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OpHuM 13 HambBornee onacHbLIX OCNOMHEHWI, CBA3AHHbIX C arPECCUBHBIM POCTOM BHYTPUMPYAHbIX
3/10KayecTBEHHbIX 06pa3oBaHKii, B TOM UMCIie ONyxXonen cepaua, ABMSeTCA pa3BUTMe ero TaMMnoHagbl,
XapakTepuayioLLeincs MeafieHHo uiu BbICTpopasBMBaloLLMMCS CAABMEHWeM (ULKOCTbIO, KPOBbIO,
rHoemM unun Fa3OM], npenAaTCcTBYIOWNM HaNONMHEHUIO KaMep cepaua KpoBblo. KnnHnuyeckmmun
NPOSABMEHNAMWU Pa3BUTUS AAHHOIO OCMOXHEHUS MOTYT ABMATLCA TaxuMKkapausa, nporpeccupyoLlas
TMMNOTEH3Ms!, MOBbILLIEHWE JABEHWS B APEMHbIX BeHax, pasBuTUe NapafoKcanbHoro nynsca (cumnTom,
XapaKTepU3YIOLLMNCS CHUKEHWEM CUCTONMYECKOro apTepuanbHoro aasneHus bonee yem Ha 10 MM
PT. CT. BO BPEMsi BLOXA KAKLOMO AbIXaTefbHOro UMKna). B faHHOM CTaTbe NPeAcTaBneH KIMHUYECKUi
Cnyyai nauueHTa ¢ pabooM1MocapKoMol CepaLa, OCIOXHMBLUIENCS pa3BUTUEM ero TaMnoHadbl. Pogutenu
naumeHTa fanu cornacue Ha Mcnonb3oBaHve nHdopMaumn, B TOM yucne dotorpacuin peberka, B
Hay4YHbIX MCCMEeNoBaHUAX U MyBnmkaumsx.

KnioueBble cnoBa: pabgomuocapkoma, onyxosib cepaua, TaMrnoHaga cepaua, caasrieHne cepaua,
0BCTPYKTUBHBIV LLIOK, APEHUPOBaHNE MepuKapanaibHOM MooCcTy, NepuKapanoLeHTe3

[lenncos B.A. 1 coasT. Bonpocsl reMaTosiorui/oHKomorum n uMMyHonaTosnoruv B neguatpum. 2023; 22 (4):
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Rhabdomyosarcoma of the heart presenting with cardiac tamponade:
a case report

V.A. Denisov, A.Z. Gasieva, 0.S. Zatsarinnaya, D.Yu. Kachanov, |.G. Khamin

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Cardiac tamponade, characterized by slowly or rapidly developing compression (by fluid, blood, pus or gas) that prevents the
heart chambers from filling with blood is one of the most dangerous complications associated with the aggressive growth of
intrathoracic malignant tumors, including cardiac tumors. Clinical manifestations of this complication may include tachycardia,
progressive hypotension, elevated jugular venous pressure and pulsus paradoxus (a symptom characterized by a decrease in
systolic blood pressure by more than 10 mmHg during inspiration). In the present article, we report a clinical case of a patient
with rhabdomyosarcoma of the heart complicated by cardiac tamponade. The patient's parents gave consent to the use of their
child's data, including photographs, for research purposes and in publications.

Key words: rhabdomyosarcoma, cardiac tumor, cardiac tamponade, compression of the heart, obstructive shock, drainage of
the pericardial cavity, pericardiocentesis
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coasT. [3], B 90% cnyuyaeB npuuMHa ocTaeTcs HeycTa-

onacHoe LSl U3HW CLaBfeHve cepala u3-3a HOBJIEHHOM.
CKOMIIEHUS B MEpUKapLe MULKOCTU, FHOS, KPOBH,
CTYCTKOB WNnM rasa B obbeme U C oaBlieHWEM, [OCTa- Knaccudmkauus

TOYHBIMU NS YXYALIEHUA CEepPAeYHOro HanofHeHus.
370 HapyLLaeT HOPMarbHYI0 FEMOAMHAMUKY, Bbi3blBAET
FMMNOTEH3MIO M MOMET MPUBECTM K OCTaHOBKe Cepaua
[1-4]. NlaHHOe coCTosHWE ABMAETCS OAHON U3 3TMOSIO-
FMYECKUX MPUUMH OBCTPYKTUBHOMO LLOKA, NPencTaB-
nawLero coboi cocTosHWe runonepdysmMn OpraHos,
0bycrnoBneHHoe MexaHWYeCcKUMU (haKTopaMu, Melua-
IOLLIMMI HaMOJTHEHMIO MITN OMOPONKHEHMIO cepaua u/unm
MarucTpanbHbix cocynos [1, 5].

3tnonorus
TC MosKeT BbITb OCMOMKHEHMEM LLMPOKOr0O CMEKTPa
cocTosHuit (Tabrmya). MpuueM, no MHenwmio K. Nitish

B 3aBMCMMOCTM OT BPEMEHU BO3HUKHOBEHUS U
obbeMa KUOKOCTM BbIAENSAIOT OCTPYio 1 nofocTpylo TC
(pucyrok 1).

OcTpas TC BO3HMKaeT B TEUEHWUE HECKOSBbKUX MUHYT
npu TpaBMe, paspbiBe Cephua WM aopTbl UMM Kak
OCMOXHEHWE MHBA3WBHbIX AMArHOCTUYECKUX UK Tepa-
NeBTUUYECKMX Npouenyp. [Lns pasBuTUa KIMHUKKM OCTPOM
TC poctaTtouHo okono 100-250 mn sunkoctu [6].

MopocTpas TC pa3BMBaeTCA B TEUYEHME HECKOSIbKMX
OHEW UK Heflenb U MOKET BbITb CBA3aHa C HeonnacTu-
UECKMM, YPEMUYECKUM U UAMONATUYECKUM NepuKap-
ONTOM. MepnneHHoe HakonseHne nepuKapananbHoro
BbINOTa NO3BOMIAET NOCTENEHHO yBENMUYMBATL NOAAT-
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NMBOCTb NepuKappaa. B pesynbTarte BHyTpunepukapou-
anbHOe JaBfeHVE YBeIMUMBaETCA MEASIEHHE., MOKa He
ByneT LOCTUIHYTa KpUTUYECKas Touka. B aTux ycrnosumsx
TC MOXeT He BO3HUKHYTb, NMOKa He HakonuTca 1 n unu
Bonee, naske y neten [1-3].

Knuanueckas kapTuHa

Knaccuueckne npusHaku TC BKkYalT napa-
LOKCanbHbIN NYNbC, TaXMKapAWio, TMMNOTEH3UIO, NOBbI-
LUeHHOEe JaBfeHne B APEMHbIX BEHaX, MpUrfyLLeHue
TOHOB CepAaua, CHWXeHWe 3nekTpokapaunorpaduue-
CKOMO HamMpsKEHWS C 3NIEKTPUYECKMMM allbTepPHALMAMM
W YBENIMYEHHBIA CUTY3T Ceppua Ha peHTreHorpamme
rpyaHoit knetkm [1-3].
Tabnuua

dnonorus TC (Ha ocHoBaHMM pekoMeHpaumit Esponeii-
ckoro obuiectsa kapauonoros (ESC) [1])
Table

The etiology of cardiac tamponade (CT) (based on the Euro-
pean Society of Cardiology (ESC) guidelines [1])

YacTble NpuumHbI
Common causes

Heuactble NPUY4UHBbI
Uncommon causes

MNepukapaut KonnareHoBsble cocyaucTble
Pericarditis 3abonesaHus (cucteMHas
Tybepkynes KpacHas BOMYaHKa,

Tuberculosis
SATporeHHble NPUYMHBI
(vHBa3MBHbIE MpoLeaypbl,
onepaumu Ha cepaue)
latrogenic causes (invasive
procedures, cardiac surgery)

PEBMaTOMAHbIA apTpuT,
cknepopepmus)

Collagen vascular diseases (systemic
lupus erythematosus, rheumatoid
arthritis, scleroderma)
PapuaunoHHo-1HAYLIMpOBaHHbIE

Tpasma 3aborieBaHus
Injury Radiation-induced diseases
HoBoobpasoBaHus MocTuHbapKTHLIA Nepuop,
Neoplasms Postinfarction period
Ypemusi
Uremia
Paccnoenne aopTbl
Aortic dissection
BakTepuanbHas nHdekums
Bacterial infection
[MHeBMoONepuKapa
Pneumopericardium
Pucynok 1
Octpas (A) v nogoctpas (B) TC [7]
Figure 1
Acute (A) and subacute (B) CT [7]
A Octpas TC
A Acute CT

% o Mpenen
82 pacTa)UMOCTH
&< nepukapaa
= Limit of pericardial

stretch

LlaBneHue

ESC pekoMeHayeT KIOYEBbIM LMArHOCTUYECKNM
MNPWU3HaKOM cunTaTh NapagokcanbHbii nynsc [1, 2].

Mpu nogocTpom TeyeHun TC MoryT npeaLIecTBoBaTb
MPWU3HaKK, CBA3aHHble C NepUKapAuarnbHbIM BbIMOTOM.
OHu BkMovaloT B cebsi Kawenb, cnabocTb, yTomnse-
MOCTb, aHOpPEKCHIO, cepaLebreHne, oobILLKy npy donsu-
YeCKOW Harpyske, Nepexopsiuylo B OpTonHo3, bonb B
rpyav u/wnu 4yscTeo nepenonHenus [3, 5]. Oonon-
HUTESIbHbIE CllyYaiHble CUMMNTOMbI (M3-3a MECTHOro
COABNEHUS TOM MU MHOWM aHAaTOMUYECKOMR CTPYKTYpbI)
MOryT BKMiouYaTb TOWHOTY (anadpparma), aucdparuio
(nnweson), xpunoTy (BO3BPATHbIN rOPTaHHbIN HEPB) K
nkoty (muadpparmanbHbliit Heps) [1].

CTouT 0TMeTUTb, UTO domn3mnKanbHoe obcnepoBaHue
MOXeT bbITb abCoNIOTHO HOpPMarbHbIM Y MauneHToB be3
HapyLueHwnit remMoamuHamMmuki [1, 5.

InarHoctunka

OvarHo3 TC nopTBepskoaeTca NpoBefeHNeM dnek-
Tpokapanorpadouun (3KI), peHTreHorpadmu rpyaHoit
KNeTKM n axokapamorpadoum (Ixo-Kr) [2, 4. Mpu HecTa-
B1NbHOM KNUHMYECKOM cTaTyce npoBepeHune Ixo-KI
MOKa3aHO B CPOYHOM MOPSILKE.

dxokapauorpadunyeckme cumntoMbl TC BkIiO-
yaloT 6onbLIOK NepuKapamanbHbii BeINoT (> 20 MM B
[MacTony), YacTo C «paCKaunBaloWMMCs>» CepaLeM,
3aMeTHO pacliMpeHHyio (> 2,5 cM) HusKkHIOK Mmonyio
BeHy 6e3 pecnmpaTopHO-ha30BbIX U3MEHEHWUI, MO3AHMI
AMacTONUYECKNn/paHHUA CUCTONMYECKMIA Konnarnc
cB0OOOOHOM CTEHKM MpaBOro Mpeacepaus, paHHUM
OMacTONMYECKNIA KOMMTanc nNpaBoro sKeyaoyka u npey-
BENMUeHHble AbixaTenbHble Bapuaumm (> 25%) ckopocTu
MWUTpPanbHOro nputoka (pucyHok 2). MNpu HanMumm 3Tux

Mopoctpas TC
A Subacute CT

~
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v
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KIIWHUYECKWUE HABNNIOAEHUA

MPWU3HaKOB Aae MpW OTCYTCTBUM BbIPAMKEHHOMO reMo-
OVMHaMUYecKoro Konnanca HeobxonMMo CPOYHOE MHBA-
3MBHOe BMeLLaTesbeTeo [7].

KoMnbloTepHasi U1 MarHMTHO-pe30HaHCHasA TOMO-
rpachmm He ABMSIOTCS METOLOM BblBoOpa 3a UCKITIOYEHNEM
Crny4yaeB, Korga nposefeHve fonnneposckon Ixo-KI
HeBo3MoskHo [1, 2].

TakTuKa BepeHus

Jleuenune TC BkniouaeT opeHUpoOBaHWE NepuKapon-
anbHon nonoctu. CpoYHOCTb BMeLLATeNbCTBa onpene-
NAETCA KIIMHUYECKOW KapTUHON, TAXKECTbIO COCTOSHWS,
M3MEHEHWEM reMOAMHAMMUYECKOro CTaTyca C TeYEHNEM
BPEMEHW, COOTHOLLEHNEM PUCKa U MOMb3bl MpoLenypbl,
a Takxe faHHbIMK 3x0-KI.

Pabouas rpynna ESC [1] npepnoskuna anroput™ ans
Bbibopa TakTukm Tepanum TC. Cxema npencTtaBneHa Ha
pucyHke 3.

[TokasaHUsIMU K HEOTIIOXKHOMY XUPYPrUYECKOMY
neuenuio TC aABnaTCSA remMonepukapa U3-3a paccro-
eHus aopTbl TMNa A, paspbiB CBODOOHON CTEHKM Xeny-
AOOYKa Npu OCTPOM WHapKTe MUOKapha, TpasBma
WIN THOWHbBIA BbIMNOT Yy HeCTabumbHbIX NauUWEHTOB C
CEencuCcOM, a TaKKe OCYMKOBaHHbIE BbINOTbI, KOTOPbIE
HeJoOCTYMHbl ANA MYHKUMOHHOIO [LPEeHUPOBaHMUA
(4, 5].

PucyHok 2
Axokapamorpadpunyeckue npusHaru TC [7]

B kauecTBe XMpypruyeckux MeTofoB MOryT BbITb
NpennoMXeHbl CreayoLLne BapuaHTbl:

- CTEpPHOTOMMUS;

- nepenHeboOKOBas TOPaKOTOMUSA CleEBa;

- TOPaKOCKOMUS C BbIMOSTHEHUEM TEXHUKM MepuKap-
OManbHOro okHa [4].

HecTabunbHbIM NaumeHTaM, pearnpyiowmM Ha UHAy-
3MOHHYIO W KapOMOTOHUYECKYIO MOALEPIKKY, MOKa3aHo
CPOYHOe iPeHMPOBaHME B TeUeHNEe HECKOMbKMX Yacos [4].

lMauveHTaM ¢ reMoauHaMUYecKo HecTabunbHOCTLIO,
pedbpaKTepHON K KapAMOTOHUYECKON Tepanuu, pas3su-
TeM 0BCTPYKTUBHOIO LLIOKA, YrpO30W Pa3BUTHSI OCTAHOBKM
cepoua npoueaypa NpoBOAMTCA SKCTPEHHO, Henocpen-
CTBEHHO Y nocTenu BonbHoro 6e3 npomennexus [4, 5].

OnHOBpPEeMeHHO C peHMpPOoBaHMEM NepuKkapaa MoryT
BbITb BbINOSIHEHbI KOPPEKLUMs aHeMun (remoTpaHcdyaus)
W HapylleHuit reMocTasa (npoTaMuH, cBexe3aMopo-
meHHasa nnasma) [5].

PekoMeHAaLmm no BbINOSTHEHWIO NepUKapAVOLIEHTe3a

Ina acpcpekTnBHOro 1 6e30MacHOro BbINOSIHEHUS
MaHUNynauuM NepuKapovoLeHTe3a peKoMeHLyeTCs
MONOMKEeHUe MauMeHTa Ha CMWHe, Kak MOXHO bnuxe
K Kpal KpoBaTW, C MPUMOLHATON rOM0OBOW Moj, YrioMm
0—-45°, B 3aBMCMMOCTM OT pecnupaTopHOro craTyca
nauuenTa [4, 7].

A, b - nepukapamanbHblil BbINOT; B — cucToNMUeCKUiA Kosnanc npasoro npencepavs (opaHxesas ctpenka); [, [l — Busyanusauus
AMACTOMNMYECKOro Kosinarca CBOBOJHON CTEHKM MPaBOro Kemy[ouKka B ABYXMEPHOM peskuMe (sKenTas CTpesika) M 0OfHOMepHOM
pexume (cuHne cTpenku); E — paclumpeHHas nosiocTb HUKHEN Nonoi BeHbl

Figure 2

Echocardiographic signs of pericardial tamponade [7]
A, b — pericardial effusion; B — right atrial systolic collapse (orange arrow); I, [ — two-dimensional (yellow arrow) and one-dimensional (blue
arrows) view of the diastolic collapse of the right ventricular free wall; E — dilated inferior vena cava
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Mpouenypy crenyeT BbINOMHATL MOA KOHTPONEM
3x0-KI', 3a ucknoyeHneM HeobxoaMMOCTM NPOBEREHMS
B 9KCTpeHHOM nopsaake [4, 5]. PekoMeHa0BaHO NosyunTb
LaHHble 06 ypoBHe TPOMBOLMTOB U MOKa3aTensx Koary-
norpammsl [7].

Mo MHeHWIO aBTOPOB PyKOBOACTB, Hanbonee npen-
nouTtuTeneH cybreudponaansHbiii goctyn [4, 71. N. Flint n
R.J. Siegel He pekomeHaytoT nogpebepHbIn BOCTyM, ecim
neyeHb UNW Opyrue BHYTPEHHME OpraHbl HAXOAATCA Ha
nyT urnbl [7].

Yron BKOma wrnbl coctaenset npubavsnTensHo
45°. Kak TOMbKO KOHUMK Wrfibl MPOMAET 3a 3afHWI Kpai
KOCTel rpyaHoi KneTku (npu npoxompneHuu npubnuau-
TENbHO 2,5 CM), Yron KOHTaKTa Mexpay Urnon U Koxeil
yMeHbLUaloT go 15°.

lMpennoyTMTENBHO MCMONb30BaHME MECTHBIX aHeCcTe-
TUKOB. BHyTpuBeHHas cepfauus He sBnsieTca BbIbopoM B
CBSI31 C PUCKOM Ba30BaryCHoOWM peakumn 1 BbipaXKeHHOM
rMnoTeHsun. Npu BO3HMKHOBEHUM BA30BaryCHON peakLumm
PEKOMEHA0BAHO BBEAEHNE aTPOnMHa.

lMpw npoBeaeHWM NpoLenypbl HE06X0AYM MOHUTOPUHI
3KI, caTypauuu, a Takxe U3MepeHne apTepuasnbHOro
0aBMneHns Kaxaple 12 MuH. MNpy BbINONHEHWUK NpoLeaypbl
peKkoMeHayeTcs ycTaHoBKa anekTpoga JKI™ Ha urny. lNose-
neHue koMmnnekcos IKI™ ¢ anesBaunelt cermeHTa ST cBuae-
TEMbCTBYET O KOHTaKTe Wbl C MUOKapaoM [4, 71.

InuTtenbHoe apeHuMpoBaHue
Papn asTopos [4, 5, 7] npennounTaioT MCMob30BaTh
AMTenbHOE APEHVpPOBaHME AS1A NeYeHns Heonnactnye-

PucyHok 3

Bbl60p TaKTUKK Tepanuun TC B 3aBMCMMOCTM OT 3TUOSIOMMM U [AHHbIX npoeseneHHoro obcnenoBaHus

Figure 3

The choice of treatment strategy according to the etiology of cardiac tamponade CT and the results of the performed exami-

nations

Mpu3Haku TC
Signs of CT

Lar 1
OnpenenuTb 3TMOMOrMIO
Step 1
Determine the etiology

|

LLar 2

OnpenenuTb KIMHUYECKVe MPU3HAKK

Step 2
Assess the clinical presentation

J

i

Lllar 3

| OI'IpeD,eJ'IVITb WHCTpYMeHTaslbHble NPU3HaKu |
Step 3

X Assess the imaging findings

J

‘ OnpenenunTb 06LLYy0 CyMMY NPU3HAKOB
Calculate the sum of scores from steps 1, 2 and 3

3

OKCTPEHHbI NepUKapaNOLIEHTE3

Urgent pericardiocentesis
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1. 3r10KayecTBeHHble 3abonesaHus (+ 2)
1. Malignant diseases (+ 2)

2. Tybeprynes (+ 2)

2. Tuberculosis (+ 2)

3. HenaBHsis nyuesas Te?arwm (+1)

3. Recent radiotherapy (+ 1

4. HenasHsAs BUPYCHas MHdekums (+ 1)
4. Recent viral infection (+ 1)

5. MepnkapavoLeHTes B aHaMHese (+ 1)
5. Previous pericardiocentesis (+ 1)

6. XpoHnyeckas noyeyHas
HENOCTaTOYHOCTb B TEPMUHANBHOM
cragmm (+ 1)

6. Chronic terminal renal failure (+ 1)

[7. MiVIMyHOH.ECpVILlVIT/VIMMyHOCyI‘IpECCVIH
+1

[7. Ir?munodeﬁciency/immunosuppression
+1

8. TunoTeHaus/runeptenaus (— 1)

8. Hypo- or hypertension (- 1)

9. CucTeMHoe ayTOMMMYHHOEe
3abonesaHue (- 1)

9. Systemic autoimmune disease (- 1)

1. AucnHo3/TaxunHoa (+ 1)

1. Dyspnea/tachypnea (+ 1)

2. OptonHoa (+ 3)

2. Orthopnea (+ 3)

3. Funotenams (cucTonmueckoe
apTepuarbHoe faBsieHne < 95 MM pT. CT.)
(+0,5)

3. Hypotension (systolic blood pressure
<95 mmHg) (+ 0.5)

4. MporpeccupyioLlas CUHycoBas
Taxvkapams (+ 1

4. Progressive sinus tachycardia (+ 1)

1. Onmrypus (+ 1)

1. Oliguria (+ 1)

2. MNapopokcasbHbIi nymbe (+ 2)

2. Pulsus paradoxus (+ 2}/

3. Bosb B cepaue (+ 0,5)

3. Pericardial chest pain (+ 0.5)

4. LLlym TpeHns nepukapaa (+ 0,5)
4. Pericardial friction rub (+ 0.5)

5. MporpeccuposaHmie cUMNTOMoB (+ 2)
5. Worsening of symptoms (+ 2)

6. M)e.uneHHoe pas3BUTVE CUMNTOMOB

6. Slow evolution of symptoms (- 1)

[1. K]ap,uMOMeranMﬂ Ha peHTreHorpamme
+1

1. Cardiomegaly on chest X-ray (+ 1)

2. OTkioHeHus Ha KT (+ 0,5)

2. Electrical alternans on electrocardiogram
(ECG) (+ 0.5)

3. MukpososibTax IKI (+ 1)

3. Microvoltage in ECG (+ 1)

4. MNepuchepnyeckunin NepuKapananbHbIit
BbINoT (> 2 cM) (+ 3)

4. Circumferential pericardial effusion (> 2
cm) (+3)

5. YMepeHHbI nepukapananbHbli BbINOT
(1-2 cm B anacTtony) (+ 1)

5. Moderate pericardial effusion (1-2 cm in
diastole) (+ 1)

6. Manbin NnepukapavasnbHblii BbINOT,
TpaeMmbl HeT (- 1)

6. Small pericardial effusion, no trauma (- 1)
7. Konnanc npasoro npeacepavs (> 1/3
oT uukna) (+ 1)

7. Right atrial collapse (> 1/3 of cardiac
cycle) (+1)

8. HvHsis monas BeHa > 2,5 cM (+ 1,5)
8. Inferior vena cava > 2.5 cm (+ 1.5)

9. Konnanc npasoro skenygouka (+ 1,5)
9. Right ventricular collapse (+ 1.5)

10. Konnarc nesoro npeacepavs (+ 2)
10. Left atrial collapse (+ 2)

11. KonebaHue cepaua (+ 1)

11. Swinging heart (+ 1)

lMpouenypa Nep1KapanoLieHTe3a MOXKET BbiTb 0TroxeHa (no 12-48 u)
Pericardiocentesis may be postponed (for 12-48 h)
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KIIWHUYECKWUE HABNNIOAEHUA

CKMX, MOMOMATUYECKMX BbINOTOB, a TaKKe BbiNoTOB 60s1b-
woro obbema (> 1 ).

MPOSIOHMMPOBaHHOE LPEHUPOBAHME NEPUKAPANAITBHOM
MOMOCTM NPOBOAMTCA [0 TEX MOp, Noka 0bbeM BbINOTA,
Mony4aemMoro npu NpepbIBUCTON acnupaLlvm nepukapaa
(kammble 4—6 u), He yMeHblunTCa 10 < 25-30 Mn/cyT.
P. MpBuH 1 coasT. [4] pekoMeHayIoT 1CNoMb3oBaTh METo-
LMKy YCTaHOBKM fpeHaxa no CenbauHrepy — B NosiocTb
nepvKapaa YCTaHaBIMBAETCS MPOBOAHUK. [10 MPOBORHUKY
BbINOMHSAIOTCS ByKMpOBaHWe M MOCTaHOBKa APEHAMKHOr0
KaTeTepa. KaTeTep NOALLMBAETCS K KOXE U COEMHSAETCSA C
LpEHaHbIM Pe3epByapoM UYEPE3 TPEXXOOOBOMN «KpaH-ne-
pexonHvK>. PesepByap chrKcupyeTcs HUwe YpoBHS cepala
Ha 30-35 cMm.

OcnoxHeHus

HecMoTps Ha OTHOCWUTENIbHO XOPOLUYID MepeHo-
CMMOCTb NpPOLEeLypbl, MaHUMYNALUUS MOXET COMpo-
BOXOATbCA PALOM OCMOMKHEHWI, TaKUMU Kak paspbiB
unu nepdpopaumns MMokapaa, KPYMHbIX KPOBEHOCHbIX
COCYLOB; MHEBMOTOPAKC, apUTMWUU, UHIDEKLMNOHHbIE
OCTI0}KHEHWS; CBULLIM BHYTPEHHEN rPyAHON apTepuu; 0TeK
NETKMX; LMPKYNSATOPHbIV KOMNanc v ocTpast AMcAyHKUMS
MpaBoro W feBOro KEenyAoYKOB; BaryCHble peakumu;
TPaH3UTOpHasA TsKenas ocTpas CUCTONMYeckas Hepo-
CTaTOYHOCTb NEBOro wenynouka [5, 71.

KITMHUYECKUI CNYYAN

Mauwnent b., 4 roga, noctynun 8 HMUL, IFON wum.
OmuTtpua PorayeBa B CONPOBOMKAEHUM pPEAHNMALIMOHHOM
Bpurapbl c HanpaBnAOLWMM AUarHO30M: MHOXECTBEHHbIE
obpazoBaHus nepvkapaa, rmoponepykapa.

N3 aHaMHesa: pebeHok 0T 3-1 BepeMeHHOCTH, 3-X
POAOB, CO CIIOB MaTepu BO BpeMs BepeMeHHOCTH y niopa
OTMeuvanacb TaxMKapama v apuTMus. Ha 2-M CKpuHWHre
3aMofo3peH BPOXAEHHbIA MOPOK ceppua. Popbl Ha
39-11 Hefene rectauuMn NyTeM 3KCTPEHHOIO Kecapesa
ceyveHus.

Bec npu poxkaennn 3300 r, pocT 51 cM. U3 popumnb-
HOroO 3ana nepeBefeH B OTAENEHVNE peaHnMaLMn HOBO-
poxaeHHbIX. C 4-X CYTOK KM3HM Yy NauMeHTa OTMeYeHbl
HapyLUeHUs cepaeyHoro putMa (skTonuyeckas npeg-
cepaHas Taxvkapaus). Takme MOATBEPsKAEH AMArHos:
OTKPbITOE OBasflbHOe OKHO. CepaeyHasi HeLoOCTaTou-
HocTb IIA cTenenun. B TeueHne nepBOro MecsLa X1U3HU
neunncs B [1eTCKOW FOPOACKON KNMHWUYECKON BOrbHULE
uM. 3.A. bawnsaeson r. MockBbl. [10 gaHHBIM X0NTEpoOB-
CKOrO0 MOHWTOPUPOBAHWS OTMEeYannch YacTble 3NMU30abl
MHOIrO0YaroBON CYMpaBeHTPUKYNISPHON TaxuKapauu
(> 11 000), ABNEHMA aTPMOBEHTPUKYNAPHOA Briokamsl
(2:1), naysbl B BuOe paclumpenusa uHTepsana RR (o
1250 mc). Ha 3xo0-KI" onucbiBanuch HesHaunUTenNbHbIe
yyacTku cnbposa B TOJLLE MUOKapaa NpaBoro Xeny-
[oyKa. Ha dpoHe Tepanuu ammonapoHoM (15 mr/kr/cyT)

Bblna QOCTUrHYTa MOMOMKMUTENbHAS AMHAMUKAE, OOHAKO
HapyLLEHNS pUTMa COXPaHSUCH.

AHTMapuTMUYeckas Tepanus NpoBOAMNAcH B
TeueHne 2 Mec 1 Bbina camMoCTOATENbHO NpekpaLlleHa
poauTtensmu. B nanbHeiweM 3a MEAMLIMHCKOWM NMOMOLLbIO
He obpaLuanuce.

B mioHe 2022 r. pebeHoK nepeHeC 0CTPbIN TOH3UNUT
C dhebpurbHOM NUXOPaaKON, SBIEHUAMM FaCTPO3HTEPUTa,
B IMHaMMWKe MOSBUNMChH OfblILLKa, B1e0HOCTb KOXM, Taxu-
Kapoms. bbin 3KCTPEHHO roCnMTanM3nMpoBaH B Kapavono-
rMYecKoe OTAENEHNE MO MECTY KUTENbCTBA C ANarHO30M:
kapomoMeranus. BposkneHHbiin mopok ceppua? 18.07.2022
nepeBefeH B OTAESIEHNe peaHMMaLmn.

Mo paHHbIM MpoBefeHHoro obcrnepoBaHus bbinu
BbISIBMIEHbl Y/bTPA3BYKOBbIE MPU3HAKNM MacCHB-
HOro rupgponepukapga, a Takke 2 HoBoobpasoBaHus
C YETKMMW KOHTYpaMu MOBbILUEHHOW 3XOre€HHOCTHU!
70 x 30 MM 1 68 x 50 mMM. ®pakumsa Bbibpoca 62%.
Mo AaHHBIM MYMbTUCANPAbHON KOMMbIOTEPHOW TOMO-
rpadmu: KapTuHa obbeMHoro obpasoBaHus Nepukapaa
C MHBa3Mew CTEHKM 1eBOr0 NpeLcepans.

Mpu noctynnenmmn 8 HMULL [FOWN um. Omutpusa Pora-
ueBa (26.07.2022) cocTosiHWe naumeHTa pacLiEHEHo Kak
TSKeNoe 3a CYET Hanmmuua HoBoobBpa3oBaHUI B MOMOCTH
nepukappa, MacCUMBHOIO rMApPONepukapaa, yrposbl
TC. PebeHok npepbsABnsn anobbl Ha yTOMAAEMOCTb,
cnabocTb, CHUKEHWE anneTUTa, OfbILLKY NP Harpy3Ke.

Mpu 06bEKTMBHOM OCMOTpE OTMeyeH chOpMMPO-
BaHHbIN «cepaeyHbln ropb». ToHbl cepaua oT4YeTnuBbIe,
apUTMUYHBIE.

Mpu peHTreHorpaduu OpraHoB rPyLHOM KINETKM
(pucyHok 4) oTMeueHO yBenuueHne TeHW CPenoCTeHUs
(KapanoTopaKkanbHbIi MHAoeke — 61%).

Ha SKI (pucyHok 5): yacTble eauMHUuUHble Hamme-
NYOOYKOBbIE 3KCTpacucTonbl. Ha pnuHHown neHte 3KI
yacTas npeacepnHas aKkcTpacucTonus (Kak eauHUUHas,
Tak 1 NapHas), 3aperucTpupoBaHO HECKOSIbKO HEYCTOA-
umBbIX Npobeskek CynpaBeHTPUKYNAPHON Taxmkapauu.
CyMMapHbIn BonbTak Komnnekca QRS Taroteet K
HUKHel rpaHuLe HopMbl (18 MM npu HopMe > 15 MM).
MpeobnapaHne NoTeHUManoB MMOKapAa NPaBoro emny-
pouka. [orpaHnyHoe yBenmyeHve MpOAOIKUTESIBHOCTY
untepsana QTc po 0,45 c.

Mo AaHHbIM NMPOBEAEHHOW MarHUTHO-PEe30HAHCHOM
ToMorpadum onvcaHa KapTuHa OMyXOSfieBOro Conua-
Horo obpa3oBaHWsi B MOMOCTM NepUKapha, UCXoasLLero
M3 OCHOBaHWA cephua, ¢ uHdunbTpaumnen Mmnokapma
MEMMNPEeNCEPLHON U MEXKENYLOUYKOBOW Neperopoaok,
C UMPKYNAPHbLIM OXBAaTOM BOCXOAALLEN aopTbl U f1eroy-
HOro CTBOJIa, C BOBIIEYEHMEM BUCLIEPASIbHOIO Nepukapaa
¥ NogpacTaHWeM K napueTasibHoOMy nepvKapay.

Mo paHHbIM 3x0-KI™: B nonoctv nepukappa He MeHee
500 M ®UEKOCTU C yrpo30oit passutusa TC (pucyHok 6).

B nepsble Yacbl OT MOMEHTa MOCTYMEHUsI pebeHKy
NPOV3BefEeHbl 3KCTPEHHAA MYHKLUMS M LPEHUpPOBaHue
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nepukapaa, OAHOMOMEHTHO acnupupoBaHo 163 Mn
}ugkocTu. B nocnepywowme fHM ApobHO MonyyeHo
890 M1 reMoNM3npPoOBaHHOIO BLINOTA.

02.08.2022 BbinonHeHa onepauusa B obbeme: Topa-
kockonwus. buoncus HoBoobpa3oBaHus cepaua. [peHu-
poBaHue nepukapaa. [lpeHMpoBaHue NEBOV MeBpasibHoM
nonocTn. PaHHWI NocneonepaLMoHHbI Nepuog NpoTekan
6e3 ocobeHHOCTEN. MICKyCCTBEHHAsA BEHTUNALMA NIErKUX
He npoBogunach. lNepvKkapavanbHbii OpeHax yaaneH
03.08.2022 (Ha 9-e cyTKM) nocre KOHTPOsIbHOM IX0-KI.

C 04.08.2022 B cocTosHWMN pebeHKa OTMEYEHO yXya-
LLIEHWe 3a CYET NOSIBMEHNS AbIXaTeSIbHOV HELOCTAaTOYHOCTH,
HapacTaHus acTeHnYecKoro, abgoMuHanbHOro 6oneBsoro
CMHEPOMOB (BEpOsITHO, 3a CUET BHYTPUMNEUEHOUHOIO BEHO3-
HOIO 3aCTOS, KOHreCTMBHOI renaTonatum).

Mpu NpoBeneHUn KOHTPOSIbHOM MYMbTUCMUPANbHON
KOMMbIOTEPHON TOMOrpadhmu rpyaHON KNeTKW, BpioLLHOM
nosiocTW, Manoro Tasa ¢ KoHTpactoM (05.08.2022)
COXpaHsAeTcAa MaccuBHOe onyxoneBoe obpasoBaHue
cepaua, NPeVMyLLECTBEHHO NepWKapaa, pacnpoCcTpaHsi-
loLLleecst OT OCHOBaHMA CepALla C BOBIIEYEHWEM J1eroY-
HOro CTBOMA M BOCXOAALLEro OTAesa aopThl BAOSb J1€BbIX
0THeNnoB cepaua kK Bepxywke. OTMeYeHO yBenmyeHune
pa3MepoB 0MyxosieBoro obpasoBaHus cepaua bonee yem
B 3 pasa 3a 3 Hen— 11 x 10,4 x 11,5 cM, 684 cm® (paHee
8,1 x 8,4 x 5,7 cM, 201,6 cm®). ObpasoBaHMe Heromo-
FEHHO HaKamnnMBaeT KOHTPACTHbINA npenapaT, yMepeHHo
rMNOBACKYNAPHON CTPYKTYpbl. B monoctu nepukappa —
BbIMOT, TONLWMHOM Ao 1,9 cMm. MNepukappn yToniieH. OTMeva-
eTcs koHconmmpaumsa S2, 6—10 fieBoro Nerkoro ¢ MosioMu-
TerbHo BPOHXOrPaMMOit, C yMeHbLLEHWEM B 0BbeMe (paHee
He oTMeuarock). HeBonbLLoi yuacToK KoHConMaaumm B Sé,
9 npaBoro nerkoro. J1eroyHbIn NHTEePCTULIMIA HE U3MEHEH.
MeueHb 3HaUMTENbHO yBENuUeHa (BepTvKanbHbIi pa3Mep —
145 mM). KOHTpacTUpoBaHWe MapeHXWMMbl Heromo-
reHHoe, oTMevyaeTcsi nepdys3ms No TUNy <«MycKaT-
Horo opexa». OnpenenseTca pacLUMpPEHUE NMEeYEHOUHBIX
BEH.

Mo paHHbIM Buoncuu B [OCTABMNEHHOM MaTe-
pvane onpepensioTca oparMeHTbl COMMLHON ONyXonu
C HeKkposaMu (pucyHok 7). HeonnacTuueckas TKaHb
npeacTaBfieHa MOASMW WM pa3HOHaNpaBJIEHHbIMU
MyYkaMu U3 BEPEeTEHOBUAHbIX N OBOMOHBIX K/1ETOK CO
CpPefHUM ALepHO-LMTOMNIa3MaTUYECKUM COOTHOLLEe-
HWeM. flnpa oBanbHOW (POpPMbI, copepKaT rnbibyaTbii
WK FMNEepXpPOMHbIN XpoMaTuH. LiuTonnasma akcueH-
TpuuHas, cnabososmHodunbHas. MpocMaTpuBaloTCA
domrypbl MUTO30B. MIMMYHOrMCTOXMMUYECKOE UCCMERo-
BaHWE: KIMETKM OMyXOSM MO3WUTUBHbI K aHTUTenam Desmin,
Myf4, MyoD, oTpuuaTenbHble peakumMn ¢ aHTUTeNnamm
Calponin, SMA. lMponudepatMeHaa akTUBHOCTb MO
ypoBHio akcnpeccun Ki-67 coctaenset 20%. BeicTasneH
AvarHos: pabpomuocapkoma cepaua.

MpoBeAeH KOHCUMNIMYM CMeLManucToB. B CBA3U C
OMarHOCTMPOBaHHLIM BYpHBIM POCTOM OMYXONW, YXYA-

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
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PucyHok 4
PeHTreHorpamMmMa opraHoB rpyAHON KNeTku naumeHTa b.
B MPSIMOV MPOEKLUM

Figure 4
Chest X-ray of the patient B. in the frontal view

PucyHok 5

3KI" nauuenTa b., CMHUMM CTpenKamMu OTMEYEHbI 3KTPa-
CUCTOIbI

Figure 5

ECG of the patient B.; the blue arrows indicate extrasystoles
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PucyHok 6

3xo-KI" naumeHTa b., opaH)eBbIMK CTPENIKaMu yKasaHbl
Yy35bl HOBOOﬁpBSOBaHMH, KpacHadA CTpeJika — cobopHas
YKMOKOCTb BHYTPU CEPAEYHON CYMKM

Figure 6

Echocardiogram of the patient B., the orange arrows indi-
cate the tumor masses, the red arrow indicates free fluid
inside the heart sac




KJIMHUYECKWUE HABJIIOOEHUA

PucyHok 7
Bbuoncus nauneHTta b. Okpacka reMaTOKCUIMHOM 1
303uHOM, x 400

Figure 7
Biopsy of the patient B. Hematoxylin and eosin staining, x 400
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LUeHMeM Ha 3TOM POHe COCTOsHWS NauueHTa, npenBa-
PUTENbHBIM MMCTONOrMYECKMUM 3aKITIOYEHNEM O HaNMuum
y nauveHTa pabmnoMMOCapKOMbl MPUHSTO peLleHue o
Hauare cneundnyeckon Tepanuu.

Ha dhoHe cTaHaapTHOW CONMPOBOAMTENBHOM Tepanuu
B YCNOBWSIX OTAENEHUS PeaHWMaluu U UHTEHCUBHOW
Tepanuu HauaT Kypc nosimxummoTepanuun no cxeme [2VA
(npotokon CWS-2009):

— BUHKPUCTMH 1,5 Mr/M2/CyT BHYTPUBEHHO CTPYIHO,
[1 (pa3oBas gosa = cymMMapHas fosa = 1,1 mr);

— akTUHOMMUMH 1,5 Mr/M?/cyT BHYTPWBEHHO
cTpyitHo, 1 (pasosas nosa = cyMMapHas gosa = 1,1 mr);

— ndpocchbammn 300 Mr/m?/cyT BHYTpUBEHHO 33 3 Y
(pasoBas nosa = 2130 Mr, cymMmapHas [o3a = 4260 Mr)

Brok nonuxvmuoTepanuu nauMeHT nepeHec yLoB-
NETBOPUTESBHO.

Ha 2-e cyTku npoBegeHust NOIUXMMUOTEPanuu oTMe-
ueHa oTpuuaTeslbHasi AMHAMMKa 3a CYEeT Mporpeccum
cepreyHol HeAOCTaTOYHOCTH B BUAE YYalleHUst TpaH-
3UTOPHbIX HapylleHuit putMa (napokcuamarnbHas
CynpaBeHTpUKYNsApHaa Taxukapaus o 200/MuH,
EMNYOOoUKOBbIN pUTM). HauaTa Tepanus aMWOaapoHOM
(10-15 mr/kr/cyT). Takme K Tepanuu [obasneH renapuH

B no3e 25 EA/Kr/u nocne BbINOMAHEHUS KOHTPOMbHOM
3xo-KI'. Ha choHe npoBoauMon Tepanum reMoaMHaMuKa
cTabunusuposanace.

B xope nocnepyioLLero neyenns naumeHTy npose-
LeHOo 9 BNOKOB MOMMXMMMOTEpPanUMu No NPOTOKONy
CWS-2009. JleyeHne oCrNoMHANOCH pa3BUTUEM psAa
MHEKLMOHHbIX OCIOXHEeHUN, BKNtovas COVID-19.

Ha dpoHe aHTMapuTMuueckoi Tepanuu (aMmoaapoH
BHYTpMBEHHO 15—10 Mr/Kr/cyT) AOCTUTHYTa MOMOMM-
TenbHas AMHaMUKa B BUAE OTCYTCTBMUA ANUTENbHbIX
NPUCTYMOB NapOKCM3MarnbHOW CYNpaBeHTPUKYNAPHON
TaxvMKapauW, YMeHbLUEHWS NPeAcTaBieHHOCTH Cynpa-
BEHTPUKYSSAPHOM 3KCTpacucTonuu. [Jo3npoBKa CHUKEHa
0o 5 mr/kr/cyr.

09.12.2022 Ha KOHTPOSbHON KOMMbIOTEPHON TOMO-
rpadun 0TMeYeHO yMeHblUueHue onyxonun Ha 70% B
cpaBHeHuu ¢ pesynbtatamm ot 05.08.2022.

Mo pesynbTaTaM NpoBefeHHON TeneMeLULMHCKON
koHcynbTauumn ¢ ®IrbY «HMUL, CCX nm. A.H. Bakynesa»
Munsapasa Poccum (30.12.2022), yuutbiBas foka-
NM3aLmio, pacnpoCTPaHEHHOCTb M 31TI0KAYeCTBEHHbI
XapaKTep OMyxornu, — onepaTyBHOE fleYeHne naumueHTa
HEBO3MOKHO.

B HacToslee BpeMa naumeHT MPOXOAMT Kypce
npoToHHoM Tepanuum B ycnosusx MUBC r. CaHkT-TeTep-
bypra.

3AKJTIOYEHME

[laHHbI KNMHUYECKUI CIyYall IEMOHCTPUPYET PEOKYIo
chopMy OHKONOIMYECKOW NaToNoruM y NegmuaTpuyeckoro
NaumMeHTa C HaSIMUMEM KUSHEYTPOKAIOLLIErO COCTOSHNS,
06YyCnOBSIEHHOIO BbICOKUM PUCKOM pa3suTus TC.

MCTOYHUK ®UHAHCUPOBAHUSA
He ykasaH.

KOH®JITUKT UHTEPECOB
ABTOpbI CTaTbi MOATBEPAMIU OTCYTCTBME KOH(DIIMKTA MHTEPECOB, O
KOTOPOM HeobxoanMo CoobLLNTB.
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