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B CTPYKTYype 3a60/1eBaeMOCTU 3110KaYeCTBEHHbIMMU
HoBOOGpa3oBaHUAMU HaceneHua Poccuiickon depepa-
LMW OMyXOnn KOXM HaxodsaTcs HA BTOPOM MecTe, BCTpe-
yaloTcs B Nto60M BO3paCTHOM rpynne y nvl 060uX rnornos,
yawe B Bo3pacte 30—59 net. OTmevaeTcsa pocT 3a6o-
neBaemMoCTu, CMEPTHOCTU OT 3N0Ka4eCTBEHHbIX HOBOOO-
pa3oBaHU KOXMU, B MEepBYIO 04epeb MenaHoOUMTapHOro
reHesa [1]. CoxpaHsaeTca TEHOEHUNS K YBENIMYEHMIO 3a-
601eBaeMoCTNU MeJslaHOMOW KOXW, 6a3alibHO-KNeTou-
HbIM pakoM, [O6POKAYECTBEHHBIMU N 3/10KAYECTBEHHbI-
MU PUOPO3HBIMU rUCTUOLMTOMAMM, capkomon [2]. Mpu
3TOM AMarHoCTuKa pegkmx hopM 3N0Ka4eCTBEHHbIX HO-
BOO6GPA30BaHMI KOXM ABASETCA 3a4acTylo manoaddek-
TUBHOW W 3aTPYAHUTENBHOW, TaK Kak TpebyeT Ucnosb3o-
BaHWS [OMNOMHUTENbHBIX METOAOB ON1a naeHTudmkaymmn
reHesa HoBOO6pa30BaHUs.

Pa6gomuocapkoma — pefkas 3rioKka4yecTBeHHas ony-
XOnb MAMKMX TKaHewW, pasBuBaroLasicid U3 CKeneTHbIX
(monepe4Ho-NonocaTtbixX) MbiLL, 1 COBCTBEHHO KOXM, Npe-
UMYLLIECTBEHHO Y AieTen. [atuneTHas 6e3peunamBHas Bbl-
XuBaemMocTb y geten coctaenseT 61% [3]. Jlokanusauus
OMyXosnn XapakTepuayeTcs pacrnosioXXeHnemMm B aHaToMu-
Yeckmx obnactax, 6oraTbiX MbILUEYHON TKaHbIO: Tyno-
BMLLE M KOHEYHOCTW, HO BCTPEYAOTCA CryYan pasBuTus
pabaoMMocapkoMbl Ha nuvue, Lee, B HOCOrfoTKe, 3a-
OPIOLUMHHON KneT4yaTke, NosioBbiX opraHax. B nocnegHee
BpeMs BCe Yalle NPUXOOAT K BbIBOAY, YTO AaHHbIA BUA
onyxonu pa3ssuBaeTcs M3 HegudepeHUNPOBaHHON Me-
3eHXUManbHON TKaHW CO CMOCOBHOCTLIO K pabaonoaTunye-
CKov andbdepeHumpoBke. PeaynbTarthl UccrieqoBaHuim no-
KasblBalOT y6eaMTenbHOCTb rMNoTe3bl O NPOUCXOXAEHNN
pabaoMno6nacToB OT KMETOK HEPBHOIO rpebHs nnu o6-
LLMX NSIIOPUMNOTEHTHBIX CTBOJIOBbLIX KNETOK [4]. STnonorus
3a60neBaHns BbIICHEHA HE MOMTHOCTbLIO, BblAENEHb! NULLb
npeppacnonararwlne akTopbl passuUTUS: nyyesas Ha-
rpyska matepu 1 nnoga Bo Bpemsi 6epeMeHHOCTH; Tpas-
MaTn3aumsi; BIMSHNE TOKCUYHBIX BELLIECTB; reHeTM4eckas
npeppacnonoXeHHOCTb (CBSA3b ¢ cuHApPoMoM JIn — dpa-
yMeHW, HerpochnbpomaTo3oM, anmaepmMasnbHbIMU HEBYCa-
MU, HENPONOPOMaTO30M, CEMENHLIM MONMNO30M, asb-
6MHU3MOM, cuHgpomMoM MopnnHa — lMonbua, rMraHTCK1UM
BPOXAEHHbIM MenaHoUMTapHbIM HEBYCOM, CMHAPOMOM
MHOXXECTBEHHOr0 NEHTUro). EcTb Takxxe npegnonoxeHus,
YTO MEPBONPUYUHON MOXET CNYXMWTb Hanmyve myTtaumm
B reHe EGFR (peuenTtope anugepmanbHoOro akropa
pocta) [5]. TpaHcnokaums (2;13) (g35;q14) aBnseTcs xa-
pakTepHbIM TOSIbKO A5 AaHHOro 3a60f1eBaHMsA CObbITVEM
1 ncnosbadyeTca ansa sepudukaumm guarHosa [6]. KnuHu-
4Yeckn pabaomMmocapkoma xapakTepuayeTcsi NoAKOXHbI-
MW NIOTHLIMU Y31aMn C SpUTEMATO3HON NMOBEPXHOCTLIO,
TENEeaHrnaKkTasmsMm ¢ BO3MOXHbIM U3bA3BEHNEM. [U-
CTONOrMYEeCKN BbIAENAIOT crefylolmne pasHOBUAHOCTU
pa6aoMMocapkombl (MOryT BCTpe4vaTbCcs OQHOBPEMEHHO):
anbBeonspHas (B 60% cnyvaes, npedcTaBneHa OKpyribl-
MW KneTKamu € AonbyatbiM S4pOM, HYeTKO O4epHeHHON
LMTOMNa3MON 1 C 60MbLLNM YUCIIOM MManMHU3MPOBAHHBIX

PUOPO3HBLIX NEPErOPOAOK, HANOMUHAIOLLNX arnbBeonsp-
HOe CTpoeHune); ambpuoHanbHas (B 35% cny4aes, npeg-
cTaBfieHa MeflkuMU Knetkamu pasHoobpasHon hopMbl,
NPeNMyLLECTBEHHO IEHTOO06PA3HLIMU C 303MHOMUIILHON
LUMTONNa3MoN M NOMEPEYHOW NCHEPHEHHOCTLIO B HEW);
nneomopdHas (BCTpeyaeTcs o4eHb peaKko, npeacrasneHa
pakeToobpa3HbIMK, NONOCOBUOHBIMU U MayKoO6pa3HbIMU
KneTKamu C BbIPaXEHHON 303UHOMUIIBHON uuTOonnas-
MoW); 60TpuonaHan (BcTpevaeTcs KpaviHe pefgko, npeg-
CTaBfieHa CKOMMEHMEM ONyXOMeBbIX KNETOK Mof 3anuTenn-
€M CNM3MCTON 060N0YKM M pa3HOHaNPaBeHHbIMU My4YKa-
MW); BEPETEHOKIIETOYHAS.

Pa6goommnocapkombl MeTacTasnpyloT Kak nmmdoreH-
HO, TaK M reMaToreHHo, NPeuMMyLLEeCTBEHHO nopaxas
numdaTtnyeckme yanbl, Nerkne, KOCTHbIN U FONOBHOM
MO3r, NeYeHb, NOXENYAO4HHYIO XeNne3y 1 Noyku. Jleve-
HWe 3aKm4aeTcs NepBoHaYanbHO B 3KCTUPMNauumM ony-
X0nu, a 3aTem B Jly4eBOW Tepanuu 1 NOAMXUMmMoTEPanuu.
MporHo3 3aBMcUT OT nokanuaauumu, pacnpocTpaHeHus
N KIMMHWYECKOW rpynnbl. PasnuyatoT 4 KnnHu4eckue rpyn-
Mbl, pa3paboTaHHbIe MEXAYHAPOAHOW rpymnnon no uay4ye-
Huo pabgomnocapkom (Intergroup Rhabdomyosarcoma
Study — IRS). | kKnMHMYeckas rpynna — npowecc fokarsb-
HbI, OMyXOJib MOMHOCTLIO pe3eKkTabernbHa, 6e3 nopaxe-
HWUS pErMOHAapPHbIX NMMA@aTnyecknx y3nos: |A — npouecc
orpaHuyeH MmbiwLen unu opraHom; Ib — npouecc pac-
NPOCTPaHAETCA Ha npunexalyne TKaHn unm oprasbl, YTo
noaTeepXpaeT Makpo- N MUKPOCKOMMYECKOoe nccnenosa-
HVWe NONHOTLI ucce4venus. Il knuHnyeckas rpynna: 1A —
MaKpOCKOMMYeckn pabgomMmocapkomMa npeacTaBnseT
pe3ekTabenbHyo Onyxonb 6€3 KIMHNYECKNX UM Mopdo-
NOrMYECKNX NPU3HAKOB MOPaXKeHWUs PermoHapHbIX JINM-
dhaTn4eckunx y3nos, HO C MUKPOCKOMUYECKN OBHapPYXeH-
HbIMW pparmeHTamm onyxonu; II6 — pacnpocTpaHeHune
OMyXO0NeBOro npowecca Ha npunexaiuye TKaHn 1 opraHsi,
BOBJIEKAIOTCH pernoHapHble numdartnyeckue ysnbl, BCA
OMyXO0Jb NOMHOCTBIO pe3ekTabenbHa, MUKPOCKONUYecKne
OCTaTKM OMNyXOMnn MO Kparo UCCeYeHUs He 06HapYXMBatoT-
cs; IIB — B naronorn4eckmin npoLecc BOBEKAOTCH M-
hatmyeckmne yanbl, HOBOO6PA30BaHNE MAKPOCKOMNYECKU
pe3ekTabenbHO, a MUKPOCKOMUYECKN OBHApYXMBaKOTCA
anemeHTbl onyxonu; lll KnuHW4eckas rpynna — Henos-
Has pe3ekuus Unn 6UOMCUs OMyXonn, MakpPOCKONMUYECKU
o6HapyxuBalrTCca ocTtaTkm onyxonu; IV knuHunyeckas
rpynna — MMeeTcs Metactatndeckoe nopaxeHue. Mneo-
MOPMHbIE 1 aNlbBEONSPHbIE OMYXONN MMEIOT HauxyAaLmnn
NPOrHO3, NePBUYHbIE ONYXOMNW FOMIOBbI U LLEN TakXe ume-
0T He6naronpuATHLIA NporHo3. MaumeHTs! ¢ | n Il KNnHK-
YeCKUMM rpynnamn MMerT Haunyyllnii NporHos, 6onee
61aronpuUSATHBINA OH ANt MY>XX4MH [7].

MpuBOAMM onncaHne CO6CTBEHHOrO HAONIOAEHMS.

B despane 2014 r. B xupyprudeckoe otgeneHme Ne2
KpacHoApcKoro Kpaesoro KIMHUYeCkoro OHKONOrM4eCcKo-
ro gucnaHcepa mmenn A.W. KpbhKaHOBCKOro nocTynuin
naumeHT @. ¢ xanob6ammu Ha obpasoBaHue B 061aCTU Npa-
BOro npeansiedbs, C pe3KnMM 3anaxom, KpoBOoTOHNBOCTbIO



Npv KOHTaKTe, pas3suTreM YyscTea 601 Npu MU3n4eckomn
Harpyske B 06nacTu npasoro npegnseyss, guckomgopra
(puc. 1). boneeT B Te4yeHne roga, Npu 3TOM B NocnegHve
ABa mecsua nepep obpalleHmem oTMedaeT yxyaLleHune
COCTOSIHUSA, BblpakaroLLleecs B YCUIEHHOM pOCTe HOBO-
o6pas3oBaHus, 6ONE3HEHHOCTU, KPOBOTOYMBOCTU U AMUC-
komdopTe. Mpu ocmoTpe 1 nanbnauun B 0651acTU HUXK-
Hel TPeTn NpaBoro npeanneyss, No 3agHEN NOBEPXHOCTH
onpepensanock ornyxonesngHoe obpasoBaHve pasmepom
no 15,0 x 10,5 cm B gnameTpe, C npusHakamm pacnaga
B LEHTpe, rpnboBMAHON (POPMbI, C HETKMMU KOHTYpamM,
crnasiHHoe C rNy6oKNMU TKaHMU, OrpaHNYeHHO MOABMXK-
Hoe, 6051e3HEHHOE MPY CMELLEHNW, C NPU3HAaKaMn KPOBO-
TOYMBOCTM MPU KOHTaKTe.

Mepudepunyeckne numdoysnsl 6e3 0CO6EHHOCTEN.
MpoBegdeHbl nccnegoBaHUs: NyHKUMOHHAa éuoncma —
pegkue apuUTPOLNTBI, Kaniu Xupa, 06pbIBKA XUPOBOWN
TKaHW. BbINOMHEHO LLUMPOKOE NCCeYEHNE OMyXONn KOXM
npasoro npepnneyos. [pegsapuTenbHoe rucTonornye-
CKOe nccriefoBaHue: 3nokayecTBeHHas OnyXxosib Hesic-
HOroO reHesa; nnaHoBoe: 3M10Ka4YecTBeHHasa hmbpo3Has
ructuoumToma. Mmnkpockonuyeckas kapTuHa (puc. 2) xa-
pakTepusoBarnacb Hann4mMem OryxoneBon TKaHw, npeg-
CTaBJIEHHOWN KfeTKamMun CpefHero n KpyrnHoro pasmepa
BbITAHYTON, OKPYrfion oOpMbl C LieHTpanbHO pacnono-
XXEHHbIM HenpasubHOW hopMbl AAPOM, YacTb KNETOK
C 06UNbHOW CcNa60303UHOUBHON UMTOMNNasmMon 6e3
NPU3HaKoB TKaHesoW cneunduyHocTn. NMomumo atoro
B OMYXOJIEBbIX KNETKax perMcTpMpoBanvCb BbipaxXeH-
Hble fiBNieHns nonnumopduama, eanHuYHble NoaMMopd-
Hble MHOrosigepHble onyxoneBble KNeTkn. B onyxoneson
TKaHW ONpefensnucb o4aru Hekposa. Ons yToyHeHus
rucToreHesa Onyxosn BbINOSIHEHO MMMYHOMMCTOXUMMU-

| Puc. 2.
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KoxHas nneomopchHas pabhoMuocapkoma:
y3en nJj0THO3NACTUYECKON KOHCUCTEHLUM
B 06/1acTi Ny4eBOro CycTaBa C HEKPO30M, Ce-
PO3HO-TEMOPPArn4yeckum OTAeNSEMbIM

Puc. 1.

yeckoe nccnegosanue (puc. 3). B kayectee UMMyHOr M-
CTOXMMUYECKMX MapKepoB WUCMONb30OBAaNUCh Crepyto-
Lne aHTureHsl: SMA — mapkep uMTonnasmaTnyeckoro
aKTUHa KNeTOoK rMafKoMbILEeYHON AnddepeHUnpoBKY;
S100 — 6enok cemeinicta S100, Mapkep KNeToK Hepo-
SKTOAEPMasnbHOro NPOMCXoXAeHUs (B TOM yucne mena-

BbITAHYTbIE KIETKU C BbIPAXXEHHON 903UHOCUITbHON LIUTONNA3MON, NONIOCOBUAHOI 1 PaKeTO06pa3HOI (hOpMbl.
Okpacka reMatoKCUANHOM 1 303MHOM: @ — x100; 6 — %400
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IMMyHOrMCTOXMMUYECKOE UCCNES0BaHME AN UAEHTU(DUKALMUM aHTUrEHOB OMYXOMW: ONpPesensieTcs nonoXuTesb-

Puc. 3. HWH, gecmuH, CD68, CD45.

HOE OKpaLUMBAHWE HA LUTONNA3MaTUYECKUIA aKTUH KNETOK rnagKkoMblwedHon auddepeHunposku (SMA), Muore-

Wccnepyemble mapkepsbl: a — SMA; 6 — S100; 8 — PCK; r— Myogenin; 4 — HMB-45; ¢ — Desmin; x — CK-20;

3— CD68; # — CD45 (LCA). x100

Hombl); PCK — uuTOKepaTuH, anutenuasnbHbiil MapKep;
MWOIEHUH — MapKep MblleYHbIX kneTok; HMB 45 — aH-
TUreH, NPUCYTCTBYIOLLMIA B MENaHOLUTaPHbIX OMyXOnsiX,
cneun@uyHbIn Mapkep MenaHocoM; AecMuH — 6enok
NPOMEXYTOYHbIX nnaMeHToB, Mapkep 6enka npome-
XXYTOYHbIX (PMNaMeHTOB LMUTOCKeneTa KNeToK Mbllley-
HOrO MPOUCXOXAEHMUS; UMTOKepaTuH-20 — 6enok npo-
MEXYTO4YHbIX (DUIAMEHTOB UMTOCKeNeTa, K4eBoOn
MapKep npu ANarHOCTUKE KapuuHOMBbI KneTok Mepkens;
CD68 — knactep anddepeHUnpoBKn 68, MakpocuarnuH,
Mapkep makpodaros; CD45 LCA — puddepeHumpo-
BOYHbIN aHTUreH CD45 n o6Lwmii NenKounTapHbIi aHTu-

BecTHuK aepmMmartonorun n seHeposiormm

reH; uutokepaTtuH 20-ro Tuna, Mapkep nponudepauumn
knetok; Ki-67 — mapkep Kneto4How nponudepauunu;
BUMEHTUH — B6ENOK MPOMEXYTOHHbIX (PUnameHToB coe-
OVHUTENbHbIX TKaHen 1 Apyrux TkaHen mesogepmarbHo-
ro NPOMCXOXAEHUS, Mapkep OMyxoJfier, NPONCXoaaLLNX
13 Me3o4epMalbHbIX TKaHew.

Pe3ynbTatbl MMMYyHOrMCTOXUMUNYECKOIO UCCneaoBa-
HUSA: OMyXONeBble KNETKM UHTEHCMBHO LuTonnasmartu-
YeCKW 3KCMPeccupyoT BUMEHTUH, AECMUH, cnabo aaep-
HO MWOreHwH, o4aroso nnasmatmyeckn SMA, CD68.
MponudepaTMBHas akTUBHOCTb OMyXONEBbIX KIETOK
no spgepHomy 6enky Ki-67 coctasnset 80% (cm. puc. 3).



HeMHOro4YncneHHbIMN AUCKPETHO pacnpefeneHHbIMU
numdoumTamMmm Mem6paHHo akcnpeccmposaH CD45 CLA.
He aknpeccupoBaHbl: naHunTokepatuH, HMB-45, S100,
uuTokepaTuH-20.
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