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WHdpaHTubHas dombpocapkomMa (Md) — peakas onyxonb MATKMX TKaHel y AeTen, COCTOALWan U3
3no0KkavecTBeHHbIX onbpobnacTos. 3abonesaemMoctb VI y feTelt NepBoro rofa »KusHW HU3Kas no
CPaBHEHMWIO C APYrMMU BUOAMU 3II0KAYECTBEHHbIX OMYyXOMen u cocTaBnseT 5 cryyaeB Ha 1 MIH
MnapeHues. Jlokanuayetca N® rmaBHbiM 06pa3om B 06nacTi KoHeuHocTen 1 Tynosuwa. Hebonbluas
YacTb 3TUX Onyxonen HabnogaeTca B 061acTu ronoBbl U LLIEn.

Llenb: npoaeMoHCTPUPOBaTL BO3MOKHOCTY COBPEMEHHO OHKOXVPYPIiM NMPU 310KAYECTBEHHbIX OMyXOMAX
KWUCTW Y ieTEN NepBOro roAa MU3HM.

Knuuuueckoe Habniopenue. B BospacTte 2,5 mecaues y aeBouku M. poautenu obHapyskunu
HoBoobpa3oBaHue B 0611aCcTV OCHOBaHUA NTaAOHHON NMOBEPXHOCTU NMPaBOM KUCTY. [locne KoHCynbTauun
AETCKOro Xvpypra n opToneaa no MeCTy XUTeNbCcTBa bbina AnarHocTMpoBaHa rmrpoMa. Y nbTpasByKkoBoe
UCCNefoBaHMA MAMKUX TKaHei npasoit kuctv (o1 11.08.2022) noaTBepamnno AMarHO3 rurpoMsl,
pasMepbl KoTopol cocTasunu 4,1 x 2,4 mM. PekomeHpioBaHo HabmiofeHve. Yepes 2 Mec pasmepsl
onyxonu yBenuuunuce B 5 pas. B koHue okTabps 2022 r. nocne MarHUTHO-pe30HaHCHOW ToMorpadunm
Bbina 3anofospeHa onyxosib MArKMX TKaHei. MarHMTHO-pe3oHaHCcHaa ToMorpadus, BbINOMHEHHas
C KOHTPaCTHbIM YCUIEHWEM, BbISIBUSIA COSMAHYIO OMYXOJlb, BO3MOXHO, 3/10KaYeCTBEHHOW NPUPOLbI.
PebeHok rocnutannsnpoBaH B ETCKOE OHKOMOrMYeckoe OTAeNneHWe 0BnacTHOr0 OHKOIOrMYECKoro
avcnaHcepa, roe npovsseneHa buoncus HosoobpasosaHus. [lnarHoctuposaHa U®. 13-3a BbICOKOro
puUcKa amnyTauun kuctu pebeHok bbin nepeBedeH Ana onepaTuBHOro neyenus B NBY3 r. Mockabl
«Hay4Ho-NpaKTUYeCKuiA LEHTP CMeunanm3MpoBaHHON MeaULMHCKOW NoMOoLLM feTam uM. B.®. BoiHo-
fceneukoro [lenaptameHTa 3npaBooxpaHeHus r. Mocksbl». [1pn nocTynneHnn pebeHka B OHKONOrnyeckoe
oTaeneHue pasmepsl onyxonu coctaBnamm 4,5 x 4,0 x 3,0 cM. 3atem 29 Hosbpa 2022 r. coenaHa
OpraHOCOXpaHAIoLLan onepauns: yaaneHe onyxonu MArkux TKaHemn Ha NafjoHHON MOBEPXHOCTW NMPaBon
KWUCTM C MNIaCTUKON MECTHBIMM TKaHAMU. [ MCTONOrMyeckoe 1 UMMYHOrMCTOXMMUYECKOE 3aksTioueHne: UP.
[Mocne onepauuv NauveHTKa noyynna 4 Kypca afgbloBaHTHOV NoONMXMMKUOTepanuu. JleyeHne neperecna
ynoBneTBoputenbHo. CnycTa 2 ropa nocne OKOHYaHWA cneumanbHon Tepanum pebeHok 3nopos 6e3
NPU3HaKoB peunanea 3a60neBava, HaxoauTcsa nog AMHaMUYeCKnM HaGJ'IIOD,eHVIeM nepnatpa n oeTckoro
OHKomora. PyHKUMA ONepUpOBaHHOM KUCTU NMOTHOCTbI0 BOCCTAHOBIIEHA.

3aknioueHue. P npencrasnset cobovi penkoe 3abonesaHve, perucTpypyioLLeecs NPeMMyLLECTBEHHO
y AeTe nepBoro ropa *usmHu. Yaue Nd y neteit CKpbiBaeTCa 3a MackaMu BOCMANUTENbHbIX MPOLIECCOB
1 [oDpPOKayeCTBEHHbIX OMyXOonen MArkux TKaHew. Bepywimm meTtopom nevenuns UP ssnaetcs
OpraHocoxpaHsiioLLiee paavKanbHOe XMpypruyeckoe BMeLLaTenbCTBO. Pe3ynbTaThl neyeHnst 3aBucAT
OT BpeMeHW YCTaHOBeHWs AMarHo3a, pacnpocTpaHeHHOCTM OMyXOeBoro NpoLecca 1 paavkanbHOCTH
BbINOJSTHEHHOI onepaLmy.

KnioueBble cnosa: oryxosm y getesi nepsoro rofa su3Hu, MHbaHTubHas conbpocapkoma, OHKOXUPYPrus,
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 HOBOOBpasosaHusa (3HO) npep-

cTaBnsioT coboi pefkylo NaToNoOruMio AETCKOro

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

lMokaszaTenb 3abonesaemMocTu coctasmn 12,1 cnyuvas
Ha 100 Tbic. feTckoro Hacenexus B Bospacte 0-14 net
n 12,7 cnyyasa Ha 100 TbiCc. BeTCKOro HaceneHus B
Bo3pacTte 0-17 net. 3HO coeguHUTENbHOW U OPYrux
MSArKUX TKaHew cocTaBunu 4,6% Bcex HoBoobpa3oBaHuit
y neteit 1 8,9% cpean conuaHbix onyxonen [1].

Cpenn CapkoM MATKUX TKaHel y peTen MHdaH-
TunbHaa dmbpocapkoma (Md) scTpeuaetcs kpaiHe
penko. 3abonesaemocTb VD y peteit nepsoro roga
MU3HU HU3Kasa No cpaBHeHuto ¢ apyrumm Bugamu 3HO n
cocTaBnsieT 5 crnyyaes Ha 1 MiH MnageHues. Mexay Tem
Cpenu 3510KaYeCTBEHHbIX COMMUAHBIX OMyXOSiel MArKMX
TKaHeW y fieTeit rpygHoro Bospacta N® 3aHuMaeT nuam-
pyloLlee nonoxenue. Yae scero Nd obHapyxmsaeTcs
B TEYEHWe NEPBOro rofa sKWM3HW, a B NOJIOBUHE Cry4aes
OMyXO0Slb PErUCTPUPYETCS YiKe Npu poskaeHumn [2—-4].

Mo MHeHuio E.B. Chung v F.M. Enzinger (1976), U®
obHapyxumBaeTca npu poskaeHun B 40% cnyvaes, a B
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TeyeHne NepBoOro rofa usHu — B 77%. Pexe onyxonb
BbIAABNIAETCS B Bo3pacTe Ao 2 net [5].

3Tvonorua feTckon onbpocapkoMbl OCTAETCA HEN3-
BECTHOW, HO CUMTaeTCs, YTO OHA BO3HUKAET B Pesynb-
TaTe BTOPWMYHOW MONEKYMAPHOW TpaHcnokauuun. 3Ta
TpaHcnokaums, t(12;15), npuBoaut K oBpasoBaHuio
npoaykta cnusanus reHos ETV6—NTRK3 n obHapyxu-
BaeTCH C MOMOLLbIO MONMMEPA3HON LIEMHON peakumm ¢
oBpaTHoi TpaHcKpunuuei [6].

JTokanuayetcs U® rnasHbiM obpasom B obnactu
KOHeYHoCcTel 1 Tynosuua. Hebonblwaa yacTb 3TUX
onyxoren HabniopaeTcsa B 06n1acTv ronosbl U Lweu [4].

OvnddepeHumanbHbli guarHo3 N® npoeoputcs ¢
L0obpoKayecTBEHHbIMM COCYAMCTbIMU HOBOOBpa3oBa-
HUAMKU MATKUX TKaHEW 1 Npexae BCero ¢ reMaHrMomMon,
nuMdbaHroMon, a Takske chmbpomoit 1 aHrnogunbpomon,
HeonyxonessIMK 3aboneBaHusaMu (BocnanuTesnbHbIMU
nHcbunbTpaTamu) u T. 4. OWKMBKM B MArHOCTUKE YBENu-
UMBAIOT BPeMA Hauana afeKkBaTHOro rneyeHvst pebeHka
¢ N®, yto B CBOIO OYepenb BAMSAET Ha NporHo3 3abone-
BaHMA.

06bluHO N npencTasnseT cobon besbonesHeHHoe,
BoicTpopacTyuiee HoBoobpasoBaHue [7, 8]. Onyxonb
0bunbHO BacKynAapuM3MpoBaHa, 4acTo mpopacTaeT B
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OepMy, Bbi3biBas M3bA3BMEHWE KOXU. HoBoObpa3oBaHue
MOSKET NpopacTaTb B KOXY, BbIXOLA 3a ee npepesbl. B
Takux cnyvyasx U@ Beirnagut kak barpoBo-kpacHas
OMnyxorb, MHOTAA € Y4aCTKaMi HEKPO3a U KPOBOTOYaLLEeW
MOBEPXHOCTHIO.

Jleuenne M@ npepnonaraeT xupypruyeckoe
BMeLLlaTeNbCTBO B 0ObEME ydaneHus Omyxonu, ecim
oTpuuaTesibHble Kpas MoryT bbiTb LOCTUrHYThl Bes
3HAUMTENbHbIX (DYHKLMOHAMNbHBIX UM 3CTETUYECKUX
nedopmauwni. lNocne onepaumm paccmaTtpuBaeTcs
BOMPOC O NPOBEAEHUN ablIOBaHTHOMN NOMMXUMUOTEPaNUK
(NXT). MecTHble peunamsbl Bo3HMKaioT (5-50%), ecrivt He
yoaeTcsa [OCTWUb OTpULaTeNbHOro Kpas pesekuun [9].

MeTacTa3npoBaHMe BCTpeYaeTCsi pedko, 3aperu-
CTpupoBaHHas YacToTa coctasnsaet 10% [10].

Cnyyaun co cMepTenbHbIMU UCXOAaMM BCTPEYaIOTCA Y
petevi ¢ bonee KpynHbIMU HOBOOBPA30BaHMAMM, pacno-
NOMEHHbIMKU B 061aCTN rONOBbI U LLIEW, KOrAa AMarHo-
CTMPOBaHbl MOSOMUTESbHbIE Kpas pe3ekuuu mnocre
nepeHeceHHbIX onepauuii [11].

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

KITMHUWYECKUM CITYYAN

MauneHTka M., B Bo3pacTe 2,5 MecsaLeB poauTenu
oBHapyxunun HoBoobpasoBaHune B obrnacTn ocHoBaHUs
NafloHHON NOBEPXHOCTW MpaBoi kucTu. [leBouka bbina
MPOKOHCYNbTUPOBaHa AETCKUM XMPYProM, a 3aTeM OpTo-
MefoM Mo MecTy uTenbcTBa. locne ynbTpa3ByKoOBOro
uccnepnosanus (Y3U) MArkuX TKaHei npaBoW KUCTU
(o1 11.08.2022) nuarHocTMpoBaHa rurpoMa, pasmepsbl
kKoTopow cocTtasnsnu 4,1 x 2,4 mM. PekoMeHpoBaHo
HabnogeHne B TeueHne roga. Mexay TeM HoBoobpa-
30BaHMe MOCTEMEHHO yBennuMBanoch B pa3mepax. o
MHUUMaTMBE poauTenen B cepeaunHe okTabpsa 2022 r.
B KOMMEPYECKOM MEeOULMHCKOM LIEeHTpe BbIMOJSIHEHO
nosTopHoe Y3W npasoi knuctu. OBHapyeHo rMnoaxo-
reHHoe HoBooBpa3oBaHue C HEPOBHBIMU JOBOSTbHO YETKUMM
KOHTypamu, paamepamm 2,0 x 2,5 x 1,3 cM, npunesalee K
NOKTEBOMY Hepsy. [lnarHo3: rurpoma. CnegyeT 0TMETUTS,
4TO K MOMEHTY MOBTOpPHOro Y3W, BbINOSIHEHHOrO Yepes
2 Mec, onyxonb yBenuummach B 5 pas.

Mpy NOBTOPHOW KOHCYMbTaLMW OETCKOro Xupypra
BbIn NOATBEPIKAEH ANArHO3 MMIPOMbI 1 PEKOMEHA0BAHO
NpOQOIKNTL HabmopeHue.

Mo uHmumatuee poputenen 25 oktabpa 2022 r.
B OOHOM M3 MOCKOBCKMX FOPOACKMX AETCKUX BOombHML
nNpou3BefeHa MarHUTHO-pe3oHaHCHas ToMmorpadwms
(MPT) npaBoi KncTu. 3anofo3peHo CONuaHOE HOBOO-
BpasoBaHMe MArk1x TKaHeW Ha NagoHHON NMOBEPXHOCTM
npasov knctu: conbpoma? LwBaHHOMaA?

MaumeHTKka HanpaBneHa Ha obcrnefoBaHMe B OHKO-
niornyeckmii degepasbHbin LeHTP 1. Mockssl. [pn MPT,

BbIMOJIHEHHON C KOHTPACTHbIM yCUIeHWeM, bbina amarHo-
CTUpOBaHa OMyXxoJlb MArKUX TKaHel NpaBoW KUCTH, U
pebeHOK HanpaBneH B AeTCKOe OTAeSIeHWe OHKOMoru-
YECKOro gucnaHcepa no MecTy KUTeNbCTBa, rae nauu-
€HTKa Haxogumnach B nepwuop ¢ 31 oktsbpsi no 11 Hosbps
2022 r., 2 Hosibps 2022 r. BbinonHeHa buoncus onyxonm
NafoHHOV MOBEPXHOCTY MPaBOW KUCTY.

Mpn rMcTonNorMyeckoM mccnepoBaHun buoncuii-
Horo MaTepuana gmarHoctuposaHo 3HO — ®. Mocne
npoBefeHHOro BpayebHoro KoHcMnmMyma sauay 6onbLUmMx
pa3MepoB OMyxonu, 0CoOBeHHOCTEeW ee nokanusaumm,
Bo3pacTa pebeHka obcyxpancs Bonpoc 06 amMnyTaumm
npaBoW KUCTU. PoauTenu oTkasanucb OT onepauuu
Takoro obbemMa u obpatunuce 3a nomowwbio B NBY3
r. Mockebl «HayuyHO-NpaKTUYECKMIN LEHTp chneuu-
anu3anpoBaHHON MEAULMHCKON NOMOLUM [eTAM UM.
B.®. BowHo-fAceHeukoro [lenaptaMeHTa 3npaBooxpa-
HeHus . Mocksbl», 24 Hosibps 2022 r. neBoyka NocTy-
nuna B oHKonoruueckoe otaenenune Nel. CoctosHve npm
nocTynsieHnn BbiNo oUeHeHO Kak cpepHei TskecTn. Co
CTOPOHbI OPraHoB U CUCTEM [ibIXaHWsi, KpOBOOOpaLLIEHNS,
nuLLIEBapeHUs, MoyeBblaeneHnsa — 6e3 ocobeHHoCTEN.

MecTHble NposiBNeHUs 0CHOBHOro 3aboneBaHus

OcMOTp B NepeBA30YHOW: NMpaBas KNCTb 3abuHTO-
BaHa, 0TMeyaeTcs HebonblLoe NPOMOKaHWE MOBS3KM
KpOBbIO. [ocrie CHATUS MOBSI3KM Ha NafOHHON NoBepX-
HOCTM B 0bnacTu TeHapa Bu3yanuaupyetcsa obpasoBaHue
BbicoTon ~3,0 cM, onametpom ~4,0-4,5 cM, C KpOBOTO-
yallen noeepxHocTbio (pucyHok 1). CocTosHue nocne
Buoncun obpasosaHua npasow kuctu ot 02.11.2022.
OTMeyaeTCcAa pacxoxieHue LWBOB B 30He Buoncuu
Onyxosu.

28.11.2022 BbinonHeHa MPT K1ctu ¢ BHYTPMBEHHBIM
KOHTpacTVpoBaHMeM. Ha nagoHHOW MOBEPXHOCTM NPaBoy
KUCTW, PacnpocTpaHssch Ha obnacTb 3ansacTbs, onpe-
AenseTcsa OfHOPOAHOW CTPYKTypbl HOBOOBpasoBaHue

PucyHok 1

Ha napoHHOM NOBEPXHOCTW NPaBOM KUCTU B MPAMON U
BoKoBOW NMpPoeKLUMsX onpeaenseTcs HoBoobpasoBaHue
BbICOTOM [0 3 CM, AnamMeTpoMm ~4—4,5 cM, C N3bA3BMNeH-
HOW KpOBOTOYaLLEel NMOBEPXHOCTbIO

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. MsArkme TKaHu BOKpYr
HoBOoOOpa3oBaHuUA yTonweHbl. Mblwa, oTBOAALLANA
MU3NHeL, UHTUMHO MPUMEKUT K ONyXOomnu, rpaHuua
HeyeTkasn. CyxOxunusa MOBEPXHOCTHOro crubartens,
NafloHHbIA anoHeBpo3 be3 Npu3HakoB MHAUNbTPaLMUM.
MarucTpanbHble COCYAbl MHTaKTHbl. 3akmiyeHune:
KapTWHa HOBOODpa3oBaHWA MSArKUX TKaHEW NagoHHOM
NOBEPXHOCTY NPaBoit KUCTU (prcyHok 2).

Mocne obcykpeHns pebeHka Ha KOHCUIMYyMe Bpayein
OTOENIEHNN OHKOMOruK, NIy4YeBOM OMArHOCTMKKU, peaHun-
MauMM U MHTEHCMBHOM Tepanuu, dusmoTepanuu u
peabunuTaumm NPUHATO peLleHne O BbIMOSTHEHWUM XMPYP-
FMYeCKoro BMeLLaTenbCcTBa B 06beMe ynaneHus onyxonu
MSArKMX TKaHewW NTafoHHOW MOBEPXHOCTH NPaBOM KUCTW.

Mpu obcyskpeHun nnaHa onepaumn pacCMOTPEHbI
BCE BO3MOKHbIE PUCKM XMPYPrMYeCcKOro BMeLLaTenbCcTBa
C y4eTOM aHaTOMMYECKUX U (PYHKLMOHANbHbBIX 0COBEH-
HOCTeW KUCTU, OMpeaeneHa TakTKa BOCCTaHOBUTENbHbIX
MeponpuaTU paHHero 1 bonee no3gHero peabunuraumn-
OHHOr0 NEPUOLOB.

29.11.2022 BbiNnONHeHa onepauua. yaaneHue
OMyXONWN MArKMUX TKaHeN Ha fafloHHON MOBEPXHOCTM
MPaBoW KNCTW C MIIACTUKON MECTHBIMU TKaHAMM.

Xon onepauuu

Mocne HanoseHWs anacTWyHoro BuHTa Ha npepn-
nneybe NpaBoi pyku npou3sseneHa obpaboTka cnMpTom
KUCTU W HUKHEW TpeTw npennneybss. Ha nmapoHHOWM
MOBEPXHOCTW KMCTU OT OCHOBaHus | nanbua umeetcs
Onyxosib, pacnpoCcTpaHsIoOLLasaCa Ha BCIO NOBEPXHOCTb
NajoHn, UCXOLALAn U3 MAMKMX TKaHen, pasMepamu

PucyHok 2

MPT: Ha napoHHOM NOBEPXHOCTM MPaBOM KUCTH, pac-
NpocTpaHsAAch Ha obrnacTb 3anAacTbs, onpeaenseTcs
OOHOPOAHON CTPYKTYpbl HOBOODBpPa3oBaHWe pa3Mepamu
3,0 x 3,5 x 3,0 CM, MHTEHCUBHO HaKanIMBaIoLLLee KOH-
TpacTHbIA 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
HOBOODpPa30BaHMs MOKpPbITA KOXKEW, BEPXHUIA NOMIOC
OMyXO0JIM 3UsieT B peayrbTaTe PacXOMOeHUs LLBOB MNocse
paHee npounsseaeHHon Guoncum.

OcTpbIM NyTEM OTCEnapoBaHbl KOXHbIE NOCKYThI
KUCTV BOKPYI OMnyxonu. [Ins ynyJlieHvs Bu3yanusaumm
pacceyeHa Koa B MOMepeyHOM HanpasfieHWn Hag
oMyxonblo 10 ee MefunanbHoro Kpas. lMocne oTtcena-
POBKU KOKHbIX JIOCKYTOB HOBOODpa3oBaHuWe BblgeneHo 13
OKpYKaloLLMX TKaHeln. CriefyeT 0TMETUTb, YTO OMyXOsfib
3aHMMaeT MPaKTUYECKMN BCIO NTAAOHHYIO MOBEPXHOCTb
(pucyrok 3).

HoBoobpasoBaHWe MAOTHO3IACTUYECKON KOHCU-
CTEHUMM, Kancyna He onpepenseTcs, perncTpupyeTcs
noapacTaHue OMyxoJin Ha OTAESbHbIX yYacTKax K AepMe.
Cocyabl KUCTY BbIAENEHbI OCTPbIM MYTEM U COXPaHEHbI.
Cyxoxunus kicTu pacnonaratotcs riy6xe, B 0CHOBaHMM
Onyxonu, BU3yanuanpoBaHbl. HoBoobpasosaHue yganeHo
MaKpPOCKOMWYECKN pajuKanbHO B Npefenax BUAMMBIX
3[0POBbIX TKaHel (pucyHok 4).

CHATa faBsLan nossidka. [py ocMoTpe npeanneybs
TPOPMUECKMNX HAPYLLEHUI HE BbISIBNEHO. YUACTKMN KOXM,
CBA3aHHble C OMyXOSblo, MCCEYEHbl U HanpaBfieHbl Ha
FMCTONOrMYeckoe nccnepoBaHne. PaHeBas NoBepxHOCTb
obpaboTaHa BMNOMSAPHLIM MUHLETOM U METOLOM apro-
HOMMa3MEHHOW Koarynaumu. YLWmnBaHue paHbl BbIMos-
HeHOo ysnoBaTbiMK WBaMu. HanoxeHa candeTtka co
CMMUPTOM, BbIMOMHEHO BUHTOBaHME KUCTW. Ha HapyHYo
MOBEPXHOCTb MPEANeYba U KACTW HaMoXeHa rmncosas
foHreTa.

MocneonepaunoHHbIN NEpUOL NpoTekan Ha dhoHe
YaCTUYHOrO PaCXOKOEHUS LUBOB M KPaeBOr0 HEKPO3a
Ha OTAeNbHbIX y4YacTKax KoKW, no nosogy Yero Bbina
BbIMOJIHEHA XMPYPruyeckas caHaumsa naTonornyeckmx
Y4YaCTKOB TKaHM.

MvcTonormyeckoe 3aknioyenne ot 09.11.2022
(Mopo3oBckas feTcKas ropofckas KiuMHUYecKas
BonbH1ua [lenapTaMeHTa 3ApaBoOXPaHeHus . MocKBbl):
Nd, Il cTeneHn snokadyecTseHHocTM (Mo cucTeme
FNCLCC). Onyxonb BpacTaeT B KOXY, e WHPUNbTPU-
PYET PEKTUKYNAPHBINA CMOM AepMbl. ANUOEPMUC UHTAKTEH
(pucyHok 5).

NMMyHOrMCTOXMMUYECKOE UCCefoBaHue OT
18.11.2022: B kNneTkax onyxonu obHapysKeHbl LUUTO-
KepaTuHbl 8/18 (yacTb kneTok), Ki-67 BbisiBneH B 65%
kneTok. He obHapykeHa akcnpeccua EMA, CD99, Bel-2,
CD34, Melan A, pecMuHa, rMafKOMBbILLEYHOrO aKTUHA W
MuoreHuHa. 3aknioyenue: U, Il cteneHmn 3noxkayecTBeH-
HocTu (no cucteme FNCLCC) (pucyHok é).

Mpu uccnegoBaHun Matepuana MeToaoM donyo-
pecueHTHOM in situ rubpuansaunmn (ETVE/NTRK3
gene fusion t(12;15) detection probe, Wuhan
HealthCare Biotechnology) obHapyskeHa XpoMo-
coMHas abeppauus — cnusHue reHoB ETV6—NTRKS,
xapaKkTtepHoe ans No.
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PucyHok 3

3tan onepauun. Onyxosb BbiAEIEHA U3 OKPYKAIOLLIMX
TKaHein. HoBoobpasoBaHue 3aHMMaeT NpakTUYeckun 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
BHeLUHWA BMA NafoHHOM NOBEPXHOCTM KUCTU Nocre
ynaneHus onyxonu. CTpenkamu oTMeueHbl Hepsbl (a),
cyxosunus (b) u cocyasl (c) kucTm

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 ObiNK NPOKOHCYMbTH-
poBaHbl B pedhepeHc-LEeHTpe Ny4YeBbIX, UIMMYHOIUCTO-
XMMUYECKMX U Mopdhonormyecknx uccrnenosanuin ®rby
«HMWL OrOWN wm. Omutpus Porayesa» MuH3ppasa
Poccun. inarHos U@ nonTeepsraeH.

Mocne onepauun Bbln MpoBEfEH KOHCWUNYM
Bpayei-OHKOMOroB, Ha KOTOPOM obcyxaanach fasnb-
Helwas nevebHaa TakTuka. Beuaoy MecTHon pacnpo-
CTPaHEeHHOCTM OMyXOeBOro NpoLecca, pucka passuTus
NOKanbHOro peuunamsa BbiNo NPUHATO peLLeHne o NpoBe-
AeHun apbloBaHTHOM [MXT MO MPOTOKOMY fEYEHNS CapKOM
MSAMKUX TKaHew ANS rpynnbl HU3KOrO pucKa. YuuTbiBas
Bo3pacT pebeHka, [03bl xuMuonpenapaTos Bbinn
penyunposaHbl Ha 30%. Mepen Hauyanom MNXT nauwm-
eHTKe Bbino npoeefeHO KOMMeKcHoe obcrnenosaxue,
BkMoyaowee MPT kuctu, cuuHturpadumio ckenerta,
KOMMbIOTEPHYIO TOMOrpachuio OpraHoB rPyLHOM KIEeTKM,

PucyHok 5

MMpM MMKPOCKOMMYECKOM MCCIEfOBaHWUN ONpenensaeT-
CS OMyX0S1b MEPEMEHHON KIMETOYHOCTU, CTPOMASbHbIN
KOMMOHEHT NPenMyLLECTBEHHO KOMMareHM3MpoBaHHbIN.
YacTb cocynoB MMEIOT reMaHrmonepmumMTomMa-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

MIMMyHorcToxuMmnyeckoe nccneposanue: npu bonb-
LLIOM YBeJIM4YEeHMUN XOPOLLIO 3aMeTHa BblCOKast MUTOTU-
UeCKas aKTMBHOCTb (MUTO3bl OTMEUeHbl CTPEerkamu).
KneTku uMeloT BEPETEHOBUAHYIO U OBOWAHYIO (DOPMbI.
OkpaluvBaH1e reMaTOKCUIMHOM 1 303nHOM, 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
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uccnenoBaHve muenorpammebl. [laHHbIX 3a MECTHbIN
peunamB OMyxonu 1 MeTacTasbl He NMoJlyyYeHo.

C 27 pekabps 2022 r. no 14 mapta 2023 r. ieBoYKe
Bbino nposeneHo 4 kypca MXT npenapatamMy BUHKPUCTUH
W DAKTUHOMUUMH Ha cdhoHe HeobxoaMMon conpoBoan-
TenbHOM Tepanuu. JleyeHne nepeHecna ynoBneTBopu-
TenbHo, 6e3 ocnoxHeHun. OQHOBPEMEHHO NPOBOAMIICH
OVHaMUYECKUN KOHTPOSIb 3a COCTOSIHUEM OpraHoB U
cuUcTeM opraHuama pebenka. B mapte 2023 r. cneumn-
anbHoe neyeHue 6biNo 3aBeplieHo. B panbHenweM
nnaHnpyeTca NPOBEfeHNe OUHaMUYecKoro HabniopeHus
nepmaTpa 1 JeTCKOro XMpypra no MecTy KWUTenbCTBa, a
TakKe IETCKOro OHKosora. K MOMeHTY HanvcaHus BaHHOW
CTaTbM NpWU3HaKoB peumanBa bonesHn y pebeHka HeT.
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C nepBbIx AHeW nocse onepauun pebeHKy npoBoan-
MCb peabunnTaumnoHHble MEPOMNPUSATUS, HaNpaBiieHHbIe
Ha BOCCTaHOBMEHWE DYHKLMKU ONEepUpOBaHHOW KUCTW.
Ha pucyHke 7 npenctaBneH BUL KUCTU yepes b6 Mec U
1,5 ropa nocne onepauuun. CnepyeT 0TMETUTb MOSHOE
BOCCTaHOBIEHNE (DYHKLMW KNUCTH.

OBCYXXIOEHUE PE3YJIbTATOB UCCJIELOBAHUSA

N® — penkas onyxofib, BCTPeYaloLascs rnaBHbIM
obpasoM y feTen paHHero BospacTa. bonee uem B 75%
cnyyaeB HoBoobpa3oBaHue HabrnogaeTcs Ha NepBoOM, a B
15% — Ha BTOpOM rofy u3Hu. N Tonbko B 10% cnyvaes
M® Bo3HMKaeT y neTeit cTapLuero Bospacra [13].

N® vawe perucTtpupyetca y Manbumkos. [Ona
OMyXoNnu CBOWCTBEHHbI MECTHO-WMHBA3WBHbIA POCT M
HW3Kas YyacToTa OTHaNEeHHOro MeTacTasuMpoBaHUS
(1-13%). CnemyeT 0TMeTUTb, uTo U xapakTepusyert
arpeccuBHbIN MECTHO-MHBA3MBHbIA POCT OMyXOJSN.
KnuHuyeckune nposiBNeHWst 3aBUCAT OT pa3MepoB, floKa-
nM3aumMm M pacnpocTpaHeHHOCTU HoBoobpa3oBaHMA
[14, 15].

Mosanyn, rmaBHbIMM BOMPOCAMU, BO3HUKAIOLLUMM
nepen BETCKMMKU OHKOSOraMu npu 06CyKOeHun nnaHa
neyenns N® KknucTum, SBNAIOTCA CPOKM U 0OBbEMBI XUPYP-
rMyeckoro BMelLiaTenbCcTBa. Beuay bonbLuoi pegkoctn y
pneteit Nd soobuue n D knuctu B YacTHOCTH B nuTepa-
Type yallie BCTPEYaloTCs eAMHUYHbIE CryYan U3 npak-
TUKM.

BesycnoBHbIM MHTepec npencTaenseT coobeHne
D. Orbach v coasr. (2016), B KOTOPOM MpUBEAEH PETPO-
CMNEKTUBHBIN aHanM3 KIMHUYEeCKUX ocobeHHoCTel u
pe3ynbTaToB fleyeHns 56 netein B Bo3pacTe A0 2 neT C
chmbpocapkoMoii, y4acTBOBaBLLMX B COBMECTHbIX €BPO-
nenckux npotokonax B nepuog ¢ 1979 no 2005 r. u

PucyHok 7
Bua kucTtu naumeHTtku: A —uepes 1 mec n b — cnycta 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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MPOXOAMBLUKMX KOMBMHMPOBaHHOE fleYeHne C MpUMeHe-
HWEM XMPYPruyecKoro BMELLATENbCTBA M XMMUOTEPANUK
B 6 €BPONENCKMX KNnHMKaxX. JTokanusaumna Nd B obnactu
KOHeyHocTel bbina 3aperucTtpupoBaHa y 66% nauwm-
€HTOB. [1eTIM NPOBOAMIIOCH XMPYPrUYECKoe 1 KOMBUHN-
POBaHHOE JIEYEHME C YLOBIIETBOPUTESIbHBIMM NleYebHbIMM
pesyfbTaTaMu, 1 TOSbKO 3 MauueHTaM Bbinm BbINOSTHEHDI
Kaneyalume onepauumu. lNokaszatenu 5-netHel obuen
BbIKMBaeMocTy cocTasuiv 89% [14].

CnepyeT nofyepkHyTb, YTO, MO AaHHbLIM MWPOBOM
nuTepaTypbl, NokasaTenu o6LUel BbIsKMBAEMOCTU Y
peten ¢ d B cnyyasx ageksaTHO BblIBpaHHoOM cTpaTermm
neyexus coctaensioT He MeHee 70-80%.

3AKITIOYEHUE

Takum obpasom, N npencrasnset cobon penkoe
3aboneBaHue, perucTpmpyloLLeecs NpemmMyLLIECTBEHHO
y LeTel nepBoro rofa u3Hu. Yawe 3abonesaHue
CKpbIBAeTCA 3@ MacKaMu BOCNanUTeSIbHbIX MPOLECCOB
M 0OBpPOKaUYeCTBEHHbIX OMYyXOflel MATKUX TKaHeW.
Benywum mMeTtonom neuverus N asnseTcsa opraHoco-
XpaHsiloLLIee pagMKarnbHOe XUMpYpruyeckoe BMeLLaTenb-
cTBo (pesekumsa RO). Mpu HEBO3MOKHOCTM BbIMOSTHEHNS
pagvKanbHOM onepauuv peKOMeHOyeTCs NpoBefeHue
HeOoaAbIOBaHTHOM XMMMUOTEPANWU C NOCNENYIOLLEN opra-
HOocOXpaHsioLwen onepauuenn. B cnyyasx, korga nocne
onepauun perucTpupyloTcs MONOMKUTENbHbIE Kpas
pe3eKkuunn, 0bCyKoalTCs BOMPOCHl NPOBEAEHNS afblo-
BaHTHON XMMWOTEPaNuN.

PesynbTaTbl NneveHna N® 3aBUCAT OT BpeMeHM ycTa-
HOBJIEHUS IMAarHo3a, pacnpoCTPaHEHHOCTM OMyXONEBOr0
npouecca v NpaBuibHO BbIBPaHHOM CTpaTerum neyexHus,
BaYKHEWLLMM KOMMOHEHTOM KOTOPOM ABMSAETCH paguKarnb-
HOCTb BbIMOJIHEHHOW OMNepaLmy.
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COrNACHE HA NYBJIUKALMIO

ABTOpbI MOMYYMNIM MNUCbMEHHOE WHPOPMMPOBaHHOE [06POBOSIbHOE
cornacue 3aKoHHbIX NpeAcTaBuTenNel nauveHTa Ha nybnvkaumio nep-
COHasIbHbIX fJaHHbIX, B TOM uncrie poTorpadouii (C 3akpbiTueM nuua), B

KOH®JIUKT MHTEPECOB

Hay4HOM KypHare, BKJ1ouas ero 31eKTPoHHyIo Bepcuio. 06bem ny6nn-

KyeMbIX AaHHbIX C 3aKOHHbIM NpeacTaBuTesieM nauneHTa coryiacoBaH.
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