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Cunosuanvhas capkoma (CC) — onyxonb MaeKux mrkateil, 6Cmpe4arudscs cpeou epynnsl oOnyxonell, OMAUYHbIX 0m pabooMUOCAPKOMbL
(PMC), 6 demckom u noopocmrxosom eospacme 6 4 % cayuaes. Ilo wacmome 3abonesaemocmu cpedu demeit CC yemynaem auuys PMC
U uauie 8ce2o 6Ccmpevaemcs y NayueHmos mo100020 U 3penoeo eozpacma (15—35 nrem), ¢ nesHauumenvHoiM npeodAAOAHUEM Y MYIHCUUH.
Jlokanuzayus CC 6 msaekux mkausax koneunocmeil docmueaem 80 %, 6 menvuleli cmenenu mu ONYXoau 6CmMpeuaromesi 8 004acmu 20108bl
u weu, mynosuua, 6 3a0pOUWUHHOM npocmpancmee, 6 obnacmu cycmaeog (e 6onee 5 %). Taxoce onucanvt cayuau nosenenus CC
6 cpedocmenuu, nepugeputeckux Hepeax, Kojce U 8UCUEPANbHbIX OP2AHAX.

B dannoit cmamve npedcmasnen pedkuii kaunuueckuii cayuaii pazsgumus CC cpedunHo2o Hepea npasoeo naeya y nayuenma 15 nem.

KioueBble cji0Ba: capkoMbl MSITKMX TKaHEil y JeTei, CMHOBUAbHAsl capkoMma, MeIUalbHbIil HepB, (DYHKIUSI OMEPUPOBAHHOM
BepXHEll KOHEUHOCTH
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Synovial sarcoma of the median nerve of the right shoulder (case report)

D.B. Khestanov, M.M. Efimova, O.M. Romantsova, V.V. Khairullova, A.A. Malakhova, E.V. Mikhailova, A.Z. Dzampaev,
S.R. Varfolomeeva

N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia

Synovial sarcoma (SS) is a soft tissue tumor that occurs among a group of tumors other than rhabdomyosarcoma (RMS) in childhood and
adolescence in 4 % of cases. In terms of incidence among children, SS is second only to RMS and most often occurs in young and mature
patients (15—35 years), with a slight predominance in men. The localization of SS in the soft tissues of the extremities reaches 80 %; to a lesser
extent, these tumors occur in the head and neck, trunk, retroperitoneal space, and joints (no more than 5 %). Cases of the appearance of SS
in the mediastinum, peripheral nerves, skin and visceral organs are also described.

This article presents a rare clinical case of the development of SS of the median nerve of the right shoulder in a 15-year-old patient.
Key words: soft tissue sarcomas in children, synovial sarcoma, medial nerve, function of the operated upper limb
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BBenenue

CunoBuanbHasi capkoma (CC) — omyxosib MSTKHUX
TKaHel, BCTpeyalollasicsi Cpend TPYIIbl OIMyXoJiei,
OTJIMYHBIX OT pabmomuocapkombl (PMC), B meTckom
M TIOAPOCTKOBOM Bo3pacTe B 4 % ciyuyaeB. CorjacHo
omnpeneneHnio BcemupHoOiIl opraHuzaunuu 3apaBoOXpa-
HeHust, CC — 3T0 Me3eHXUMaJibHas BEepPeTeHOKJIETOU-
Hasl OIMyXOJib C BO3MOXHBIM TPUCYTCTBUEM TKaHEBOTO
KOMIIOHEHTa C DJNuTeauaibHol nudbepeHInPOBKO,
BKJTIOUYasi GOpMUPOBAHUE KEIE3UCTBIX CTPYKTYP, a TAKXKe
C HaJM4yueM CreuuduIecKoil XpOMOCOMHOI TpaHC/IO0-

kauuu t(X;18)(pllqll). Ilo uactoTe 3aboaeBaeMOCTU
cpenu aeteir CC ycrynaer auimb PMC u yaiue Bcero
BCTpeYaeTcsl y NaleHTOB MOJIOJOTO U 3PEJIoro Bo3pacra
(15—35 net), c He3HAYUTEJIbHBIM MPEOOJaTaHUEM Y MYXK-
yuH. Jlokanuzauusg CC B MSITKUX TKaHSIX KOHEUHOCTEM
nocturaeT 80 %, B MEHBIIIEH CTETICHU 3T OITYXOJIU BCTPE-
YaloTcs B 00JIaCTU TOJIOBHI U IlIeH, TYJOBUIIA, B 3a0pIO-
IIIMHHOM TPOCTPAHCTBE, B 00JACTU CYCTaBOB — He OoJjiee
5 %. Taxxke onvcanbl cirydau nosisiieHust CC B cpenocte-
HUU, TeprudepryecKux HepBaX, KOXe M BUCLEPaATbHBIX
opraHax.
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B crarbe npeacTaBiieH penkuii KIMHUYECKUI ciydail
pazButus CC cpeaMHHOTO HepBa MpaBoro Ijieya y rmauu-
eHTa 15 Jjet.

Kimaugeckwmii coryqaii

[lpunyxaocms 6 obaacmu MseKux mxauel npagoeo nie4a
podumenu enepavie 3amemunu y pebenka ¢ 10-remHem 603-
pacme, K epauam He odpaujasuce. B 13 rem onu ommemunu
Oblcmpblil pocm 00pa308aHUS MACKUX MKAHell npasoeo nie-
Ya, 6 ce53U ¢ Hem 00pPAMmuUAUCH K 0emCKOMY XUpypey no Mecmy
acumenvemea. I1o OauHbIM 8bINOAHEHHOU MACHUMHO-PE30-
Hancroil momoepaguu (MPT): MP-kapmuna onyxoau cpe-
OQUHHO20 Hepaa U3 epynnwvl 000104eK nepu@epu4ecKux Hepeos
pasmepamu 35 % 34 x 70 mm (06sem — 43,5 cm’).

B cmayuonape no mecmy dcumenscmea npoeedeHo one-
pamugHoe aeyeHue: yOaieHue Onyxoau cpeduHHo20 Hepea
Ha ypoeHe cpednelli mpemu npasoeo naeya. Ilo danHbiM
2UCMON0UHECKO020 3AKNIOYEHUSA: 310KAYeCMBEeHHAS gepeme-
HOKAemounas onyxoas. lucmonoeuveckuii mamepuan 0Obin
Hanpaener 6 00UH U3 pedepanbHuIX YeHmpos 015 GblNoAHe-
HUsL nepecmompa, 00HAKO NO e20 Pe3yabmamam UdeHmu-
@uyuposams onyxoasb He y0anoch, yHumvleas He0OHO3HAU-
Holil ummyHogpenomun onyxoau. s ouggeperyuanvHoll
duaenocmuru mexcdy morogpaszuoii CC u 310KkauecmeerHoll
ONYX04bk0 U3 000104eK nepughepu1eckKux Hepeos blnOAHEHO
MONEKYASAPHO-2eHeMU1ecKoe UCCAe008aHIe CMamyca 2eHa
SYT. Ilpu uyumoeenemuueckom uccae0o8aHuu memooom
@ayopecyenmuoii  eubpuouszauuu in situ (FISH) nepe-
cmpotika eena SYT He obHapyycena. [anvueliuee neueHue
U HabawOeHue y 8paia 0emcko2o OHK0102a He NPoBoOUAOCH.

B eo3pacme 15 nem y pebenka nosguaace npunyxaocmo
6 obaacmu nocAeonepayuoHHo20 pyoya MseKux MmKaueil
npagoeo naexa, OMMeuanuch Hcaio0dbl HA NOCMOSHHYIO
bone3HeHHOCMb 6 00aacmu HO800bpazosanus. s danvHel-
weeo 00c1e006aHUS U OnpedeeHUss MAKMUKU CReyUanbHo-
20 neueHust pebeHok eochumanuzuposan ¢ HUU demckoii
oHKon02uU u eemamonoauu um. akad. PAMH JI.A. lypnosa
OI'BY «HMHUII ouxonoeuu um. H.H. broxuna» Munzdpasa
Poccuu.
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Boinoanena MPT: 6 msekux mkansx npagoeo nieua onpe-
deasiemcsi MHO20Y31080€ 00seMHOe 00pa3068anue pamepamu
37 % 34x 72 mum (obsem — 47,4 cm’) (puc. 1).

Ilepsoim smanom 6bl10 NpuHAMO peuieHue GbINOAHUMb
onepamueHoe neuenue 8 obseme yoareHus onyxoau. B xode
onepauyuu 8blNoAHeH pazpe3 Kodicu no MeoudnbHoll NO8EPXHO-
cmu npasoeo nieua om eepxHell mpemu 00 HUdICHel mpemu
OdaunHoll 20 cm ¢ ucceveHuem NOCACONepauUoHH020 pyoua.
Koorcnvie nockymer omcenapupoeans: u omeedeHsi 8 cmo-
pony. Ilpu pesusuu evisienena onyxonb, Ucxo0auas u3 cpe-
dunHoe0 Hepea (n. medianus) (puc. 2), UHMUMHO npUAedHca-
was Kk mpexenaeoil moiuiye naeva (m. triceps brachii (caput
mediale)), 0syenaeoii muiuiye naeva (m. biceps brachii) u nae-
yegoil mviuye (m. brachialis). Cocyoucmoiii sman vinoaHeH
€ MexXHU4ecKuMU mpyoOHOCMAMU: 8bl0eAeHbl ¢ 0CMABAeHUEM
aosenmuyuyu U NpPoCAedceHbl 8eHA U Nniedegvle apmepuu
(a. etv. brachialis) (puc. 3). Ilpunexcaujue k onyxoau Mol
peseyuposansl 6 npedeaax 300pogvix mraneil. Ilopasicentoiil
cpeduHHblll Heps 00pabomarn CHUPM-HOBOKAUHOBLIM pAC-
meopom u nepeceuer. Onyxonsb yoasena MakpocKonuvecku
padukanvHo (puc. 4). Hepexm Obin yKpoim nepemeujeHHOU
ocmasuielicst Yacmolo mpexz1asoil Mvluiybl naeua (m. triceps
brachii (caput mediale)).

Ilo dannbim eucmonoeuuecko2o uccaedosanus mamepuan
npedcmaenen KpynHolM (ppacmeHmoM Onyxoneeoil mKauu,
¢ byepucmoii nogepxrnocmoto. Ha neonnacmuueckoii mxanu
ommeuaemcsi ppasmenm cocyoa, nepeesi3aHHblil HUMKAMU.
Ha paspese mkans onyxoau 6enecosamoco ygeema, y3no-
eamoeo euda. Mumomuueckas axmuseHocmv — 18 gueyp
mumo3os na 10 nosaeil 3penus: npu yeeauvenuy MUKpocKona
x 400. Onyxoneeas mKaHv OKANbHO OKPYICEHA MOACMOU
@ubposHoll Kancynoli, MapKUpoBaHHslili Kpail pe3eKuuu no
Kpaio @pubpo3Holl Kancyavl. 30Hbl HEKPO308 He NpocMampu-
8alOMCsl, ONPeOeNsIOMCs 04a208ble Kpogousauanus. B yeasx
YMOYHeHUs. AUHUU OugdeperyuposKly eepemerHoKAemoYHO
CapKombvl NPOBeOeH0 UMMYHOLUCIMOXUMUYECKOe Uccaedosa-
Hue ¢ aumumenamu k S-100, SOX-10, Myo-D1, PanCK,
kanvoecmony, SMA, TLE-1, muocenumny. Pesysvmamoi
uccnedosanus: TLE-1 — ougghysnas sxcnpeccus 6 knemxax

6 4

Puc. 1. MPT msexux mianei npagoeo naeva: PD-e36ewennoe uzoopaxcenue (BH) ¢ nooasnenuem cuenara om xcupogoii mxanu, KopoHapuas (a) u axcu-
anvuas (8) npoexyuu; T1-BH ¢ enympueennvim KoHmpacmuposanuem u nodagaeHueM CUSHala om HCuposoil mKkanu, Koponapuas (6) u axcuanvhas (e)
npoekyuu. B meduanvhbix omoenax npasoeo naeua onpeoensiemcs: Onyxonb 6epemenooopasHoll Gopmul (beavie cmpeaxu), UMelouds cunepuHmeHCUgHbLil
cuenan. Onyxonw ucxooum u3 meOuarHHo20 Hepea (KpacHvle CMpenki), Hapyuiaem yeaoCmHoCmy e2o 000404KU U HEPBHbIX 8010KOH. [Ipu Konmpacmuposanuu
ONYX01b HePABHOMEPHO HAKANAUBAem KOHmpacmublii npenapam (0, )

Fig. 1. MRI of the soft tissues of the right shoulder: PD-weighted image (W) with signal suppression from adipose tissue, coronal (a) and axial (8) projections;
TIWI with intravenous contrast and signal suppression from adipose tissue, coronal (6) and axial (2) projections. In the medial parts of the right shoulder,
a spindle-shaped tumor (white arrows) with a hyper intense signal is detected. The tumor originates from the median nerve (red arrows), violates the integrity
of its sheath and nerve fibers. During contrasting the tumor unevenly accumulates the contrast agent (6, 2)
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Puc. 2. Onyxonw, ucxodsujas uz cpeOuHH020 Hepea npagoeo naeva: cpeouH-
HblIl Hep8 ¢ ONYXoAabk0 (YepHas cmpeaKka), nie4esas éexa u apmepus (kKpac-
Has cmpeaka)

Fig. 2. Tumor originating from the median nerve of the right shoulder: median
nerve with tumor (black arrow), brachial vein and artery (red arrow)

Puc. 3. Buo nocaeonepayuonnoii pansi: naevesas eena u apmepus (Kpachas
cmpenka)

Fig. 3. View of the postoperative wound: brachial vein and artery (red arrow)

onyxoau; PanCK — gpoxanvnas sxcnpeccus 6 kaemkax ony-
xoau; S-100, SOX-10, Myo-D1, kaarvoecmon, SMA, muo-
2CHUH — 5KCHpeccusi 8 KJAemKax onyxoau He oOHApYJceHd.
3akarouenue: UMMYHOMOPGOAOUMECKUEe NPUSHAKU ONYXOAU
coomeemcmeytom mornoghaznoil CC G3.
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Puc. 4. Buo yoanernroii onyxonu: cpeduntolii Heps (1epHas cmpenxka)

Fig. 4. View of the removed tumor: median nerve (black arrow)

IlIpu yumoeenemuueckom uccredogarus memooom FISH
6 90 % onyxonegvix KAemoK OOHAPYICEHA MPAHCAOKAUUS
yuacmka 18q11.2, xapakmepuas oas CC, umo eviuie nopo-
206020 OuazrHocmuuecko2o sHauenus (20 %).

s uckarouenus memacmamuueckoeo pacnpocmpaue-
HUs1 nayueHmy OblaU GblNOAHEHbl KOCIHOMO3208d5 NYHKYUS
u3 4 mouex u NO3UMPOHHO-IMUCCUOHHAS MOMOPAPUL —
0aHHbIX 30 OMOaneHHble Memacmasvl Hem.

Takum obpaszom, peberky 6vin ycmarnoéner duaenos: CC
cpedunHoeo Hepsa npasoeo naeua. T2bNOMO. IRS 111, epyn-
Na 8bICOK020 PUCKA.

Pebenky npogedena mepanus coenacho Cooperative
Weichteilsarkom Study (CWS) 2009. I1o dannbim KoHmponb-
Hoit MPT nocae okonuanus mepanuu — OQHHbIX 3a npo2pec-
CUI0 N0 OCHOBHOMY 3a004€8aHUI0 Hem.

B Hacmoswee epems pyHKUUs npasoll eepxHell KoHeY-
Hocmu coxpaHeHa 6 noaHom obseme (puc. 5). aumens-
Hocmb HabaodeHuss cocmaeuaa 12 mec om momenma
Hauana mepanuu 6 ycaoguax OI'BY «HMHUI] onkonoeuu
um. H H. baoxuna» Munzdpasa Poccuu, npusnaxkoé peuyu-
dusa onyxoau Hem.

Puc. 5. Qynkuyus cocumanusn u pasucumanus, Kucmu 00OCmynHa @ NOAHOM obseme

Fig. 5. The function of squeezing and unclenching the brush is available in full
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O0cyxKaeHne

OcHoBHBIM MeTooM JeueHust CC ocTaeTcst XUupypru-
YeCcKoe NCCeYCHME C OTPULIATeIbHBIMU KpasiMU ¢ 100aB-
JICHUeM XMMMOTEepaluu W/WIK Jy4eBoi Tepamuu [1].
Hawu6onbiee uncno cayyaeB CC (n = 15) ¢ mopaxkeHueM
nepudepndeckux HepBoB onucaHo J. Chrisinger et al.
Bce auarHosbl ObLIM MOATBEPXKIEHBI FMCTOJIOIMYECKHU.
W3 Hux 11 XeHIIMH 1 4 MyXX4KMH B Bo3pacte oT 19 10 62
Jet (MenuaHa — 39 JIeT) ¢ OMyXOJsIMU, TTOpaKamIuMU
JIOKTeBOI (n = 5), cpeauHHbIR (1 = 3), MaJoOEPIIOBLIN
(n = 3), cemanuImHbIA (n = 2) HEPBH WJIM HEPBHBIN
kopemiok L4 unu T1 (n = 2). Pa3amepsl onmyxoJieit Bapbu-
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poBanu oT 2 10 13 cm (MeauaHa — 3,8 cM). B GombiuH-
CTBE Cy4yaeB JICUCHHME ObUIO XUpypruyeckuM (n = 14),
JIOIIOJIHUTEIbHO MCIIOJIb30BAIMCh JIydyeBasi Teparmus
(n = 8) u xumuorepanus (n = 6) [2].

BriBoabt

Hamu ObLT TipencTaBiieH peaKUii KIMHUYECKU CITy-
yait pazButusi CC cpeIMHHOTO HepBa MpPaBOro Iuieda
y namuenTa 15 net. OnHa U3 ero YHUKaJbHOCTENM COCTOUT
B TOM, YTO (bYHKIIMSI KOHEYHOCTH, HECMOTPSI Ha pe3eK-
LIMI0 CPEIMHHOIO HEpBa, OCTajach YAOBJIECTBOPUTEIb-
HOIA.
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