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PaBaomuocapkoma — 3riokaqecTBeHHas onyxonb 13
nonepeyHo-nonocarkIxX MbliliL (3nokayecTBeHHas pab-
AoMmuoma). PabBgoMuocapkoma sensetcss Hanbonee
XapaKTepHOW NEPBUYHON 3r10Ka4ECTBEHHOW ONYXONbio
y AeTell, nocKonbKy obpasyerca U3 aMBpuoHanbHbIX
KneTok neperopogku. Cpeau Bcex NepBUYHbLIX CapPKOM
pabaomuocapkomMa SBNAETCSA BTOPOi No yactote. OHa
He UMeeT Kakoro-nubo npeanovTeHUs B nokanusauuu
¥ MOXET BCTpeUaThCs BO BCeX kamepax cepgua. Mo-
4YTK BCeraa crTpafaer MUOKapananbHblii KOMIOHEHT,
MOryT TaKke nopaxarbca knanaHbl cepgua [1, 2].

MpuBoAKM NpUMep KNMKHUYECKOro HabroaeHus pebeH-
Ka CO 3/10Kka4eCTBEeHHOW onyxosbio (pabaomuocapko-
Moi) neBoro xenygouka cepala. B auarHoctuke mc-
Nonb3oBaHb! AaHHble anekTpokapanorpadnyecKkoro
nccrnegoBaxus.

Erop A., 3 mecaues, poguncs or Tpetben epemen-
HOCTH, TpeTbux poaos. Ctapemy pebeHKy B cembe
3,5 roga — agopos, BTOPO (Manbimk) — ymep B Bo3pa-
cTe 11 mecaueB OT NHEBMOHUW Ha (POHE MHOXECTBEH-
HbIX YPOACTB U NOPOKOB passuTUA («BOMYbS NacTby,
«3asA4bs ryGax», BpoXAEHHbIA Nopok cepaua). Matepu
pebeHka 24 rona, CTPagaeT HaHU3MOM, B Bpake He co-
CTOWT, NPOXKMBAET B CENbCKOI MeCTHOCTW. Bo Bpems
HacTosLel GepemeHHoCcTy Gonena rpunnom Ha cpo-
ke B 7 Hefienb. BHyTpuyTpobHo y nnoaa B 36 Heaenb

NO AaHHbIM YNTpassykoeoro nccnegosanus (Y3W) sa-
NoAO3pEHa ONyxonb NEBOro Xenyao4Kka cepaLia.

Poguncs B cpok, ¢ maccoit Tena 3350 r, anuHoM 51 cM.

CocTosHue npu poxaeHUM pacLeHnBarnoch Kak cpes-

HETSAXKENOE 3a CHET BbIPAXXEHHOCTW HEBPONOIUYECKUX
CUMNTOMOB. YCTaHOBNEH AUarHo3 NepuHaTanbHoro fo-

paxenusa LUHC, cuHapom yrHetenus. Mocne nposeaeH-

HOro NneYeHns (MHQyY3noHHan Tepanus) Ha 7-e CyTKu

manb4uk Gbin Bbinuca fomol. B nepuoge HoBopox-

AEHHOCTU OTMevanacb Xentyxa (nosesunack Ha 5-i

AEHb XN3HW).

Bnepsble B OI'Y3 «WMBaHoBckas obnactHas aerckas
knuHudeckas GonbHuua» (OAKB) nocTynun B Bospac-
Te 1,5 Mecsaues. PebeHok HanpaBnen ans yTouHeHus
XapakTepa CepAe4HOA nNaTonorum, STUonoruu coxpa-
HSIBLUEACS XenTyxu 1 ee neyeHus. CoCTosiHUE npw no-
CTYNSIEHUU CPEAHEN CTENEHN TAXECTM 33 CYET Bbipa-
XEHHOCTU CUMNTOMOB CEpAEYHON HeAoCTaToOYHOCTH
(CH) Il A cTtenern n xenTyxu. Mpu ocmoTpe: akTvB-
HbIA, NPaBUNBbHOO TENOCIOXEHUS, AOCTATOMHOMO NU-
TaHusA. OTmeyanach XENTYLWHOCTb KOXU U UKTEpUY-
HoCTb cknep. Habnioganock TaxvunHoa (3o 60 B MuH).
Mpyn nepkyccun nerkux: Nero4Hblit 3ByK SICHbIW, Abixa-
HWe nyapunbHoe, xpunos HeT. ObnacTb cepgua BU3Y- -
anbHO He U3MeHeHa. paHuLbl OTHOCUTENBLHOW cep-
AEYHON TYNOCTK pacluMpeHbl BNEeBo Ha 3 ¢M OT NeBoit
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CLINICAL OBSERVATION OF AN INFANT WITH RHABDOMYOSARCOMA

OF LEFT VENTICLE OF THE HEART
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CPeOHEeKNOYMYHON NHUK, Npasas rpaHuua onpeae-
nAnack No napacrepHanbHOW NUHUKM, BEPXHAS — Ha
ypoBHe BTOporo pebpa. ToHbl cepaua npurnylieHs,
Taxvkapaus B nokoe Ao 140-160 ya./MuH. Beicnywm-
Bancs Nerkuin cMCToNMYeckuin LUYM BAOIL NEBOrO Kpast
rPYAuHBbI. MNeyeHb BbiCTyNana Ha 3 cM U3-nog npasoro
kpas peGepHoit ayrn. OTeKkoB He GbiNo, Anypes afek-
BaTHbINA.

MposeneHo obcneposanne peberka. [aHHble anekT-
pokapauorpacun: «CuHyCoBbI pUTM, YacToTa cepaed-
HbiX cokpaiyexnin (YCC) 140 B muH. Henonxas 6noxa-
Ba npasoi HOXKK nyyka Mvca. QudpdysHbie namere-
HUS B MUoKapre». BbinontHeHo axokapauorpadguyec-
Koe (axoKI') uccnenosaHve: «B nonocTy Nesoro xe-
Nypo4Ka B 06nacTy BEPXYLLKYA U 3a 3a/iHEe CTEHKOW No-
LMPYeTCs 3X0NO3UTMBHAS CTPYKTYpa C YETKUMU Hepos-
HbIMU KOHTYpamu, pasMmepamu npumepHo 35 Ha 40 mm,
3aHMMaloLLast GonbiLyio YacTb 06bema NeBoro Xeny-
[ouKa. 3aknioYeHre: onyxorb NeBOro Xenygouyka. He-
AOCTaTOMHOCTL MUTPANLHOrO KnanaHa | creneny. faH-
HbIX, CBUAETENBCTBYIOUAX O BPOXAEHHOM NMOPCKe cep-
oua, HeT». [lposoannock peHTreHonornyeckoe nccne-
[oBaHVe OpPraHoB rpyAHON KNETKW B NPSMOIA NpoeKLmn
(puc. 1) — BhisiBNeHa kapanomeranus (kapauo-Topa-
kanbHbid nHaekc 0,6) ¢ yBennyeHeM NpeMMyLLecTBeH-
HO NeBbIX OTAenoB cepgla. B pesynstate nposeaeH-
Horo o6crneaoBaHmnsa yeTaHoBNeH AuarHos: «Onyxons
(pabnomuoma?) neBoro xenynouka cepaua. Hegocra-
TOMHOCTb MUTpanbHoro knanaHa | cteneHn. Cepaeu-
HasA HefocTaToqHoCTs It A cTenedu. KoHbioraluroHHas
xentyxa». OCMOTPEeH KapAWOXUPYProM, PeKoMeHao-
BaHo HanpaswTb pebeHka Ha KoHcynsTauuio B Hayuy-
HbIi LIeHTp cepaevHo-cocyaucToi xupyprm (HLL CCX)
‘um. A.H. Bakynesa PAMH. Ha 4-i1 geHb npeboisaHus
B CTayuoHape coctosHue pebeHka yxyaliunochb: no-
BbICUNACh TeMnepartypa tena A0 PpebpunbHbiX Lndp,

nosiBMNacb MHOrokpaTHasi psoTa, Habnioganuce Bbi-
paxerHoe 6ecrnokoicTBo pebeHka, OTCyTCTBUE CTyna
B TeueHne 16 yacos. B cBs3u ¢ nogospeHuem Ha Ku-
LUEYHYH HENPOXOANMMOCTb KOHCYNBTMPOBAH AETCKAM
XVpYprom, BoinonHeHa o63opHas peHTreHorpamma
BploLLHO NONOCTY, KOTORAS NOATBEPAUNA Npeanona-
raemblii guarHos. PeBGeHok Obin nepese/eH B eTCKOe
xupypruyeckoe otaenenuve OI'Y3 «MsaHosckas obna-
CTHas knuHunyeckasa BonbHuua» (MBOKB), roe emy
BbINONHEHa onepats No NoBoAy KULLEYHOW HEMpPOXo-
AUMOCTH, yLLIeMITEHHOW NaxoBok rpbIKU C BblBEAEHN-
€M uneocTomsl. [locneonepawunorHsIi nepvos npoTe-
kan 6e3 ocnoxHeHni.

B 2 mecsaua mansuuk nepesefeH B neanarpuyeckoe
otgenenune OJIKB. CocTosiHue npu noctynnexHun —
cpenHei CTENeHN TAXECTU 3a cYeT cumnrtomos CH
II' A cTenenun. MpoBeaeHo KoMnnekcHoe obcrnenora-
Hust pebenka: KT, axoKI, peHTreHonoruyeckoe obcne-
AOBaHMe cepaua B Tpex npoekuusx, Y3W opraHos
OpioLuHoR NonocTy, HelipocoHorpacus, BroxuMnyec-
Kuit aHanus kposu (C-peakTuBHbil Genok, KOK, NAT
ACT, ANT, anekTponuTbl — BCE UCCneayemble nokasa-
Tenu 6e3 oTKNOHeHUst OT HopMmbl). B oBujem aHanunse
KpOBU — Nerkas runoxpomHast aHemusi, obLLmuii aHanua
moun — 6e3 naronoruu. MNposoaunsiock uccnefosaHue
KpoBW Ha L-beTonpoTenH, ypoBeHb KOTOPOTO NPEBbI-
cun HopMmy B 40 pas. KoHCynbsTMpOBaH OHKOMOFOM.
Boinucka peberka 6bina Hanpaenena 8 HL, CCX um.
A.H. bakynesa n 8 HUIM getckoit oHKONOMMM 1 remarto-
niorun POCCHACKOTO OHKONOTMYECKOTO Hay4yHoro LIeHT-
pa um. H.H. bnoxura. OcdbopMuB oTKas or aanbHel-
wiero obcnefosaHus U nedvexus pebeHka, maTb 3a-
Bpana mansuuka gomoid. Jledenne CH Il A cTenenu
NPOBOAUNOCH B CTaluoHape v 3atem Ha ambynatop-
HOM 3Tane KaroTeHOM, BEepOLUNUPOHOM, anbkapom. Mo
oBOAY aHemin nonyyan mansrocep.

Puc. 1. [lanHble peHTreHonoruyeckoro obenenosanus Eropa 5.
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Puc. 2. lannbie OKI™ o6cnenosanng pebeHka Eropa .

B 3 mecsaua cocrosinme pebeHka BHe3anHO yXygLuu-
NOCb. yCununach oAbllKa, 3HaYNTENbHO CHW3UICA
anneTuT, NOoABUMUCH NPUCTYNLI BbIpaXKeHHOIo Becno-
KOMCTBa, OTMEYaNUCh yYalleHHbIA KWAKUA CTYN 1 pBO-
Ta. B TeyeHne 4 gHeit martb 32 MeAVLIMHCKOW NomMo-
uibto He obpawanace. Mpu noctynnesun B OOKE co-
CTOSIHME Marbyuka pacLeHMBaNoCh Kak TSHKENoe 3a
CHET BbipaXeHHOCTU npusHakos CH, akcukosa, runo-
Tpothun. Temneparypa Tena HopMmanbHasi, katapanb-
HbiX siBNeHWn HeT. KoxHble nokpoBbl cyxue, GnegHo-
cepbie C MPaMOpPHbIM PUCYHKOM, OTMeYancs LiMaHo3
HOCOry6HOro TPEYronbHNKa, XONogHbIe Ha OLYyNb KUC-
TV 1 CTOMbI. BbISBNEHO 3HAaUNTENBHOE CHUXKEHNE ana-
CTUYHOCTU KOXM, Typropa TKaHei, ToNWMHbI NOAKOX-
HO-3XWPOBOIO CIOSN, MblLLIEYHOTO TOHYca. OTMevYanach
ObiLLKa CMELLIaHHOro XapakTepa ¢ y4acTuem BCroMo-
ratenbHON Myckynarypbl (4o 80 B MuHyTy). MNpwv nep-
KYCCUM ACHBIA NEroYHblit 3ByK ¢ KOPOBOYHbLIM OTTEH-
koM. [IbixaHue XecTkoe, XpunoB HET. fipu ocmoTpe
obpaljano Ha ceba BHUMaHUe W3MeHeHue obnacTy
cepaua 3a cYeT «cepaedHoro ropbax». ToHbl cepaua
rnyxue, Taxukapans ao 170 ya./MuH. [ledeHb BbicTy-
nana Ha 4 cMm WU3-nof npasoro Kpas pebepHon gyru,
oTeKkoB He Obino. Yepes uneoctomy orxoaun obunb-
Hbif skngkun cryn. OBLWMiA aHanms KpoBK Npu NocTyn-
neHun — 6e3 naronorun. BeinonxHero OKI™ obcnenosa-
Hue (puc. 2). «CunHycoseit pyutv ¢ YCC 170 B 1 muH.
MpusHaku runepTpoduy oGoUX XENYAoUKOB C nepe-
rpysxoi npasoro, cybaHgokapananbHoi nwemumn 6o-
KOBOW CTEHKW NTeBOT0 Xenyfao4ka. bnokaga nepegHei
BEPXHEN BETBU NEBOI HOXKM nyyka Mcax». B ceasmn ¢
NOAO3PpEHNEM Ha WHMAapKT Muokapaa pebeHok Gbin
nepesefeH B JETCKOE peaHWMaUnOHHOe oTAeneHue

MBOKB. Yepes 2 gHsA cocTogHune pebeHKa pesko yxya- -

WMIIOCh: NOABUIICSt CTONKUN MANEPTEPMUYECKAA U CY-
AOPOXHbIA CUHAPOMBI, yeununuce npusHaku CH go
Il B cTenexun. aHHbie 3Kl B guHaMuke: «CuHycosas

Taxukapaua ¢ YCC 200 B MuH. luneptpodus oboux
XENYAO0YKOB € neperpyskoi. MpusHaku cybanukapam-
anbHOM nwemun nepesHeboKOBO CTEHKM NEBOFO Xe-
nynouka». B oblem aHanuse kposu — peskoe nafe-
Hue remornobuna (po 89 r/n), nosisnexHne neikoumnTo-
3a (16,4 r/n) c HenTpodounesom (63%), yckoperue CO3
40 15 mm/u. B Buoxumuieckom aHanmnse KpoBY BbisiB-
neHo 3HauuTenbHoe nosbiweHwe obwen JIAI (oo
15636,3 El npu Hopme go 450 E[l). BeinonHeHo uc-
cnefioBaHWe KpoBW Ha NPonoHWH T — pesynsTar nono-
XUTENbHBIA. B CBA3N C TAXECTBIO COCTOSIHUSI peBeHoK
Bbin nepesBeAeH Ha annapaTHoe AblXaHne B pexume
YMEpPEHHOR runepeeHTunaumnm. Hayaro neyexme c uc-
nonb3osaHneM AocbaMuHa, HATPOTMULEpUHa, renapu-
Ha, nasukca, aHTubakrepuanbHbix cpeacte, NOMK,
puBOKCUHa, Npy BblpaXkeHHOM BeCcrnoKoNCcTBe BBOAUN-
csl npomenon. Ha doHe NposoanMOro neYeHns Yyepea
4 [AHs OTMeYeHa HesHauuTenbHas NonoXuTensHas
OMHaMuKa: Temneparypa Tena cHuaunacs o cybgeb-
PUIbHbIX UMdp, KYNMpoBaH CYAOPOXHbBIA CUHAPOM.
Mpu SKT-nccneposaHnu: «3nexTpuyeckas ocb cepa-
L@ OTKIMOHEeHa Bneso. PUTM cuHycoBbiz ¢ YCC 120 B
MUH. Bnokapa npasoil HOxkM nyyka luca. F'uneptpo-
dus oboux xenyaodKos ¢ neperpyskoi nesoroy. Ca-
MOCTOSiTeNbHOE AblXanune ocTaBanoch HeaeKkTuBs-
HbIM, 1 peBeHOK NPoaoKan HaxoauUTbCA Ha annapa-
T UCKYCCTBEHHOW BEHTUNALMK nerkux. HeopHokpar-
HO BbINONHANACh cMeHa aHTubaKkTepuanbHbIX Npena-
paToB, KOpPEKUUs BOAHO-aNEKTPONnTHOro Banaxca,
nepenusanach CBEXE3amMOPOXKeHHan nnasMa, 3puTpo-
LiyTapHas macca (no nosBofy TSKeNoi aHemuu), npo-
BOAMNACh UMMYyHOMOAYNupytoLas, membpaHocTabu-
nu3upyloLwasa Tepanus, napeHTepansHoe Y 30H40B0e
3HTeparnbHoe nuTaHne pebeHka. HecmoTps Ha nposo-
OUMOE neyeHue, cocToaHne pebeHka ocTaBanoch
O4eHb TSXErbIM, nporpeccuposana gucTpous, co-
xpansinuce npusHakn CH 1l b ctenenn. Yepes 2 Hepe-
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N1 NOSIBUNUCH KNUHUKO-PEHTTEHONOMMYECKUe npuaHa-
ki cybToTanbHoit nHEBMOHWK crnesa. Ha aTom doHe
KIMHU4eCKn U no aaxHbiM OKI (oBbcnegoeanue npo-
BOAMNOCH eXefHEeBHO) nepuoauyveckn NosBNSnUCH
anunsodbl cuHycoson Bpaguaputmuny (o 85 ya./MuH),
CYNpaBeHTPUKYNAPHOA NAPOKCU3ManbHOR Taxmkapanm
(Ao 220~240 ya./mMuH). Ha 28-1 AeHb npebbisaHus pe-
BeHka B peaHMMaLMOHHOM OTAenenun Ha oHe pas-
BMBLUErOCS KapAUOreHHOro LLOKa, aToHUM MuUoKapaa
KOHCTaruposaHa Buonornyeckas cmepTb. 3aknio4u-
TeNbHbIA AnarHos: «Onyxonb NeBoro Xenygouka cep-
Aua (pabgomuocapkoma?) ¢ npusHakamu o6CTpyKLMK
BbIXOAHOro Tpakta. CybangokapavansHas u cybanu-
KapanansHas nwemus. KapamoreHHsli LWOK. HegocTta-
TOYHOCTb KpoBooGpaLeHus Il ctenenun. Monuopran-
Haf HepoCTaTOYHOCTb: CepaeyHO-nerodHas, Lepeb-
paneHas, novedHas. Cy6ToTansHas o4aroBo-cnueHas
NHEBMOHWUA cnesa, BEHTUNATOP-aCCOLMNPOBaHHAaSs,
AblxarenoHaa HepocrtaTodHocTb Il creneHn. MNocTHa-
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TansHas runotpodus |1l crenenw, nepwog nporpeccu-
posanus. NepuHatansHoe nopaxexue LIHC, cmeluaH-
Horo reHesa. CocTosHwe nocne onepauun nNo nNoBogy
YLUEMIIEHHOW NTax0oBOH rpbbKK, KULLEYHOW Henpoxoau-
MOCTW, HANOXEHUS UIIE0CTOMbI».

MpoeepeHo BekpbiTve pebeHka. MNaronoroaHaromuyec-
Koe 3aknioyeHue: «AMBpuoHanbLHas pabgomuocapKo-
Ma NeBOro XenyAo4ka cepaLa (B ganbHelwem xapak-
Tep onyxonu NOATBEPXAEH ructonoruyeckun). OBeTpyk-
UMs NONOCTUW NIEBOTO XKeNyao4Ka u ero BbIXOZHOro OT-
Aena. Cy6anfokapamansHas n cybanukapamansHas
uemus. Cepo3Ho-rHONHasA ABYCTOPOHHAS NHEBMO-
HUA. OCTpbIf pPecnupaTopHbI AUCTPECC-CUHAPOM.
HenocpefcTeeHHas npuuuHa CMepTu — 0CcTpas Neso-
KENyQouKoBas HEAOCTaTOMHOCTbY. CneaosaTenbHo,
UMeno MecTo CoBNafeHue KNMHUYECKOro U NaTonoro-
aHaTOMUYECKOro AMarHo3os. :

2. lleoHTbeBa W.B. Mlekunmn no Kapp.uohomm DETCKOro BO3-
pacra. — M.: MegnpakTuka, 2005. — C. 535. '
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