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lMneBponyabMOHaNbHaA 61acToma:
COOCTBEHHOE K/IMHUYeCKoe HabnwaeHue

lneBponynbmoHanbHas 6aactoma ([116) sBaseTcs 04eHb PEAKOM, arpeCCMBHOM U 3/10KA4€CTBEHHOM OMyXo-
J1bl0, KOTOpasi MCXOAUT U3 JIErKux mam naespbl. OHa BCTpeYaeTcs KpalHe peAKo M UMEET [JI0XO0N MPOrHo3s,
XapaKTepu3yeTcsl Han4YnemM Me3eHXMMasbHbIX 3J1eMEHTOB (HeaAnpdepeHLMPOoBaHHbIX XPSALEBbIX, MbILIEYHbIX
KNEeTOK, pnbpob1acTtoB pa3HoNn cTeneHn aAnpoepeHUNpPOoBKM) U anutennanbHbiX KAeToK. 6 MoXeT 6biTh
npeacTtaBeHa UCKIIYUTEIbHO KUCTO3HbIM (Tnn 1), conngHbim (Turn Ill) uan ecmewaHHbiM (Tun |l) KOMOOHEHTOM.
Ba)XHO MoMHuTb, 4TO cumntomatmka [b HecneunpuyHa, 4acTo MaHMpecTUpyeT HanpsKeHHbIM MHEBMOTO-
paKkcom. B ctatbe npeactaBieHO KJIMHUYECKOE HablogeHue cnoxHon anarHoctuku N6 (tun Il) y neBoyYyku

3 ner.

KnoyeBble cioBa: naeBponyabMoHa/lbHas 61acTtoMma, 1€TH, OHKOJIOTUSl.

BBEAEHME

MnesponynbmoHanbHaa 6nactoma (MMB) — o4eHb
pefKkas nepBUYHO-3/1I0KAaYEeCTBEHHAA OMyXOJb JIEMKUX
y IeTen, KoTopas Yalle BCero BCTPeYaeTcs B BO3pacTe
2-3 net [1-3].

BnepBble B Hay4yHou nuTepaTtype ciayyan M6 onu-
can N.R. Barrett B 1945 r. [3]. B 1952 r. W.G. Barnard
ony6/MKOBa KNMHUYECKUE NPOSIBIEHUSA JaHHOI0 3a60-
JleBaHUA, U N3-3a MCTOJIOMMYECKOIO CXOACTBA C TKaHbIo
JIErKOro njofa ABeHaauaTon Hedenu rectaumm Hassan
ee amb6puomoint [1, 4, 5]. H. Spencer B 1961 r. npeano-
NoXun npoucxoxaerHue MNMNb M3 neroyHon Gnactemsl,
Mo aHanornun ¢ onyxosbto Bunbmca, 1 Npeanoxun Tep-
MWH «6nactomar. B 1988 1. J.C. Manivel BBen TepmuH
«MyfIbMOHanbHaa 6n1actoMar», KOTOPbIA UCMOJIb30BasCcs
TONbKO AN OnpefeneHus OaHHOro Tura onyxoniu y
B3pociblxX. [103aHee 6bIn NPeasoKeH TEPMUH «NIEBPO-
ny7bMOHasibHasa 6aacTomar» Anst 0603Ha4YEHUS JaHHOTO
3aboeBaHMsa B NneaMaTpnUyeckon npaxkTuke [3, 6].

HecmoTpa Ha psa uvccrefoBaHWMM, MOCBALWEH-
Hbix [MNB, rucTtoreHes onyxoin OO CUX MOpP OcCTa-

etcq cnopHbiM. T.M. Stackhouse cuuTaet, 4yTO0 3Ta
OMNyXx0Jib MOXET 6biTb MOATUNOM KapLUMHOCAPKOMBI,
MWUKPOCKOMWYECKN HaMOMMUHaOWMM Jierkue rnjaoaa
[7]. HexkoTopble aBTOpbl nonaratot, 4yto [B npo-
UCXOAUT M3 comaTonneBpanbHOM Me304epMbl UK
rPYyAHOM CrlaHXxonneBpbl. ATO NPeANnONOXKeHUE 00b-
ACHS€eT OTCYTCTBME 3MUTENIMANIbHOTO KOMIMOHEHTA,
NIOPUNOTEHTHOCTL U aHAaTOMUYECKOE pacnosioxe-
Hue onyxonu [3, 6]. Takum o6pasom, MMNE — 310
UCKJIIOYUTENIBHO Me3eHXMManbHasa TKaHb, NpeacTaB-
NlIeHHas 3MOpMOHaNbHOMW CTPOMOW 6e3 3M0Ka4yecT-
BEHHOIO 3MNUTENUS, NMPUYEM HE TOJIbKO JIEFOYHOrO,
HO W NeBpanbHOro UIn MeguacTUHaIbHOro NMpouc-
xoxaeHus [2, 8, 9].

MosaHee L.P. Dehner knaccuéduumnposan [MMMNb u
BblAENWN 3 TMMa OMyXONu:
e | COCTOUT WUCKIIIOYUTESIBHO U3 KUCTO3HOrO0 KOMIO-

HEeHTa;
¢ || — 13 KUCTO3HO-CONMAHOIO KOMIMOHEHTAa;
e |l — 13 connaHoOro KOMMoOHeHTa.

Yauwe Bcero guarHoctupyetcs Il tun MMNB [2, 3, 9, 10].
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Pleuropulmonary Blastoma: Literature Review
and Proper Clinical Supervision

Pleuropulmonary blastoma (PPB) is a very rare, highly aggressive and malignant tumor originating in
either lungs or pleura. It is extremely uncommon and is considered to have a very poor prognosis. It is
characterized by mesenchymal elements (including undifferentiated cartilaginous and muscle cells or
fibroblasts of varying differentiation) and epithelial cells. PPB may be exclusively presented as a cystic
component (type 1), a solid component (type Ill) or both solid and cystic ones (type Il). It is important to
remember that the symptoms of PPB are nonspecific with frequent tense pneumothorax.

Clinical observation of a complex PPB (type Il) diagnostics in a 3-year-old girl is presented in the article.
Key words: pleuropulmonary blastoma, children, oncology.



OHKOMEAWATPUA /2014/ N2 4

CUMINTOMATHKA,

JIEYEHME U NPOrHO3

[Mpn rucToNnorMyeckom uccnegoBaHuu TMpwu
MaJioM YBEJNIMYEHUU CONUOHBIK KOMMOHEHT npea-
CTaBJIeH MJOTHbIM CKOMJEHUEM KINETOK C PeaKwu-
MU MUKpouucTamn. O6bl4HOE OKpalMBaHWE 4Yalle
noKkasblBaeT npeo6nagaHue 060UX OCTPOBKOB
6/71aCTHOM U Me3eHXMMalbHOM TKaHW B OMYyXOJU.
bnactomaTo3Hble y4YacCcTKM, Kak npaBwuio, npej-
CTaBJIeHbl MENKWUMU KIeTKaMW C HEBbIPAXEHHbIM
uutonnasmMaTMY4eCKMUM KOMMOHEHTOM W 3KCLEH-
TPUYHbIMK gapaMu. B anuTennanbHbIX KNeTKax HeT
MUTOTUYECKOW aKTUBHOCTU, @ UX CKOMJIEHUE HarMo-
MWHaEeT XKeNne3ucTyl TKaHb 6e3 MPM3HaKoB 3/0-
Ka4yeCTBEHHOCTU. Me3eHXMMallbHbli KOMMOHEHT
npeactaBieH BepeTeHoOOpal3HbIMU KNEeTKamMu C
OBa/bHbIM A4POM W BblIpaX€HHOW MWUTOTUYECKOM
aKTUBHOCTbIO. BCTpeyaloTcd TaKXKe KJIETKU Mbllley-
HOW W XpAlWeBOn TKaHU. [P UMMYHOTUCTOXUMMU-
YEeCKOM MuccnefoBaHUM OGHapyXMBaeTCsa MOJIOXKM-
TefbHaa peakuusa Ha BUMEHTWUH, LUMUTOKepaTuH A.
AnuTennanbHbli KOMMNOHEHT MMEET BbIPaXKEHHY0
UMMYHOTPOMHOCTb K UMTOKepaTUHy A U noBep-
XHOCTHOMY aHTUreHy anutennoumTtos [3, 6, 9].

Cumntomatuka [MNB HecneuuduryHa, HacTo
60/1e3Hb NMPOTEKAET «M04 MacKOM» pecnupaTopHbIX
MHOEeKUMN. BonbHble AeTu KanytTcsa Ha 60nu B
rpyav, Kawenb, cnabocTb. MHorga nepBbiM Mpo-
aBneHnem [MNb 6biBaeT HanpsKEHHbIM MHEBMOTO-
paKc, CONPOBOXAAIOLWMNACSA BblpaXXeHHOW OAbILLKON.
Pagnonornyeckue uccrnefoBaHuUd Ha HavalbHbIX
ctaguax [lMNb Takke HecneunduUyHbl, NMOJIYYEHHbIE
[JaHHble [OO/MKHbl AnddepeHLMpoBaTbCAd C 3XUHO-
KOKKO30M, BPOHXOreHHOM KKUCTOW, abclLeccom fer-
KOro WM KUCTO3HOW afleHOMOW. bonblyo NnomMollb B
ANarHoCTMKe faHHOM OMYXOJIM MOXKET OKa3aTb MY/b-
TUCNUpalbHasgd KOMMbloTepHaa ToMorpadud. Hauie
BCEro Ha Cepun CHUMKOB onpefendeTcd COJMAHbIN
KOMMOHEHT OMYXO/IM U HECKONIbKO TOHKOCTEHHbIX
KUCT, CMEeLLEHNE CPESOCTEHUA B 3J0POBYIO CTOPOHY
[3, 6, 9].

Mpn nabopaTopHbIX TeCTax Yallle BCero Habnawaa-
IOTCH TEHAEHUMS K aHeMU3alunKn, YCKOPEHUE CKOPO-
CTW OCeflaHWUs 3PUTPOLUTOB, MOTYT MPUCYTCTBOBATb
YMEPEHHbIN NenKouuTos, TpombounTol. PocT ony-
XO/IN He MPUBOAUT K YBENIMYEHMIO KOHLIEHTpaLWK B
KPOBM XOPUOHUYECKOro roHaJoTporuHa YesioBEKa,
a-deTonpoTenmHa, aHTUTEN K MJaleHTapHOM Lienoy-
Hou docodaTasze [11].

NMpoBeaeHne GPOHXOCKOMUM C acnupaLnoHHOM
éunoncuen n nocneayoumm LUTONOrMYECKMM UCChe-
[OBaHWEM, KaK npaBuio, HE MPUHOCUT Pe3ynbLTaToB,
TaK Kak [MNb umeet nepudepunyecKyto nokanmsaumio
[12]. MepKyTaHHbIM MYHKLMOHHbLIM crnoco6 3abopa
MaTepuana B JaHHOM cny4ae 6onee MHOOPMaTUBEH.
CambiM 3pEKTUBHBIM ANArHOCTUHECKUM MPUEMOM
Ha CerofHsaWHWN leHb SBNAETCA BUAEOTOPaKOCKOMMUSA
C NpoBeJeHNEM MONMHOLEHHOM 6uoncun obpal3oBa-
HUS C TUCTONOTMYECKUM U UMMYHOTUCTOXMMUYECKUM
nccnegoBaHunem [3].

JleyeHne nogpasymeBaeT paguKalibHOe yaaneHue
0onyxo/siM, Npu HEOoBXOAMMOCTU — JOOIKTOMUIO WIN
NMHEBMOH3KTOMMIO [B].

O nocneonepaunMOHHOW XMMUOTEpPaANnuM Bnep-
Bble coobwmnm Willnow n Hoffman. Kummet n Doll
peKOMeHAYIOT MPOBOAUTL KYpPC XMMUOTEPanuu nepes
paavKalbHOW onepaluen, OlHaKO B CBHA3U C pef-
KOM BCTPEYaeMOCTblO OMyXOJin U, COOTBETCTBEHHO,
peaKnuMKn cnydyasgmu foornepaumuoHHONW OAUMarHOCTUKM
— 370 ManoBbinonHumo [3]. bonblWMHCTBO aBTO-
pOB MNpUAEPKMUBAETCA CXEMbl C AAKTUHOMWULIMHOM
U BUHKPUCTUHOM, CXOOHOW AN NEYEHWUA OMyXosu
Bunbmca. OgHakKo M3-3a BbICOKOW arpecCMBHOCTHU
onyxoneBoOro npouecca U 6bICTPOro MeTacTa3upo-
BaHuna (ocobeHHo npu Il mn Il TMnax) aaHHasa cxema
ManoaddeKTUBHA, NMO3ITOMY MOWUCK pauMoHaNbHOM
XuMunoTepanum npoaomKaetca. Mmeetca cooblieHne
06 ycnewHOM MPUMEHEHWU LMUCMNIaTUHA U 3TOMO3MU-
nga [10, 13], nsodocdhammaa v BUHKpUCTMHa [11]. B
inTepaTtype BCTpevaloTCcH CoOObLWEHNA O NPOBEAEHNUN
Jly4eBOW Tepanuu, HO peaysbTaTbl €e HEOAHO3HAaYHbI
[9, 12, 14].

MporHo3s ana TMMNB B 60NbWMHCTBE Clly4YaeB
HebnaronpuaTHbiM. Onyxonb 6GbICTPO yBEINYMBAETCS
B pa3mepax, obnagaer MHBaA3WMBHbIM POCTOM, AaeT
MeTacTa3bl B MO3r, KOCTW, ne4veHb [6]. B nutepaType
yNOMMHAOTCH eAUHNYHbIE cnydYan 10-neTHen BbiXKMBa-
emMocCTU. bonee NoNoOBUHBI NAUMEHTOB YMUpPAET B Nnep-
Bbli roj nocrie ornepaTtMBHOrO NevyeHuUs M3-3a peuu-
OMBa ONyXoJih UMM ee MeTacTa3upoBaHUd; 5-neTHas
BbI)KMBAEMOCTb COCTaBNAeT okono 45%, a 10-netHasa
— TonbKO 8% [3, 10, 15].

YyutbiBasg KpanHioo pepkoctb [Mb, oTcytcTBue
NaTOrHOMOHWYHON CMMMTOMaTUKKW, ObICTPbIA POCT U
MeTacTa3npoBaHWe OMyxonu, AMarHoCTUKa W neve-
HWEe ee NPeACTaBnSoT 60/blUNe TPYAHOCTU Y AETCKUX
XUPYPros, NeamMaTtpoB U OHKOIOrOB. XOTUM NOAENNTbLCA
CBOWM KJIMHUYECKUM HabnogeHUeM.

K/IMHUYECKUH CNIYUYAH

[eBoyka T., 3 roga, obpatnnacb B pPanOHHYIO
60/bHULY C Kafobamu Ha OAbllKYy, 3aTpyaHeHue
OblXaHWd, peaKku CyxoW Kallesb, CIU3UCToe OTAe-
naemoe mM3 Hoca. KnuHuyeckne nposiBNeHUs Obian
pacueHeHbl y4aCTKOBbIM MeAnaTpoM KaK CUMNTO-
Mbl OCTPOro pecnupaTopHOro BMpPYcHOro 3abone-
BaHWs, Ha3Ha4deHbl MPOTMBOBUPYCHbIE Mpenaparhl,
WMHransaumMm, obuabHoe nNuTbe. Yepes 2 Hepd AeBOYKa
nocTynuna B XUPYPruyeCKoe OTAeSIeHUE LEeHTpalb-
HOW paWoHHOM 60/MbHULbI C KIUHUYECKUMU MPOSB-
JIEHUSIMU Hanps»XeHHOro NMHeBMOTOpaKkca cnpasa. B
3KCTPEHHOM MopsAaKe NPOU3BeAEeHO [APEeHUpOoBaHue
nnespasbHon nonoctu no bionay. BeictaBneH aguar-
HO3: «[IpaBOCTOPOHHAA AECTPYKTUBHaA MHEBMOHMUS,
HanpsXeHHbIM NMHEBMOTOpPAKC crpaBa». Ha3HayeHa
MHOY3MOHHad W aHTUGaKTepuasnbHaa Tepanud. [lo
cTabunmMaaumm coctosHMs pebeHOoK 6bll nepeBeaeH
B OTAENIEHWE FTHOMHOM XMPYPruu OETCKOM 06/1acTHOM
KJIMHMYECKON O6O0JIbHULbI, FAe MNPOAO/IKWUA NedYeHue.
[Mpn nepeBofe: COCTOSIHUE CPEOHEN CTEMEHU THAXKeE-
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Puc. 1. PeHTreHorpadusi rpyaHomn KNeTku B NPSMON NpoeKLun:
NPU3HaKW NPaBOCTOPOHHEIO NHEBMOIrMapoTOopakKca

cTH, Temnepatypa Tena go 37,5°C; B remorpamme
obpauiaeTr Ha cebs BHUMMaHWE yMEPEHHbIN NenKo-
LMTO3 C HE3HaYUTENIbHbIM CABWIOM JIEMKOLMTAPHOM
dopmynbl BNEBO, aHEMUS NIETKOW CTEMEHM, yCKope-
HUWE CKOPOCTM ocefaHus aputpoumnTtoB. C 5-x cyT no
[peHaxy oTaensemMoro He 6bii1o. lNocne 0630pHOM
peHTreHorpadun rpyaHoOM KJETKU B MPAMON MPOEK-
UMW OpeHaXk yaasieH Ha 7-e CyT nocsie nocTynieHus.
Yeped 4 [gHSA cocTosiHMe pebeHKa 3aMeTHO yxya-
lMA0Ch, nMosiBUNachb oablwKa. [pu peHTreHOBCKOM
nccnefoBaHuMM onpeaenssMcb NPU3HaKuM NpPaBoOCTO-
pOHHero ruaportopakrca (puc. 1). lponsBeaeHa nnes-
panbHas NyHKUMS, NoayYyeHo oKono 280 M1 cepoO3HOM
MMOKOCTU. MNpu 6aKTEPMONOrMYECKOM UCCed0OBaHNN
NONYYEHHOW XUAKOCTU BO36yAMUTENEN HE BblAENEHO.
Mpv nNpoBeAEHUM LMUTOIOTMYECKOro MCCeaoBaHuUs
aTUMWYHBbIX KNETOK He O0O6HapyxeHo. lneBpanbHas
WOKOCTb MCC/ieloBaHa Ha Hanvyine BO36yauTenem
Ty6epKyne3a — oTpuuatenbHo. Obuee cocTosHue
pebeHKa 1 remorpaMmMa — 6e€3 BUAMMOW AMHAMUKMW.
Yeped 3-e cyT nocne nepBUYHOM MYHKUWMU OTMe-
4YEeHO MOBTOPHOE CKOMJEHWE MWAKOCTM B MNpaBou
niaeBpasbHOM MOMOCTU, B CBA3M C YEM BbINOJIHE-
HO OpeHupoBaHWe ob6nacTu no bionay. MMonyyvyeHo
oKkono 250 Mn cepo3HO-reMopparMyecKkoro 3Kccy-
nata. JledeHne npoao/mKeHo. MonoXnUTenbHON AUHa-
MWKW He Habnoganocb. HecMoTps Ha NPOBOAMMYIO
WHTEHCUBHYIO Tepanuio (aHTMOGaKTepuanbHas, UHOY-
3MOHHas, UMMYyHOTepanus, TpaHcdy3usa npenapatoB
KPOBMW), COCTOSIHME YXyalanocb, HapacTaau ABIEHUSA
OblXxaTeNbHOW HefocTaTtovyHOCTU. [poBedeHO uccne-
[O0BaHWe TpPyagHOM KJEeTKM MEeTOoAOM CnupasibHOM
KOMMbIOTEPHOM TOMOrpadumu: BbiIBIEHO ONyX0neBna-
Hoe o6pa3oBaHue, 3aHMMalolEee NMPaKTUYECKU BCHO
npaBylo MOJIOBMHY TFPYAHOM KJETKW, OTTecHsawuee
OopraHbl cpefoCcTeHUs BNEBO, AMadparMy n neyeHb —
KHKU3Y (puc. 2, 3).

[Ons yTOoYHeHWs XxapaKTepa OnyxoaeBoro npo-
Llecca, a TaKXe C y4eToM pa3mMepoB o6pa3oBaHUA
NMPUHATO pELIEHME O MNPOBEAEHMM ONEpPaLMOHHOM
6uoncuu. MNMponseBeaeHa 3agHe60KOBas TOPAKOTOMUSA
cnpaBa. lpyv peBU3MU YCTAHOBJIEHO, YTO GOMbLUYIO

YyacTb NPaBOM MOJSIOBUHbI FTPYAHOW MOSIOCTU 3aHMMaET
onyxofieBUaHOe o6pa3oBaHWE MIOTHO3NACTUYECKOM
KOHCUCTEHLMU, UHTUMHO CMagHHOe 1 npopacTatollee
B BUCLEpPanbHYO MIEBPY; UMEIOTCH PbIXJible CMamnku
MeXay NUCTKaMu NAeBpbl, MpU MNOMbITKE pasgene-
HMS KOTOPbIX OTMEYaeTCs YMEPEHHOEe KanunngpHoe
KpoBoTeyeHune. Onyxonb cepo-6€enoro LBeTa, Ha pas-
pe3e HanomMuHawuwasa «pblbbe MSCO», C y4YaCcTKamu
KPOBOU3NUAHUN. JleroyHasa TKaHb He BU3yannu3npyeT-
cq. CoenaHbl Ma3KM-OTMEYaTKM Ha LMTOSIOrMYEecKoe
nccnenoBaHue. dparmeHT onyxonm B3AT AN TMCTO-
JIOTMYECKOro U UMMYHOTMCTOXMMUYECKOIO Ucceno-
BaHua. [Ana UMTONOrMYECKOro uccnegoBaHua B34T
KpacCHbI KOCTHbIM MO3I U3 TPEX TOYEK: uuTorpaMmma
COOTBETCTBYET 3/I0Ka4eCTBEHHOMY HOBOOGpa30Ba-
HUIO C HU3KOW AN PepeHUMPOBKON KIIETOK.

[Mpn rucTonorn4ecKom mcciefoBaHnn: MHGaHTUNb-
Has pnubpocapKoma.
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[MpoBeneHa cuUMHTUIrPadUs CKeneTa: OTMEYaeTcs
NoBbILIEHHOE HaKoMeHne paanodapmnpenapata (PPI)
B 4-M 1 5-m pebpax cnpaBa (30Ha onepaTMBHOIO BMe-
watenbcTBa). PU3nMoNorMyecKoe MnoBbILEHHOE HaKO-
nneHne PO B pocTKOBbLIX 30HaX. 3aKyeHue: ovaru
runepduKkcauumn PPl B 4-m 1 5-m pebpax cripasa.

Pe6eHOK 3a04yHO KoOHcynbTMpoBaH B HUW O
«POHLL nm. H.H. BnoxuHa», 6NOKU-CTEKNA MepecMo-
TPEHbI, BbICTABNEH AMarHo3: «[lynbMOHanbHas njaeB-
po6nactoma, Il Tnn».

Pe6eHOK 6bin1 NepeBeAeH B OHKOJIOTMYECKOE OTAEe-
JIeHue, rae Ha3HayeHa nonuxumunotepanua IVA (BUH-

KPUCTUH, AopyaMunumH, LinknodocdaH) no npoTtoKkony
Jle4eHUss MATKOTKaHHbIX CapKOM, KoTopas He nmena
addeKTa: HacTynun netanbHbIN UCXOA.
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