ¥ cTeneHn e€ udpepeHIMPOBKN UCXOIbl XUPYpPriuyec-
KOTO JICUCHMS IIUPOKO BapbUPYIOT, OTHAKO, B JIUTEpAType
HMMEIOTCSI JTaHHBIE, YTO MAIUEHTHI, IEPEHECIINE PE3EKIIHUIO
OITyXOJIM, MMEIOT JOCTOBEPHO Ooee JUIMTEIbHYIO BBDKH-
BaeMOCTh T10 CPAaBHEHHIO C HeomepupoBaHHbIMH [19].

VY BTOpOI ManueHTKH B aHaMHe3e Mbl HalOnrogaeM
NIePBUYHO-MHOXKECTBEHHBIM PaK U BO3HMKHOBEHHE Iep-
BuyHO M®C cepana, 4To MOXKET OOBICHITHCS OOIIU-
MU MyTanusiMu B reHoMe. Kak yke omuchIBaioch BBIIIE,
nporpeccupoBanue M®PC kopperaupyeT ¢ akTUBaIuei
AKT-nyTu. Mbl HallJTu JaHHBIE B IUTEPATYPE O TOM, UTO B
OHKOT€HEe3€ MPOTOKOBOH KapIIMHOMBI MOJIOYHOM KeJe3bl
Tak)ke MOXET BOBJeKaTbcs ATOT nyTh. HER2 akTuBupy-
et nuTorasmarudeckuit nomeH HER3, koTopslit B cBOIO
ouepens 3amyckaeT AKT-myTsh, a 3aTeM IPOOHKOTE€HHBIN
kackax [20]. Ecte mannble o cBepxakcnpeccun MET B
OITyXOJISIX MOJIOYHOH KeJe3bl, YTO accolMupyercs ¢ 00-
Jiee BBICOKOH cMepTHOCThI0. Ho y marnueHToB a3uaTckoit
pachl, a Takke B HER-2-mojgoXuTenpbHBIX KapLUUHOMaX
MOJIOUHOM kene3nl cBepxdkcnpeccuss MET He Biumsier
Ha nporHo3 [21]. Umerorest coobmenuss o PIK3CA-my-
TAHTHBIX B-KpYIMHOKIETOUHBIX JIMM(pOMax, Kak y Hamen
nanueHTku. Myrtanuu B PIK3CA npuBoasT kK akTUBauu
toro ke AKT-myTu, KoTOphIH 3amyckaeT JanbHEHIIHii
MPOOHKOTCHHBIN Kackan [22]. Takum oOpa3zom, y Hamiei
nanueHTKu aktuBanus AKT-myTu morna 3amycTUTh OH-
KOT€He3 MHOXECTBEHHbIX omyxoied. K coxanenuro,
Ha JIaHHOM JTale MOJATBEPAUTh WU ONPOBEPTHYTh 3TO
MIPEIONI0KEHHE MBI He MoXeM. [l peleHus 3Toi neau
JJaHHOM MallMeHTKE MOKa3aHO CEKBEHUPOBAHHE T€HOMA C
LIeIbI0 ONPEEICHNs MYyTaHTHIX T€HOB U BO3MOXKHOMH Tap-
TETHOM Teparuu.

CASE REPORTS

B HacTosmee BpeMs U3BECTHO HECKOIBKO TAPIe€HT-
HBIX npernapartos, Onokupyromux AKT-myTs: Ipatasertib
(GDC-0068), Capivasertib (AZD5363), Afuresertib
(GSK2110183) Uprosertib (GSK2141795), Triciribine
(PTX-200), Cenisertib (R763/AS703569). Onnako, s
KJIMHUYECKOTO NMPUMEHEHHs O00pEH TOJNBKO Mpernapar
Anprienn3u0, TOKa3aHUEM K INPUMEHEHHIO KOTOPOTO
SIBIIIETCA COBOKYIIHOCTH cleAyromux ycnoBuil: HR+,
HER2- pacmpocTpaHeHHBI WIM MeTacTaTHUECKHH pak
MoJI04HOM sxene3bl; MyTanus rena PIK3CA (PIK3CA+);
IporpeccupoBaHKe 3a0oJieBaHUS BO BpEMsl WIH IOCIHE
MPOBEJCHUS PEXUMOB FOPMOHANBHON Tepanuu. Teope-
TUYECKH, B CIy4ae Joka3aTrenbcTBa MyTanuil B AKT-my-
TH, B JICUEHUU JAHHOW MAllMEHTKH MOXET OKa3aThCs
1esiecooOpa3HbIM  NMpPUMEHEHHe AJbnenu3nda «BHE
odunmansHeix nokazanuit» (off label), mpu orcyrcTBHM
BO3MOXKHOCTH JICUEHHUs IPYTMMHU MpenapaTaMu B paMKax
KJIMHUYECKUX UCCIETOBAHUMN.

IMocnennee BpeMs B MHpE aKTUBHO 00CYXaaeTcs
TEeHJICHLIUS K MEepPCOHAIN3UPOBAHHON MeauIuHe. Y ma-
IUEHTOB C NMEPBUYHO-MHOXKECTBEHHBIM PAKOM, a TaKXKe
C PEIKMMHU OMYXOJSMHU, 3TOT NPUHIUI CIEAyeT IpUMe-
HATH B IIepBYI0 ouepenb. IIockonbKy XHpyprudeckas
pesexuus MPC He sBIgeTCs paguKaIbHBIM METOIOM
JICYEHUS OITyXOJM, MallMeHTaM He0oOXoquMa JIOTIOIHH-
TeJabHas XxuMuoTepanus. LlenecooOpa3Ho MoaXoauTh K
BBIOOPY JAHHOM TEPaINuy ¢ Y4€TOM OMOJIOTHYECKHUX 0CO-
6enHocreil onyxonu. K coxanenuro, B HacTosiIiee Bpe-
MsI MBI HEZIOCTaTOYHO 3HaeM 000 BCEX T€HETHYECKUX I1e-
pectpoiikax M®C. B cBsi3u ¢ 3TUM JaHHBIM MallMeHTaM
pexomennoBaHo NGS-uccnegoBanue reHoma. JlaapHei-
niee JiedeHHe MaleHTOB JOJDKHO B HAeale OCyIlecT-
BISATHCS TapreHTHOW Tepamnued, mubo CAR-T-knertou-
HOI Tepanueit AJi JOCTHXKEHUS] MAKCUMAaIbHO XOPOILIUX
OTJIaJICHHBIX PE3YJIbTaTOB.

3AKJIIOYEHHUE

MuxkcopubdpocapkoMa MOXKET pa3BUBAaThCS Ha
¢doHe BocmanuTenpHOH MHOGHOpOOIaACTHIECKON OITy-
Xxonu. PexoMeHayeTcss NpPOBOAMTH HMMMYHOTHCTOXH-
Muueckoe uccienoanne u FISH ma ALK-myTranmmu B
BOCTIATUTEIBRHONH MHO(DHOPOOIACTHICCKONH OIYXOIH.
[Ipu o6Hapyxennn ALK-myTanuii HEOOXOAMMO KIIH-
HUYEeCKoe 1000CIe0BaHNE IMALMEHTOB C IEJIbI0 HC-
KJIIOUEHUS ApYyrux onyxoJseit cemeiicrsa ALKom. Muk-
coubpocapkoMa MOXET UMETh OOIIHEe TeHETUYECKHE
MOJIOMKH C APYTMMH OIIYXOJSIMH, 3aTParuBarOIUMHU
AKT-nyTh ¥ XapaKTEpU3YIOLIUMUCI CBEPIKCIPECCHU-
et MET, 4To cienyer u3ydarb B JaJbHEHIIEM B LEIAX
TapreTHON Tepamui.
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