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WHdpaHTubHas dmbpocapkoMa (MdD) — peakas onyxonb MATKUX TKaHel y AeTei, COCToAWas 13
3n10KkavecTBeHHbIX hnbpobnacTos. 3abonesaemMocTtb V® y fetelt nepBoro rofa »KusHW HU3Kas no
CpPaBHEHWIO C APYrMMU BUAAMU 3110KAYECTBEHHbIX OMyXOmen u cocTaBnseT 5 crnyyaeB Ha 1 MIH
MnapeHues. Jlokanuayetca N® rnaBHbIM 06pa3oM B 06nacTi KoHeuHocTen 1 Tynosuia. Hebonbluas
YacTb 3TUX Onyxonen HabnogaeTca B 061acTu ronoBbl U LLIEN.

Llenb: nponeMoHCTPUPOBaTL BO3MOKHOCTN COBPEMEHHOI OHKOXVPYPIiM NMPU 3110KAYECTBEHHbIX OMyXOSsX
KWUCTW Y ieTEN NepPBOro roAa XU3HM.

Knunuueckoe Habniopenue. B Bo3pacTe 2,5 mecaueB y aeBoukn M. poautenu obHapyskunu
HoBoobpa3oBaHue B 0651aCTV OCHOBaHUA NTaAOHHON NMOBEPXHOCTU NMPaBOM KUCTY. [locne KoHCynbTauuin
AETCKOro Xvpypra 1 opToneaa no MeCTy XUTeNbCTBa bbia AMarHoCTMpoBaHa rmrpoMa. Y nbTpasByKoBoe
MCCnenoBaHUs MArKUX TKaHei npasoit kuctv (o1 11.08.2022) noaTBepamnio AMarHo3 rurpoMsl,
pasMepbl koTopol cocTasunu 4,1 x 2,4 mM. PekomeHpioBaHo HabniofeHve. Yepes 2 Mec pasmepsl
onyxonu yBenuuunuce B 5 pas. B koHue okTabpsa 2022 r. nocne MarHUTHO-pe30HaHCHOW ToMorpadum
Bbina 3anofospeHa onyxosib MArKMX TKaHei. MarHMTHO-pe3oHaHCcHaa ToMorpadus, BbINOMHEHHas
C KOHTPACTHbIM YCUIEHWEM, BbISIBUIIA COSMAHYIO OMyXOJlb, BO3MOXHO, 3/10Ka4YeCTBEHHOV NPUPOLbI.
PebeHok rocnutanusnpoBaH B JETCKOE OHKOMOrMYeckoe OTAeNeHWe 0BnacTHOr0 OHKOIOrMYeCKoro
aucnaHcepa, roe npovssefeHa buoncms HoBoobpasosaHus. [lnarHoctuposaHa U®. 113-3a BbICOKOrO
puUcka amnyTauun kuctu pebeHok bbin nepeBefeH Ans onepaTuBHOro neyenus B FBY3 r. Mockabl
«Hay4yHO-NpaKTUYeCKUiA LEHTP CMeLnanmM3MpoBaHHOM MeOULMHCKON NoMoLLM AeTsm uM. B.®. BoliHo-
fceneukoro [lenaptameHTa 3npaBooxpaHeHus r. Mocksbl». [1pu nocTynneHnn pebeHka B OHKOMNornyeckoe
oTaeneHue pasmepbl onyxonu coctaBnamm 4,5 x 4,0 x 3,0 cM. 3atem 29 Hosbpa 2022 r. coenaHa
OpraHOCOXpaHsAoLLan onepauns: yaaneHe onyxonu MArknx TKaHemn Ha NafoHHON MOBEPXHOCTW NPaBon
KWUCTM C MNaCTUKON MECTHBIMU TKaHAMU. [ MCTOMOrMyeckoe 1 UIMMyHOrMCTOXMMUYECKOe 3aksioyeHne: Ud.
[Mocne onepauuv NauveHTKa noyynna 4 Kypca afgbloBaHTHOV NONMXMMKUOTepanuu. Jleyenne neperecna
ynoBneTBoputenbHo. CnycTa 2 ropa nocne OKOHYaHWA crneumanbHon Tepanum pebeHok 3nopoB 6e3
NPU3HaKoB peunanea 3a60neBava, HaxoguTca noj puHaMUYyeCKUM HaGJ'IIOD,EHVIeM nepnatpa n oeTckoro
OHKomora. PyHKUMA ONeprpOBaHHOM KUCTU NMOTHOCTbI0 BOCCTAHOBIIEHA.

3akniouenue. VP npencrasnset cobovi penkoe 3aboneBaHve, perucTpypyioLLeecs NpeMMyLLECTBEHHO
y fieTei nepBoro ropa susmHu. Yaue Nd y neteit CKpbiBaeTCs 3a MackaMu BOCMAnMUTENbHbIX MPOLIECCOB
1 [oDpPOKaYyeCTBEHHbIX OMyXOnen MArkux TKaHew. Bepylwimm meTtopom nevenuns UP ssnaetcs
OpraHocoxpaHsiioLLiee paavKanbHOe XMpypruyeckoe BMeLLaTenbCTBO. Pe3ynbTaThl NeyYeHnst 3aBucAT
OT BpeMeHW yCTaHOBeHWst AMarHo3a, pacnpocTpaHeHHOCTM OMyXOeBoro NpoLecca 1 paavkanbHoOCTH
BbINOJSTHEHHOM onepaLmy.

Kniouesble cnosa: oryxosm y getesi nepsoro rofa su3Hu, MHbaHTubHas chnbpocapkoma, OHKOXUPYPrius,
XUPYPIvsi KUCTU
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Infantile fibrosarcoma of the hand in a 6-month-old child:
opportunities of modern surgical oncology
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Infantile fibrosarcoma (IF) is a rare soft-tissue tumor found in children and consisting of malignant fibroblasts. The incidence of
IF in children during the first year of life is low compared with that of other types of malignant tumors and is estimated to be
five cases per million infants. Most IF arise in the limbs and trunk, and only a small number of these tumors occur in the head
and neck area.

Objective: to demonstrate the opportunities of modern surgical oncology for malignant tumors of the hand in children of the
first year of life.

Case report. When the child M. was 2.5 months old, her parents found a lump at the base of the palmar surface of the right hand.
After consultations with a pediatric surgeon and an orthopedic specialist at the place of residence, the patient was diagnosed
with hygroma. An ultrasound examination of the soft tissues of the right hand performed on 11 August 2022 confirmed the
diagnosis of hygroma (4.1 x 2.4 mm in size). A watch-and-wait strategy was recommended. After 2 months, the tumor increased
5-fold in size. At the end of October 2022, after magnetic resonance imaging, a soft-tissue tumor was suspected. Contrast-
enhanced magnetic resonance imaging revealed a solid tumor, possibly malignant. The child was admitted to the Pediatric
Oncology Department of the regional oncology hospital, where a biopsy of the neoplasm was performed. IF was diagnosed.
Due to a high risk of hand amputation, the child was transferred to the V.F. Voyno-Yasenetsky Scientific and Practical Center
of Specialized Healthcare for children of the Department of Health of Moscow for surgical treatment. When the child was
admitted to the Department of Oncology, the tumor size was 4.5 x 4.0 x 3.0 cm. On 29 November 2022, an organ-preserving
surgery was performed: removal of the soft-tissue tumor on the palmar surface of the right hand with grafting using local
tissues. Histological and immunohistochemical conclusion: IF. After the surgery, the patient received 4 courses of adjuvant
polychemotherapy. She tolerated the treatment satisfactorily. Two years after the end of specific therapy, the child remains
healthy with no signs of disease relapse, and is under regular follow-up by a pediatrician and pediatric oncologist. The function
of the operated hand has been fully restored.

Conclusion. IF is a rare disease, registered mainly in children during the first year of life. In many cases, IF in children may mimic
inflammatory processes and benign soft-tissue tumors. The primary treatment approach for IF is organ-preserving radical
surgery. The results of treatment depend on the time of diagnosis, the extent of the tumor involvement and the radicality of the
surgery performed.
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NoKayeCcTBeHHbIe HOBOOBpasosaHus (3HO) npep-

cTaBnsioT coboi pefikyl NaToNoruMio AeTCKOro

BospacTa. B 2023 r. B Poccum Bbino BhbigBNEHO
3057 3HO y petew po 15 net, uto coctasuno 0,45%
BCEX BMepBble BbISBNEHHbIX onyxonen, 3806 — y neten
po 17 ner, uto coctasuno 0,56% [1].

lMokasaTenb 3abonesaemMocTu coctasmn 12,1 cnyvas
Ha 100 Tbic. geTckoro Hacenexus B Bospacte 0-14 net
n 12,7 cnyvasa Ha 100 TbiCc. BETCKOro HaceneHus B
Bo3pacTte 0-17 net. 3HO coeouHUTENbHOW U OPYrux
MSArKUX TKaHew cocTaBunu 4,6% Bcex HoBoobpa3oBaHwmit
y neteit 1 8,9% cpeaym conuaHbix onyxonei [1].

Cpenu CapkoM MATKUX TKaHel y peTen MHdpaH-
TunbHaa dmbpocapkoma (Md) scTpeuaetcs kpaiHe
penko. 3abonesaemocTb V® y peteit nepsoro roga
YU3HWU HU3Kasa Mo cpaBHeHuio ¢ apyrumu Bugamu 3HO n
cocTaBnsfieT 5 crnyyaes Ha 1 MiH MnageHueB. Mexay Tem
CpenM 3110KaYeCTBEHHbIX COMMAHbBIX OMyXOf1el MArKMX
TKaHeW y fieTe rpyaHoro Bospacta N® 3aHuMaeT nuam-
pyloLlee nonoxenue. Yae scero Nd obHapykmsaeTcs
B TEYEHWe NEPBOro rofa sKW3HW, a B MOJIOBUHE CryYaes
OMyXO0Jlb PErUCTPUPYETCSH YKe Npu poskaeHumn [2—4].

Mo MHeHuio E.B. Chung v F.M. Enzinger (1976), U®
obHapyxuBaeTca npu poskaeHun B 40% cnyvaes, a B
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TeyeHne NepBoro rofa »m3Hu — B 77%. Pexe onyxonb
BbIABIIAETCS B Bo3pacTe [0 2 neT [5].

3Tronorua feTckon onbpocapkoMbl OCTAETCH HEN3-
BECTHOW, HO CYMTaeTCs, YTO OHA BO3HUKAET B Pe3yrb-
TaTe BTOPWMYHON MONEKYMAPHOW TpaHcnokauuun. 3Ta
TpaHcnokaums, t(12;15), npuBoaut K oBpasoBaHuio
npoaykta cnusanus reHoB ETV6—NTRK3 n obHapyxu-
BaeTCH C MOMOLLbIO NONMMEPA3HOMN LIEMHON peakumm ¢
obpaTHoW TpaHcKpunuuei [6].

JTokanusyetcs U® rnasHbiM obpasom B obnactu
KOHeYHocTel 1 TynoBuua. Hebonbliaa yacTb 3TUX
onyxosen HabniopaeTcsa B 0611acTv ronossl U wwem [4].

OnddepeHumanbHbli guarHo3 N® nposoputcs ¢
0obpoKayecTBEHHbIMM COCYAMCTbIMU HOBOOBpa3oBa-
HUAMKU MATKUX TKaHeW 1 Npexae BCero ¢ reMaHrmomMon,
nMMdbaHrnoMon, a Takske chmbpomoit 1 aHrnodnbpomon,
HeonyxonesbiMK 3aboneBaHnsaMu (BocnanuTenbHbIMU
uHcpunbTpaTamu) u T. 4. OWKMBKM B AMArHOCTUKE yBENu-
UMBaIOT BPeMSA Hayana afeKBaTHOro fnevyeHust pebeHka
¢ N®, yto B CBOIO OYepenb BAMSAET Ha NporHo3 3abone-
BaHuA.

06b1uHO N npencTasnseT cobon besbonesHeHHoe,
BbicTpopacTyllee HoBoobpasosaHwe [7, 8]. Onyxonb
0bMnbHO BacKynsapuM3MpoBaHa, 4acTo mpopacTaeT B



KJIMHUYECKWUE HABJIOOAEHUA

LepMy, Bbi3biBasi M3bA3BMEHWE KOXM. HoBoOBpa3oBaHue
MOSKET NpopacTaTb B KOXY, BbIXOLA 3a ee npepesbl. B
Takux cnyvyasx N® Beirnagut kak barpoBo-kpacHas
OMnyxorb, MHOTAA € Y4aCTKaMU HEKPO3a U KPOBOTOYaLLEeW
MOBEPXHOCTHIO.

JleueHne WM® npepnonaraeT xupypruyeckoe
BMeLlaTeNbCTBO B 0ObeMe ydaneHus Omyxonu, ecnm
oTpuuaTesfibHble Kpas MoryT bbiTb LOCTUrHYThl Bes
3HAUMTENbHbIX (DYHKLUMOHANbHBIX UM 3CTETUYECKUX
nedopmauni. lNocne onepaumm paccmatpuBaeTcs
BOMPOC O NPOBEAEHUN aiblIOBaHTHOMN NONMXMMMUOTEPaNUM
(MXT). MecTHble peunamsbl Bo3HUKaioT (5-50%), ecrivt He
yoaeTcs [OCTWUb OTpULATeNbHOro Kpas pesekuun [9].

MeTacTa3npoBaHMe BCTpeYaeTCsi pedko, 3aperu-
CTpupoBaHHas YacTtoTa coctasnsaeT 10% [10].

Cnyyau co cMepTernbHbIMU UCXOAaMM BCTPEYaIOTCA Y
peTew ¢ bonee KpynHbIMM HOBOOBpPA30BaHMAMM, pacno-
NOXEHHbIMKU B 0611aCTU FONOBbI U LLIEW, KOTAa AMarHo-
CTMPOBaHbl MOSTOMXUTENbHbIE Kpas pPe3ekuun mnocre
nepeHeceHHbIX onepauuii [11].

[MokasaTenu obLuei BbIsKMBAEMOCTV BapbupyloT B
npenenax 89-94%, 6eccobbITUAHON BbIXKMBAEMOCTUN —
81-84% [12].

KITMHWYECKUM CITYYAN

MauneHTKka M., B Bo3pacTe 2,5 MecsaLeB poauTenu
oBHapyxunun HoBoobpasoBaHune B obrnacTn ocHoBaHUS
NafloHHON NMOBEPXHOCTW NpaBoi kucTu. [leBouka bbina
MPOKOHCYNbTUPOBaHa AETCKUM XMPYProM, a 3aTeM OpTo-
MedoM Mo MecTy uTenbcTBa. lNocne ynbTpa3ByKOBOro
uccnepnosanus (Y3M) MArkux TKaHei npaBoi KUCTU
(o1 11.08.2022) nuarHocTMpoBaHa rurpoMa, pasmepsbl
koTopow cocTtasnsanu 4,1 x 2,4 MM. PekoMeHnoBaHO
HabnogeHve B TeueHne roga. Mexay TeM HoBoobpa-
30BaHMe MOCTEMEHHO yBennuMBanoch B pa3mepax. o
WHUUMaTMBE poauTenen B cepeaunHe okTabpsa 2022 r.
B KOMMEPYECKOM MEOULMHCKOM LIeHTpe BbIMOSIHEHO
nosTopHoe Y3W npasoit knuctu. OBHapyeHo rMnoaxo-
reHHoe HoBOOBpa3oBaHue C HEPOBHbBIMM JOBOSbHO YETKUMM
KOHTypamu, paamepamm 2,0 x 2,5 x 1,3 cM, npunesalLee K
NOKTEBOMY HepBy. [lnarHo3: rurpoma. CnegyeT 0TMETUTS,
4TO K MOMEeHTY MOBTOpPHOro Y3W, BbINOSIHEHHOrO Yepes
2 Mec, onyxornb yBenuumnach B 5 pas.

Mpy NOBTOPHOWM KOHCYMbTaLMW LETCKOro xupypra
BbIn NOATBEPIKAEH ANArHO3 MMIPOMbI 1 PEKOMEHA0BAHO
NPOJOIKNTL HabropeHue.

Mo uHuumnatuee poputenen 25 oktabpa 2022 r.
B OOHOM M3 MOCKOBCKMX FOPOACKUX AETCKUX BOmbHML
nNpou3BefeHa MarHUTHO-pe3oHaHCHas ToMmorpadwms
(MPT) npaBoi KncTU. 3anofo3peHo COnNuaHOEe HOBOO-
BpasoBaHMe MArknx TKaHew Ha NafgoHHON NMOBEPXHOCTM
npaBov kuctu: conbpoma? LwBaHHOMA?

MaumeHTKa HanpaBneHa Ha obcnefoBaHne B OHKO-
nornyecknii denepasnbHbii LEHTP 1. Mockssbl. [pn MPT,

BbIMOJSIHEHHOMN C KOHTPACTHbIM YCUIIeHWEM, bbina amarHo-
CTUpOBaHa OMyxoJlb MArKUX TKaHeW NpaBoW KUCTH, U
pebeHOK HamnpaBneH B AeTCKOe OTAeSIeHWe OHKOMOoru-
4ECKOro AucnaHcepa no MecTy KUTeNbCTBa, rAe nauu-
€HTKa Haxogmnachb B nepwvopf ¢ 31 oktsibpsi mo 11 Hosbps
2022 r., 2 Hosibps 2022 r. BbINonHeHa buoncus onyxosnm
NafoHHOV MOBEPXHOCTY MPaBOW KNUCTY.

Mpu rMCTONOrMYecKoM MccnepoBaHum buoncuin-
Horo MaTepuana gmarHocTtuposaHo 3HO — ®. Mocne
NpoBefeHHOro BpayebHOro KoHcMnMyma Bauay 6onbLImMX
pa3MepoB OMyxonu, 0COBeHHOCTEW ee nokanusaumu,
Bo3pacTa pebeHka obcyxpancsa Bonpoc 06 amMnyTaumm
npaBoW KUCTU. PoauTenu oTkasanucb OT onepauuu
Takoro obbema u obpatunuch 3a nomolbio B NBY3
r. MockBbl «HayuyHO-MpaKTUYECKMI LEHTp chneuu-
ann3npoBaHHON MEAULMHCKON NOMOLUM [eTAM UM.
B.®. BoWHo-fceHeukoro [lenaptaMeHTa 3npaBooxpa-
HeHus T. Mocksbl», 24 Hosibpst 2022 r. neBoyka NocTy-
nuna B oHkonoruyeckoe otaenenune Nel. CoctosHve npm
NocTynsieHnn Bbino oLeHeHO Kak cpepHei TskecTn. Co
CTOPOHbI OPraHOB U CUCTEM [ibIXaHWsi, KpOBOOOpaLLIEHNS,
nULLIEBapeHUs, MoYeBblaeneHnsa — 6e3 ocobeHHoCTeN.

MecTHble NposiBNeHUA 0CHOBHOro 3aboneBaHus

OcMOTp B NepeBA30YHOW: NMpaBas KNCTb 3abuHTO-
BaHa, 0TMeyaeTcs HebonblLoe NPOMOKaHWE MOBS3KM
KpOBblo. [ocrie CHATUS MOBSI3KM Ha NaLOHHON NoBepX-
HOCTM B 0brnacTu TeHapa Bu3yanuavpyeTtcsa obpasoBaHue
BbicoTon ~3,0 cM, anametpom ~4,0-4,5 cM, C KpOBOTO-
yallein nosepxHocTbio (pucyHok 1). CocTosHue nocne
Buoncun obpasoBaHusa npasow kuctu ot 02.11.2022.
OTMeyaeTCcAa pacxox[eHuwe LWBOB B 30He Buoncuu
Onyxosn.

28.11.2022 BbinonHeHa MPT K1ctu ¢ BHYTPMBEHHBIM
KOHTpacTMpoBaHueM. Ha nagoHHOV MOBEPXHOCTM NPaBoOM
KUCTW, PacnpocTpaHsasch Ha obnacTb 3ansacTbs, onpe-
AenseTca OfHOPOAHOW CTPYKTypbl HOBOOBpasoBaHue

PucyHok 1

Ha napnoHHOM NOBEPXHOCTM NPaBOM KUCTW B MPSAMOWA U
BOKOBOW NMPOEKLMSIX OMpefenseTcs HoBoobpasoBaHue
BbICOTOM [0 3 CM, AnaMeTpoMm ~4—4,5 cM, C N3bA3BMNEH-
HOW KPOBOTOYALLIEN MOBEPXHOCTbIO

Figure 1

On the palmar surface of the right hand, in direct and lateral
projections, there is a neoplasm of up to 3 cm in hight, with a
diameter of ~4—4.5 cm, with an ulcerated bleeding surface
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pa3mepamu 3,0 x 3,5 x 3,0 CM, MHTEHCMBHO Hakannu-
BaloLLlee KOHTPaCTHbIV npenapat. MArkme TKaHu BOKpyr
HoBOODOpa3oBaHUA yTornLeHbl. Mblwa, oTBOAALLANA
MU3NHeL, UHTUMHO MPUMEKUT K ONyXomnu, rpaHuua
HeyeTkasn. CyxOxunusa MOBEPXHOCTHOro crubartens,
NafloHHbIA anoHeBpo3 be3 nNpu3HakoB MHAUIbTPALIMN.
MarucTpanbHble COCYAbl MHTaKTHbl. 3akmiyeHune:
KapTWHa HOBOODpa30BaHMsA MSArKUX TKaHEW NafoHHOM
MNOBEPXHOCTYW NpaBoit KUCTU (pucyHok 2).

Mocne obcyskpeHns pebeHka Ha KOHCUIMyMe Bpayei
OTOENEHNI OHKOMOruK, NIy4YeBOM OMArHOCTUKKU, peaHu-
MauMWU U MHTEHCMBHOM Tepanuu, duamoTepanuu u
peabunuTaunm NPUHATO PeLLEeHUe O BbIMOSTHEHWUM XMPYP-
FMYeCKOro BMeLLaTeNnbCTBa B 06 beMe yfaneHus onyxonm
MSArKMX TKaHeW NlafoHHOW MOBEPXHOCTH NPaBOM KUCTY.

Mpu obcyskpoeHnn nnaHa onepaumn pacCMOTPeHbI
BCE BO3MOKHbIE PUCKM XMPYPrMYeCcKoro BMeLLaTenbCcTBa
C y4eTOM aHaTOMUYECKUX U (PYHKLMOHANbHbIX 0COBEeH-
HOCTeW KUCTW, OpeaeneHa TakKTUKa BOCCTaHOBUTENbHbIX
MeponpuaTUi paHHero 1 bonee no3gHero peabunuraumn-
OHHOr 0 NEepVOAOB.

29.11.2022 BbiNnONHeHa onepauua: yaaneHue
OMyXONN MArKUX TKaHeM Ha NafloHHON MOBEPXHOCTM
MPaBoW KUCTW C MNACTUKON MECTHBIMU TKaHAMM.

Xon onepauuu

Mocne HanoseHWs 3anacTW4Horo BuHTa Ha nmpepn-
nneybe NpaBoi pyku npousseneHa obpaboTka cnMpTom
KUCTU W HUKHEW TpeTu npepnneybss. Ha nmapgoHHOWM
MOBEPXHOCTM KMCTU OT OCHOBaHus | nanbua umeetcs
Onyxosib, PacnpoCTpaHsIOLLasACa Ha BCIO NOBEPXHOCTb
najoHn, UCXOLALLAs U3 MAMKMX TKaHel, pasMepamu

PucyHok 2

MPT: Ha napoHHOM NOBEPXHOCTM MPaBOM KUCTH, pac-
NpoCTpaHsAACch Ha obrnacTb 3anAacTbs, onpefenseTcs
OOHOPOAHON CTPYKTYpbl HOBOODBPa3oBaHWe pa3Mepamu
3,0 x 3,5 x 3,0 CM, MHTEHCUBHO HaKanIMBaloLLee KOH-
TpacTHbI Npenapat

Figure 2

Magnetic resonance imaging: a neoplasm of homogeneous
structure measuring 3.0 x 3.5 x 3.0 cm with intense contrast
enhancement is observed on the palmar surface of the right
hand, extending to the wrist area
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4,0 x 4,5 cM n BbicOTOM 2,5 cM. BokoBas NOBEPXHOCTb
HOBOOOpa3oBaHUs MOKPbITA KOMKEW, BEPXHUIA MOMIOC
OMyXO0JIn 3UsieT B pe3yrbTaTe PaCXOAEeHUs LLIBOB Nocsle
paHee npoun3BefeHHon Groncum.

OcTpbIM NyTEM OTCEnapoBaHbl KOXHbIE NOCKYThI
KUCTV BOKPYI OMyxonun. [Ins ynyJllieHnst Bu3yanusaumm
pacceyeHa Koa B NMOMepeyHOM HamnpaBfieHWn Hag
onyxosnblo [0 ee MeananbHoro kpas. lMocne oTcena-
POBKW KOKHbIX JIOCKYTOB HOBOODpa3oBaHuWe BblgeneHo 13
OKpYKaloLLMX TKkaHeln. CnefyeT 0TMETUTb, YTO OMyXOsib
3aHMMaeT MPaKTUYECKN BCIO NTAAOHHYIO MOBEPXHOCTb
(pucyHok 3).

HoBoobpas3oBaHMe MAOTHO3ACTUYECKON KOHCH-
CTEHUMM, Kancyna He onpepenseTcs, perncTpupyeTcs
noApacTaHue OMyxoJiM Ha OTAESbHbIX yYacTKax K AepMe.
Cocyabl KMCTV BbIAENEHbI OCTPbIM MYTEM U COXPaHEHbI.
Cyxoxunus kicTu pacnonaratotcs riy6xe, B 0CHOBaHUM
OMyx0mn, BU3yanuanpoBaHbl. HoBoobpasoBaHue yganeHo
MaKPOCKOMWYECKN pajuKanbHO B Npefenax BUOMMBIX
3[0POBbIX TKaHe (pucyHok 4).

CHsATa faBsiLlasn nossi3ka. [py ocMoTpe npeanneybs
TPOPMUECKMNX HAPYLLEHUI HE BbISIBNEHO. YUACTKN KOXKM,
CBA3aHHble C OMyXOSblo, MCCEYEHbl U HanpaBfieHbl Ha
FMCTONOrMYeckoe nccrnepoBaxne. PaHeBas NoBepxHOCTb
obpaboTaHa BMNOMAPHBIM MUHLETOM U METOAOM apro-
HOMMa3MEHHOW Koarynaumu. YLuBaHue paHbl BbIMos-
HeHo ysnoBaTbiMK WBaMu. HanoxeHa candeTtka co
CMMPTOM, BbIMOMHEHO BUHTOBAHME KUCTW. Ha HapyHYo
MOBEPXHOCTb MPEANeybsa U KACTW HaMoXeHa runcosas
foHreTa.

lMocneonepauMoHHbIN Mepuof NpoTekan Ha dhoHe
YaCTUYHOrO PaCXOXKOEHUS LUBOB M KPaeBOr0 HEKPO3a
Ha OTAeNbHbIX y4YacTKax KoKW, Mo noBogy Yero Bbina
BbIMOJIHEHA XMPYPruyeckas caHaumsa naTonornyeckmx
Y4YaCTKOB TKaHM.

vcTonormyeckoe 3aknioyexnme ot 09.11.2022
(Mopo3oBckas feTckas ropofckas KiuHuuecKas
BonbHuua [lenapTaMeHTa 3ApaBoOXPaHeHus . MocKsbl):
N®, Il cTeneHn snokayecTseHHoCcTM (Mo cucTeme
FNCLCC). Onyxonb BpacTaeT B KOXY, rie WHPUIbTPU-
PYET PEKTUKYNAPHBINA COM AepMbl. ANUAEPMUC UHTAKTEH
(pucyHok 5).

NMMyHOTrMCTOXMMUYECKOE MUCCefoBaHue OT
18.11.2022: B kNneTkax onyxonu obHapysKeHbl LUTO-
KepaTuHbl 8/18 (yacTb kneTok), Ki-67 BbisBneH B 65%
kneTok. He obHapyseHa akcnpeccus EMA, CD99, Bel-2,
CD34, Melan A, pnecMuHa, rMafKOMbILLEYHOrO aKTUHA W
MuoreHuHa. 3aknioyenue: NP, Il cTeneHmn 3nokavecTBeH-
HocTu (no cucteme FNCLCC) (pucyHok é).

Mpu uccnepoBaHnn Matepuana MeToaoM donyo-
pecueHTHomn in situ rnbpuansaunn (ETVE/NTRKS3
gene fusion t(12;15) detection probe, Wuhan
HealthCare Biotechnology) obHapyskeHa XpoMo-
coMHas abeppauus — cnusHue reHoB ETV6-NTRKS,
xapaKkTtepHoe ana No.
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PucyHok 3

3tan onepauuun. Onyxosb BblAEIEHa N3 OKPYKAIOLLIMX
TkaHein. HoBoobpasoBaHue 3aHMMaeT NpaKkTUYeckun BCIO
NafoHHYI0 NOBEPXHOCTb

Figure 3

Stage of the surgery. The tumor is isolated from the sur-
rounding tissues. It is noted that the neoplasm occupies al-
most the entire palmar surface

PucyHok 4
BHeLUHW BUA NagoHHOM NOBEPXHOCTM KUCTU Nocrne
ynaneHus onyxonu. CTpenikamu oTMeueHbl Hepsbl (a),
cyxosumnus (b) u cocymsl (c) kucTu

Figure 4

The appearance of the palmar surface of the hand after tu-
mor removal. The arrows indicate the nerves (a), tendons (b),
and blood vessels (c) of the hand

['McTonornyeckue npenapatbl ObiN NMPOKOHCYbTU-
poBaHbl B pedhepeHc-LEeHTPe Ny4eBbIX, UIMMYHOrUCTO-
XUMUYECKMX U MOphonormyecknx uccrneposanmin ®rby
«HMWL OTOWN wm. Omutpusa Porayesa» MuH3ppasa
Poccuu. dnarHos M@ noareepsaeH.

Mocne onepauun Bbln MPOBEAEH KOHCWUANYM
Bpayeii-OHKOIOroB, Ha KOTOPOM obcyxaanach fasb-
Henwas nevebHan TakTuka. Beuaoy mMecTHom pacnpo-
CTPaHeHHOCTM OMyXOneBOro NpoLecca, pucka passnTus
NOKanbHOro peuunamBa BbiNo NPUHATO peLLeHne o NpoBe-
OeHun apbloBaHTHOM [XT Mo MPOTOKOMY feYEHNs CapKOM
MSAMKUX TKaHeW ANS rpynnbl HU3KOrO pucka. YuuTbiBas
Bo3pacT pebeHka, [03bl XxuMuonpenapaTos Obinn
penyunpoBaHbl Ha 30%. Mepen Hauyanom MXT nauwm-
eHTKe Bbino npoBefeHO KOMMeKcHoe obcrnenosaxue,
BkoYaowee MPT kuctu, cuuHturpadumio ckenerta,
KOMMbIOTEPHYIO TOMOrpadimnio OPraHoB FPYOHOW KIETKM,

PucyHok 5

MMpM MUKPOCKOMMYECKOM WUCCIe[0BaHNN ONpenensaeT-
CS OMyX0S1b MEPEMEHHOMN KIMETOYHOCTU, CTPOMASbHbIN
KOMMOHEHT NPenMyLLECTBEHHO KOJfareHN3nMpoBaHHbIN.
YacTb cocynoB MMEIOT reMaHrmonepmumMToMa-nonobHyio
CTPYKTYpy. OKpaLumMBaH1e reMaToKCUIIMHOM M 303UHOM,
x40

Figure 5

Microscopic examination reveals a tumor with variable cellu-

larity. The stromal component of the tumor is predominantly

collagenized. Some of the vessels have a hemangiopericyto-

ma-like structure. Hematoxylin and eosin staining, magnifica-
tion, x40

PucyHok 6

VIMMyHOrucTOXMMUYECKOe UccriefoBaHme: npy bosb-
LLIOM YBESIMYEHWUM XOPOLLIO 3aMeTHa BbICOKas MUTOTU-
yeckasi aKTUBHOCTb (MUTO3bl OTMEUeHb! CTpesikamu).

KrneTku UMeloT BepeTEHOBUAHYIO U OBOMAHYIO hOPMbI.
OkpaluvBaHne reMaTOKCUMHOM M 303uHOM, x400

Figure 6
Immunohistochemistry: at high magnification, high mitotic
activity is clearly visible (mitoses are indicated by the ar-

rows). The cells are spindle-shaped and ovoid. Hematoxylin
and eosin staining, x400

B

uccnenoBaHve muenorpammebl. [laHHbIX 3a MECTHbIN
peunamB OMyxonu 1 MeTacTasbl He NMoJTyyYeHo.

C 27 pekabps 2022 r. no 14 mapta 2023 r. feBoYKe
Bbino nposeneHo 4 kypca MXT npenapatamMy BUHKPUCTUH
N DAKTUHOMUUMH Ha choHe HeobxoaMMon conpoBoan-
TenbHOM Tepanuu. JleyeHne nepeHecna ynoBneTBopu-
TenbHo, 6e3 ocnoxHeHun. OQHOBPEMEHHO NPOBOAMIICS
OVHAMUYECKUNA KOHTPOJIb 3a COCTOSIHWUEM OPraHoB U
cucTeM opraHuama peberka. B mapte 2023 r. cneuu-
anbHoe nevyeHue 6BbiNo 3aBeplueHo. B panbHelweM
nnaHMpyeTcs NpoBefeHVe AMHAMUYECKOro HabnioneHus
negmaTpa 1 LeTCKOro Xvpypra no MecTy sKWTenbCTBa, a
TaKyKe OeTCKOro OHKosora. K MOMeHTy HanmcaHus LJaHHoW
CTaTbM NpW3HaKoB peumanea bonesHn y pebeHka HeT.

Pediatric Hematology/Oncology and Immunopathology
2025 [ Vol. 24 [ Ne 31 112-118



C nepBbIx AHeW nocre onepaumn pebeHky NpoBoan-
MCb peabunnTaumnoHHble MEPOMNPUSATHS, HaNpaBfieHHbIe
Ha BOCCTaHOBMEHME DYHKLMM ONEepUpOBaHHON KUCTW.
Ha pucyHke 7 npefnctaBneH BULA KUCTU yepe3 b6 MeC U
1,5 ropa nocne onepauuun. CnepyeTt 0TMETUTb MOSHOE
BOCCTaHOBIIEHNE (DYHKLMM KNCTW.

OBCYXXIOEHUE PE3YJIbTATOB UCCJIELOBAHUSA

N® — penkas onyxofib, BCTPeYaloLLascs rnaBHbIM
obpasoMm y feTen paHHero BospacTa. bonee uem B 75%
crnyyaeB HoBoobpa3oBaHvie HabniogaeTcsa Ha MeEpPBOM, a B
15% — Ha BTOpOM rofy u3Hu. N Tonbko B 10% cnyvaes
M® Bo3HMKaeT y neTeit cTapLuero Bospacra [13].

N® vawe perucTtpupyetca y Manbumkos. [na
OMyXoNnu CBOWCTBEHHbl MECTHO-UHBA3WBHbIA POCT M
HW3Kasa YyacToTa OTHANEHHOro MeTacTasuMpoBaHUS
(1-13%). CnemyeT 0TMeTUTb, uTo U xapakTepusyert
arpeccuBHbIN MECTHO-MHBA3MBHbIA POCT OMyXOJSN.
KnuHuyeckne nposiBNeHWst 3aBUCAT OT Pa3MepoB, floka-
nM3aumMm M pacnpocTpaHeHHOCTU HoBoobpasoBaHMA
[14, 15].

lMosanyn, rmaBHbIMM BOMPOCAMU, BO3HUKAIOLLUMM
nepen OETCKMMU OHKOMOramu npu obcyxaoeHnn nnaxa
neyenns N®d knucTum, SBRAIOTCA CPOKM U 0ObEMBI XMpYpP-
rMYeckoro BMelLaTenbCcTBa. Beuay bonbLuoi pepkoctn y
netei Nd soobiue n D knuctu B yacTHOCTH B nuTepa-
Type yallie BCTPEYaloTCs eAMHUYHbIE CryYaun U3 npak-
TUKMN.

BesycnoBHbIM MHTepec npefcTaenseT coobieHne
D. Orbach v coasT. (2016), B KOTOPOM MpUBEAEH PETPO-
CMNEKTMBHBIN aHanM3 KIMHWYECKUX ocobeHHOCTeN K
pe3ynbTaToB fleyeHns 56 neTtein B Bo3pacTe A0 2 NeT C
chmbpocapkoMoii, y4acTBOBaBLLMX B COBMECTHbIX €BPO-
nenckux npotokonax B nepuop ¢ 1979 no 2005 r. u

PucyHok 7
Bun kuctv naumenHTtku: A —uepes 1 mec n b — cnyctsa 1,5 roga nocne yaaneHvs onyxonu

Figure 7
The appearance of the patient’s hand: A= 1 month after tumor removal and b — 1.5 years after tumor removal
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MPOXOAMBLUMX KOMBMHMPOBaHHOE fleYeHne C NpUMeHe-
HMEM XMPYPruYyeCcKoro BMELLATENbCTBA M XMMUOTEPANUK
B 6 €BPONENCKMX KnnHMKax. JTokanusaumna Nd B obnactu
KOHeyHocTel bbina 3aperucTpupoBaHa y 66% nauu-
€HTOB. [1eTiM NPOBOAMIIOCH XMPYPrUYECKOe 1 KOMBUHN-
POBaHHOE JIEYEHMUE C YLOBIIETBOPUTESIbHBIMMU NIeYebHbIMM
pesynbTaTaMu, 1 TOSbKO 3 MauueHTaM Bbiny BbINOSTHEHDI
Kaneyalme onepaumu. Nokaszatenu 5-netHeln obuen
BbIkMBaeMocTu cocTaBuin 89% [14].

CnepyeT nofyepkHyTb, YTO, MO AaHHbIM MWPOBOM
nuTepaTypbl, NokasaTenu 06LLIel BbIXKUBAEMOCTU Y
neten ¢ P B cniyyasx afexkBaTHO BbIbpaHHOM cTpaTerum
neyenus coctaBnsioT He MeHee 70-80%.

3AKJTIOYEHUE

Takum obpasoM, Nd npencrasnset cobon penkoe
3aboneBaHue, perucTpmpytoLLeecss NpemMMyLLLECTBEHHO
y LeTel nepBoro rofa u3Hu. Yawe sabonesaHue
CKpbIBAeTCA 3@ MacKaMu BOCManUTeSIbHbIX MPOLECCOB
M [OBPOKaAUYECTBEHHbIX OMYyXOfleh MATKUX TKaHeW.
Benywvm mMeTtonom neuvenuss U® asnseTca opraHoco-
XpaHsiloLLiee pagMKanbHOe XUpYpruyeckoe BMeLLaTenb-
cTBo (pesekumsa RO). Mpu HEBO3MOKHOCTM BbIMOSTHEHNS
pamvKanbHOM onepauuy peKOMeHAyeTCs NpoBefeHue
HeoaabIOBAaHTHOM XMMMOTEPANWK C NOCNERyIOLLEN opra-
HOCcOXpaHsioLen onepauuenn. B cnyyasx, korga nocne
onepauun PerucTpupyloTcs MONOMKUTENbHbIE Kpas
pe3ekumnn, obCcyskoalTCs BONPOCHl NPOBEAEHNSA afblo-
BaHTHOWM XMMUOTEpanuu.

PesynbTaTbl neyeHns N 3aBncaT oT BpeMeHu ycTa-
HOBJEHUS IMarHo3a, pacnpoCTPaHEHHOCTU OMyXONEBOr0
npouecca v NpaBuibHO BbIOPaHHOM CTpaTerum neyexHus,
BaYKHEWLLMM KOMMOHEHTOM KOTOPOW ABMAETCS paguKarnb-
HOCTb BbIMOJIHEHHOW OMNepaLmy.

117




KJIMHUYECKWUE HABJIOOAEHUA

COrNACHUE HA NYBJTUKALMIO

ABTOpbI MOMYYMAM MNUCbMEHHOE WHPOPMMPOBaHHOE [0BPOBOSIBHOE
cornacue 3aKOHHbIX NpeAcTaBuTeNel nauveHTa Ha nybnvkaumio nep-
COHaSIbHbIX flaHHbIX, B TOM uncrie poTorpadouii (C 3akpbiTuem nuua), B

KOH®JIUKT MHTEPECOB

Hay4HOM KypHare, BK/1iouas ero 3eKTPoHHyIo Bepcuio. 06bem ny6nu-

KyeMbIX faHHbIX C 3aKOHHbIM MpeAcTaBuTenieM nauneHTa coryiacoBaH.
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