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A.A. JoHckas, J1.B. JanbaxbipoBa, J1.M. MapuHa, K.A. CuBuesa
NEPBUYHAA 3NTOKAHYECTBEHHAA
PUBPO3HAA TMCTUOLUUTOMA CEPOLA

OnucaH KIIMHUYECKMIA Criyyai NepBUYHON 3MoKavecTBEHHON (MBPO3HON MTMCTUOLMTOMBI CEPALIA U3 NPAKTUKW KapaMONorMyeckoro oTaeneHms
SAkyTcKol pecnyBnmnkaHcKon KnnuHudeckon GonbHuubl. Onyxonb pacrnonaranacb B NPaBoM XefyAodke, YTO PedKo BCTPeYaeTcsi, B KMMHUYECKOM
KapTuHe npeobBnagany CUMMNTOMbl XPOHUYECKOW TPOMGOIMBONMK NErOYHON apTepumn ¢ runepTeHanein. Mpu axokapanorpadmt U KOMMbITEPHOM
Tomorpadumn o6bemHoe oGpasoBaHue Gbino pacLeHeHo kak Tpom6. Mpu ayTomncum 1 rMcToNorMYeckom MccnefoBaHum Golfa BbisiBreHa 3rokade-
cTBEeHHasn prbpo3Has rmcTmoumToma cepaua. CroxHOCTL MOCTaHOBKM AnarHosa Gbina cesidaHa ¢ Hecneumhuyeckon NoNMMOopPgHO KIIMHUYECKO
KapTUHOW 1 pasfMyHOM CTPYKTYPO Camoro HOBOOGpPa3oBaHUsl.

KnioueBble crioBa: onyxonv cepaua, 3rnokayecTseHHas prbposHasi rmcTroumuToMa, TPOMBGO3MBONSA NEro4YHoM apTepum, NerouHas rMnepTeH-

314, AnarHoCTuKa.

The article presents a clinical case of primary malignant fibrous histiocytoma of the heart from the practice of the cardiology department of the
Yakutsk Republican Clinical Hospital. The tumor was located in the right ventricle, which is rare and the clinical picture was dominated by symp-
toms of chronic pulmonary embolism with hypertension. On echocardiography and computed tomography, the volumetric lesion was regarded
as a thrombus. Autopsy and histological examination revealed malignant fibrous histiocytoma of the heart. The complexity of the diagnosis was
associated with the nonspecific polymorphic clinical picture and the different structure of the neoplasm itself.

Keywords: cardiac tumors, malignant fibrous histiocytoma, pulmonary thromboembolism, pulmonary hypertension, diagnosis.

BBepeHue. [lepBuyHble  onyxonwu
cepoua HabnwparTcsl O4eHb peako Mo
CpPaBHEHUIO CO BTOPUYHbIMU, K3 BCEX
BCKPbITUIA  BbISBMSAOTCA MPUMEPHO B
0,001-0,28% cnyyaes [1]. TMpwuunHon
penkoro pasBuTWS oOMyxonew cepgua
cuntarT ocobeHHocTn B MeTabonuame
MUOKapa, Takue Kak ObICTPbI KpOBOTOK
BHYTPY cepAua 1 orpaHW4YeHHOCTb NMM-
haTnyecknx coeguHeHn cepaua [2].

Cpeav nepBuYHbIX onyxonew cepgua
[o6pokavyecTBEHHbIE BCTPEYAKTCH B TpU
pasa 4yallle, YeM 3rokavecTBeHHble. Cap-
KOMbI cepaua sIBMNSTCA YacTo BCTpeya-
€MbIMU 3T0Ka4YEeCTBEHHbIMI OMyXomnsiMu,
Yauwle passuBatoTca B Bospacte 30-50
nert, B cpegHeM B 40 net [1,2]. Y MyX4unH
BCTpeyalTcsl ¢ yacTtoton 65-75%, T.e.
Yyalle 4YeM Yy KeHLUVWH [6].

KnuHuyeckas kapTuHa 3aBUCUT OT J10-
Kanusauuu 1 Tuna onyxonu, nposiBnsieT-

OOHCKAA ApuapHa AHapeeBHa — [.M.H.,
npod. M Cesepo-BocToyHoro deaeparnsH.
yH-Ta um. M.K. Ammocosa, aradon1@yandex.
ru; BAMBAHbLIPOBA fNunus Bnagumupos-
Ha — K.M.H., goueHT M/ CB®Y, Bpay — kap-
avonor Bbiclwen kBanud. kateropuu; MAPU-
HA Junua MuxannoBHa — Bpay-kapavonor
BbICLUEN KBanud. kateropun FAKyTCKO pecny-
6nukaH. knuHud. 6-ubl; CUBLIEBA KroHHen
AnekcaHgpoBHa — Bpay-nNnaTonoroaHaTom
FAY PC(A) "PBNe1-HLM".

Csl CUMNTOMaMW He TONbKO CO CTOPOHbI
cepgua, HO 1M Apyrux CUCTEM U OpraHoB.
Jnwe B 3-10% cny4aeB onyxonu BbiSB-
NAT N0 KIMHUYECKMM npusHakam [3,6].
Yalle BCero CMMNTOMbI MOTYT Hamnomu-
HaTb NPU3HAKM OObIYHBIX CepAeYHbIX
3aboneBaHun: pa3HoobpasHble 6Gomnu
B TPYOHOW KIETKE, CUHKOME, apuTMUW,
WyMbl B cepaue, HapyLlleHWUsi MpoBOAM-
MOCTU, BbINOT B NepuKkapae unu Tamno-
Haja cepaua. XapakTep CMMMNTOMOB, Ha-
6ntogaembix Npu onyxonsx cepgua, Hav-
Oonee TecHO CBfi3aH C rokanusauuen
onyxonu [8,9]. HegoctaTouHOCTb KPOBO-
obpaLleHuns aenseTcs Havbonee YyacTbim
NposIBNIEHNEM  MEPBUYHBIX  OMyxornew
cepgoua. OHa BO3HMKAET npu GonbLIOM
pasmepe onyxonu u obycrnoeneHa nog-
BVDKHOCTBIO OMyXonv B Kamepe ceppaua,
BbI3blBasi HapYyLUEHWsI MPUTOKA Unu oT-
TOKa KpoBu. Mpu nopaxeHun onyxornbko
MUOKapAa BO3MOXHO HapyLLEHWe ero co-
KpaTuUTEnbHOW (DYHKLMK, KOTOpas Takke
BEAET K 3aCTONHON CepAevHON HeaocTa-
TOYHOCTH [6].

OT 06CTpYKUMM OMYXOnblo aTPUOBEH-
TpukynspHoro orsepctusa y 30% 6ornb-
HbIX HacTynaeT BHe3anHas cMepTb, a Y
ocTarnbHbIX MPUYMHON CMEPTU valle sB-
NSIOTCA Nporpeccupylollas cepaedHas
HEeLoCTaTO4YHOCTb U 3Mbonuyeckne oc-
noxHexus [4,8].

O6HapyxeHne 06bLEMHOro HOBOOG-

pas3oBaHus B NOMOCTY UMK CNosiX cepaua
N MONOXUTENbHble pe3ynbraTtbl Groncum
SIBNSIOTCA OCHOBHbIMW ANArHOCTUYECKU-
MU NpU3HaKkamu onyxonew cepgua [7].

3nokayecTBeHHas prbpo3Has rmcTu-
ouuTomMa — ofHa u3 peakux ¢opM cap-
KOM CcepAla, XapakTepusyetcsi BHyTpu-
MOMOCTHLIM POCTOM, COMPOBOXAAEeTCH
OBGCTPYKTUBHBIMA U KOHCTUTYLMOHAIb-
HbIMM  CUMMTOMaMK, MOPONornyeckn
OVarHoCTUpyeTcsl  LUTONOrMYECKMMU 1
UMMYHOTUCTOXUMNYECKUMMN uccrego-
BaHuaAMK. Camas yactas nokanusauus
onyxonu — 3TO NeBoe npeacepane, Ho
Onyxorb Takke MOXET pacTv B MpaBoOM
npeacepaonn 1 npasoMm xenygouke [4,5].
MockonbKy GONbLUMHCTBO 3M10Ka4YeCTBEH-
HbIX MEePBUYHbIX ONyXonen cepgua ume-
0T KPOLUALLYCH BHYTPUMOMOCTHYH MO-
BEPXHOCTb, HA HEPOBHbIX MOBEPXHOCTAX
MoryT obpasoBbiBaTbCsl TPOMObI. CoOT-
BETCTBEHHO, ornyxonesasi ambonus rne-
rOvHOW apTepun, Kak u obCTpyKumMs ne-
BbIX OTAENOB Cepaua, MOXET MpPUBECTU
K neroyHon runepteHsumn [7,9]. Cpeau
CapkoM 3rokayYecTBeHHas ubposHas
rmctuoumMtoma BbisiBnsAetcs B 11-24%
cnyyaeB. MeTacrasvpoBaHue B Opyrue
BHYTPEHHME OpraHbl O0GHapyxuBaeTcs
penko [10].

OcHOBHOW paguKarnbHbI METOL, Neye-
HUS - XMPYpPruyeckoe yganeHue nepeuy-
How onyxonu [9].
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[MporHo3 npu 3noka4yecTBEHHbIX HOBO-
obpasoBaHuAx cepaua Hebrnaronpuar-
HbI, BonbHbIE yMUpPaIOT B TedeHue 6-12
MecC. Nocre NosiBMeHns NepBbIX KNMHUYe-
ckunx cumnTtomos [8,10].

MpuBogum onucaHue KNUHUYe-
CKOro criyyas u3 npakTuK1U Kapguorno-
rMYeckoro oTaeneHus FAKyTCKOM pecny-
ONVMKaAHCKOM  KNUHWYECKOoM  BonbHULbI
(APKB).

BonbHol 3., 46 nerT, xuTenb cena, npu
NOCTYNMEeHMN NPeabaABnsAn xanobbl Ha
OAbILLKY MpK ManewnLlen unsnyeckomn Ha-
rpyske, criabocTb, NOTEPI CO3HAHWS.

M3 aHamHe3a M3BECTHO, YTO Nepuo-
Anyeckn becnokonnu cxumarome 6omnm
B obnactu cepgua, KOTopble camMoCTOs-
TenbHO KynupoBanuck. 3a MeanLMHCKON
nomoLbio He obpawancs. MNo3xe 6onm
cTanu nosiBNATbCA Yalle, ctana 6ecno-
KOWUTb ofplLlKa nNpu pru3nmyecKkom Harpys-
ke. OBpaTtuncst B y4acTkoByo 6onbHULLY.
Mpu ayckynbTauum oBHapyXunm LWym
B cepAdue, BbICTaBUNM AMArHo3 MOpokK
cepgua. [Ins yTouHeHus amnarHosa 6bin
HanpaeneH B fAKyTCKM pecnybnukaH-
CKMI Kapauonorundeckun gucnaHcep MY
PC (A) «PecnybnukaHckas 6onbHULbI
Ne1-HaumoHanbHbIA LEHTP MeaULMHbIY,
roe nocrie obcrnefoBaHUsA  BbiCTaBlEH
OMarHos: xpoHunyeckas Tpomboambonus
neroyHon aptepuun. BrtopuuHas neroud-
Has runepteH3usa 1-i ctenenun. XJICH
2 A, Il ®K NYHA. Tpomb npaBsoro xe-
nynoyka. beina otnpaBneHa BbinMcka B
OrbY «HaumoHanbHbIN  MeaULUHCKUA
uccrnefoBaTenbCKMn LEHTP WM. akag.
E.H. MewanknHa» M3 P® r. HoBocu-
6upck. o pekomeHZauMn npuHUMan
BapgapuH nog koHtponem MHO, amno-
OUnUH 2,5 M.

B cBA3M C yxydlleHMeM COCTOSIHMSA
B TeyeHMe 6 mec. B Buae HapactaHus
ofbllWKKN, KOTOpasi cTana MosBNSATHLCS
npu Manewnwen uanyeckon Harpyske,
ObIN HanpasneH MOBTOPHO B FAKYyTCKUiA
pecnybnuKkaHCckuii  Kapamornornyeckuii
avcnancep. lMNMpuexas B . AKyTCK K poa-
CTBEHHMKaM, OH MEeLLKOM NOAHMMArCS Nno
NecTHuLe Ha 8- aTax M3-3a Heucnpas-
HOCTM nudpta 1M ynan B obmopok. beina
Bbl3BaHa Opuraga cKoOpown MeLULMHCKON
MOMOLLM N NAUMEHT SKCTPEHHO Obin fo-
CTaBMneH B Kapauororudeckoe otaene-
Hue APKB.

Mpu noctynneHun: obLiee coctosiHMe
Tskenoe. CosHaHue sicHoe. MNonoxeHune
aKkTuBHOE. KoOXHble MOKPOBbI 4YUCTbIE,
6negHble. Cbinuv, KPOBOW3MUSHUA HET.
Typrop koxu coxpaHeH. Bugumble cnu-
3ucTble 00OMNoYkM uucTele, OnegHbie.
HocoBoe AbixaHne cBobogHoe. [lpu
aycKkynbTaumMm B Nerknx AblxaHue XecT-
koe, xpunos HeT. YO — 20 B MuH., SpO,
- 94%. ToHbl ceppua ocnabneHbl, puTm

npaBuUnbHbIA. nactonuyeckuin Wym Hag
TPUKYCNUZanbHbIM  KrnanaHoM, aKUeHT
BTOPOro TOHA Haf NEerovyHon apTepue.
AL - 100/80 mm pr.cT., YUCC — 96 B MUH.
>KuBoT npu nanbnaumm msarkuii, 6e36o-
nesHeHHbIV. [NevyeHb He yBenu4yeHa, 6es-
oonesHeHHa. CTyn He HapyweH. Moue-
ucnyckaHvue csobogHoe, 6e3bonesHeH-
Hoe. Moua cBetnas. lNepudepnyecknx
OTEKOB HET.

JlabopaTtopHble uccrnegoBaHus: 06-
WA aHanu3 KpoBuM M OOWMIA aHanus
Mo4M ©e3 NaTonorm4yeckux W3MeHEeHW,
B OMOXMMUYECKOM aHanuse KpoBu OTMe-
yanocb nosbilleHne CPBeY — 14,3 mr/n,
KpeaTuHuH — 146 mmonb /n; O-gumep
Obin B npegenax Hopmbl — 186 Hr/mn,
MHO B guHamuke — ot 1,6 o 3,2.

MHCTpyMeHTanbHble  UCCregoBaHUS:
peHTreH opraHoB rpygHon knetku (OK)
- B nerkmx 6e3 o4aroBbIX U UHUNILTPa-
TUBHbIX UBMEHEHWI.

Mo 3KI cuHycoBas Taxukapgus 109
yAapoB B MuH. HenonHasa 6nokaga npa-
BOW HOXKW My4yka [uca. MNMpu3aHakn XpoHu-
YeCcKoro InerovyHoro cepaua. Tpomb6oam-
6onusa neroyHon aptepum (TIJTA).

OXOKI — aopTta 36 MM, He paclumpe-
Ha, He uameHeHa. CTBOpPKM aopTarbHOro
KnanaHa ToHkue. JleBoe npegcepane He
pacwmpeHo (28x35 Mm), neBbin Xeny-
pouyek He pacwwmpeH (KOP — 39 mm, KCP
23 MM), npaBblil Xenyaodek pacluMpeH
(40 mm), NnpaBoe npencepaue pacwumpe-
HO (58x53 mm). JlerouHon ctBon 21 MMm.
CTBOpPKM NEro4YHOro CTBoMa YnroTHEHbI C
punbposom, gecdopmmpoBaHsl. MpagneHT
naenenuns 7,3 MM pr.cT. CTBOPKM TPUKY-
CNUaanbHOro KrianaHa TOHKWe, perypru-
Taums lI-lll ctenenn. Ha nepegHen cteH-
Ke npaBoro xernygoyka UKCUpPOBaHHOE
rmnepaxoreHHoe ob6pa3oBaHWe Ouname-
Tpom 52,9x29 mM. Tpomb 13 NnpaBoro xe-
nyfoYKa HACXOOQUT OO0 CTBOPKU KnanaHa,
YaCTUYHO MpuKpbIBas ero. XXnakocTb B
nepukapge. ®B 72% ypnoenersoputens-
Has (puc. 1).

KomnbtotepHaa Tomorpamma OFK un
cpepocTeHus ¢ GOnIOCHbLIM BBeOEHMEM
KOHTpacTHOro BellectBa nokasana KT-
npu3Haky Tpomba B NpaBOM XXenyaouke,
NIero4yHOM CTBOJIE, YaCTUYHO B NIEBON Ne-
rovyHow aptepuun. He uckntodaercs Tpom-
©603mbonvsa  Menkux BEeTBeN JIeroyYHon
aptepun (TOMBIJIA) (Menkne ovarn knu-
HOBWUZOHOW (POPMbI, C HEYETKUMMW KOHTY-
pamu Mo npoekumn S1-2 neBoro nerkoro
n S8 npaBoro nerkoro). MNpucTeHoYHbIE
KanbUuHaTbl Ha neroyHom cteone. KT-
npusHaku rugponepukapaa. AndpdysHble
napeHxMMaTo3Hble U3MEHEHUSA NEYEHN.

B otgeneHun coctosiHue ©OO0nbHOro
ocTaBanocb cTabunbHO TskenbiM. [Mony-
yan nevenHve: BapapuH 5 Mr nog KoH-
Tponem MHO, amnogunuH 2,5 mr, nHcnpa
25 wr, gurokcud 0,125 wr, cungeHadoun
75 mr B cyT. B otaeneHun npokoHCynb-
TUPOBaH aHrMOXMPYProM, BbICTaBMEH
AvarHo3: Tpombo3 npaBoro >enyaouyka,
NIero4YHOro CTBOra, NEBOW NEroyYHON ap-
TEPUN, U KapOUOXWUPYProm - AUarHos:
TONA TpomM60o3 nero4yHoro crBona, re-
BOW JEeroyHov apTtepuu, Tpomb npaBo-
ro >Xenyaoyka. InerovHasi runepreH3us
BbICOKOW CTeneHu. PekomeHgoBaHO npu
cTabunm3auun COCTOSIHNA MaumeHTa Ha-
npaeuTb B bedeparnbHble LEHTPbI cep-
AEYHO-COCYANCTON XUPYpPrv B CBSI3N C
OTCYTCTBMEM BO3MOXHOCTMW BbINOMHEHNS
onepaTuBHOIO feYeHns B NONHOM obbe-
Me B YCINOBUSIX OTAENEHUSI KapOUOXnpyp-
run TAY PC (A) «PB Ne1-HUM». Pelue-
HMEeM KoHcurmyma Obina nogroToBneHa
N HanpasrneHa Bbinucka B PIrBY «Ha-
LMOHanbHbIN MEeOWLMHCKUIA uccnenosa-
TenbCKUN LeHTp kapavonorum» M3 PO .
MockBa. Ha ocHoBaHuu xanob, AaHHbIX
aHamMmHesa, NabopaTopHbIX N UHCTPYMEH-
TanbHbIX UCCreaoBaHUA Obin BbICTABMEH
KIMHUYECKUIA  OMarHo3: peuuanBupyto-
wasa TAJA. Tpomb npaBoro xenygoyka.
XpoHu4yeckasi Tpomboambonunyeckas

nerovyHaqa runeprteHsna TSDKENOW cTene-
HU TAXEeCTWU.

OcCnoXHeHne OCHOBHOIO

Puc. 1. OXOKTI ¢ HannyMem obpa3oBaHNs B MPaBOM Xernyaodke



Puc. 2. 3nokayectBeHHass punbposHas rmctunounToma
B NPaBOM XeNyaouke

Puc. 4. 3nokayectBeHHas ¢ubposHas rucTuoumMToMa
NpaBoro xenyagoyka

Puc.5. MNpopacTtaHne 3rnoka4yecTBeHHON (pUOPO3HON u-
CTUOLMTOMbI B MUOKapZ,

3aboneBaHnsa:  XPOHMYECKOEe
nerovHoe cepaue. XCH 2A oK
Il NYHA. WHdapkTbl nerkmx
S1-2 cneBa, S8 cnpaea. CuH-
KonarneHoe coctosiHue. Kapaum-
OreHHbI nbpo3 neveHun. Co-

nyTcTByOWne 3aboneBaHus:
XPOHUYECKUIA  BPOHXUT, BHE
obocTpeHnus.

B otgeneHun coctosiHne
YXyALWNUNoCb, Hapocna ofblLu-
Ka W ObIn 9nu3od CUHKoMe,
B CBsI3n C 4yeM Obln nepe.e-
OeH B manaty WHTEHCUBHOW
Tepanuu. Ha doHe nporpec-
CUpOBaHUSA cepaevyHon wn Abl-
XaTenbHOM HeaoCTaTOYHOCTH
naumeHT cKoHYarncs.

Mpu aytoncmm n npu rucro-
NOrMYeckoM  UccregoBaHun
Obina BbISIBNIEHA  3Mokade-
CTBEHHasi (pMbpo3Has rucTu-
ouMTOoMa nepedHeln CTeHKM
npaBoro xenygoyka (y BbIXOA-
HOrO OTBEPCTUSI MPaBOro Xe-
nygoyka) M NpOKCUMMAaribHOro
oTAena feroYyHow aptepum ¢
npopactaHMeM B MuoKaph W
3a4HUA NEBbIA KnanaH neroy-
HOW apTepun C NPUCTEHOYHbLIM

Tpombo3zom (puc. 2-5). He-

nocpeacTBEHHON npUYnHOM

cmepTu asunacb TANA.
3aknueHue. Onyxonu,

KOTOpble pacTyT B MOMOCTb
cepaua, Hyxgawtcsa B aud-
depeHumaumm mexagy coboin
1 gpyrumm o6bemHbiMn obpa-
30BaHMsAIMKU B MOMOCTU cepa-
ua, Hanpumep ¢ TpomGamu. B
OaHHOM KIMHUYeCKOM crny4ae
Oobinn npoBegeHbl IXOKI un
KOMMbIOTEPHAs Tomorpadus,
roe obbemHoe obpa3soBaHve
ObINO pacueHeHO Kak TpoMo.
Mpu aytoncum u ructonoru-
YeckoM uccrenoBaHun Gbina
BbIsIBlIeHa  3/10Ka4eCTBEHHas

punbposHas rmcTuoumTomMa
cepaua.
OueBugHO, pacxoxgeHue

AmarHosa 6bIno n3-3a CrnoXxHo-
CTW AMArHOCTMKN MEPBUYHbIX
onyxonen cepgua, CBA3aHHbIX
C Hecneuuduyeckon nonu-
MOPMHON KIMHUYECKOW KapTu-
HOW W pasnuyHON CTPYKTYpOu
€aMoro HoBoo6pa3oBaHus.
OnucaHHbIN  KNMHUYECKUI
crniyya SBNsieTCA NpUMepoM
naTonoruv ¢ peako BCTpeyaro-
Lencs nokanuaaumern oryxo-
nn cepgua. Hanuune obbem-

il YW

HbIX 06pa3oBaHU C KIMHUKOW TPOMGO-
3MBonum 1 BLINOTA B Nepukapae AOMKHO
HacTopaxuBaTb B MNfaHe OHKOMOrUU C
paclUMpeHHbIM MnaHoM oGcrnenoBaHus
nayueHTa.
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