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C.A. Hukonaesa, B.b. Eroposa, C.A. KoHgpaTbeBa,
A.1O. Tapacos, E.I1. Akoenes, A.A. MyHxanosa, C.A. EBceeBa

PEOKWUUA CITYYAU BOCNAJMUTENIbHOU
MUODPUBPOBNTACTUYECKOW OMYXOJN
BPHOLUHOU NOJNTIOCTU Y PEBEHKA

B ctaTbe npefcTaBneH KMMHUYECKUIA Criyyal peKkol BocnanuTenbHow Mnogpubpobnactnyeckon onyxonu GprowHOM NONOCTH Y Manbyuka 6
nert. Y pebeHka oTMevanach Bbicokasi Mxopagka, B nabopaTopHbIX aHanmn3ax BbiSBNEHO MOBbILLEHWE GenNKoB OCTpol asbl, N0 AaHHLIM UHCTPY-
MEHTarnbHbIX UccrnefoBaHuii — GorbLuas onyxofb GptoLiHON nonocTu, 6e3 YeTkon opraHonpuHaanexHocTu. Mpu nanapockonM4eckon pesnsunn
yCTaHOBMEHa BO3MOXHOCTb TOTaNbHOrO yAaneHusl ornyxonu, BeINOSIHEHA NanapoToMusi, U onyxorb Obina pagukanbHoO yaaneHa.

KnouyeBble cnoBa: pefikve onyxonu, AeTuy, BocnanutensHas MuodubpobnacTtuyeckas onyxonb, TpaHcrnokaums reHa ALK.

The article presents a clinical case of a rare inflammatory myofibroblastic tumor of the abdominal cavity in a 6-year-old boy. The child had a high
fever, laboratory tests revealed an increase in acute phase proteins, and according to instrumental studies - a large tumor of the abdominal cavity,
without a clear organ affiliation. During laparoscopic revision, the possibility of total tumor removal was established; laparotomy was performed and

the tumor was radically removed.

Keywords: rare tumors, children, inflammatory myofibroblastic tumor, ALK gene translocation.

BeepeHue. BocnanutensHas mmodu-
©6pobnacTtuyeckasi onyxons (BMO) — pen-
Kasi onyxonb C HeonpeeneHHbIM 6uo-
NorMyeckMM noBefeHneM, ANs KOTOpoWn
XapaKTepHa reTeporeHHOCTb Kak rmcTo-
NOTMYECKON KapTWHBbI, Tak U MOMNeKynsp-
HO-TEHETUYECKMX W3MEHEHWIN, Nexalumx
B OCHOBe ero passutusa [1]. STnonorusa
1 natoreHe3 BMO g0 KoHUa He uay4eHbl.
OnucaHbl HECKONbKO (haKTOPOB puUcka,
BKItOYAsi KypeHue, TpPaBMy 1 CUCTEMHYIO
IgG4-accounmpoBaHHyt0  CKNEpPO3NpYto-
Lyto GonesHb, TakkKe CyLeCTBYIOT rmno-
Tesbl, Npegnonarallime HeadeKBaTHbIN
MMMYHOMOTMYECKNIA OTBET Ha MOBPEX-
AeHvie TkaHel. B kayectBe atuonornye-
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CKMX areHTOB Yalle paccMaTpuBaloTCs
BMpYC reprieca 4Yernoseka 8-tuna v Bupyc
AnwTenHa-bapp [6]. QuarHo3 BMO gon-
roe Bpemsi 6bin AUArHo30M UCKIHYEHUS
C LWMpOoKUM AuddepeHumansHbeiM ana-
rHO30M, BapbMpYyHOLLMMCS OT NIOKanbHOro
BOCNanuTenbLHOro npouecca 1M uavona-
Tuyeckoro 3abprowmHHoro ¢umbposa go
BocnanuTenbHo cubpocapkombl. Bbl-
sABneHne nepectpoek reHa ALK BHecrno
3HaYUTENbHbIN BKNa4 B MOHUMaHWE Me-
XaHW3MOB, NeYeHUs 3TOW pPeaKon Me3eH-
XVMIMarnbHOW OMyXOnu.

Haunbonee 4yacto gaHHoe 3aborneBa-
HWE OMUCaHO B LETCKOM M HOHOLLECKOM
BO3pacTe, B OCHOBHOM IlOKanu3yeTcsi B
nerkux, OpOLWHON NonocTn, 3abpHOLLINH-
HOM NPOCTPAHCTBE U MATKMX TKAHAX Ta3a.
BMO umeeT xapakTep rnokanbHoro nHaa-
3MBHOIO pOCTa, MOXET pPeunanBmpoBaThb,
HO NMpu 3TOM pPeaKo MeTacTasmpyer [2, 3].
KnuHuyeckas kapTuHa 3aBUCUT OT foKa-
nn3aumm onyxonu, 4acTto COnpoBoOXAaa-
eTcs oOWMMM CUMNTOMamMu BOCManeHus
B BMAE NUXOpaaku unmn HegomoraHus. K
nabopaTopHbIM nposiBrieHnsm BMO ot-
HOCSITCA NEVKOLMTO3, MOBbILLEHNE YPOB-
Hs 6enkoB ocTpou dasbl: C-peakTBHOIO
6enka, COJ, cumbpuHoreHa. PeHTreHo-
noruyeckas kaptmHa BMO Hecneumnduny-
Ha 1 4YacTo MHTEPNPETUPYETCS KaK 3roKa-
YecTBEHHble HOBOOGpasoBaHus. MMcTo-

NOTMYecKoe uccrefoBaHue SIBNSEeTCs
peLlarLLM B NOCTAHOBKE MPaBUIIbHOIO
aunarHosa [9].

Ha monekynsipHoM ypoBHe MpUMepHO
nornosvHa BMO copgepxaTt KrnoHanbHyto
UUTOreHeTnyeckyto abeppaumio — TpaHc-
nokaumio reHa ALK, 4TOo no3Bonsiet
onddepeHumpoBate BMO ot gpyrux
BEPETEHOKMETOYHbIX ONyXOnen y aeTem un
ABMSAETCH MULLEHbIO Npu Heonepabenb-
HbIX 1 peLmanBupyoLLmX criydasx. Pagu-
KanbHas onepaums BMsETCst OCHOBOW B
nevennm BMO [1].

B Lenom peTpocnekTMBHbIE UCCNEno-
BaHusa nokasanu, 4to BMO nmeet bnaro-
NPUATHBIA NPOrHO3. 5-neTHsa 6eccobbl-
TUHasA BbbknBaeMocTb (EFS) n oblasn
BbbknBaeMocTb (OS) coctasnsiot 82,9 n
98,1% cooTBeTCTBEHHO [7].

Lenb wuccnepoBaHusi: onucaHue
peakoro cryyast BocrnanuTerisHoW Muo-
punbpobnacTuyeckon onyxonu B GproLu-
HOW nonocTu y pebeHka.

MaTtepuanbl u metoabl. [lpoBeaeH
PETPOCNEKTUBHBIN aHanu3 uctopuii 6o-
Ne3HN MaumeHTa, HaxoOUBLLErocsl B OH-
KOremaTornormyeckom u Xupypru4eckom
otaenennsx MU TAY PC(A) «PB Ne1-
HUM vm. M.E. Hukonaesa». B oHkore-
MaTonorMyeckoM OTAENeHUN NPoBEAEHO
nonHoe yrnybneHHoe obcnegoBaHue.
MpoBeneHbl nabopaTopHble aHanu3bl
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(obwwnit aHanm3 KpoBuM M Mo4M, BUOXM-
MUYECKUI aHanu3 KpoBW, UccrnenoBaHue
CBepPThLIBAOLLEN CUCTEMBI) U UHCTPYMEH-
TanbHble uccnegosanus (Y3W opraHoB
6ptoHon nonoctu, AKI, KoMnbloTepHas
TOoMOrpadusi OpraHoB rpyaHON KIETKU 1
opraHoB GptowHon nonoctu, MPT opra-
HOB OPIOLLHOM MOSIOCTU C KOHTPACTHLIM
ycunexvem). M'mcronornyeckoe nceneno-
BaHMe onepauuoHHOro martepuana npo-
BegeHo B HMUL, IO um. [. Porayera.

KnuHnyeckun cnyvan. Manbumk 6
neT, 3abonen ocTpo C MOBLILEHUS TEM-
nepatypbl Tena 38,5° C. Npu obcnepno-
BaHUK B ycrosusix LUIPB B knuHuyeckom
aHanmMse KpoBu Obln BbISBMEH NENKOLU-
T03 A0 11 ThIC./MKN C HEUTPOMDUMBbHBLIM
CABUIOM, HOPMOXPOMHasi aHeEMUsi C re-
mornobuHom 82 r/n, TpomboumTto3 874
Tbic./MKN, yckopeHHoe COJ3 60 mm/u.
Bbina HasHayeHa aHTMOakTepuanbHas
Tepanus B KOMOMHauum 2 npenapaTos:
uedorakcuma 610 mr x 3 pasa B/B, aMmu-
kaumHa 135 mMr x 2 B/B 1 renapuH, oaHako
achdekTa oT neyeHus He b6bino. B ceAsm
C BbICOKOW NMXOpagKow, HapacTaLien
rmnepdpubpurHoreHemunent 1 CO3 ¢ nogo-
3pEHNEM Ha MYINbLTCUCTEMHbIA BOCMNanu-
TenbHbI CUHAPOM ObIN rocnUTanuManpo-
BaH B Neamatpuyeckun ueHTp FAY PC(A)
«PB Ne1- HUM um. M.E. Hukonaesay.

Mpu noctynneHun coctosiHue pebeH-
Ka Tsbkenoe, o0OyCrnoBMEeHO NMXOpanKom
39 °C, oTmevanacb BblpaxeHHasi Gnea-
HOCTb KOXXHOTO MOKpoBa, nepudepuye-
ckme numdartmyeckme Yyanbl, MNeYeHb,
ceneseHka He yBenu4eHsbl. [MNanbnuposa-
nocb obpasoBaHue M3-nog NeBOro noa-
pebepbs +4 cMm. [ObixaHue, remoanHamm-
Ka, Mo4yeucrnyckaHve He HapylueHbl. B
KNMHUYECKOM aHanu3e KpoBW BbiSIBIiEHa
Tshkenass HopMoxpoMHasi aHemus (HB
60r/n), nenkoumTto3 11 TbIC./MKN C HeW-
TPOUIbHBIM  COBWIOM, TPOMOOLMUTO3
no 1000 Teic./mkn, yckopeHHoe COD 78
MM/, runepdubprHoreHemust (12 r/n),
NOBbILEHHbIA ypoBeHb [ anmepa (3,69
mkr/mn) n CPB (236 mr/n). B Guoxmmuye-
CKOM aHanwuse KpoBu 1 obiem aHanmse
Mo4n 6e3 naTonoruu.

C anarHocTuyeckon Lenbto Gbina Bbi-
NnorHeHa KoMMbloTepHasas Tomorpadus
rpyaHom n 6ptowHon nonoctu. Beisene-
HO 0Gpa3oBaHWe BPHOLLIHON NONoCTY pas-
mepamn 3*4,5*7,5 cm, C HakonneHnem
KOHTpacTHoro BellectBa. ObpasoBaHue
NPUNEXUT K XBOCTY NOMAXKENYL04YHON Xe-
nesbl, NeTNAM KuwevHuka (puc.1).

B oHkoremartonornyeckoMm oTaeneHum
OblN NpoOBeAEHbl MCCNeaoBaHua Anis
onpegeneHns pacnpocTpaHeHHOCTH ony-
XOneBoro npouecca, NPU3HakoB MeTa-
CTasnpoBaHUS He BbISIBMEHO.

Takxe ObIno BbinonHeHo MPT wuccne-
nosaHue (puc.2).

Puc. 1. KT rpyaHon kneTku n GptoLLHoi nono-
ctu: obpasoBaHue BpioLLHON NOoCTH

Puc. 2. MPT GptowHon nonoctu: obpasosa-
Hne npaBon NMONOBUHbI XXNBOTA

Puc. 3. ®oTo onepauum: onyxonesmgHoe 06-
pasoBaHue

Mo gavHbiM MPT un KT onpegenutb
OpraHoMNpuHaANexXHoCTb He  yaanochb,
nosaTomMy [Ans onpegerneHust rmcTorno-
rMYEeCcKoW NPUHAANEXHOCTU U PEBM3UN
onyxonu Gbina 3annaHvpoBaHa nanapo-

ckonuyeckasi 6uoncus. MNpu nanapocko-
NMYEeCcKoW peBu3nn OpHOLLIHOM MNOnocTn
Ha BepxHeMm dTaxe creBa Obino obHa-
py>XeHO onyxoneBuaHoe ob6pas3oBaHue,
WHTUMHO Mnpurnexaliee K Teny >xenyaka
no 6onbLION KPMBM3HE W MOMNEPEYHO-
obogoyHoM K1wke, pasmepom 12x8,0cm.
WHTpaonepauuoHHo Obin co3gaH  KOH-
CUIMYM, peLUeHVeM KOTOPOro C y4eToMm
BbICOKOW Backynspusaumm obpasosa-
HUS 1 BO3MOXHOCTU MOSHOIO yAaneHus
OMyXOmnu peLLeHO NepenTn Ha OTKPbIThIN
poctyn. lNMocne TpexkpaTHo 06paboTku
cneBa BbIMOSIHEH MOMNEPEYHbIA paspes —
nanapotomusi. OnyxonesmuaHoe o6paso-
BaHWe BbIBUXHYTO B paHy (puc. 3).

Mpn peBusmn obpasoBaHMEe UHTUMHO
npuneraet K Teny >xernyaka no 6onbLuow
KPVBUW3HE 1 NMONepeyHOo-060404HON KULL-
ke. Annapatom Jlurawy obpasoBaHue oT-
ceveHo, yaaneHo. Baara 6uoncusa num-
daTMyeckMx Y3noB xenyaoyHo-o6o404-
Hol cBsA3kn Ne1, BpbikeeqHo-nonepeyHo-
obopgoyHon ceaAsku Ne2. Ob6pasoBaHue u
nuMmdoyanbl ObiNn HanpaBneHbl Ha W-
cTonornyeckoe uccnegosaHne 8 HMAL,
Oron um.O.Poravesa.

Ha BTOpble cyTku nocne ypaneHus
o6pa3oBaHusg OTMEYalTCs HopManusa-
uma temnepatypbl, COJ, nocreneHHoe
CHWXEHNe ypoBHs onbpuHoreHa n CPB,
TPOMOBOLUTOB 4O HOPMbI.

Mo gaHHBIM FMCTONOrMYEeCcKoro nuccre-
AOBaHWUsi OMyxornb B TONCTON hnbposHon
Karncyrne, kpas pesekummn 6e3 onyxoneso-
ro pocta. Heonnactnyeckas TkaHb nNpea-
CTaBfeHa [AJIMHHBIMU MepenseTarLLm-
MUCH NyYKamy KINeTOK BEepPeTeHOBWUAHOW
dopMmbl cpefHero pasmepa Cc Hebonb-
LUMM KONMYECTBOM 303MHOMUIBHON Lin-
TONna3mbl U oBoMAHbIMKU sapamu. CTpo-
Ma CKrnepo3upoBaHa C OOWMbHOW NUM-
¢onnasMoumMTapHon  UHUNeTpaumen.
BeissneHa akcnpeccua SMA, ALKDSF3.
JIumdbaTtnyeckune yanel Ne1, 2 6e3 pocta
onyxornu.

Matepuan panee O6bin  HanpasneH
Ha MOMEeKynspHO-TeHeTMYeCcKoe uccne-
posaHne B «HMWL, oHkonorum nm. H.H.
MetpoBa». MeTogom obpaTHO-TpaHc-
KpunumoHHow MNMUP, cekseHnpoBaHns Bbl-
sABneHa HecbanaHcMpoBaHHasi aKcrnpec-
cua reHa ALK, obBHapyXeH XUMepHbIN
TpaHckpunT TPM4ex7-ALKex20. Takum
o6pasom, y pebeHka BbisiBNeHa MULLEHb
ANsi TapreTHOM Tepanuu, KoTopasi MOXeT
ObITb 3ape3epBrYpOBaHa Ha criyyan Hepe-
3eKkTabenbHOro peunarea 3aboneBaHus.
Mpn KOHTPONMbHOM KCCNeaoBaHUU [aH-
HbIX 3a peumamB onyxonu y pebeHka He
nory4yeHo.

3aknto4eHune. BocnanutenbHas mu-
odmnbpobnacTtnyeckas onyxonbs (BMO)
— pepkasi onyxonb y AeTel C NPoOMeEXy-
TOYHbIM  BMONOrMYECKUM MNOBEAEHNEM.



OCHOBHbIM METOAOM AMAarHOCTUKU SB-
nseTca rmcrtonorvyeckas Bepudukaums
C WUCMOMb30BaHNEM WMMYHOTMCTOXUMM-
Yyeckmx metogos. CTaHAapToM neveHus
ABMAETCS paguKanbHOe Xupypruyeckoe
neyeHne Cc oOTpULATENbHBIMU KpasMK
pesekuuun [4]. MNpu HanM4mMm akcnpeccun
reHa MCrnonb3ylTcs TapreTHble npena-
paTbl Kak BTOpas NNHUS Tepanuu uim B
cnyyae HepesekTabernbHbIX OMyXonew.
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