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eMaHTMO9HAOTeNNoOMa — HOBOOOpa3oBaHiue,
pasBuBaplIeecss U3 3HAOTENUS KPOBEHOC-
HBIX cocyfioB. KnmHudecku oHa 3aHMMaeT
NIPOMEXYTOYHOE TONOXKEHNE MEXy TeMaH-
TMoMOI U aHrmocapkomoit. OgHaKO TaKoil ee MOf-
TUM, KaK 3MNUTETMOUHAS TeMaHTMO9HJOTENNOoMa,
c4yuTaercs BecbMa arpeccuBHbIM 1 ¢ 2008 r., cormac-
HO KIaccudukanuu BceMupHoIt opraHusannm 3gpa-
BOOXPaHEeH!s, OTHECEH K 3710Ka4eCTBEHHBIM HOBO-
06pasoBaHMAM HapAAY C aHTMOCAPKOMON MATKUX
TKaHei1 [1, 2].
ONUTENINOUAHAs TeMaHTMO3HAOTEIMOMa Jalle
nopaxkaet nuy B Bo3pacte oT 20 go 30 nert, nspen-

Ka JieTeil. ITUONOTNA ee 10 CUX IIOp HeusBecTHa [3].
O1nyxo/b TOKaIN3yeTCs MPeNMyLeCTBEHHO MOx ac-
LUAMY, pexe TI0J KOXell U B ITyOOKUX CIOAX KOXIL,
B JIETKVIX, II€YeHM, KOCTAX, CEpALe 1 coCyax. Briepsrie
6b11a omicaHa B 1982 1. S.W. Weiss u F.M. Enzinger [4,
5]. Knuunudeckme CUMIITOMBI B 3HAYMTEIbHOI CTelle-
HM 3aBUCAT OT MeCTONONOXeHus omyxonu. OgHaKo
3ab07IeBaHIe MOXET IPOTEKATh HECCUMITTOMHO, CTa-
HOBACDH CJIy4ailHOM HAXO[KOJA.

SnurenuongHaA TeMaHTHMOIHAOTENNOMA Cepf-
Ija — KpaliiHe pefikoe HOBOOOpasoBaHue: B TUTEPATy-
pe ommcausl 17 crydaes, HEePBbIl U3 KOTOPBIX OB
3apukcuposaH B 1979 1. [6, 7, 8].
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Puc. 1. Oxokapavorpadua, ceyeHne AnMHHOM OCK NPaBbiX Kamep cepauia: A — NPUTOYHaA YacTb,
B — nnnHHaa ocb. Monoctb npasoro npefcepava (MM) NpakTUYeCckn 3anoHeHa 3X0-Maccamm
(3B€3704Ka) HEOAHOPOAHON CTPYKTYPbI, KOTOPbIE PaCMPOCTPAHAIOTCA B MPaBoe aTpro-
BEHTPUKYNIAPHOE OTBEPCTUE Yepe3 TPUKyCNMAabHbI knanaH (TK) 1 B NpaBbil xenyaoyek
(MX). BuaHa dparmeHTaLms onyxonu 1 06TypaLma NPaBoro aTprMoBEHTPYIKYIAPHOTO OTBEPCTUA
B8 gnactony (B)

Puc. 2. MynbtrcnnpanbHaa KOMNboTEPHaA TOMOrpadua OPraHoOB rpyaHOM KNeTKM

B KOPOHAPHOW NNOCKOCTU: A — MAFKOTKAHHbIN PEXMM, BeHO3HasA da3a OONOCHOrO KOHTPACTHOIO
ycuneHua. OnpegenaeTca onyxosnb NPaBoro Npefacepans, akTvBHO HeEPaBHOMEPHO
HaKannvBaloLLas KOHTPACTHbIN NpenapaTt, C HEPOBHbIM, OYrpUCTbIM KOHTYPOM; B — neroyHsbiit
peXuM, BTOPUYHOE MopaxkeHne NeroyHom TKaHm

Puc. 3. MynbTrcnnpanbHaa KomnbloTepHaa TOMOrpadura opraHoB rpyaHoM KNeTku,
apTepuanbHasa $pasa 600CHOrO KOHTPACTHOTO YCHeHUs, O6beMHaA PEKOHCTPYKLMA.
Bu3yanusauma cocynos, KpoBoCHabXatoWmx onyxonb (3se340uKa): A — 13 MPaBoi BHYTPEHHew
rpyaHov aptepum (cTpenka), b — 113 BeTan YpeBHOro cTBona (CTpenka)
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[TpuBonyM cO6CTBEHHOE KIMHMUYIECKOe Habmoe-
HIE.

MysxumHa, 21 rof, 06paTHIcsa ¢ XanobaMy Ha JacThle
SMM30/1bl KPOBOXapKaHbA (B TedeHMe MOCIenHNX 1,5 Me-
CsIIeB), YeTKOJ CBSA3Y CBOETO COCTOSHUA C MHPEKUMAMM
BEPXHUX JbIXaTe/NbHBIX IyTell He oTMedaeT. ITo aHHBIM
aHaJM3a KPOBM OTMeYaJach TOIBKO TPOMOOLMTONEHMUA
1o 85x10°/n (Hopma 150-400). I[lo maHHBIM 9XOKApAMO-
rpaduu, B AMIATMPOBAHHOM IIPABOM IpeACePAVHM IIO Tie-
penHeit ¥ 60KOBOII CTEHKaM OIpefieNseTcsl KpyIHoe o6pa-
30BaHINe, 3aHIMalOIee TOYTH BeCh er0 00beM, pasMepoM
78 x95 MM, HEOJHOPOIHOI IIOTHOCTU C TUIIO9XOT€HHBI-
Mu y4acTkamu. ITofBMIKHasA 4acTb JOCTUIAET IPaBOTO
aTPMOBEHTPUKY/IAPHOTO OTBEPCTUA (IMKOBBIN TPAVIEHT
JaBJIEHUA Ha TPUKYCIMIAAbHOM K/IallaHe 14 MM PT. CT.),
cospaBag ero o6crpykuuio (puc. 1).

IIpy MynpTHCIMpanbHON KOMIIBIOTEPHON TOMOIpa-
b1y OpraHoOB PyAHOI KJIETKY 1 CepALia C BHYTPUBEHHBIM
KOHTPaCTMPOBaHUEM OIpefie/IAeTCs OOMIbHO BaCKYIApU-
30BaHHAs ONYXOJIb IIPAaBOTO IPeACepAus C Ipoaadbupo-
BaHMEM BHYTPUIIPOCBETHOTO KOMIIOHEHTa B OTBEpPCTHE
TPUKYCIUJAJIBHOTO KJIaTIaHa C 3all0JIHeHMeM OOJIblIeli ero
yacTy, pasmepoM 90 x93 x70 mm. Onyxonb pacnpocTpa-
HAETCA IMPEMMYIIECTBEHHO I10 XOfly IaTePaIbHOI CTeHKM
IpaBoro npepcepaus (BepoATHO — C MHBa3Mel epuKapya
U TIpUIeXalleil 1ero4yHoit Tkanu). KoHtyp omyxonu He-
POBHBIIT, OYTPUCTBII C BbHIPa>KEHHBIMM Pa3pacTaHUAMU
(puc. 2).

KpoBocHabkeHue OITyXO/MN OCYIIeCTBIAETCA IPeNMY-
LeCTBEHHO U3 IBYX COCY/IOB — BETBY IIPaBOJi BHYTPEHHEI
TPYAHOII apTepuy ¥ BETBU YPEBHOTO cTBOMA (puc. 3).

B oboux merkux OmpefensloTCs MHOTOYMCIEHHBIE
pasHoKanubepHble o4aru U GOKYCHl YIVIOTHEHNUA JIErod-
HOJT TKAHU HEOTHOPONHOII CTPYKTYPHI € HanmuuueM 6onee
IUVIOTHBIX IIEHTPaJIbHBIX OTHENOB, OKPYXXEHHBIX 000IKOM
10 TUITY «MaTOBOTO CTeK/Ia». B IMCTaNbHBIX OTAENTaX KOp-
Hs JIEBOTO JIETKOTO BM3YaIM3UPYeTCA M3MEHEHHBIN TNM-
¢darugeckuit ysen pasmepamu no 16x11 mMm. Bponp 3a-
ITHEro KOHTypa Cepplla — aHaJIOTMYHBIN y3e/ pasMepaMu
70 19 x 24 MMm.

IIpoBesieHa TOMBITKA 9HIOBACKYIAPHOTO B3ATUA
Ouoncuy 13 TKaHU OIYXOJIM, OFHAKO 13-3a KpaliHe IJIOT-
HOJT CTPYKTYPBI 06pa3oBaHMsA OHAa OKa3ajlach HeyJauHOIL.
B cBsA3K ¢ 9TMM OblIa BBIIOTHEHA aTUINYHAS Pe3eKIsI
MHBA3MPOBAHHON YacTU IPAaBOTO JIETKOTO, IIOTyYeHBI
¢dparMenTl omyxonu Ans Mopdonorndeckoit Bepudu-
Kanuu. IIpy rucTonornyeckoM MCCIefoBaHuy QparmeH-
TOB YCTQHOBJIEHO: TKaHb JIETKOTO, KOTOPYI0O MHBa3uUpyeT
OIyXO/Mb, IPENCTaBIeHa ATUINYHBIMM, OeCIOPSIFOYHO
aHACTOMO3MPYIOUMM COCYJaMl, BBHICTIAHHBIMM IHJO-
TeNMeM C IpU3HaKaMM Oo4arosoit armnuu. IIposeneHHOe
UMMYHOTUCTOXMMIYECKOE WCCIeflOBaHMe C MapKepaMu
sHpoTennanbHbIX KaeTok CD31 u CD34 nogreeppuio co-
CYAMCTYIO IPUPOJY OIYXO/IN.

KnuHuyeckme HabnogeHua



OKoHYaTeNTbHbIN ANAarHos 6bI1 IIpE€AIION0KEH Ha OC-
HOBE€ [MOAaHHBIX TUCTONOTUN, MMMYHOTMCTOXMMMYIECKOIO
MCCIENOBAHNIA U TYyI€BbIX VICCTIeJOBAHMIL: HOBOO6PaSOBa-
Hue Haubonee COOTBETCTBYET COCY,D;I/ICTOI?I OIIYyXO/IN — 911N~
T€]I]/IO]/II[HO]7I TEMAaHTMOSHIOTEINOME.

M3-3a PaclIpoCTpaHEHHOCTN IIpoLiecCca M BBICOKOTO
pucka OCTIOKHEHM I pamMKaabHOE ONIEPATUBHOE JIEUEHNE
AJaHHOMY ITIAIMIEHTY HE 6bI710 ITOKa3aHO. PaCCManI/IBa)’ICH
BOIIPOC ITPOBENEHMU A XMMUNOTEPATINIL.

06¢cyxpeHne

Omnyxonu ceppia — OTHOCUTETBHO pefiKas MaToNo-
rus. B 6onblInHCTBe CBOEM HOBOOOPA30BAHM S Me-
I0T BTOPUYHBIIT XapakTep. YacToTa NEPBUIHBIX OIY-
Xoneit ceppua cocrapiaAer npumepno 0,001-0,03%
B cepusax ayromncuii [9], mpu satoM B 75% ciydaes
HepBUYHbIE OMYXOMM KOOpOKavYecTBeHHbIe (13 HUX
50% - mukcomsl) [10]. VI3 310Kka4ecTBEHHBIX ONYXO-
neit Hauboee 4acTo (B 75-90% cnyyaes) BCTpeYaroT-
s capKOMBI, KpaliHe penko (B 1,3% ciny4aes) — mep-
Bu4HbIe TuMdoMmsI [11].

Knnundeckn mposiBieHus: goOpoKadecTBeH-
HBIX ¥ pAaHHUX CTAINil 37I0Ka4eCTBEHHBIX OIYXOJel
CepAlja IPAaKTUIeCKN He OTINYAITCA JPYT OT fpyTa
Y HAIIPAMYIO 3aBUCAT OT JIOKaIM3aL MU OIYXOMM, NH-
Ba3UU CTEHOK CEePALA, OOCTPYKIINM €10 KaMep CepaLa
U HapyuleHus: GyHKIUY KIanaHoB. [I0CKONbKY Ais
BBIPAOOTKY HajIbHEIIIIell TAKTUKY TIeYeHNs] KpaiiHe
Ba)XHO MaKCMMa/JbHO TOYHO ONPENEINTb XapaKTep
OIIYXOMM, OCHOBHBIMU Ay depeHunanbHbIMU KpU-
TepUsIMM KOOPOKAUeCTBEHHBIX ¥ 3/I0KAYeCTBEHHBIX
OIYXOJIelt CepfiLia MOTYT CTY>KUTb CUMITOMBI, TIOTTY-
YeHHbIe NIPY UCIIONb30BAHNN KOMIIJIEKCA COBPEMEH-
HBIX JUATHOCTUYECKUX TEXHONOTMII — KOMIIBIOTEP-
HOJI ¥l MaTHUTHO-pPe30HaHCHOIT ToMorpadun [12].

B cmyyae BbIABIEHNMA ONyXOmM IpM IIpOBefe-
Huu tomorpadumu ceppua HeoOXOZMMO o6pauiaTh
BHMMaHIe Ha JIOKa/IM3aLMI0 U CTPYKTYpy obpaso-
BaHIA, COCTOSIHME APYTUX KaMep cepaua. Tak, fo-
OpOKadeCTBEHHbIE OIIYXO/MM dYallle JIOKAIM3YITCS
B JIEBBIX OT/ie/IaX, B OCHOBHOM B mpefceppusax. Ilo
CTPYKTYpe OHU TOMOTEHHBI, VIMEIOT y3KOe OCHOBa-
HIe KPeIIeHNs K CTeHKaM cepyla (B 6ONbIINHCTBe
CIy4aeB — K MEXIIPEACEPAHOI IepPeropofKe), MOf-
BIDKHBL Ha paHHUX CTafiMAX 37I0Ka4eCTBEHHbIE OIY-
XONnu ceppua (CapkoMbl), KaK IIPaBUJIO, IIPOTEKAIOT
6eccMMIITOMHO, B Ja/lbHeillleM — ¢ Hecrenuuye-
ckumy cumnromamy. CapKoMBblI Yalle MMeT UINpPo-
KOe OCHOBaHMe, BCIEACTBME Yero MajIOIOJBVKHBI,
PENKO MPUKPEIUIAIOTCS K IePeropojkaM Ceppla.
BoNbIIMHCTBO 13 HUX MMEIOT HETOMOTEHHYIO CTPYK-
TYPY ¥ HepaBHOMEPHO HAKAIlIMBAIOT KOHTPACTHBII
npenapar. CapkoMbl 06/1a5a10T MyIbTI(OKATBHBIM,
MHOTOY3/IOBBIM POCTOM, UH(PUIBTPUPYIOT MUOKAPS,
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HEeCKOJIBKMX KaMep Cepplia, MOTYT IponabypoBaThb
B JIETOYHbIE BeHHI [12, 13].

Ha mpeponepallioHHOM 3Tale peKOMEHJyeTcs
HIpOBOAUTb 0OCIeflOBaHMe, BKIIIOYalollee KOMIIbIO-
TepHYI0 TOMOIpadui0 M MarHUTHO-Pe30HAHCHYIO
ToMOrpaduio cepila, a TakkKe KOMIIBIOTEPHYIO TO-
Morpaduio OpraHoB I'PYZHONM KJIETKU M OPIOILIHO
MOZIOCTY. DTY METOAMKM IIO3BONMAIT C BBICOKON
CTENeHbI0 TOYHOCTM OLEHWUTb «IIPUPORY» OIYXOIN
(3mokavecTBeHHass AU JOOpOKadeCTBEHHas, IIep-
BUYHAS WIM BTOPUYHAS), ee TOYHYIO JTOKa/IN3aLNIo,
MIPOTSKEHHOCTD, XapaKTep HaKOIIEHUsA KOHTPAcT-
HOTO BellleCTBAa, BU3Ya/NM3MPOBaTh NUTAIOLINE CO-
CYABL, @ IPY 3/I0KaYeCTBEHHBIX MOPAKEHMUAX — 00-
Hapy>XUTb BOBJIEYEHME B IIPOLIECC CPENOCTEHUS
U BBIABUTDL OTHa/NeHHBble MeTacTasbl. [lomydeHHBIE
[aHHbIe BIIOCAENCTBUY IOMOTAlOT BBIOPATb ONTHU-
Ma7nbHYI0 TAKTUKY edeHns (12, 13].

OnuTenMougHasA TeMaHTHMO3HAOTENNOMa OTHO-
CUTCSI K 3/I0Ka4eCTBEHHBIM HOBOOOPA30BAHMSIM,
a 3HAYNT, ee B OCHOBHOM AM(PepeHUPYIOT C aHTHO-
capkoMmoli; fuddepeniinanbHast ZMarHOCTUKA IPen-
MYILECTBEHHO OCHOBBIBA€TCA Ha TMICTONIOTMYECKOM
uccnepoBanun (1, 4]. 'mcronornveckn pasHuIia Mex-
Iy HUMU 3aKJII0YaeTCs, BO-IIEPBBIX, B CTENleHN And-
(hepeHIMPOBKY COCYAUCTBIX «KaHATOB», BO-BTOPBIX,
B KO/IMYECTBE Y PEryIAPHOCTY Hponudepanuy sH0-
TeNMaNbHbIX K/I€TOK. DNNUTENMONIHAS TeMaHTMOIH-
JOTe/NNOMa B OT/IMYME OT aHTMOCAPKOMBI CIIOCOOHA
«00pasoBbIBATE» COCYABL NPy HU3KON AuddepeH-
LMPOBKE OIyXO/eBBIX KIeTOK. OMmyxo/nb, B KOTOPOI
peo6IafaloT y4aCTKU «CeTYATOro» CTPOEHMUs, TO
€CTb MMEIOTCA INENMM M IONOCTH COCYJAUCTOrO Xa-
pakTepa, orpaHMYeHHble ManofuddepeHIIPOBaH-
HBIMIU, OOBIYHO BEPETEHOOOPA3HBIMM KIETKaMU Ha
¢doHe mpeobnafaleil CTPOMBI, IPUHATO CUUTATD
aHruocapkomoit. O6pasoBaHre, e JOMMHUPYIOT
COCYZIbI MI/IM COCYBUCTBbIE TONIOCTY, OTPaHMYEHHbIE
60/mee KPYIHBIMU KIETKaMM, IPUONVIKAIOUIIMUICS
110 popMe M CTPOEHUIO K HOPMaTbHOMY 3H/OTETINIO
COCYLOB, — TeMaHTMO9HAOTENNOMOII (1, 3, 14].

OO6wmui1  1moxasarenb 3a00/IeBaeMOCTM  MAT-
KOTKaHHBIMM capKoMaMu cocTasdAeT 1,4 Ha 100 ThIc.
HaceneHnA (B BozpacTe 80 nieT u cTapure — 8 crydyaes
Ha 100 ThIc. Hacenenus) [2].

S.W. Weiss u F.M. Enzinger B Teuenne 48 mecsues
Habmofany 46 MallMeHTOB MOCTIe XMPYPIUIECKOTo Je-
YeHNs 10 TIOBOJY SNUTENMONTHBIX TeMaHIMO3HAOTe-
JIMOM Pa3NMYHOM JI0Kanu3anumu. MecTHble peluuBbI
3aduKcupoBaHbl B 13% cydaes, MeTacTassl — B 31%,
JIETaIbBHOCTD  cocTaBuia 13% 1pum  MATKOTKaH-
HBIX  SMUTEIMOMUTHBIX  TEMAHTMO3H/IOTETNOMaX
1 40 1 65% — IpU SNUTENMONTHBIX TeMaHTMO9HOTe-
JIMOMaX JIETKMX M [e4eHU COOTBETCTBEHHO [, 4, 5].

BuwHakosa M.B. (mn.), YHepmerckudi I.B., [poHuHa B.1, BuwHakosa M.B, Mapmakos M.A, [azaHog J1.E.
Mpurmep nyyeBor 4MarHOCTUKM SMUTENVNONAHOM FreMaHrVO3HAOTENMOMbI MPaBOro Npeacepana
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AT. Deyrup u coaBT. mpoaHaaU3MpOBaNIy aH-
Hble 49 NalMeHTOB C TeMAaHTMO3HIOTEIMOMaMU
MATKMX TKaHell, HaOIIofaBUINXCs B epuox ¢ 1989
mo 2005 r. IlsatumeTHssT BBDKUBAEMOCTb COCTa-
Buna 81%, MeTacTasypoBaHME AMATHOCTUPOBAHO
y 11 (21%) mauuentos (Hanbojee YacTasi TOKaIM3a-
LI METACTa30B — Jierkue). [laneHThl C BHIABIIEH-
HBIM II0 JaHHBIM TYCTOIOIMYECKOTO MCCIeTOBaHMU S
BBICOKMM PUCKOM MEeTACTa3VpPOBAHUS NIEPEXKUBAIOT
5-nmeTHUI py6exx B 59% crydaes, ¢ HUSKUM PUCKOM —
B 100% [15].

[Tpn aHanmse GONBUIMHCTBA M3BECTHBIX CITyda-
€B SNUTEIMONUIHON TeMaHTMOIHIOTEIMOMBI CepALa
OTMeYaeTCss HU3Kasl JeTaTbHOCTh, OJJHAKO B HEKO-
TOPBIX HAOMIONEHMSIX OBITO BBISIBIEHO MeTacTaTiye-
CKoe MOopakeHMe, yXyZluapulee nNporuo3. CerogHs
IIpeBanupyeT TOYKA 3pEHN I, COTIACHO KOTOPOII 311~
Te/TNONIHAsA TeMaHTIO9H [0 Te/IIOMa CepALIA paccMa-
TPUBAETCs KaK 37I0KaueCTBEHHOe HOBOOOpa3oBaHue
C MECTHBIM arpecCHBHBIM M MeTacTaTU4eCKUM IIO-
TEHILIMAa/IOM, BCTIEICTBIE Yero TaKUM Mal[lieHTaM He-
00XOIMO KOMIIZIEKCHOE 00Ce[oBaHMe U JIeYeHIeE.

CraHJapTHOI Tepanuy 3MUTENNOUTHON reMaHTHO-
9HJIOTe/IMOMBI HeT, 0COOEHHO KOTZia Ha MOMEHT IIO-
CTaHOBKM [JMaTHO3a YK€ ONpPeeNsA0TCs MeTacTasbl.
Xupyprudeckoe jedeHue Anasd JAHHOM IaTONOTUU
CYMTaeTCs eNMHCTBEHHO pafuKajibHBIM. Pomb my-
YeBOJI MM XMMUOTEPANINY OCTAETCS CIIOPHOI U3-3a
HU3KOIT 3¢ PEeKTUBHOCTI ¥ MAlOro KOMM4ecTBa Wc-
cnegoBaumi [1, 16, 17, 18, 19, 20].

3aKknoueHue

JnnTenuongHas ~ TeMAaHTMOIHAOTEIMOMa  Cepf-
IJa — KpaliHe pefKas HMaTONOTUA, A KOTOPOil He
oIIpefie/ieHbl B IIOTHON Mepe KPUTepUM SUArHOCTHU-
KU, OCOOEHHOCTM TeYeHUsl IMpollecca U JIeYeHUs.
IIpencTaBneHHbII HAMM CIy4Yall OT/IMYAETCA TO3[-
HUM BBIABJIEHMEM 3a00/IeBaHUA C MACCUBHBIM MeTa-
CTaTUYeCKNM MOpa>keHUeM JIeTKUX, YTO OrpaHUYNU-
BaeT BO3MOXXHOCTM JiedyeHusA ManueHTa. C y4eToM
PeAKOCTM OIYXOJM U BbIPa>keHHOI arpecCMBHOCTU
TeyeHUs 3a00/IeBaHMA OGHUM Y3 BO3MOXKHBIX ITyTell
yAydllleHns IIPOTHO3a MpeNCTaBIsAeTCs CBOEBpe-
MEHHAasA JMArdHocTuka. @
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A case of radiological diagnosis
of epithelioid hemangioendothelioma

of the right atrium
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We present a case of a very rare heart tumor, a primary epithelioid hemangioendothelioma with sec-
ondary pulmonary metastases. Despite of the expanded diagnostic possibilities of current radiological
diagnosis procedures, the final diagnosis in such patients is made only after histological examination and

immunohistochemistry.
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