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AHHOTALUA

Nudantunsaas pudpocapkoma (MD) y geteii— penkas omyxoyib MATKUX TKaHEH,
coCTosIIIasi U3 3J0Ka4yeCTBEHHBIX (PuOpobiacToB. 3aboseBaeMocte UD y nereit
MIEPBOTO TOJA KU3HHU HU3KAs TI0 CPABHEHUIO C IPYTUMHU BHJIAMH 3JI0KAY€CTBEHHBIX

onyxoneﬁ N COCTAaBJLICT IIATH CJIydacB Ha MHIUIMOH MJIAJACHIICB B BO3PACTC 10
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onHoro roxaa. Jlokammsyercst U®, rmaBHBIM 00pa3om, B 00JaCTH KOHEYHOCTEH H
TynoBuia. Hebomnpiias yacTh 3TUX omyxoJiel HaOmrogaeTcss B 00J1aCTH TOJIOBBI U
Ieu.

Onucanne KJINHUYECKOro ciaydasi. B Bospacte 2,5 mecsaueB y pedenka M.,
ponuTen OOHAPYXWIM HOBOOOpa30oBaHME B OOJACTH OCHOBAHMS JIAJJOHHOU
MMOBEPXHOCTHU TpaBoi KuCTH. [locne KOHCynpTalnil IE€TCKOrO XUpypra u oproreaa
0 MECTy JKHUTENIbCTBA Oblla JAMArHOCTUpPOBaHA THUTPOMA. YIBTPA3BYKOBOE
uccinenoanusa (Y3U) msarkux Tkaneil mpaBoil kuctu (11.08.22 1) moaTBEpauIio
JIMarHO3 TUTPOMBI, pasMepsl KOTOpou cocTtaBisuid 4,1x2,4 “MiM. PexoMEH10BaHO
HaOmoneHne. Yepes 2 Mec pa3Mephl OMyXOJdW yBeTdUmEidCh B 9y pa3. B konie
okTsi0psa 2022 r. mocie MPT Obuta 3amofo3pCHa, ONMYXOdb MSTKUX TKaHEH.
Boeimonnennass MPT ¢ KOHTpacTHBIM yCUJICHUEM) BHIIBUIIA COIUIHYIO OMYXOJb,
BO3MOXXHO 3JIOKa4eCTBEHHON mpupobl. PCOCHOK TOCIUTANUZUPOBAH B JIETCKOE
OHKOJIOTMYECKOE OTAEJIICHHE OONAcTHORO OHKOJIOTUYECKOIO JUCHaHcepa, TaAe
nmpousBereHa Ouorcus HOBOOOPa3oBaHMsl. J(H@FHOCTUpOBaHAa WH(pAHTHIbHAS
dbudpocapkoma. 13-3a BEICOKOTO pUCKE AMITYTAIIMM KUCTH peOCHOK ObLI IIepeBeIeH
o oneparuBHoro giewenwnss B ['BY3  «HaywyHo-mpakTtmueckuit — LEHTp
CIICUAIM3UPOBAHHOM, MEIMIMHCKOWM mnomMomu JetsiM wum. B.®. BoiiHo-
Sceneukoro _JemapraM€HTa 3apaBoOXpaHeHus ropoaa  Mockse». llpu
MOCTYIUIEHWH peOCHKA), B JOHKOJIOTHYECKOE OTACICHHE pPa3Mepbl OIMyXOJu
cocrapifsin © 4,5 x 40 x 3 cm. 3arem 29 Hos0ps 2022 1 caenaHa
OpFAHOCOXPaHOMash Orniepalus: yIajJeHUe OMyX0Jdru MATKHUX TKAaHEH Ha JaJOHHOU
ITOBEPXHOCTHU NMPABOM KUCTU C IJIACTUKOM MECTHBIMHM TKAHSAMH. | MCTOJIOTHUYECKOE
U UMMYHOTHCTOXMMUYECKOE 3akitodeHue: uHpanTuibHas ¢udpocapkoma (UD).
[Tocne onepanuu maueHT noay4ui 4 Kypca aablOBaHTHON MOJUXUMHUOTEpAIUU.
Jleuenue mnepeHeceHO yaoBieTBOpUTENbHO. CIycTs 2 roja mocjie OKOHYaHUSs
CIEIUAIBHOW Tepanuu pPeOEHOK 30pOB 03 MPHU3HAKOB pelUANBa 3a00JIeBaHMS,
HAXOIUTCS TOJ AMHAMUYECKUM HaONIOJEHUEM Tenuarpa W JETCKOTO OHKOJIOTa.

@yHKIYS ONIEPUPOBAHHON KUCTHU ITOJTHOCTHIO BOCCTAHOBJICHA.
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ABSTRACT
BACKGROUND: Infantile fibrosarcoma (IF) in children is a rare soft tissue tumor

consisting of malignant fibroblasts. The incidence of IOF in infants is low
compared to other types of malignant tumors and amounts to five cases per million
infants under the age of one year. IF is localized mainly in the extremities and
trunk. A small part of these tumors is observed in the head and neck area.

CLINICAL CASE DESCRIPTION: At the age of 2.5 months, child M.'s parents

discovered a neoplasm in the area of the base of the palmar surface of the right
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hand. After consultations with a pediatric surgeon and an orthopedist at the place
of residence, hygroma was diagnosed. Ultrasound examination (ultrasound) of the
soft tissues of the right hand (08/11/12) confirmed the diagnosis of hygroma, the
size of which was 4.1x2.4 mm. Surveillance is recommended. After 2 months, the
tumor size increased 5-fold. At the end of October 2022, a soft tissue tumor was
suspected after an MRI scan. A contrast-enhanced MRI scan revealed a solid
tumor, possibly of a malignant nature. The child was hospitalizeddn the pediatric
oncology department of the regional oncological dispensary, where a biopsy of the
neoplasm was performed. Infantile fibrosarcoma was diagnosed. Due tojthe high
risk of hand amputation, the child was transferred for stitgieal treatment to the V.F.
Voino-Yasenetsky Scientific and Practical Center fonSpecialized Medical Care for
Children of the Moscow City Department of Health. When the child was admitted
to the oncology department, the tumordsize was 4.5 x 4.0 x 3 cm. Then, on
November 29, 2022, an organ-presenvifig, operation was performed: removal of a
soft tissue tumor on the palmar surface of the right hand with local tissue repair.
Histological and immunohistochemi¢al conclusion: infantile fibrosarcoma. After
the operation, the patienf re€eived 4 courses of adjuvant polychemotherapy. The
treatment was carried out satistactorily. 2 years after the end of special therapy, the
child is healthygawithout signs of disease recurrence, is under the dynamic
supervision (0f a pediatrician and a pediatric oncologist. The function of the
operatedhandihas been fully restored.

CONCLUSION:1Ffis a rare disease that is registered mainly in children of the first
year oflife. More often, IF is hidden behind masks of inflammatory processes and
benign soft tissue tumors in children. Organ-preserving radical surgical
intervention is the leading method of treatment of IPH. The results of treatment
depend on the time of diagnosis, the prevalence of the tumor process, and the
severity of the surgery performed in the child.

KEYWORDS: tumors in children of the first year of life; infantile fibrosarcoma;

oncosurgery; hand surgery
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BBEOEHUE

3nokayecTBeHHbIE onyXoiH (30) mpencTaBisAIOT cOO0W PENKYIO MAaTOJIOTHIO
netckoro Bo3pacta. B 2023 r. B Poccuu Ob110 BeIsIBIEHO 3 057 3710Ka4€CTBEHHBIX
HOBOOOpa3oBaHuii y gereit no 15 ner, uro cocraBmwio 0,45% Bcex BIEepBbIC
BBIABJICHHBIX onyxoned (ot 0-17 nmer — 3806 mnanuwentoB u 0,56%,
COOTBETCTBEHHO) [1].

IToxa3zarens 3aboneBaemoctu coctaBuia 12,1 wa 100 BBIC. OETCKOTrO
Hacenenust B Bo3pacte 0-14 mer u 12,7 na 100 ThIC. HeTCKOTO MHAcelEHUS B
Bo3pacte 0-17 ner. 31okayecTBEHHbIE HOBOOOPa30BaHUI JCOCAMHUTEIHHOU U
JIPYrUX MSTKUX TKaHel coctaBwid 4,6% Bcex HOBOOOpPa3oBaHUMU )y aeteil u 8,9%
Cpeau COJMUIHBIX omyxoJiei [1].

Cpenu capkoM MATKHX TKaHel uHbaHTmWIbHASTY dudpecapkoma (UD) y
neTei—BCcTpeyaeTcsl KpaitHe peako. 3abodfieBaemoets UMDy nereil nmepBoro rojaa
YKU3HU HU3KAasi M0 CPABHEHUIO C JIPYLMMK BUAAMU 3JI0KAUECTBEHHBIX OITyXOJIeH U
COCTABJISIET IIATH CIyd4aeB HAa MUUIMOH MIAJCHUEB B BO3pacTe JO OJHOIO Ioja.
Mexnay TeMm, cpeay 3JI0Ka4eCTBEHHBIX COJMMAHBIX OITyXOJIEW MSTKHX TKaHEU y
JeTer rpyaHoro Bospacka@lidd 3aHnMMaeTWIMAMPYIOLIEEe MOJIOKEeHUE. Yaine Bcero
N® obHapyxuBaeTeil B T€YEHUE MEPBOrO Tofa *U3HH, a B TOJOBUHE CIy4acB
OITyXOJIb PETUCTpUpYeTEA Y e npU poxxaeHuu [2,3,4].

[To mdennro Chung EB., Enzinger F.M., 1976, U® o6HapyxuBaetcs npu
POKJICHMY B

40 %, ciiydqaeBy’a B TeueHUE NEpPBOro rojaa xku3Hu B 77 % cinydaeB. Pexe
OITyX0JiB OOHApPY>KMBAETCS B BO3pacTe A0 2-X JeT [5].

OTHOIOTHS ASTCKOU (PrUOpOocapKOMbl OCTAETCS HEM3BECTHOM, HO CUMTAETCH,
YTO OHA BO3HHUKAET B PE3yJIbTaTe BTOPUYHOM MOJEKYJISIPHOW TpaHCIOKAIMU. JTa
TpaHcnokamus, t(12;15), npuBoauT K 0Opa30BaHMUIO TMPOAYKTA CIHUSHUS TEHOB
ETV6-NTRK3 u o6HapyxuBaetcs ¢ momoiibio aHaimmn3oB RT-PCR [6]

Jlokanuzyetcss W@, rnaBHeIM oOpa3oM, B 00JIaCTU KOHEUHOCTEH W
TynoBumia. HeGosbiasi 4acTh 3TUX OMyXoJiel HaOJoAaeTcs B 00JaCTH TOJIOBBI U

uieu [4].



Huddepenunanpapiii nuario3 U@ npoBoautcss ¢ A00pOKadyeCTBEHHBIMU
COCYIMCTHIMH HOBOOOpa30BaHUSMH MSTKHX TKaHEW ¥ TIPEXKAE BCETO C
TeMaHTMOMOH, JUMQpaHTHOMOW, a Takke ¢(uOpomMoil u aHrHMopUOPOMOIL,
HEOITyXOJEBbIMU 3a00JI€BaHUsIMH (BOCTIATUTENbHBIMU HHQUIBTpATAMH) U T.J.
OmuOKku B JAMArHOCTUKE YBEJIMYMBAIOT BpeMs Haudajla aJeKBaTHOTO JICUCHHUS
pebenka 6onpHOr0 MM, 4TO B CBOIO OYepeh BIUAET HA MPOTHO3 3a00JIEBaHUsI.

O6biyH0 D mpexacrasisier coboit O6e300se3HEHHOE, OBIETPO pacTyiiee
HOBOOOpazoBanue. [7,8]. Omyxonb OOWIBHO BacKyJsIp@3UpOBaHa, dYacTo
npopacTaeT B JEpMY, BBI3bIBAas H3bs3BICHUEM KOxH. HoBOOOpazoBaHWE, MOKET
popacTath KOXy, BbIX0nd 3a €€ npexaensl. B takux €iysasx @, Beirmsaur kak
0arpoBo-KpacHasi OMyXOJb, MHOTJA C YYacTKaMuy HEKPe3a U KPOBOTOYAIICH
HOBEPXHOCTHIO.

Jleuenuss @ mnpennonaraer Xupypruvueckoc BMEINATENICTBO B 00beMe
yAaJeHUsl OMyXOJH, €Cli OTpuUllaTefibHbIC Kpas MOTYT OBITh JOCTHUTHYTHI 0€3
3HAYUTENIbHBIX (YHKIMOHAIBHBIX WKW/ AcTeTHdeckux aedgopmanuii. Ilocne
Omepalny paccMaTpUBaEeTCs BONMpOC QIpoBeneHun aabtoBanTHOUM [IXT. MecTHbIe
peuuauBbl Bo3HUKAIOT (§=50%), ecnu HE yaeTcs JOCTUYbh OTPULIATEIIBHOTO Kpast
pesekiuu [9].

MeracTazupeBaHIE BCTPEUAETCS] HE YACTO C 3apPETUCTPUPOBAHHON YACTOTOU
10% [10].

Ciryyam, co cMepTelbHBIMU KMCXOJaMU, BCTpPEYAIOTCs y JeTe ¢ Oosee
KPYITHEIMUZOTTYXOJSIMI 1 ¢ HOBOOOPa30BaHMSIMH, PACIIOIIOKEHHBIMH B 00JIaCTH
rOJIOBBI M 1€, KOTJa JUarHOCTUPOBAHbI MOJIOKUTEIbHBIE Kpas PE3eKIUH Mocie
nepeHeceHnbIX oneparui [11].

[TokazaTenmu oOmIEel BBDKUBAEMOCTH BapbUpPyIOT B Tmpeaenax 89-94%,

O6eccoObITHITHON BhIKIBaeMOCTH — 81-84% [12].

OMUCAHUE KINMHUYECKOIO CJTYYASA



B Bozpacte 2,5 wmecsueB y pebenka M., pomutenn oOHapyXHIU
HOBOOOpa30oBaHUE B 00JACTH OCHOBAHUS JIAJJOHHOW MOBEPXHOCTU MPABOM KUCTH.
JleBouka Obla MPOKOHCYJIBTUPOBAHA JETCKUM XHPYProMm, a 3aT€M OPTOMENOM IO
MecTy kuTenbcTBa. [locne ynpTpa3BykoBoro uccienoBanus (Y3U1) MIrkux TkaHen
npaBoii kuctu (11.08.22 1) nuarHocTUpoBaHa THUTPOMA, pa3Mepbl KOTOPOH
coctapisuid 4,1x2.4 mMm. PexomeHa0BaHO HAONIOICHHE B T€UEHUE rojma. Mexmay
TE€M HOBOOOpAa30BaHME MOCTENEHHO YBEJIWYMBAJIOCHh B pa3mepax. MO mHULIMAaTHUBE
ponuteneld B cepeaune okTAOps 2022 r. B KOMMEPUYECKOM MEANIIMHEKOM IEHTPE
BBINIOJIHEHO MOBTOpHOEe Y3M mnpaBoit kuctu. OOHapyX€HO THMIIOIXOIEHHOE
HOBOOOpa30BaHUE C HEPOBHBIMH JOBOJLHO YETKHUMH KOHTypamu pagmepamu 2,0 x
2,5 x 1,3 cM, mpunexamiee K JIOKTEBOMY HeEpBY. JAlmardes: rurpoma. Crnemyer
OTMETUTh, YTO K MOMEHTY HOBTOpPHOTO ¥Y3M, “BBINMOJHEHHOTO uepe3 2 Mmecsna
OITyXOJIb YBEeNU4miIach B 5 pas (!).

[Ipy mOBTOpHON KOHCYNBTALUMIAGTICKOIO XUpypra ObUI BHOBBL MOCTaBJIECH
JTIMArHO3 TUTPOMBI M PEKOMEHI0BAHO MPOJOIIKUTH HAOIIOIEHNE.

25 oktsa6ps 2022 1. MO0 UHUIMATUBE poauTesie B OMHOW M3 MOCKOBCKUX
TOPOJICKUX JCTCKUX OOjbHUL, NMpou3BeeHa MarHUTHO-PE30HAHCHAs ToMoTrpadus
(MPT) npaBoii kucti. 3armoA03pEeHO COJIIMIHOE HOBOOOPA30BAHME MSATKUX TKAHEH
Ha JIaJJOHHOM TMOBEPXHOCTH MpaBoil Kuctu: pubpoma? mBaHHOMA?

JaHno [HampaBiicHEe H@ oOcCle0BaHHE B OHKOJOTHYECKHU (enepanbHbIi
HeHTp 4> MoekBbl. [Ipu MPT, BBINOIHEHHOW € KOHTPACTHBIM YyCHIJIEHHE, OblLia
TUA@THOCTUPOBAHA MOITYXO0JIh MSTKUX TKaHEW MpaBOM KHUCTU U PeOCHOK ObLI
HarpaBiieH B JIETCKOE OTIEJIECHUE OHKOJIOTMYECKOrO [HUCIaHCepa IO MECTY
YKUTEIIbCTRA, I7I€ MallMeHTKa Haxoauiach B iepuos ¢ 31 okrsiOps mo 11

HOsiOpst 2022 1. 2 HosiOps 2022 1. mpow3BeneHa OWONCUS OMyXOJH Ha
JIAJIOHHOW MOBEPXHOCTHU NIPABOU KHCTH.

Juarno3. IIpy rucTomOrMuecKoM HMCCAEAOBaHUU OHMOIICHMHOIO Marepualia
JMArHOCTUPOBAHA 3JI0KAYECTBEHHYIO OMyXOibh — WHGpaHTUIbHAS (uOpocapkoma.

ITocne mnpoBeneHHOrO BpaueOHOr0 KOHCWIMYMA, BBHUIY OOJBIIMX pPa3MEPOB



OTIYXOJIH, BO3pacTa pebeHKa, 0COOCHHOCTEN e€ JIOKaTM3aiu 00CYKIaJICS BOIIPOC
00 ammyTanuu npaBoil kuctu. Ponurenu oTka3aiuch OT ONEpalUy TaKoro oobema
u obOparmiuce 3a mnomompblo B I'BY3 «HayuHno-mpaktuueckuii  1EHTp
CIIELIMANIM3UPOBAHHON MEIUIIMHCKON OMOIIH 1eTaM uM. B.dD. BorHo-fcenenxoro
JHenapramenTa 3apaBooxpanenus I. Mocksb» (HIILL).

24 nHosOpsa 2022 r. neBoYKa MOCTyNHJIA B OHKOJOrHYeckoe otaeneHue Nel

HIII. CocTosiHre mpu MOCTYIUICHHH OBUIO OIEHEHO KaK CpPeaH
CTOPOHBI OPraHOB MW CHCTEM JbIXaHUS, KpPOBOOOpaIe

MOYEBBIIEICHUS 03 0COOSHHOCTEN.

MECTHBIE MPOSIBJIEHHS] OCHOBHOT'O 3ABOJIEBAHUSI

OcMOTp B TMEpEeBA30OYHOM: TMpaBasg KHC TOBaHA," OTMEYAETCs
HEOONbIIOE MPOMOKAHHE TOBSI3KU KPOBBIO. IIpu ocmorpe Ha
JaJIOHHOM TIOBEPXHOCTH MPaBOM KHUCT

obpazoBanue BbICOTOH ~3,0 cM,

Pucynok 1. Ha nagoHHOW MOBEPXHOCTH MpaBON KHUCTU B MPSAMOM M OOKOBOM
OPOEKIUIX ONpeAesieTcss HOBOOOpa3oBaHUE BBICOTOW 10 3 CM, JUAMETPOM ~
4x4,5 cM, ¢ U3BSI3BIICHHOW KPOBOTOUAIIEH TOBEPXHOCTHIO.

Figure 1. On the palmar surface of the right hand, in direct and lateral projection, a
neoplasm up to 3 cm high, with a diameter of ~ 4x4.5 cm, with an ulcerated

bleeding surface is determined.



28.11.22 . BemmonHeHa MPT kucTh ¢ BHYTPUBEHHBIM KOHTPACTUPOBAHUEM.
Ha nagonHO MOBEpXHOCTH MPaBOi KUCTH PACIPOCTPAHSSACH Ha 00IACTh 3aIsACThs
ONpeNeNaeTcsl OJHOPOJHOM CTPYKTyphl HOBooOpaszoBanue 3,0x3,5x3,0 cMm
MHTCHCUBHO HAKaIUIMBAIOIIEE KOHTPACTHBIM mpenapar. MSrkue TKaHh BOKPYT

HOBOO6paSOBaHI/I${ YTOJIIIICHBI MBII]_II_Ia OTBOAAIIAA MHU3UHCI HHTUMHO ITPHJIC)KUT K

OITyXO0JIY, TpaHuna He yeTkas. CyXOKHIUsl TOBEPXHOCTHOTO CIu0 51, JIAJIOHHBIN
aroHeBpo3 0e3 MpU3HaKOB UH(UIBTpaui. MaructpaibHbIE C
3akioueHre: MarHUTHO-PE30HAaHCHAs KapTHHAa HOBOOOpa3zoBaH

TKaHSIX JIAJIOHHON TTOBEPXHOCTHU MPABOM KUCTH (pHUC. 2

0-pe3oHaHcHas ToMmorpadus. Ha namoHHON MOBEPXHOCTH
W paclpOCTPaHIsICh Ha 00JIACTh 3aIACThsI ONPEACIIICTCS OMHOPOTHOM
HOBoOOpazoBanue 3,0x3,5x30 cM MHTEHCHMBHO HaKaIlJMBaoIIee
npemnapar.

Figure 2. Magnetic resonance imaging. On the palmar surface of the right hand,
extending to the wrist area, a neoplasm of homogeneous structure 3.0x3.5x30 cm is

determined, intensively accumulating a contrast agent.



[Tocne obcyxaenus pebeHKa Ha KOHCHIIMYME Bpauel OTIeNIeHU OHKOJIOTHUH,
Jy4eBOM JMArHOCTUKH, pPEaHUMAllMM U UHTCHCUBHOW Tepanuu, Qpu3noTepanuud u
peadlIMTalli COBMECTHO C PYKOBOAUTENSIMH OTACJICHUWA MPHUHATO PELICHHE O
BBIIIOJIHEHUN XUPYPrUYECKOI0 BMELIATEIbCTBA B OOBEME YHAJIEHUS OIYyXOJHU
MATKUX TKaHEW JJAJJOHHON MOBEPXHOCTH MPABOUN KUCTH.

[Ipu oOcyxaeHur MaHa OIMepald PacCMOTPEHBI BCE BO3MOXKHBIE PHUCKHU
ONEPAaTUBHOTO BMEIIATEIbCTBA C YYETOM aHATOMUYECKUX M (PYHAKIIMOHAIBHBIX
O0COOEHHOCTEH KHUCTH, OINPEIEICHA TAKTUKA BOCCTAHOBUTEIBHBIX ‘MEPOIPHITHIA
paHHETro U 00Jiee MO3HEr0 PeadMINTAIIMOHHOTO IEPUOJIOB.

29 wosa0ps 2022 r. omepauus: yAaJeHHE OHYXOMM MSIFKHX TKaHEH Ha
JIAJIOHHOW MOBEPXHOCTH MPABOW KUCTH C TUIACTUKOW MECTHBIMU TKAHSIMU.

OnuCAHUE onEPAIIMU. [Tociie HaoXKeHusf 9MACTUIHOIO OMHTA Ha MPEIIeube
paBoOi pyKu IpousBeneHa oOpaboTaHa efpTOMAIPABOI KUCTH U HUXKHEH TpeTu
npaBoro npeamiedbs. Ha naqoHHON JI0BepXHOCTH KUCTH OT OcHOBaHMs | manbiia,
pacIpoCTpaHsronascs Ha BCK . [IOBEPXHOCTH' )JIAJ0OHU, HMEETCS OILyXOJb,
UCXoAsaIas U3 MATKUX TKaHeu, pasMepamu 4x4,5 cm u BbicoTOM 2,5 cM. bokoBas
MOBEPXHOCTh HOBOOOPa30BaHK sl MOKPHITA KOXKEH, BEPXHHUM MOIIOC OIYXOJIH 3USET
B pe3yJIbTaTe pacxXoKICHUs UWIBOB, TOCIIE PaHEe MPOU3BEICHHOW OMOIICHY.

OcTpbIM_diyEeM OTCErapoBaHbl KOXKHbBIE JOCKYTbl KHCTH BOKPYT OITYXOJIH.
Jns ynydmeHus BU3yaliu3aliiyl pacceueHa Ko)Ka B MOMEPEYHOM HaIlpaBJICHUH HaJl
OMmyXxoJiblo 10, ee MeauanbHoro kpas. llociie oTrcemapoBKM KOXHBIX JIOCKYTOB
HOBOOOpa3eBaHWE BBIZICIICHO W3 OKpYyXXarouux TkaHed. Creayer OTMETUTb, YTO

OMyXOJlb 3aHUMAET MPAKTUYCCKH BCIO JIAJIOHHYIO MIOBEPXHOCTH (pucC. 3).



Pucynok 3. Otan onepaumu. Omnyxoib BbIAEIEHA U3 OKPY TKaHEH.

OtMmeuaeTcsi, 4TO HOBOOOpa3OBaHHWE 3aHUMAET ), JTaJIOHHYIO
MTOBEPXHOCTb.

Figure 3. Stage of the operation. The tum rom the surrounding
tissues. It is noted that the neoplasm occupie tire palmar surface.

HoBooOpa3oBanue umeer I CTHUYECKYIO KOHCUCTEHLIMIO, KaIcysa He

OIIPCACIACTCA, pCTUCTPUPYCTCA IIOAP HHC OITYXOJIM Ha OTACIBbHBIX YYACTKaX K

nepMe. Cocynbl KUCTH bl OCTPBIM IIyTEM M COXpaHeHbl. CyXOXKWIHS KUCTU

pacojiararorca I1iIyo U OIIYXOJIK, MOCICOAHUC BU3YAIIM3UPOBAHBI.
HOBOO6paBO MAKPOCKOIIMYCCKU PAaJUKAJIIBHO B IIPCACIaX BHUAUMBIX

310POBBIX T




Pucynok 4. BHemHuil BHJ JaJOHHOW IOBEPXHOCTH KHUCTH MOCIE YyOAJICHUS
ormryxonu. CTperkaMi OTMEUYEHBI COCYbl, HEPBbI M CYXOXHIIUS KUCTH (a-HEPBHI; b-
CYXOKUJIUS;C-COCY/IbI).

Figure 4. Appearance of the palmar surface of the hand after tumor removal.
Arrows indicate vessels, nerves and tendons of the hand (a-nerves; b-tendons; c-

vessels).

CHsara paBsmasi mnoBsizka. llpu ocmoTpe mnpeamnedbs “TpodudecKux
HapyLIEHUH HE BBISBICHO. YYAacCTKU KOXH, CBS3aHHBIE C OIYXOJIbIO, NCCEUEHBI U
HaIpaBJICHbl Ha TUCTOJOTHYECKOe HccieqoBaHUuEpPadeBas)y, MOBEPXHOCTh
oOpaboTaHa OMIOJSPHBIM MUHIIETOM M METOAOM apROHOINIA3MEHHON KOAryJIsUU.
VYmuBanue pansl y3noBaTbiMu mBamMu. Cangefkaeo criuproM, OMHTOBaHUE KHUCTH.
Ha Hapy>kHy10 NOBEPXHOCTh NPEAIIICUbs 4 KUCTHMHAI0KEHA TUIICOBAs JIOHTETA.

[TocneonepanOHHBIN TEPUOAAIPOTCKAN Ha (POHE YACTUYHOTO PACXOKICHHUS
IIBOB M KPAE€BOr0 HEKpO3a Ha OWICJIbHBIX yUacTKaX KOXKH, [0 TIOBOAY Yero Oblia
BBINIOJIHEHA XUPYPruyecKasi cCaHalys HaToJIOrMYE€CKUX YYaCTKOB TKaHEeH.

l'ucronornueckoed 3akuoueHnue o 09.11.22r. (Mopo3oBckasi JeTckas
ropozckas kimHuueékas OojgbHula JlenapramenTta 3apaBooXpaHeHus I. MOCKBBI):
1. NadantunpHasydropocapkoMa, 2 CTENEHH 3JI0KAYECTBEHHOCTH (IO CHUCTEME
FNCLCC). Otmyxonb BpacTa€r B KOXY, TJie MHPWIBTPUPYET PEKTUKYISIPHBIN CIION
nepMbldOnniiepMuc uHTakTeH. 2. MuHdantunbHas ¢ubOpocapkoma, 2 CTENeHU

3nekauecteHHOCTHI(TTO cucteMe FNCLCC) (puc. 5).



Pucynoxk S. Ilpym MHKpPOCKONMYECKOM HCCIENOBAHUH OIPEICISIETCS OIYXOJIb
TIEPEeMEHHOM KJICTOYHOCTH. CtpomanbHBIH KOMITOHCHT OITYXOJT!
PEUMYIIECTBEHHO KOJUTar€HU3UPOBAHHBIM. Yactp COCY/IOB uMeeT
T€MaHTHOTIEPUIIUTOMA-TIONIOOHYIO0 CTPYKTYpY. OKpalnBaHUE T€MaTOKCHJIMHOM U
703UHOM, yBennueHue x40.

Figure 5. Microscopic examination reveals a tumor of variable cellularity. The
stromal component of the tumor is predominantly collagenizedf Some of the
vessels have a hemangiopericytoma-like structure. Hematoxylin'and €esin staining,

magnification x40.

NMmyHoOTrHCcTOXMMHYECKOe —HccaeaoBanue Cor 18.11.22r. "mpu UI'X-
UCCJIEIOBAaHMM B KIIETKAaX OMYyXOJu OOHapyskeHa IUTOKepatuHoB 8/18 (wacThb
kieTok), Ki-67 B 65% xnetok. He obnapyskena akcupeccust EMA, CD99, Bcl-2,
CD34, Melan A, ngecmuHa, DIAAKOMBINIEUHOTO AaKTMHA W MHUOTCHHUHA.

3axmmouenue: nHpaHTuiIbHas Gudpocapkoma, 2 CTereHU 3JI0Ka4eCTBEHHOCTH (T10

cucreme FNCLCC) (puc. 6)

3

Pucynox 6 [1pu 60mnb11oM yBETHUEHUH XOPOILIO 3aMETHA BBICOKAsi MUTOTHYECKAs
aKTUBHOCTb (MHMTO3bI OTMEUEHBI cTpesikamu). KieTku MMeroT BEpeTeHOBUIHYIO U
oBouJIHYIO0 (hopmy. OKpanrBaHUuE TeMAaTOKCHIIMHOM U 303UHOM, yBennueHnue x400.
Figure 6. At high magnification, high mitotic activity is clearly visible (mitoses are
marked with arrows). The cells are spindle-shaped and ovoid. Hematoxylin and

eosin staining, magnification x400.



[Tpu uccnenoBanumn marepuana merogom FISH (ETV6/NTRK3 gene fusion
t(12;15) detection probe, Wuhan HealthCare Biotechnology) o6Hapyxena
xpoMocoMmHas abeppauust — ciausiHue reHoB ETV6-NTRK3, xapakrepHoe s
uHGaHTIIBHON GUOPOCAPKOMBL.

['ucromornueckue mnpenaparbl ObUIM MPOKOHCYJIBTUPOBAHBI B pedepeHc-
LEHTPE JTyYeBbIX, UMMYHOTUCTOXUMUYECKUX U MOP(OIOrMUeCcKUX MCCIETOBAHUN
OI'bY HMUIL wum. [dmurpus PoraueBa Mun3zgpaBa Pocénu. Jluarnos
uHGaHTIIBHON PUOpPOCapKOMBI TOATBEPKIEH.

[Tocne onepauuu ObLI MPOBEAEH KOHCHIINYM Bpaueil OHKOJIOTOB HA KOTOPOM
oOcyxaanach JajpHeilnas JjeyeOHas TakTuka y PebeHka. BBuay MecTHOI
pacupOCTPAHEHHOCTH OITyXOJIEBOIO IIpoLecca, PHCKA Pa3BUTHS JOKAJIBHOTO
peuuanBa  ObUIO  NPUHATO  pELIEHUE 40 NMPOBEICHUM  aJbIOBAHTHOU
nonuxumuorepanuto (I1XT) mo nporokofdy JTeUCHHU CapKOM MSTKUX TKaHEH s
«TPYIIIBI HU3KOTO PUCKa». YUYUTHIBasi'BO3PACT. peOcHKa J03bl XMMHUOIPENapaToB
o pexynupoBanbl Ha 30%. Wepen naganom TBXT pebenky Obuio mpoBeEIEHO
KOMIUIEKCHOE oOclienoBanue, Bkiatodatorniee MPT kuctu, cuunturpaduio ckenera,
KT opranoB rpynHoOi KA€TKUy UCCIEA0BAHUE MUEIOTPaMMBbl. /[[aHHBIX 32 MECTHBIN
pPELUANB OIYXOJIH HMETACTAZBL HE ITOITYYEHO.

C 27 nexabps,2022 1. o 14 mapta 2023 1. AeBOUKe OBLIIO MPOBEICHO 4 Kypca
[IXT npengparamu Busnkpwetud u JlakTHHOMUIIMH Ha (QoOHE HEOOXOIUMOI
CONMpPOBOMUTEALHON Tepanuu. JleueHue mepeHecna yAOBIETBOPUTENIBHO, 0€3
ocjio’kHeHu#. OMHOBpEMEHHO MPOBOAWICS JAWMHAMUYECKUA KOHTPOJb  3a
COCTOSIHMEM OpraHoB M CHCTEM oOpraHuzMa peOeHka. [laHHBIX 3a penuauB
3a00JIeBaHMs y MAlMEHTKU He BbIsiBIeHO. B mapre 2023 1. cnenuanbHOE JieyeHue
ObUT0 3aBepuieHO. B jpanmpHeiieM miiaHUpyeTCsl MpPOBEACHHUE TUHAMHUYECKOTO
HaAOJIOZICHUS TeIuaTpa M JETCKOTO XUpypra Mo MECTY JKUTEIhCTBA U CIECIUAINCTA
JIETCKOro oHKoJjiora. K MOMEHTy HanmucaHus JaHHOW CTaThu MPU3HAKOM pELUInBa

0071e3H1 y peOeHKa HeT.



C  nmepBeIX JAHEW  mociae  omepauuu  peOEHKY — MPOBOIMIKCH
peadbMINTAIMOHHBIE MEPOIIPUSTHS, HAlPaBICHHBIE HA BOCCTAHOBJICHUE (PYHKLIHUU
onepupoBaHHOM kucTH. Ha pucynke 7 npencrasieH Bua KUCTH yepe3 1 mec u 1,5

roga IIOCJIC OIICpalnu. CﬂﬁﬂyeT OTMCTHUTDH ITOJIHOC BOCCTAHOBJICHHUC @yHKHHH

KHUCTH.

a

Pucynox 7. Bueunun

oreparum.
Figure 7. T
surgery.

Ob UE

e/Kasi OMyXoJib, BCTPEYAIONIASCS TJIABHBIM 00Pa3oM y JIETe paHHETO

Bo3pacta. bonee uem B 75% ciiyyaeB HOBOOOpa3oBaHKHE HAOMIONAETCS Ha MEPBOM,

a B 15% mna Bropom roxy xuszHu. M tonpko y 10% WN® Bo3HukaeT y aerei
crapuiero Bo3zpacra [13].

N® wyame peructpupyercss y MalabduMKoOB. [ OMyXoJiM CBOMCTBEHEH

MECTHO-MHBA3UBHBIM POCT W HU3KAsl YACTOTa OTJAJICHHOTO MeTacTasupoBanus (1—

13%). Cnenyer otrmeruth, uto M® xapakrepu3yeT arpeccCHMBHBI MECTHO-



WHBa3UBHBIIN pocT omnyxoiu. KiMHH4Yeckue MposBIEHHsS 3aBHUCIT OT Pa3MEpOB,
JIOKaJIM3alluy U pacipoCTpaHEeHHOCTH HOBooOpa3zoBanus [14,15].

[loxxamy#i, IIaBHBIMH BONPOCAMH, BO3HUKAIOIIMMU TMEpen JAETCKUMH
OHKOJIOTaMU NpU OOCYKIEHUM I1aHa JiedeHus: npu D KUCTH, SBISAIOTCS CPOKHU U
00BEeMBI XUPYPrUYECKOro BMeIIarebcTBa. BBumy 6omnbmioi peakoctu UD y nereit
BooOmIe 1 D KHCTU B YaCTHOCTU B JIMTEPATYPE YAl BCTPEUYAIOTCS €IUHUYIHBIC
CJIy4au U3 IPaKTUKH.

besycnoBublil uHTEpec npencrasiseT coodmenne Dani€l Orbach ¢ coasr.,
2016 B KOTOpOM TPEACTABIEH PETPOCHEKTUBHBIM AaHAAM3 KJIMHHYECKHUX
O0COOEHHOCTEH U pe3yabTaToB JiedeHus 56 nereil ¢ puepoeapkoMOMBo3pacTa 1o 2-
X JIET, y4aCTBOBABIIMX B COBMECTHBIX €BPOIEUCKUX HPOTOKONIax B IIepuon ¢ 1979
no 2005 rox M MNPOXONMBIIMX KOMOMHUPOBAHHOE JEUCHME) C MPUMEHEHUEM
XUPYPru4ecKoro BMEIIATEIbCTBA M XAMHUOTEPAMM B “IIECTH E€BPONEHCKHUX
knuHuKax. Jlokammzanus O B o0nacipkoHEIHOCTEH OblIa 3aperucTpUpOBaHa Y
66% mnanueHToB. JleTAM mNpOBOAMIOCH, XUPYPEBUECKOE U KOMOWHHPOBAHHOE
JICUEHUE C YIOBJIETBOPUTEIbHBIMI (JACUCOHBIMH pPE3yJabTaTaMH W TOJNBKO 3
nanyMeHTaM ObUIM BBINEAHEHL! Kayeyallide ornepauuu. [lokazarenu nsTuieTHER
o011eit BEDKUBaeMOGTH coctaBmm 89% [16].

CrnenyeT HOAMECPKHYTH, YTO MO JAaHHBIM MHUPOBOM JINTEPATypbl MOKA3aTeNIN
oOmielt BbDKMBaeMOCTH y AeTeil 6ombHbIX D B ciayuasx ajeKBaTHO BHIOpAHHOM

CTpaTery JIGdeHNs cOoCTaBisaoT He meHee 70-80%.

3AKIMIOYEHUE

. N® npencrasnser coboit penkoe 3a001eBaHNe, PETUCTPUPYIOIIEECS
MPEUMYLIECTBEHHO Y JIETEW MEPBOTO roJla XKU3HHU;

o yanie 1@ ckpbiBaeTcs 3a MACKaMH BOCHIAJIUTEIbHBIX MPOLIECCOB U
N0OPOKAaYEeCTBEHHBIX OIYXOJIeH MATKUX TKaHE! y JeTell;

o BEyIIUM MeTonoM JedueHus D aBisieTcss OpraHoCOXpaHsIoLee

paavKaibHOE XUPYyPrudeckoe BMemareabcTBO (pe3ekius RO);



o IIPY HEBO3MO>KHOCTH BBITIOJTHEHUS PAJMKAIBHOM ONepariu
PEKOMEH]IyEeTCsl TPOBE/ICHNE HE0aIbIOBAHTHOM XUMHUOTEPAIIUU € TIOCIETyIOLIEH
OpraHOCOXPAaHSIONICH ornepalueil Ha KUCTU peOeHKa

o B CJIy4asix, KOIJa Mociie Onepaiy perucTpUupyroTcs MOJIOKUTEIbHBIC
Kpast pE3eKIMU 00CYKIat0TCsI BOTIPOCHI MMPOBEACHUS aTbIOBAHTHOM
XUMHUOTEpaIuy;

o pe3ynbTarhl JeueHus D 3aBUCAT OT BpeMEHU yCTaHOBICHUS
JIMarHo3a, paclpoCTPaHEHHOCTH OITyXOJIEBOTO Ipoliecca U MPaBHILHO BHIOPaHHOM
CTpAaTery JICYCHUs, BAKHEHIIIMM KOMIIOHEHTOM KOTOPOH SIBIISICTEs paAUKAIBHOCTh

BBITIOJIHEHHOM OTIEpallkH.
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