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[neBponynbMoHanbHag 61acToMa — OYeHb peakas nepBuyYHas IMOPMOHANBHAS OMYXOb NErKUX U NAEeBpbl Y AeTei paHHero
BO3pacTa, CBA3aHHas ¢ MyTauuen B reHe DICERI. Ha 0CHOBAHMM TMCTONIOTMYECKOM KAPTUHbI BbILENSIOT TPU TUMA 3TOM Ony-
XONW: KUCTO3HBbIW, MK TUN |, CONMAHO-KMUCTO3HbIN (TUn 1) n conupHbii (Tvn ). JleueHne — xupypruyeckoe C nocneayroLlen
nonmxummoTtepanuei. NporHo3 He6naronpuaTHbIN.

MpeacTaBneH KAMHUYECKMI Cly4vait NAeBpPOMyIbMOHAaNbHOM GNAacTOMbl y ManbymMka 8 neT, AMAarHOCTUPOBAHHOM Ha (oHe
OCTPOM pecnuMpaTopHOM BUPYCHOW MHbekuuu. PebeHok 3abonen ocTpo C NOALEMOM TeMnepaTypbl U ManoNpPOAYKTUBHbLIM
KawneMm. Y4aCTKOBbIM NeAMaTPOM COCTOSIHME PaCLEeHEeHO Kak TeYeHne OCTPOM pecnupaToOpHOM BUPYCHOM MHbEKL MK, Ha3Have-
Ha cuMnToMaTMyeckas Tepanus. Yepes 8 aHel oT Hauana 3aboneBaHns Ha hoHe NOAHOro 6iarononyyns oTMeyaeTcs peskoe
yXYyALWEeHNe COCTOSHUS B BMAE ObIWKM, OTKa3a OT eAdbl U MuTbs, cnaboctn. PebeHoK rocnuTanusnpyeTcs B LEHTPaNbHYHO
paloHHY0 60/bHULY, NPOBOAMUTCS AnddepeHLManbHas AMArHOCTMKA C NHeBMoHMeEN. Mo AaHHbIM 06cnefoBaHus (0630pHas
peHTreHorpamMma M cnupanbHasi KOMNbOTEPHAs TOMOrpadusa OpraHoB rpyaHOM KNETKM) B MPaBOM JIEFKOM BU3yanu3upyeTcs
ob6beMHoe 06pa3oBaHMe 60ONbWNX pa3sMEPOB C POBHbIMU KOHTYpaMMu. lNaLMeHT nepeBoaMTCS B CNELMaNM3NMPOBaHHbIN CTaLM-
oHap CaHkT-lleTepbypra. [ocne npoBeaeHUs MarHUTHO-PE30HAHCHOM TOMOrpaduu OpPraHoB rPYAHOM KNIeTKM C KOHTPacTUpo-
BaHUEM, B3ATUS BMONCMOHHOIO MaTepuana U BbIMOAHEHWUS TMCTONOMMYECKOro UCCNefoBaHMs Y NauMeHTa AMAarHOCTUPOBaHA
OMyXoJib NPABOro JIerkoro — naeBponynbMoHanbHas 6nactoma tvn Il

[laHHbIA KNMHWYECKMI CNyYalt BbISBNEHWUS penKOW 3/10Ka4YeCTBEHHOM onyxonun y pebeHka 8 net, MMEIOLLEro OTArOLLEHHbI
aHaMHe3 (BPOXAEHHbIV MOPOK cepaua, OeTCKMI LepebpanbHbiid napanuy), BO3MOXHO, AEMOHCTPUPYET TSXKeNbli BapuaHT
peann3aumm CUCTEMHON OUCMNA3MKU COEOUHUTENbHOM TKaHW U FTE€HHOW MyTauuu.

KntoueBbie cnoBa: nnesponynbMoHanbHas 6nactoma; DICER1-cuHapoMm; aMBpuoHanbHas onyxob.
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Pleuropulmonary blastoma is a very rare primary fetal tumor of the lung and pleura in young children and is associ-
ated with a mutation in the DICER1 gene. Based on the histological picture, three types of this tumor are distinguished:
cystic (type I), solid cystic (ll), solid (type IIl). Treatment is surgical followed by polychemotherapy. The prognosis is
unfavorable.

The authors bring to the attention of colleagues a description of a clinical case of pleuropulmonary blastoma in an
8-year-old child, diagnosed against the background of an acute respiratory viral infection. He fell ill acutely with a rise
in temperature and an unproductive cough. The condition was regarded as a course of an acute respiratory viral infec-
tion, symptomatic therapy was carried out. After 8 days from the onset of respiratory viral infection, there is a sharp
deterioration in the condition in the form of shortness of breath, refusal to eat and drink, and weakness. The child
is hospitalized in a Central District Hospital, differential diagnosis with pneumonia is carried out. According to the exami-
nation (plain radiograph and CT scan of the chest), a large volumetric formation with even contours is visualized in the
right lung. The patient is transferred to a specialized hospital in St. Petersburg. After an MRI of the chest organs with
contrast, taking a biopsy material and performing a histological examination, the patient was diagnosed with a tumor
of the right lung — pleuropulmonary blastoma type II.

This clinical case of a rare malignant tumor in an 8-year-old child with congenital heart disease and cerebral palsy may
demonstrate a severe variant of systemic connective tissue dysplasia and gene mutation.

Keywords: pleuropulmonary blastoma; DICER1-syndrom; embryonic tumor.

Received: 20.06.2022 Revised: 22.07.2022 Accepted: 30.09.2022

@ Tlegmarp. 2022.7. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4) ISSN 2079-7850



KNTMHUYECKMI CTYYAN / CLINICAL OBSERVATION

85

BBELEHWE

[IneBpomynsmonanbHas 61acroma (I1I16) — penkoe
3JI0Ka4e€CTBEHHOE HOBOOOpPA30BaHUE IETCKOTO BO3pac-
Ta, HO HawOoJee Jacras NepBUYHAS dMOpPHUOHATHHAS
OITyXOJIb JIETKMX M IUIEBpHI y JAeTel paHHero Bo3pac-
ta (0,03-0,07 cayuyaes na 100 Teic. mereit) [26, 30].
[TneBponyneMoHaNbHAsE OacToMa, B OCHOBHOM, AMa-
THOCTHPYETCS y A€TeH MepBbIX 3 JIET KHU3HH, B PEIKUX
ciayuasx y aerei crapmie 10 JeT u oTamvaercs arpec-
CHUBHBIM Pa3BHTHEM C HEOJIArONPHUSATHBIM HPOTHO30M.
Mo nenaBHero BpemeH cuurtanock, yto I1I1b yvame BbI-
SBIIIETCS] Y MaJBIMKOB (cooTHomenue 1,6 : 1) [2, 3].
OpHako AaHHAs OHKOIIATOJIOTHS BCTPEYAETCS C O/IMHA-
KOBOM 9aCTOTOW y MaJBIMKOB U JeBoYeK [28]. 3a Bpe-
MSl MCCIIEOBaHMM 3aperuCTPUPOBAH EAMHCTBEHHBIN
B3pOcCiblii B Bo3pacte 36 ner ¢ Takoil onmyxoisio [31].
Cpenn onkomormueckux 3aboneBanmii [1I1b mguarxo-
crupyercs y 0,1 % mamuentos [5, 30].

BriepBeie 3a00neBanue 6bu10 onucano W.G. Barnard
B 1952 . KaKk «IMOpHOHANBHOE JIETKOE», OCHOBBIBA-
ACh HA T'HCTOJIOIMYECKOM IOJOOMHM OIYXOIH U 3M-
OproHanmpHOW TKaHM Jierkoro mioma [7, 9]. B 1961 r.
H. Spencer npearnonoxuin NpoucxoxaeHne 3Toi oIy-
XOIIM W3 TUIEBPONOTEHIMAJIbHON JIErOYHON Onacto-
MBI, aHAJOTMYHO TAaKUM PEAKHM «ME3EHXUMAaJbHBIM
HOBOOOpPA30BaHUAMY, KaK OITyXojib BuibMmca, He#po-
Omactoma, remarobnacToMa M JApPYTHe OITyXOJIH, WMe-
I0IMe SMOpPUOHANILHOE MpoUCXoKIeHue [3, 9, 29].
B 1988 r. J.C. Manivel BBex TepMUH «ITyJIbMOHAIbHAs
Onmactoma», KOTOPBIM MPUMEHSUICS Ul ONpPEACICHUS
MIAaHHOTO THIA OIMyXoi: y B3pochbix [22]. [lozmaee
OBLIT IPE/IIOKEH TEPMUH IUIEBPOITYIbMOHAIbHAs OJa-
CTOMa» Il 0003HAYCHHUSI TAaHHOTO 3a00JIeBaHUs Y Jie-
Tei, KOTOpOEe, B OTIIMYKE OT OIMYXOJIH B3POCIBIX, UMEET
B OOJIBLIMHCTBE CIy4aeB CIOKHYIO I'MCTOJIOTHYECKYIO
CTPYKTYPY, HO HE COICPKHUT 3JI0KaYECTBEHHBIX JIIHUTE-
JIMANIbHBIX KJIETOK [4].

[ITb sBnsercs DICERI-accounnpoBaHHBIM HO-
BOOOpa30BaHUEM, CBA3aHHBIM C MyTalUed B TIeHE
DICERI (14q32.13) [6, 19]. B HacTosmIiee BpeMs rep-
MUHAJIbHbIE MyTallUd B 3TOM T€HE paccMaTpHBAIOTCA
KaK HACIEACTBEHHBI CHHAPOM, aCCOLMMPOBAHHBIN
C MOBBIIICHHBIM PUCKOM Pa3BUTHsI LIEJIOTO psiAa 370-
KAaueCTBEHHBIX M JJOOPOKAaueCTBEHHBIX HOBOOOpa3oBa-
Huit, m HocAT HaszBanme DICERI-cumngpoma [20, 25].
I'en DICERI pacrionokeH Ha JUINHHOM IUIeYe XPOMO-
combl 14 (14932.13) u cocrout u3 36 sk30HOB [1].
B nocnennee BpeMsi M3ydeHHE 3TOTO T'eHa U KOIUpye-
Moro uM Oenka DICER Bo3pociio B CBS3M ¢ aKTHBHBIM
WHTEpEeCcOM HcciefoBareneid K QYHKIUH MallblX WU
MUKpoPHK (miRNA). MukpoPHK Obutn oTKpBITEL
B 1993 . V. Ambros u mpencTaBisIOT KJacc MabIxX
Hekonupyromux Mosekyn PHK anunoit okono 22 ny-
kireotunoB [21]. Hebompmme dparmentst PHK moryt

TOYHO HACTPOWUTH KOJIMYECTBO O€lKa, KOTOpOE MPOU3-
BOJISIT pa3jM4HbIe TeHbl; HeKoTopble Malibie PHK moryT
UX MONHOCTHIO oTKiIouaTh. @epment DICER paspesa-
et PHK na 6onee menkue yactu — muxpoPHK, pery-
JTUpyloume reHsl. Yuensle oOHapyxuian, uto DICER
MOAJICPKHUBACT CTPYKTYPHYIO LIETIOCTHOCTH XPOMOCOM
W «CTEeTUT» 3a TeM, YTOObI OHW pa3AelsuINCh PaBHO-
MEpHO BO BpeMsl KJIETOUHOTO JIeNEeHHUs, TO €CTh OTBe-
YyaeT 3a CTa0WIBHOCTH TeHoma [14]. MoxHo mpearo-
0%kUTh, 4T0 DICERI sABIsiETCSI TEHOM-CYNIPECCOPOM
OITyXOJIM, MYTAllMM KOTOPOTO IMPHUBOIAT K PA3BUTHIO
[IIb n apyrux ces3anubix ¢ DICERI cocrostHuii [6].
DICER1-acconunpoBaHHEIMU HOBOOOPa30BaHUSAMU
CUUTAIOTCSl TOOPOKAYECTBEHHBIE U 3JI0KaYCCTBEHHBIC
HOBOOOpa3oBanus, Takue kak [II1b, omyxons smuHu-
koB u3 kierok Cepronu — Jleiinnra, KUCTO3HAs He-
(dpoma, capkoma MOYKH WK HedpobdIacToma, y3ioBast
TUNEpIUIa3kus U pak IIUTOBHMJIHOW JKene3bl, HazajabHas
XOHIPOME3CHXHMalIbHasi raMaproMa, 3MOpHOHaIbHAs
pabnomuocapkoMa, HeiipoOracToMa, MeETYIUIOATIHTE-
JMOMa TWIHAPHOTO TeJa, rumodusapHas OgacToma
u nmHeoOmactoma [6, 20].

CymiecTByeT MEXIyHapOAHBI pPErucTp IUIEBpO-
myJIbMOHANBHON Omactombl (International Pleuropul-
monary Blastoma Registry, IPPBR"), ocnoBaHHEIi1
B 1987 r. m mpencTaBNAIOMMN Pe3yabTaThl JIe4eHUs 00-
nee 500 3apernctpupoBannbix naruenTos c 1115 [23].
OnyXoneBbIil MpoIecC MPOTEKAeT B JIETKUX, MPOSB-
JSSICh  CUMIITOMaMu 3a00JIeBaHUI JBIXaTeIbHOM CH-
cremsl. [1I1b pacter u3 neroyHoi TKaHW W/WIH TUIEB-
pBl U MMEET CMELIaHHOE MpOoHCXoXkaeHue. buonorus
[IIIb — yHuKanbpHasA cpenu JaHHBIX dMOPHUOHAIBHBIX
OMyXOoJiell M XapaKTepu3yeTcsl TeM, YTO KIMHHUYECKH
u rucronornyecku II1b nmporpeccupyer B 3aBUCHMO-
CTH OT BO3pacTa B TEUCHHE HEPBBIX 7,5 JIET >KU3HHU
[6, 10, 23]. CymecTByeT 4YeThIpe OCHOBHEIX MOp(o-
sorudeckux tuna [II1B: tun [ (kucro3nas ¢opma),
tun Ir, Tun Il (kuctozno-comuanas dopma), Tam 111
(comumHast Qopma) ¢ MPOrpecCUPOBAHUEM OIYXO-
JIM BO BPEMEHHM B TEYEHHUE NEPBbIX 4—5 JIeT KU3HU
OT MPOTHOCTHYECKH OJIATOMPHUSATHOTO KUCTO3HOTO THTIA
I 1o wueOnarompusitHoro comupaHoro tuma 1T [13].
Kaxnpiii u3 srux tunos IIIIB moxker ObITH cBs3aH
¢ wusMe”HenueM reHa DICERI. OnHako OOKUCAHBI
cnydan [IIIb 6e3 myrammm rena DICERI, a Tak-
K€ HOCHUTENIBbCTBO MYTAallMM JaHHOTO TeHa 0e3 pas-
BUTHS omyxonu [16]. OTpuuarenbHble pe3yNbTaThl
mytanuun DICERI moryT OBITH CBsI3aHBI C MO3au-
u3MoM [12]. Puck oOpa3zoBaHHs OIyXOJM Ha TIPOTH-
keHUH Bcel xm3nu y moneir ¢ DICER1-cuaapomom
JIUIIb YMEPEHHO MOBBIIIEH MO0 CPAaBHEHHIO C PUCKOM
oOpa3zoBanusi omyxonu B oOmei nomymsaauu [16].

* https://www.ppbregistry.org
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Kucrosznas ¢opma I1I1b (tum 1) moxeT ObITh yHHUDO-
KaJbHOM, YHWJIATEPaJbHOM W OrpaHUYMBATBHCA IOpPaA-
JKEHHOU IOJIeH JIeTKOTO, HO B OOJBIIMHCTBE CITydacB
XapakTepusyercs: MynbTH()OKAILHBIM/OMTaTepaibHbIM
nopaxkenuem [6, 11, 13, 23]. B nepunaraibHOM nepuo-
ne panHas ¢opma audpdepeHuupyeTcs OT BPOXKICH-
HOW KHCTO3HO-3JJIeHOMaTO3HOH Majib(opManuu IbIxa-
TenbHBIX yTel [6, 13, 15]. Tun II I1I1b, onrcanHbIiI
B KayecTBE KIMHUYECKOTO MpUMepa B JaHHOW pabore,
MpeACTaBIseT cO00M KHCTO3HBIE M COJIMAHBIC y4yacT-
KW, UMCIOIKE KJIeTKW Kak Ttuma I, Tak m tmma III.
I[IIIb Ttuna III — xkomIuleKcHas capkoma, COYeTaro-
mass B ceOc 4YepThl 3MOpHUOHANBLHOW pabdpomMHuocap-
KOMBl U BEPETEHOBUJHON CAPKOMBI BBICOKOH CTeEIe-
HHU 3JI0Ka4e€CTBEHHOCTH, Cojepikallell pa30dpocaHHbIe
OoJpllIMe, CTPAHHO BHINIAALIME aHAMIa3MpPOBAHHbIC
KJIIETKH W Y376l capkoMaTo3Horo xpsma [6]. Tumsr 11
u III TIIF wacto mnpencraBisiior coboit Oonbline
Mo pasMepaM 3JI0KaueCTBEHHBIE HOBOOOpa30BaHUS,
BCErJa MPHUBOAAIIME K CMEILEHHUIO JIETKHX, Cepala,
nuadparMpl U TiedeHH [6], MOTYT UMETh KaBOaTpH-
albHOE PACIpPOCTPAHEHNE M BOBJEKATh KaK BEHO3HBIH
U apTepHabHBIH KPOBOTOK, TaK M TPABYIO M JIEBYIO
KaMmepsl cepaua [27].

[IIb Tuma Ir — 310 perpeccupoBaHHas (opma
[I1b Tuma 1 [4, 6, 23]. Kucter [1I1b tuma Ir mMmerot
CTpOEHHE, XapaKTepHoe JUIA TUNa I, y HUX OTCYTCTBY-
10T CyOdIHTENNATbHbIC TPUMUTHBHBIC MEJKHE KIIETKH,
HO HUMEETCs THaJIMHU3MPOBaHHBIM MHTEepcTHLUH [6].
Ha naHHBI MOMEHT BpeMEHHM HEU3BECTHO, OyneT Jin
tum | [II1b mporpeccupoBarh 10 0ojiee arpecCUBHOTO
tuna II u III unm perpeccuposare no tuna Ir. B nu-
TepaTrype ONHUCaHbl ciydau, Koraa tun Ir mmen Oomee
no3anee pasutue B [111b tunos II u III [11]. beccumn-
TOMHBIE KHCTBI JIETKHX y UIEHOB CEMbH, MMEIOIIUX
anamues 1o [1I1b, B Bo3zpacte crapmie 7 ner Hanbomee
BEPOATHO UMEIOT MOP(OJIOTHYECKUI BapuaHT TUM Ir,
TaKk Kak B 3TOM Bozpacte Ooiee ueMm B 95 % ciydaeB
nmuarnoctupytorest opmst 11 u 11T [6, 23].

B Hacrosmee Bpems, MO JaHHBIM MEXAYyHAPOX-
Horo perucrtpa IIIIB, cymiecTByeT KOppessiius Mex-
Jy CpeIHUM BO3pAacTOM IpPH IOCTAHOBKE JUarHo3a
u maronorundyeckuMm tumoMm IIIIb: tum I — 8 mec.,
tun II — 35 mec., tun III — 41 mec. dpyras 3Ha-
yuMas Koppernsus Habmromaetcst Mexay tunoMm [I1b
U BbDKHBaeMOCTbIO: TUIl I — 94 %, tun II — 71 %,
tin Il — 53 % manuenTtoB [11, 22].

Kmunnueckas xapruna [I1b Hecnemmduuna. He-
penko OoJ€e3Hb HMPOTEKAeT C KIMHUKOW PEeCIHpaTop-
HBIX BOCITAJTUTENIBHBIX 3a007ICBAaHUI M COTIPOBOXKIACT-
cs1 )kao0aMu Ha OOJIM B TPYIH WJIM B KHBOTE, Kalllelb,
MOBBIILICHUE TEMIIEPATyphl, OABIILKY, CIa0d0cTh (Oomee
xapakrepHo mns Il u Il tunoB omyxomnm) [4]. Jlan-
Hasl CUMIITOMaTHKa OTMEUYaJIach M y HALIETO IalueHTa.

Jlebror 3a0oneBaHUS MOXET TMPOSBIATHCA HArps-
JKEHHbIM ITHEBMOTOPAKCOM C pPa3BUTHEM JbIXATElb-
HOW HemocTarouHoctu (wamme mpu tume 1) [3, 24].
Bosmoxnocts IIIb ciegyer yuyuTelBaTh y JeTel
C ITHEBMOTOPAKCOM, MHOXECTBEHHBIMH JIETOYHBIMH
KUCTO3HBIMU TMOPaXCHUSIMU, CEMEUHBIM aHAMHE30M
JITOYHBIX KHCT, ceMeuHbiM aHamHe3om [IIIb wnm
0o0beMHBIMH TIOpaKeHUsiMH, cBsizanHbIMA ¢ DICERI-
cuaapomamu [32]. IIT16 moxeT ObITh 0OHApYKEH Ciy-
YallHO NPU NPOBEACHUHN BU3YATU3UPYIOLIUX UCCIENO-
BaHUN TIPU OTCYTCTBUM CUMIITOMOB. B CBs3u Cc Tem
YTO TUIEBPOITYJIbMOHANIbHAs OJacTOMa — KpaifHe pen-
Kasi OIlyXoJib, 0€3 MaTOrHOMOHMYHON CHMITOMATHKH,
OBICTPO pacTylias M MeTacTa3upylolasi, AUarHoCTU-
Ka W JICYCHHE €€ IMPEJICTABISAIOT OOJIbINE TPYIHOCTH.
ITockonmbky mo cux mop mo IIIIb wHe OpuTO OIMYyOIH-
KOBAHO TIPOCTIEKTUBHBIX WM CPaBHUTEIBHBIX MPO-
CHEKTHBHBIX  MCCIEOBaHMHA, BCE PEKOMEHJAINU
[0 JUAarHOCTHKE M JICYEHUIO OCHOBAHbI HA YPOBHE
nmokazarenpHOCTH IV mmm V [8]. JlabopaTopHbie naH-
Hble Hecenu(UYHBI, Yalie BCero HaOIIONAIOTCS TEH-
JEHIMS K aHEeMHUH, YBEJIIMYeHHE CKOPOCTH OCETaHMs
PUTPOLIUTOB, MOTYT HPUCYTCTBOBaTh YMEPEHHBIH
JIEHKOIUTO3, TpoMOounTO3 [4].

PeHTrenonoruueckue UCCIe0BaHUs TAK )K€ HECIELl-
M(UYHBI ¥ 3aBUCAT OT THIIA OIYXOJIH, MOTYT MPOSIBIISATE-
Csl YHUJIAKYHAPHBIMHU KUCTaMH I MYJTBTUKHUCTO3HBIMU
CTpYKTypamu (Kak CyOIUIeBpaJbHON, TaK W JIETOYHOM
JIOKAJIM3allii), KACTAMH C COJHIHBIM KOMIIOHEHTOM
WM COJMUIHBIMHA MSTKOTKAHHBIMH OOpa3oBaHUSMH [4].
Jis yTOuHEeHHsl IMarHo3a MOXKET MOMOYb CIHpalibHas
kommbioTepHas tomorpadust (CKT, ypoBeHb nokasa-
TenbHOCTH 1V, cTeneHp pexoMeHnmanwii A), TTO3UTPOH-
HO-DMHCCHOHHAs1 TOMOTpa(usi, COBMEIIEHHAs C PEHT-
reHoBckoii KT (IIDT/KT, ypoeens IV, crenens C),
Ha KOTOPBIX BBISBISICTCSI CONUAHBINA ()ParMEHTHI OITyX0-
JI, TOHKOCTEHHBIE KUCTBI, CMELIEHUE OPraHoB Cpeo-
CTEHHUS B 3I0POBYIO CTOPOHY, MHTCHCUBHOE HAKOIJICHUE
panmodapmmpenapara B CONMAHOM KOMIIOHEHTE OITy-
X0 M OTcyTcTBHE ero B kucrosHoMm. IIDT/KT, Be-
posiTHO, B OyIyIieM MOXET 3aMEHHUTh CKaHWPOBaHHE
kocreit [8]. Ilpm tumax II w III TIIb HeoOxommmo
KT Oprommoii monmoctr [8]. MarHuTHO-pe30HaHCHAS
tomorpadust (MPT) opranoB rpynHON KIETKH MOXKET
IIOMOYb OTPEJENUTh PErHOHAJIbHOE PACHPOCTPAHEHHUE
omyxoiu (yposenp IV, crenens C). MPT romoBHoro
mo3ra (ypoBenb IV, crermenr B) m paamoHykimmHOe
CKaHUPOBAHHE KOCTEH MO3BOJMT OINPENEIUTh HAINYHUE
otnaneHHbIx MetactazoB npu Il u Il Tamax I1I16 [8].
CampIM  (QQEKTHBHBIM JAUArHOCTUYECKUM METOJIOM
MIPHU3HAHA SHI0CKONNYECKask TOPAKOCKOIHSI I TOJICTO-
WTOJIbHASI OMOTICHSI C TIPOBEICHUEM TTOJTHOIIEHHOH OHOTI-
crur 00pa3oBaHUS M TOCIEIYIOIIUM THCTOJIOTHIECKIM
U WMMYHOTHCTOXUMHYECKHM HuccienoBanuem [10].
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Oxokapauorpadusi HeoOXomuma Uil BBISIBICHHS CO-
CYOMCTOM HMHBa3MM M BHYTPHUCEPACYHOIO IMOPa>KeHUS
(ypoBens 1V, ctemens B) [8].

B nacrosee Bpems cieriupuyueckre OHKOMapKephI
[ITb otcyrcrBytoT (ypoBeHs IV, crenens E). Crenyer
paccMOTpPETh BO3MO)KHOCTH JIOTIOJIHUTENIBHOM OLIEHKH
s noucka DICERI-accoumupoBaHHBIX MATONOTHI
KaK y MalUeHTa, TaK U Yy WICHOB €r0 CEMbH.

Jleuenue naruentoB ¢ [1[1b — komOuHHMpOBaHHOE
MYJIBTUMOJANIBHOE, BKIIIOYAIOIIEEe XUPYPruuecKoe U Mo-
nuxumMuoTepanuio [4, 8]. JaHHble B OAAEPKKY HCIIONb-
30BaHUsI AJbIOBAHTHOW XUMHOTEpAIlUM Yy MalUEHTOB
¢ IIIIb Tuna I nporuBopeurBbl. B Hacrosuiee Bpems
PEKOMEHI0BaHO MPOBE/IEHHUE a/IbIOBAaHTHON XUMHOTEpa-
nvu juts HT1B [ tuna ¢ Brmouennem udocdamuia, BUH-
KpHCTUHA, akTHHOMHUIMHA D 1 nuknodpocdamuma (ypo-
BeHb 1V, crenens C) [6, 8]. ¥ mereit mmammre 12 mec.
pelieHre O MPOBEIEHHH aIbIOBAHTHON XMMHOTEpaIiu
C MOJO3PEHHEM Ha OOCEeMEHEHHUE OITyXOJEBBIMH KIIET-
KaMH MJIM OCTATOYHYIO OITyXOJIb MOCTIE XHUPYPruueCKOro
BMELIATENBCTBA HEOOXOANMO IPUHUMATh MHINBULyalb-
HO, C JI03aMH, aJalTHPOBAHHBIMHU K BO3PACTY MaIMeHTa
(yposens V, crenens C). Ilpu II u Il tunax I1IIb xu-
MHUOTepanus oos3arenbHa (ypoBeHs [V, crenens A) [8].
OnucaHpl pas3UyHbIE CXEMbI, UIMTEIbHOCTh BapbU-
pyer ot 21 no 45 uHen. Ponb JydeBod Tepanuu Npu
IITIIb HescHa. JlyueBast Tepamusi HE PEKOMEHIYETCS
npu tune I IIIIb (yposens 1V, cremens E). Ilpu II
u III tunax I1I1b mydeBast Tepanusi MOXeET OBITH pEKO-
MEH/JOBaHa B CIIy4yasx OCTATOYHON >KU3HECIIOCOOHOCTH
OITyXOJIM HOCJIE IPOBEACHUSI XMMUOTEPAIMU U IIOBTOP-
HOTO XHPYpPrHU4ecKoro BMemarenbcTBa. B atom cimyuae
MPEUMYIIeCTBA U PUCKHU HapyXHOH JIydeBOil Tepamuu
CJIelyeT CONOCTaBUTh C TOTAJbHOW IJIEBPOIHEBMOH-
sktomueii (yposenb 1V, crenens C). JlaHHBIX 00 oOII-
TAMAJBHOHN 103€ JydeBoi Teparmuu Het [8, 17, 18].

KNMHUYECKUA NPUMEP

[Tanment, manpuuk, 8 JET, OT TEPBO OepeMEHHO-
CTH, TIpOTEKaBIIed Ha (OHE aHEeMHWH, MPEIKITAMIICHH,
YTpO3bl MPEephIBaHMUs, TEPBBIX CPOYHBIX POIOB Hepes3
€CTEeCTBEHHBIC POJOBBIC IMyTH, ¢ BecoM 3010 1, nmuHOM
tena 50 oM, mo mkane Anrap 6/7 6amioB, ¢ achuKcH-
eit B poxax. [lociie pokaeHHs AMarHOCTUPOBAH BPOXK-
JICHHBIN TIOpOK cepana — Terpana damno. [IpoeaeHa
2-3TarHas KOppeKIus Mmopoka B Bo3pacTe 6 mec. u 1 T.
3 MecC. B YCIOBHSIX UCKYCCTBEHHOTO KPOBOOOpAIICHUS
u runotepmun. B Bozpacte 1 r. 1 mec. nepeHec Oax-
TEpUATBHBIE MEHHUHTUT HEYTOUYHEHHOW ATHOJIOTHH.
PebGeHok cOCTOMT HAa MUCTAHCEPHOM ydeTe Yy HEBpO-
JIOTa-3TIIICTITONIOTA, KapANOJIoTra, OPTOIEAa 1O TOBOY
JISTCKOTO 1Iepe0pabHOro napaiuya, Terpamnapesa, 3a-
JIEPXKKU PEYeBOTO U TICHXOMOTOPHOTO pasputus. llepe-
HECEHHBIC 3a00JIEBaHMS: PEIKHE OCTPhIE PeCIHUparop-

HbIe BHPYCHbIe WH(pEKIUH, OpoHXHT. [pyrux nereit
B ceMbe HeT. HaciencTBeHHOCTh, CO CIIOB POIUTEIEH,
HE OTSTOIICHA.

Ha momeHT rocnuTanuzanuu OOJNEH, cO CIIOB po-
mutene, 10 gueit. Hauamo 3a0oieBaHHMs — IIOKAlll-
JTUBaHME, YMepeHHas acTeHus. OCMOTpeH IMeauaTpoM
M0 MECTY YKHTEJIhCTBA, COCTOSIHHE PACIICHEHO KaK Te-
YeHHe OCTpPOIl pecrnupaTopHON BHUPYCHOW WH(EKINH,
Ha3Ha4YeHa CHMITOMaTH4eckas Tepamusi AMOporekca-
nom. Ha ¢one neuenust — Oe3 ymyumieHus, ormeya-
eTcsl moBblllieHHe Temmeparypsl 1o 38 °C, kaiuenb,
B CBS3M C 4eM peOeHKa MOBTOPHO OCMAaTpUBAN ydacT-
KOBBIH IeANAaTpP, KOPPEKIUS TEParuu HE MPOBOJIUTCS.
Mama caMOCTOATENbHO Hadajla JlaBaThb MAaJIbBUuUKY
AwmoxcukimaB. Ha 2-i1 neHp mnpuema aHTHOMOTHKA,
CO CIIOB pOMUTENeH, OTMEYaloCh YyIydIlleHHEe Camo-
YyBCTBHUS, HOPMAJIN3alKs TEMIIEpaTyphl Tejla, YMEHb-
menne Kanuisi. Cembst yexana Ha oTAblx B Kapemuto,
rje Ha 3-ii JieHb npeObIBaHus y peOcHKa HAOIIOmaeTCs
pe3Koe YXyAIIeHHE COCTOSHUS B BHUAE BBIPAKCHHOUH
OJTBIIIIKH, OTKa3a OT €6l U MUTHS, cnadoctu. C maHHbI-
MU Kano0amu pedeHok rocnuranusuposad B ' bY3 PK
«CopraBanbsckast [[Pb». CocrtosHue mnpu mOCTYyILIE-
HUU PACIICHCHO KaK TshKelloe. MalbuuK BSJIBbIN, au-
HamuuHbIA. [lpm ocmoTpe oTmewaercs OIeIHOCTH
KOXXHBIX TIOKPOBOB, OJIBIIIIKA CMENIAHHOTO XapakTepa
no 40-46 neixanuii B8 mMunyTy, SpO, 90 %. 3eB 0e3
KaTapalpHbIX siBiieHHH. [lepudepnueckue mumdoys-
nel He yBenumueHbl. HocoBoe apixanume cBOOORHOE.
AyYCKyInbTaTUBHO B JIETKHX: CIIpaBa OCIAOJICHHOE JIbI-
XaHWe, CyXHe CBHUCTAIINE XPHUITBI MO0 BCEM JIETOYHBIM
nonsMm. IlepkyTopHO Hajx JETKUMHU: yKOpOUEHHE Jie-
TOYHOTO TOHA CIlpaBa B MPOEKLUUU CpeaHel Joiu.
Tonsl cepama sicHsle, puTMuuHble, 102 B MHHYTY.
AptepuanbHoe nasienue 95/60 mm pr. cr. JKupor
MATKHH, 0e300JIe3HEeHHBIN, TeUeHbh 1O Kparo pedep-
HOM IyTH, cele3eHKa He najbnupyercs. duznonoru-
YeCKHE OTHpaBlCHUs B HOpMe. B kiuHHYecKoM aHa-
JM3€e KPOBH NPH NOCTyIUIEHMH remoriodun 119 r/m,
spurpountsl 4,48 - 10'%/n, neiikouutsr 6,68 - 10°/1,
TpomMbonuTel 336 - 10°/1, mamoukosmepHbIe HEHTPO-
¢uner 5 %, cermenrosiaepabie HelTpoduiel 85 %,
mumponutel 6 %, MoHOIUTHL 4 %. B OnoxuMuyeckom
aHaJM3e KpoBU: o0Imuii Oenok 66,7 r/n, C-peakTUBHBIH
oemok 33,7 en., amanmHamuHOTpaHcdepasza 14,7 U/,
acnapraramuHorpancdepaza 28,0 U/I, Ounupyoun
o0mmii 5,3 MMOIB/1, TIIOKO3a 7,52 MMOIB/I, MOYe-
BuHa 5,0 MMOJIb/N, KpearnuHUH 23 MMOIb/1. OOmmii
aHanu3 Mouu: Jeikouutsl 20-22 B mone 3peHus,
puTpoIUTE 25-27 B moje 3peHus. Koarymorpamma:
J-numep 3,27. Ha penrtrenorpamme Jjerkux (mpsimast
u mpasasi OokoBasi mpoekuus, puc. 1) u CKT nerkux
(puc. 2) — cnpasa, B npoekuu SVI, orpomHoe o6pa-
30BaHME C POBHBIMH M YETKUMH KOHTYPaMH, TIOTHOM

@ Mlenmatp. 2022.T. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

elSSN 2587-6252



KNTMHUYECKMI CTYYAN / CLINICAL OBSERVATION

arg 0
MX 16-slice
05/04/2022 /16.

Puc. 2. Maument, 8 ner. KomnbloTepHasi ToMorpam-
Ma, NIeroyHblii pexxum: A (akcmanbHas npo-
eKkuusa) — Gonbwoe conuaHoe oGpasoBaHMe
B 6-M cerMeHTe NpaBoro Nerkoro

Patient 8-year-old. Axial CECT chest images —
giant solid mass in the 6th segment of the
right lower

Puc. 1. Maumenr, 8 net. Mpsamas (a) u npaBas 60koBas peHTreHorpamma (b)
rpyAHOM KNEeTKM — CNpaBa, B Npoekuum S6, orpoMHoe o6pa3oBaHue
C POBHbIMM U YETKMMU KOHTYpaMM, NNIOTHOW UHTEHCUMBHOCTH, HE
CONPOBOXAAOLLEECs HapyLIEHUEM NPOXOAUMOCTM GPOHXOB

Patient 8-year-old. Chest radiograph [direct (a) and right lateral
(b) chest X-ray] — in the S6 projection, a huge mass with even
and clear contours, a dense picture, not accompanied by a viola-

Fig. 1. Fig. 2.

tion of bronchial patency

WHTEHCHBHOCTH, HE CONIPOBOKIAIOIEECS HApyILIEHUEM
MIPOXOIUMOCTH OpPOHXOB.

CrneBa — 0e3 04aroBbIX W MH(UIBTPATUBHBIX W3-
MEHEHUH. DJeKTpokapAauorpadus: CHHycOBas TaxH-
Kapaus, 4acToTa CEep/AEUHbIX COKpaiieHuil 148 B mu-
HYTY, HETIOJTHas OJI0Kaja MmpaBoil HOXKKK Tydka [ 'mcca.
DXOKapAMOCKOIINS: HE3HAYUTEIFHOE pacIIupeHue mpa-
BBIX TOJIOCTEH cep/lla, KOCBEHHbIE MTPU3HAKU YMEpPEeH-
HOM JIErOYHOW TUNEPTEH3UH, MUK TpajiieHTa AaBICHUS
Ha JIETOYHOHU apTepuu 9,8 MM PT. CT., IIYHTUPYIOLIUX
MTOTOKOB HET, KUAKOCTH B IIOJIOCTH IEpPHKApAA HET,
HE HCKJIro4Yaercsi Tpom003 anacromosa. [IpemBapu-
TeNbHBIH auarHo3: «OOpa3oBaHHE MPABOTO JIETKOTO
(B mpoekiuu S6): omyxoib, KHUCTa, TPOMOO3 aHACTO-
Mo3a — aHeBpu3Ma? OOCTPYKTUBHBINA TPaxeoOpOHXHT,
JBIXaTeNbHAs HENOCTaTOYHOCTh Il cTemeHH, cmelaH-
HOTO TeHe3a». COmyTCTBYIOMIMI nuarHo3: «J/lerckwmii
nepeOpalbHBI Tapanuy, TeTpamnapes, 3aJepiKKa pe-
YEBOTO U TICHXOMOTOPHOTO pa3BUTHA. BpokaeHHBIH
nopok cepjua, terpaga damno, onepamuun B 2014
u 2015 rr., HEmZOCTaTOYHOCTH KPOBOOOpAIIECHUSs
0 crenenm». IlpoBommmast Tepamusi: HH(Y3HOHHAS,
anTuOakTepuanbHas (UeTPUAKCOH), JeKCaMeTa3oH,
nyasernaM, KHUCIopoioTepanus, HeOymnai3epHas Tepa-
s PEHOTEePOJIOM M HWIIPATPOINHs OpoMHIOM, Oyre-
coHuzoM. Ha 3-m cyTKM OT MOMEHTa TrocmnuTajn3a-
UM B pallOHHYIO OOJBHHUILY MOCIE TpeABAPUTEILHON
KOHCYJIBTALlMH PEOCHOK TPAaHCIOPTUPOBAH CaHUTAPHON
aBUaliedl B OTAEJICHHE OHKOTE€MaTOJIOTUH KIVMHHKH
OI'bOY BO «Cankr-lleTepOyprekuit rocymapcTBeH-
HbII INEJUaTPUYECKU MEIULUHCKUA yHUBEPCUTETY,
rae nocne nposegeHuss MPT opranoB rpynHoi KiIeTKH
C KOHTpPacTHpOBaHHEM (NMPOpacTaHUE OIyXOJIH B KO-
PEHb JIETKOTO M COCYIHMCTBIH ITy4YOK) BBINOJHEHA Ype-

CKOKHAs TPETaHOOMOIICHS OITyXOJH IIPABOTO JIETKOTO
1ojl yJabTpa3BykoBoM HaBurauueil. Ilo pesynbraram
THUCTOJIOTHYECKOTO HCCJIE0BaHUs JAMAarHOCTHPOBaHA
OMYXOJIb MPaBOr0 JIETKOT0 — IUIEBPOMYIbMOHAIbHAS
Oomacroma, Il Tum (cMemraHHBIA BapuaHT C COJHI-
HBIM ¥ KHCTO3HBIM KOMIIOHEHTOM OITyXoiH). Hadara
NOJIMXUMHUOTEpanus 1o mnporokony Jieuenust IIIIb.
B nacrosimiee Bpemst mocne 3-ro Kypca MOJIHXUMHO-
Tepanuy JOCTUTHYTa KIMHUKO-PEHTTECHOIOTUYECKAs
cTabuim3aIys OITyXOJEeBOrO Mpollecca: o0pa3oBaHHE
YMEHBIITWIOCH B pasMepax. C y4eToM MOIOKUTETbHOM
JIMHAMHKH M OTSATOIICHHOTO IMPeMOpPOUIHOrO (oHa,
a TaKkKe MpOpacTaHHUE OIMyXOJU B KOPEHb JIETKOTO
U COCYIMCTHIM My4YOK B HACTOSLIEE BPEMsl OT olepa-
LMY [THEBMOHAKTOMHH PELICHO BO3AEpKaThCcs. B mia-
HE — TIPOJIOJDKEHUE TOJIMXUMHOTEPAITHH.

3AKJTIOMEHUE

[IneBponyneMoHanbHAsT OlacTOMa JAMArHOCTUPOBA-
Ha y peOeHKa B Xozie 00CIeI0OBaHus 0 TIOBOY OCTPOit
pecrupaTopHOd BUPYCHOW HH(EKIINN, WUMEIOMEH He-
TUNIMYHOE TeueHue. KpailHss peaKocTh, OTCYTCTBHE
cnenu(GUIecKoi KIMHUIECKOW KAPTUHBI, OBICTPBIH POCT
YU METacTa3MpOBaHUE JAaHHOW OIYyXOJHU OOYCIIOBIIMBA-
€T CJIOXHOCTh JHATHOCTUKA U HECBOEBPEMEHHOCTH
nedeHns. HeoOXoauMo TOMHHUTH O CYIIECTBOBAHHH
JAHHOTO 3a00JIeBaHMs y JETe MJIaJIIero Bo3pacra
B cllydyae OTCYTCTBMsI AMHAMMKHU TPH JICUCHUH BOCHA-
JUTETHHBIX 3a00JIeBaHNH, KaK B JAHHOM KIIMHUYECKOM
MpUMepe, a TaKKe IMPH BBIIBICHHH KHCTO3HBIX 00-
pa3oBaHui U MHEBMOTOpakca. J[aHHBIM KIMHUYECKUU
CiIy4ail BBISBICHUS PEJIKOM 3710KAYECTBEHHOM OILyXOJIH
y peOeHKa 8 JeT, UMEIOIIeTO OTATOIIECHHBIH aHaAMHE3
(BpOXKIEHHBIN TIOPOK CepiIla, TETCKHHA MepeOpaTbHbIH
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napajiny), BO3MOXKHO, IEMOHCTPUPYET TSHKEIbIN Bapu-
aHT pealu3allii CUCTEMHOHN UCIUIa3uU COeINHUTEIb-
HOM TKaHM U TE€HHOW MyTalluu.

OOMONHNTENbHAA NHOOPMAL NS

Bxiax aBTopoB. Bee aBTOpBEI BHECHH CYIIECTBEHHBIN
BKJIaJ B pa3paOOTKy KOHIICIIINH, IPOBEACHHE HCCIIEI0Ba-
HUSI ¥ IOATOTOBKY CTaTbH, POWIN U 0f100pMIN (PUHATBHYIO
BEPCHIO TIepe]] MyOnuKaimeii.

Kongummkr nHTepecoB. ABTOPBI JEKIAPUPYIOT OTCYT-
CTBHE SIBHBIX W IOTEHIUAIBHBIX KOH(JIMKTOB HHTEPECOB,
CBSI3aHHBIX C ITyONUKaIMel HaCTOSIICH CTaTbu.

HcTtounuk d¢uHAHCUPOBAHMS. ABTOpPBI  3asBISIOT
00 OTCYTCTBHMHM BHEIIHEro (PMHAHCHPOBAHMUS IPH IIPOBEJIE-
HUM UCCIIEIOBAHUS.

HNudopmupoBanHoe coriacue Ha NyOJMKALUIO. AB-
TOpBl MOJYYWJIN MHCBMEHHOE COIacue O(UIMAIBHBIX
MpeACTaBUTENCH MalMeHTa Ha IyOIMKALUI0 METUIIMHCKUX
JTaHHBIX.
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