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IlepBuuHbIe ONMYX0JIM Cepala SABJIAITCH Ype3-
BBIYAIHO PeAKO BCTPeYalollelcsl IATOJIOrUe,
paHee 00HapY:KMBaeMoOil TOJIbKO MO JaHHBIM ay-
Toncun U BoisgBiaAssemoii B 0,001-0,03% cayuaes.
IlepBUYHbIEe AHTHOCAPKOMBI MEPUKAPAAa BCTpeya-
0TCcH ele 0ojiee peAKo W B JHUTeparype mnpen-
CTaBJeHbl eIMHUYHbIMM OonmucaHusiMu. B crarbe
OMUCAH KJIUHUYECKMU ciydail 3MUTeTHOMIHOI
AHTHOCAPKOMBbI NMEPUKAPAA M IUIEBPbI BBICOKOI
CTENMEeH! 3JI0KAYECTBEHHOCTH Y MY:KUYMHBI 57 JeT.
Jduarno3 moarBep:kieH € IOMOIIbK) HWMMYHOIH-
croxumMuuyeckoro ucciaenosanusg n IIOT-KT. Ha
CeroJHAIIHMI JeHb XMMHOTEpalneBTUYECKOe Jie-
YeHHe AHTHOCAPKOM, JIOKAJIU30BAHHBIX B IOJIO-
CTH TPYIHOH KJIETKH, SIBJSIETCH NANLIMATHBHBIM
METOI0M JieyeHHsl. Y [JAHHOr0 MamueHTa Haubo-
Jgee 3¢ dexTUBHOI AABHWIACH CXeMa, COdepP:KaNAs
AHTPAUMKJIMHBI (FokcopyOmumH). Hecmorpst Ha
NPOBOAMMYI0 Tepanuio, MNALUEHT CKOHYAJICH
cnyctss 15 Mec ¢ MOMeHTa YCTAHOBKM JUATHO3A.
CMmepTh HACTyNW/JIAa NPH HAPACTAHWUH SIBJICHUH
AbIXaTeJbHON M cepeyHoil HegocTaTouHocTH. Ta-
KHMM 00pa3oM, PH MOSIBJIEHUH Y NALHUEHTOB, 0CO-
0eHHO MY:KYMH MOJIOZOr0 U CPeHero BO3pacTa,
NPU3HAKOB IUAponepukapaa 06e3 yCTAHOBJEHHbIX
ITHOJIOTUYECKUX MPEeINoChLI0K, HE00X0IUMO MOM-
HHUTHb O BO3MOKHOCTH Pa3BUTHSl NEPBUYHOM 3.10-
Ka4eCTBEHHOI OMyXO/IM cepAla W/WIH NepuKapaa
KAK MPUYMHE JAHHOT0 COCTOSIHUSI M BKJIIOYATDH ee
B CTAHJAPTHBIH JMATHOCTHYECKMII MOMCK.

KuiioueBble cjioBa: omyXoJid cepiana, aHrUo-
capkKoMa

[lepBryHbIE OmMyX0NM ceplia SBISIOTCS YPE3BHI-
YailHO peIKO BCTPEYAIOLICHCSl MaTojJorueu, paHee
00Hapy>KMBAaeMOM, KaK MPaBUIIO, TOJIBKO MO JaHHBIM
aytoricuu u BbisiBisiemoit B 0,00-0,03% ot o6mero
KOJIMYECTBa yMEpIIMX OT OONe3Hel cepAaedHo-Cco-
cymucroii cucteMsl [1, 2]. Oxono 75% mepBUYHBIX
OIlyXOJIel cepaua SIBISIIOTCS T0OpOKauyeCTBEHHBIMH,
OJTHAKO 3TO COOTHOIIEHHE 3aBUCHUT OT OTHENa Cepi-
11a, B KOTOPOM OITyXOJIb JIOKaJIM30BaHa. Tak, 00Jb-
IIMHCTBO HOBOOOPA30BaHMH, JIOKATM30BAHHBIX B
JIEBOM TIPEACEPANH, — AOOPOKAYECTBEHHbIE U Mpe.-
CTaBJIeHbl MUKCOMaMH, B TO BpeMsi Kak Oonee 50%
MEPBUYHBIX OITyXOJEH IPaBOTO TpeNCcCepAns HMe-
IOT 3JI0KaueCTBEHHBIH xapaktep. Hambomee uacto

BCTPEYAIOIIMMHUCS 3JI0OKAYECTBEHHBIMH ~ OITyXOJISIMU
SIBIIIIOTCSA CApKOMBI, 10 75% KOTOPBIX COCTaBIISIOT
anruocapkomel [6]. MeracrazupoBanue B Cepzle
Bcrpevaercss B 30 pa3 warie, 4eM pOCT MEPBUYHBIX
3JI0KaYeCTBEHHBIX omyxoned [6]. Cpenn manueHToB
C aHTHOCapKOMaMH TpeodNafaroT JIMIA MY)KCKOTO
nona B Bo3pacte ot 20 go 50 met [3]. OTH omyxo-
T OTIMYAIOTCS CKJIIOHHOCTBIO K paHHEMYy MeTacTa-
3WPOBAHHIO M PEIUINBAM TIEPBUYHON OITYXOJH, UTO
o0ycrnaBiIyBaeT KpaiiHe IUIOXOH NMPOTHO3 M HHU3KYIO
CPEIHIOI TIPOIOIDKUTENFHOCT JKU3HHU, COCTABIISIO-
Iy, B cpeaHeM, oT 6 1o 12 mec [4, 5]. [lepBuunbie
AHTHOCApPKOMBI TIepUKapAa BCTpedaroTcs eme Oomee
pEeIKO M B JIUTEparype MpeACTaBICHBl €AMHUYHBIMU
ciydasmu [7]. Hwke mpenctaBieH KIMHHYSCKHIA
Clly4yall SIUTEIMOUHOM aHTHOCApKOMBI TEpHUKap/a
U TUIEBPHI BBICOKOH CTEMEHH 3JI0KaueCTBEHHOCTH.

MyxunHa, 57 net, B ¢peBpane 2018 . oOparmcs
K KapAHOJIOTy C allo0aMH Ha YMEPEHHYKO OJIbIII-
Ky, cmabocTh, cepaueOueHre. BrisBieH BIepBbIe
BO3HUKIINI TapOKCH3M (PHOPHILTSIAN TIPEICepIni.
[Ipu npoBeneHNN SX0KapAHOTPAPHUECKOTO UCCIEH0-
BaHUA (Ox0KI') 00HApYKEHO 3HAYUTEIBHOE KOJHUe-
CTBO BBITIOTA B IOJIOCTH TEpHKapaa 03 MPU3HAKOB
tammonasel. 07.02.2018 1. rocuTanu3upoBaH B CTa-
nuoHap, rie Obla BHIMONHEHA BHIEOTOPAKOCKOIIHU-
yeckas (eHecTpanusi nepukapaa ¢ GopMHpOBaHHUEM
JIEBOCTOPOHHETO  TUIEBPOIIEPUKAPIUAFHOTO  OKHA.
[Tomydyeno 700 Ma cepo3HO-TEMOPPArHYECKOTO BBI-
1moTa, B3sATa Oworcus mepukapaa. Kietok 3mokade-
CTBEHHBIX OITyXOJIeH KaK B TKaHH IEpPHUKap/a, TaKk H
B TIOJT[y4EHHOH JKHJIKOCTH BBISIBIICHO HE ObLTO. YcTa-
HOBJIEH JIarHO3 BUPYCHOTO TIEpHUKApANTA, Ha3HAYEeHA
MIPOTUBOBOCHANIMTENbHAS Tepanus. Ha KOHTpOIBHBIX
OxoKI" u R-rpamme opranos rpyaHoi kietku (OI'K)
or 10.02.2018 1. BBIMOTa B MOJIOCTH TEpHKapAa H
IUIEBPAJIbHBIX TIOJIOCTAX HE OOHAPYKEHO.

Opnako B ampene 2018 r. cocrosiHue namueHTa
YXYIIINWIOCHh — BHOBb BO3HHUKJIA BBIPa)KEHHAs Clia-
00CTb, OIBIIITKA, TaxuKapAusa. Ha R-rpaMmMe BeIsIBIICH
JICBOCTOPOHHUH ruapoTopakc. [ocnuranu3npoBaH B
Kapauoxupyprudeckoe oraenenne 29.04.18 ., rae
BBITIOJIHEH MTYHKIMOHHBIA TOPAKOIIEHTE3: MOJYYEHO
2000 M1 cepO3HO-TEMOPPATHIECKOTO OTACIISIEMOTO.
Uepes 7 mueit (06.05.2018 1) pu yasTpa3ByKOBOM
uccnenoBanuu (Y3U) moBTOPHO BBISIBIECH JIEBOCTO-
POHHUH THUAPOTOPAKC; BBHINMOJIIHEHA JIEBOCTOPOHHSIS
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BUJICOTOPAKOCKOTIHS C IPOBEICHHEM OHOICHH Tie-
puKapra B 00JacTH  IUIEBPO-TIEPUKAPAUATIBHOTO
OKHa, OwWoOINCHs JICBOM NapUeTaNbHONH W BHCIIE-
panbHOM IUIEBpPBl, M INPOBEAEHA OIepalus JEBO-
CTOPOHHETO IUIeBpoae3a (MEOUIMHCKUM TaJbKOM).
B GuonTare 1eBOCTOPOHHEH MapUeTaIbHOMN MIIEBPHI
oOHapyxeHBbl KIEeTKH Hu3KoauddepeHmmpoBaHHOM
3JI0KauecTBEHHOW onyxonu. Ilocie mnposeneHus
MMMYHOTHCTOXUMHUYECKOTO HCCIICIOBAaHUS B KJIET-
Kax OIyXoiu BbIABIEHBI Mapkepsl CD31, IMP3,
GLUTI1, EMA, Keratin AE1/AE3 u CK5/6, CD34
u orcytcTByloT Mapkepsl LCA, HBMEI, Calretinin,
Desmin, WT1. YcraHoBiieH auUarHo3 SIUATEIHOM-
HOW aHTMOCAapKOMBI IEpHKapia U IUIEBPHI BBICOKOH
creneHu 3nmokauectBeHHoctu. 06.05.2018 1 mpo-
BEJCHA IIO3UTPOHHO-3MHUCCHOHHAS KOMIIBIOTEPHAs
tomorpagus ¢ 18- (II9T-KT), Ha koTopoii BbI-
SIBJICHBI MHOXKCCTBEHHBIE OYard HaKOIUICHUS PajHo-
M30TOIA B TKAHM NEPUKapIa C MepexoJoM Ha JIEBYIO
NapyeTaNtbHYIO U BUCHEPATIBHYIO TUIEBPY B 00JacTH
BEPXYILIKHU JIEBOTO JIETKOTO C KPaeBbIM MHQUIBTPA-
TUBHBIM MPOpPACTaHUEM TKAaHU JIEBOTO JIETKOTO.

YuuteBas TO, YTO XHPYpPrHYECKOe JICUCHHE OITy-
XOJW JTAHHOM JIOKAIM3aLMK HE MPEeJCTaBIsIOCh BO3-
MOXKHBIM, 2 JIAaHHBIE JIUTEPATypbl O MPUMEHEHHH JTy-
YEeBOM Tepaliy y MalKeHTOB € OIyXOJISIMU IepUKapa
KpaifHe MPOTHBOPEYUBHI, ObLIO MPUHATO pEUICHHE O
IIpOBeNIeHNH XuMuoTepanuy. Hadar kypc xumuorepa-
MK TI0 CXEMe: JOKCOpyOHImH 2 mr/m%, udochamug
2 1/™M%, MecHa 2 T/M* ¢ XOpOIIMM KIMHHYECKHM 3(-
¢exrom. Ilocne 2 KypcoB XUMHOTEpanuy MPOBEIEHO
koHTpostbHOe KT ¢ KoHTpacTHpoBaHHEM — BBISIBICHO
YMEHBILCHHE Pa3MEPOB PaHEE MMEIOIIUXCS OYaroB.

B nmanbHelimieM mpoBeneHO emie 2 Kypca Xu-
MHOTEpallMd MO0 TOW JK€ CXeMe, II0CIE 4Yero
29.08.2018 r. nposeneno xouTponsHoe [19T-KT, Ha
KOTOPOM, HECMOTPSI Ha BBIPAKEHHYIO TOJIOKHUTEb-
HYI0 JIWHAMHKY, ObIJIM BBISBICHBI OCTaTOYHBIE Oya-
M TaTOJIOTWYEeCKOTO HAKOIUICHUsI B IUIEBpE cJicBa
1 IaTOJIOTUYECKOE HAKOIUICHHE B MHOKapie JEBOTO
xemynouka. [IpuHsITO pemenne npogoKUTh XUMH-
OTEpAaIHuIo TI0 TOW JKe CXeMe: TPOBEJICH ISATHIH Kypc
XUMUOTEPANH, MOCIe KOTOPOro OTMEYascs XOpo-
mmi kimHudeckud 3ddekt, mo ganHeIM Ix0KI B
HOJIOCTH IEepUKapAa MMEIOCh MUHUMAJIbHOE KOJIH-
YEeCTBO JKUJIKOCTH. YUHTHIBas OOHAAEKHBAIOLINE
pe3yNbTaThl MPUMEHEHUsI TAHHOH KOMOWHAIIMU XU-
MHOTEPANEeBTUUECKUX IpenapaTroB M HEB3HWpas Ha
JOCTHKEHHE PEKOMEHyeMONH MaKCHUMAaJbHOW Kyp-
COBOM ZI03bI JOKCOPYOUIMHA, OBIJIO IPUHSTO peLIe-
HUE TPOBECTH elle 2 Kypca MO JaHHOW cXeMe Co
CHIKEHUEM ero 103bl Ha 20%.

Tem He menee, B okTsi0pe 2018 r. y mamueHTta
BHOBb YCHJIMJIACHh OJIBIIIKA, TIOSIBAIACH TaXUKAPIIHSL.
Ha OxoKI' Ob1 BBIsIBIEH THApornepukaps Oe3 siB-
HBIX IPU3HAKOB TAMIIOHA/Ibl. YUUTHIBAS HMMEIOILY-
10CS1 OIYXOJIb IIEPHUKapAa, MPOBEACHHUE MEPUKAPINO-
LeHTe3a ObUTIO0 MPU3HAHO HEBO3MOXKHBIM, a Pa3BUTHE

THIporepuKapa ObUIO paclieHeHO KaK MpU3HaK Mpo-
TPECCHPOBAHMS OIMYXOJH. YUHTHIBAs JaHHBIC JIHTE-
parypbl 00 3)(HEKTUBHOCTH MAKJIUTAKCENA B JICUCHUU
aHTHOCapKoOM cepAamna u nepukapna [8—10], mpuHATO
pelIeHHe O TIPOBEACHUE XUMHOTEpANuu JaHHBIM
npenaparoM B fgo3e 175 mr/m? 1 pa3 B 3 nen. He-
B3Wpasi Ha MPOBOJUMYIO Teparnuio, B aekadpe 2018 1.
COCTOSHME TalueHTa yxyamwioch, 12.12.2018 r
mpoBeaeHo [IDT-KT, ma koTOpoM BBISBIECHO IIPO-
IPECCUPOBAaHNE OMYXOJIH, YTO SIBUJIOCH IPU3HAKOM
Hed(p(hEeKTUBHOCTH JIeUeHHS TTAKITUTAKCEIOM.

B suBape 2019 r. npuHATO pelieHNe Ha4YaTh Te-
panuio remiuTabuaomM 600 Mr/mM? B KOMOWHAIMU C
norierakcesoM 75 mr/m? OTMedancs: XOpoIiid KITn-
HUYecKui 3(h(eKT, y manueHTa 3Ha9YuTeIbHO YMEHb-
HIFJIACh BBIPAKEHHOCTH OABIIKH. Beero Opu1o mpo-
BEJEHO 3 Kypca XMMHOTEpaluy Mo JAHHOH cxeMe.
Opnako B mapre 2019 1. cocTosiHue BHOBb YXYA-
mwiock, no gangeiM KT ot 26.03.2019 r. 6bu10
BBISIBIICHO TPOTPECCHPOBaHKE 3a00JIeBaHHSA, YTO
SIBUJIOCH OUYEBHIIHBIM TPU3HAKOM HEIDPEeKTHBHO-
CTH TeMIHUTa0WHA M JoueTakcena. Bpiio mpuHATO
pelieHne Ha4yaTh TEpanuio IMa30MaHuOoOM B J103€
800 Mr B I€Hb, UTO HE MPUBEIO K YIYUIICHUIO KIU-
Hu4eckoro coctossaus. 16.04.2019 1. manmeHT OBLT
TOCITUTAIN3UPOBAaH C MAaCCHBHBIM TPaBOCTOPOH-
HUM THJIPOTOpPAKCOM; IPOBEAEHA IMyHKIUS MpaBoil
IJIEBPAIBHON TTOJIOCTH ¢ 3Bakyarmert 3800 mu ce-
PO3HO-TeMOpparuieckoro oraenseMoro. B ampene
2019 1. mpUHATO pelIeHne O MPOBEICHUH MAIlUSHTY
Tepanuu BICOKUMU no3amu udocdamuga 2000 mr/
m*+mecua 2000 mr/m?. JlaHHas cxeMa IIOKa3aja
xopoIryto 3(pGEeKTUBHOCTD, COCTOSHHE IalieHTa
YAYYIINWIOCh, IPEKPATHIIOCh HAKOIJIEHNE KUAKOCTH
B IIPaBOM IMJIEBpPaJbHON IOJOCTH.

Hecmotpst Ha mpoBOmMMYIO Teparuio, B aBIyCTe
2019 r. cocTosiHUE TAIMEHTa BHOBh YXYIIIMIOCH, Ha-
pocIa ofplIKa, APYTHe TIPOSIBIICHUS CEPACIHON U JIbI-
XareJapHoN HemoctaroyHocTH, Mo JaHHeiM KT ObLio
BBIBIICHO TIPOTPECCHPOBAHNE OITyXOJH, BBISBICHBI
METacTa3bl B Tela MOSCHUYHBIX MO3BOHKOB. [Ipu Ha-
pacTaHud SIBIIEHUM JbIXaTeIbHOW HEJ0CTaTOUHOCTH
14.09.2019 r HacTymuia cMepTh MNALUEHTA, CITyCTs
15 Mec ¢ MOMeHTa yCTaHOBKH auarHo3a u 21 mecsi
C MOMEHTA TIOSIBIIEHHS TIEPBBIX CHMITTOMOB.

I[Ipu mpoBeaeHMH  MATOIOrOaHATOMUYECKOTO
BCKPBITHS OBUIO BBISBJICHO MPOPACTAHHWE OITYXOJH
B TKaHb JIEBOTO JIETKOTO, W, HEB3Wpas Ha HaIU4YHE
METacTa30B Ha IMpaBOW MapHeTalbHOM IJIEBpE, OT-
CYTCTBHE TPOPACTaHUS OMYXOIHW B TKaHb IPaBOTO
nerkoro. Takxe ObUTO BBISIBJICHO MPOpPAcTaHUE OITY-
XOIIbI0 MHOKap/ia MPaBOrO M JIEBOTO JKEIYIOYKOB C
pacrpocTpaHeHHEM OITyXOJIM OT 3MHKapAa BIIyOb,
C MpOpacTaHueM JI0 YPOBHS SHAOKap/a.

Takum 00pa3om, NpH TOSBICHHN Y TAIMEHTOB,
ocobeHHO MyxunH B Bospacte 20-50 ner, mpusHa-
KOB THIpOTIEpHKap/a, HE UMEOIIEro TOYHO YCTaHOB-
JICHHBIX STUOJIOTHYECKHUX TPEANOCHUIOK, HEOOXOIMMO
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TIOMHUATH O BO3MO)KHOCTH Pa3BUTHS MEPBUYHOMN 3J10-
KaueCTBEHHOH OITyXOITM Cep/lla W/VH TIeprKapaa Kak
TIPUYMHBI JAHHOTO COCTOSIHUS M BKJIIOYaTh €€ B CTaH-
JIapTHBIM JUarHocThdeckuil mouck. IIpu HeBO3MOXK-
HOCTU yCTAHOBUTH NMPUYUHY TUAPONEPUKApIA 110 JIaH-
HBIM TPAaHCTOPAKAIFHOM M TpaHCTUIEeBOaHON IxoKI
u KT opraHoB rpynHod MHONOCTH C BHYTPUBEHHBIM
KOHTPacTHPOBaHMEM, HEOOXOOUMO paccMarpuBaTh
Bo3MO)kHOCTh TipoBeneHnss IIOT-KT kak nHambomee
MH(OPMATHBHOTO METOa B ITMAarHOCTUKE AAHHOH Ma-
Tonoruu. [lpm 3TOM omeparwis TIEeBposae3a MPEAoT-
BpaIllaeT Pa3BUTHE PEIUIVBUPYIOIIETO THIPOTOPAKCA
KaK OCJIO)KHEHHMS 3JI0KaYECTBEHHBIX OITyXOJel ceparia
Y TPYAHOH TIOJIOCTH, HO MOYKET YBEJIMUYHMBATh PUCK MH-
Ba3UM OIYXOJM B JIETOYHYIO TKaHb.

B HacTosmmii MOMEHT S5-J€THsISI BBDKUBAEMOCTh
y TMalMEHTOB C TEPBUYHBIMHU 3JI0KAUY€CTBEHHBIMHU
OIYXOJSIMU  Cep/lla /WM TepUKap/ia BO3MOXKHA
TONBKO TIOCJE TPOBENCHUS paJUKaIbHOW XUPYP-
THYECKOW pE3eKIUH OIMYyXOJIU C THCTOJOTHYECKH
gucteiM kpaem (RO). Ha cerommsimanii neHb XH-
MHOTEPANEBTHUECKOE JIEUEHNE aHTMOCApPKOM, JIOKa-
JU30BAHHBIX B TOJIOCTH TPYIHOHN KJIETKH, SBISETCS
MaJUTMATUBHEIM MeTojoM JjedeHus. HaumbGonee a¢-
(EKTHBHOW cXeMOW y JaHHOTO MallMEHTa SBISIIACH
cxema, CcofepiKamas aHTPANUKIUHBI (JOKCOpyOu-
uuH). OrpaHdYeHUEM B NMPUMEHEHUU JAaHHOM cxe-
MBI CITY’)KAT KapIHOTOKCHYECKHA 3((dEKT aHTpalu-
KJIMHOB, YTO JIENIA€T HEBO3MOXHBIM IPOJOIKEHHUE
€€ UCTOJIB30BAaHUS MOCNE JTOCTIKEHHUS MaKCHMallb-
HOIl KypCOBOW JO3BI.

Brnao aemopos:

CobunoB /I.C. — HammcaHHe TEKCTa PYKOIUCH,
0030p MyONMKamii MO TeME CTaThH;
3axappaH E.A. — HanmcaHue TekcTa pyKONMNCH;

BbanamyTtoBa A.}O. — HammcaHue TeKcTa pyKOIHCH;
JIutBuHOB JI.E. — HamucaHue TeKCTa PyKOMHCH.

Konghnuxm unmepecos
ABTOPBI 3asBJISIFOT 00 OTCYTCTBHH B CTaThe KOH-
(MKTa WHTEPECOB.

Qunancuposanue
HccnenoBanne He HMMENO CHOHCOPCKOW TMMOJ-
JIEPKKHU.
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and pleura
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Primary heart tumors are an extremely rare pathology, pre-
viously detected only by autopsy data and detected in 0.001—
0.03% of cases. Primary angiosarcomas of the pericardium
are even more rare and are presented in the literature with
isolated descriptions. The article describes a clinical case of
epithelioid angiosarcoma of the pericardium and pleura of high
malignancy in a 57-year-old man. The diagnosis was confirmed
by immunohistochemical examination and positron emission
tomography. Chemotherapy of angiosarcomas localized in the
chest cavity is a palliative treatment. In resented patient, the
most effective scheme was the one containing anthracyclines
(doxorubicin). Despite the ongoing therapy, the patient died
15 months after the diagnosis because of increasing signs of
respiratory and heart failure. Thus, when patients, especially
young and middle-aged men, show signs of hydropericardium
without obvious etiological prerequisites, it is necessary to re-
member about the possibility of primary malignant tumor of
the heart and / or pericardium as the cause of this condition
and include it in the standard diagnostic search.
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