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AHHOTaNMA

PaboMHOCAapKOMBI  TIOApA3ZeIioTC Ha 4 TUMa B KIACCH(UKALUM OMyXojed MSTKUX TKaHed M KOCTeH, BKJIFOUast
SMOpHOHA/TbHBIE, A/TbBEOJISIPHBIE, TIEOMOP(HBIE W BEPETEHOK/IETOUHbIE / CK/IEPO3UpYIoIie. KaXKAbIi MOATHIT OTIHUYAeTCS
MOPQONIOrMYeCKUMH OCOOEHHOCTSIMM W MMeeT XapaKTepHble TIeHeTHYecKWe aHomaauu. Haubonee pacrpocTpaHeHHBIMU
TIOJITUIIAMH SIBJISIFOTCSI SMOPUOHA/BHBIE U a/TbBEOJISIPHBIE.

AnbBeossipHasi pabioMHOCapKoMa TIPeCTaB/seT COD0M K/IeTOUHOEe 3/10KaueCTBEHHOe HOBOOOpa30BaHHUe, COCTOsIIee W3
MOHOMODP(}HONM TOMY/SILIMKA TPUMUTHUBHBIX K/IE€TOK C KPYIILIMM siApaMH U TIpU3HaKaMM OCTAHOB/IEHHOTO MHOTeHe3a.
BcTpeuaercss Bo Bcex Bo3pacTax, yailje y MOJPOCTKOB M MOJIOJbIX B3pOC/bIX. [TUK 3a60/71€BaeMOCTH MPUXOAUTCS HA BO3PACT
10-25 neT, COOTHOLLIEHHE MY>KCKOTO M JKEHCKOTrO T0Jla MPUMEepPHO ofiuHaKoBoe. [lepBrHYHasi 0OMyxo0/ib, KaK MpaBU/IO, BO3HUKAET
Ha TYJIOBUIIIE ¥ B I/TYOOKUX MSITKMX TKaHAX KOHEUHOCTEH.

[MposiBAsAtOIIMeCs TIPU3HAKA M CUMIITOMbI pabJOMHOCAPKOMBI Pa3/MUHbI U 3aBUCSAT OT Pa3/MUHBIX (haKTOPOB, BK/IHOUAs
MeCTO BO3HMKHOBEHHs, BO3pacT MalyeHTa M HajJuude WA OTCyTCTBHE OTJa/JleHHbIX MeTacTa3oB. AJbBeosspHast
pabjoMHOCapKOMa COCTOWUT W3 MOHOMOP(hHOHN MOMY/SALMYA NPUMUTUBHBIX KIETOK C KPYIVILIMH TMIIEPXPOMHBIMHU siJpamMy U
HeOO/bIIMM ~ KOJIMUECTBOM  303MHO(UIBHON LIMTOMJIA3Mbl, C a/JbBEOJIIPHBIM DPUCYHKOM U (UOpPOBACKY/ISIPHBIMU
TeperopojjkamMu, KOTOpble Da3JeisioT OIyXoJieBble K/IeTKM Ha OTAenbHble THe3fa. duddys3Has sKcripeccusi MUOTreHUHa
SIBJISIETCSI HeD/1aronpUsiTHBIM TPOrHOCTHUECKUM (DaKTOPOM U IOMOTaeT MOCTaHOBKe arHo3a.

KitroueBbie j10Ba: ajibBeosisipHasi, pabZioMroCcapkoMa, OHKOTeHHbIN 010K, AUarHOCTUKA, MUKPOCKOITHS.
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Abstract

Rhabdomyosarcomas are divided into 4 types in the classification of soft tissue and bone tumours, including embryonal,
alveolar, pleomorphic and spindle cell/sclerosing. Each subtype is morphologically distinctive and has characteristic genetic
abnormalities. The most common subtypes are embryonal and alveolar.

Alveolar rhabdomyosarcoma is a cellular malignancy consisting of a monomorphic population of primitive cells with
round nuclei and evidence of arrested myogenesis. It occurs at all ages, more commonly in adolescents and young adults. The
peak incidence is between the ages of 10-25 years, and the male to female ratio is approximately equal. The primary tumour
usually occurs on the torso and in the deep soft tissues of the extremities.

The signs and symptoms of rhabdomyosarcoma are variable and depend on various factors, including site of origin, age of
the patient and the presence or absence of distant metastases. Alveolar rhabdomyosarcoma consists of a monomorphic
population of primitive cells with round, hyperchromic nuclei and a small amount of eosinophilic cytoplasm, with an alveolar
pattern and fibrovascular septa that separate the tumour cells into distinct nests. Diffuse expression of myogenin is an
unfavourable prognostic factor and helps in making the diagnosis.

Keywords: alveolar, rhabdomyosarcoma, oncogenic protein, diagnosis, microscopy.

BBepenue

PaboMHOCapKOMBI TIPEACTABSIOT COO0M reTeporeHHYH0 TPYIINY 3/I0KaueCTBeHHBIX HOBOOODPA30BaHU BBHICOKOH CTereHH
3/I0Ka4eCTBEHHOCTH CO CKJIOHHOCTBIO K MHOTeHHOU muddeperuyposke [1], moapasgenstoTcs Ha 4 Twma B KiaccubuKaryu
onyxoJiell MATKUX TKaHel U KocTel [2], BKIrouast aMOprioHabHEIE (0K0yio 60%), ambBeossipHble (0ko0 20%), rieoMopdhHbIe
(okonmo 10%) ¥ BepeTeHOK/eTOUHBIE / CKepo3upymomme (okomo 10%) moxatumsl [3], [4]. Kakabli MOATUTT OTIMYAeTCS
MOpQoOruuecKUMU 0COOEHHOCTSIMU M UMEeeT XapaKTepHble reHeTnueckue aHomanvu [3]. Hanbonee pacnpocTpaHeHHBIMU
TIOATUIaMHU SIBJISIFOTCS SMOPHOHAIbHBIE U a/TbBEOJISIPHBIE. JTUOJIOTHS, U (PAKTOPLI PHUCKAa OCTAIOTCS B 3HAUMTELHOUN CTereHu
HeU3BeCTHLIMU [4].

HepnaBHue wucciiefioBaHMsl TIOBMUSIA HAa 3Ty KIACCUGUKALUIO, TIOCKONBKY TIOSBUIMCH TPH HOBBIX TIOATHIIA
pabgomMHOcapkoM, a WMeHHO pabjomuocapkoMa c myTanusmMu MYODI1, pabmomuocapkoma co causiHusimu TFCP2 wu

1



MedicdyHapooHbill HayuHO-Uccned08amenbckull JcypHan = Ne 5 (143) = Mali

pabgomuocapkoma co camsHEUsAMH @ VGLL2 / NCOA2. XoTs Bce 3TH ONYXOJM WMEIOT OOIIyl0 TepMHUHOIOTHIO
«pabpoMuocapkoMa», UX MOpPGOIOrus, KIWHWYECKOe MOBeJieHHe W JIeKalljle B WX OCHOBE MOJIEKY/IIpHble M3MeHEeHHsI
oTmuarorcd [2], [5].

PabpoMrocapkoMbl COCTaB/ISIFOT CaMY0 MHOTOUMC/IEHHYH) KaTeropyio CapKoM MSTKUX TKaHeH y JieTell U mogpocTkoB [3],
Ha WX oo npuxoautcs 6osee 50% cyuaeB capkoMbl MSITKUX TKaHel [5], [6], oTMeuaeTcsi HM3Kasi BLDKUBAEMOCTh TPHU
peLMJMBUPYIOLIEM 3a00/ieBaHUM BBICOKOTO PHCKAa W TIOTEHL[MAJbHO MOXKET IPUBECTH K 3HAUUTENBHBIM OCJIOKHEHUSIM,
CBSI3aHHLIM C jieueHueM [4].

AnbBeosnisipHas pabfoMuocapkoMa MpeACTaBisieT coO0i KIeTOYHOE 3/I0KaueCTBEHHOE HOBOOOpa3oBaHUE, COCTOAILEE U3
MOHOMOD(HOW TOMy/ALUM TIPUMHUTUBHBIX K/IeTOK C KPYIIBIMMA SiIpaMH U TIpU3HaKaMH OCTaHOBJIEHHOTO MHOTeHe3a.
Bcrpeuaetcst Bo Bcex Bo3pacTax, vallle y IOpOCTKOB U MOJIObIX B3pOC/bIX [3].

B cepegune XIX Beka MosIBUNOCH IepBoe cooblileHWe 0 pabjoMyocapKoMe, OMyXo/b, KOTOpas HallOMHHaua Tpo3fb
BuHOrpaga, ommcan Guersant MP. B 1894 rogy ¢paniy3ckuii marosor Berard M. Ha OCHOBaHMM MHKPOCKOITHUECKOTO
HabsmofieHys1 onucan 3MOpuoHaneHyto pabgomuocapkomy [3]. B 1946 rogy Stout AP. cocTaBu/ mepBoHauasbHOE OMUCAHUE
omny0O/IMKOBaHHOTO BapHaHTa pabJoMHOCapKOMBbI mieomopdHoro moarumna [7], a B 1956 rogy Riopelle JL. u Thériault JP.
OTIFICAJTN a/TbBeOsISIPHBIN BapHaHT paboMUOCapKOMEI [8].

Llenbio paboThl ObIT aHaMN3 MyOIMKALWM, MOCBAILEHHBIX U3YUEHHUIO a/bBeOJISIPHON pabjoMHU0CapKOMBI.

OCHOBHbI€ pe3yJIbTaThl

AnbBeonsipHasi pabJomMuocapkoMa TpeAcTaB/sieT coboli HOBOOOpa3oBaHMe BBICOKOM CTereHW 3/10KauecTBeHHOCTH [3],
XapaKTepHU3yHoILasicsl MPUMUTUBHON TMCTOMATOJIOTHEH, OLICTPBIM POCTOM, arpeCcCHBHBIM 1oBeieHHeM [9] 1 HebnaronpusTHHIM
ncxonom [10]. OHa siB/sieTCst BTOPBIM IO PaCIpPOCTPAHEHHOCTH TIOATUIIOM PabZoMUOCAPKOMBI [4], COCTAB/ISAOIIMM TIPUMEPHO
20% [11] — 25% [12], kak TpaBU/IO, BO3HUKAET y TOAPOCTKOB U MOJIOABIX B3POC/IBIX, Y TIOXKU/BIX BCTpeUaeTcsi KpaliHe peiiko
[13].

IMuk 3a60/7€BaEMOCTH TIPUXOAUTCS Ha Bo3pact 10-25 JieT, COOTHOLIEHHE MYMKCKOTO U JKEHCKOTO T0/ia TPUMEPHO
opvHakoBoe [14]. Haubosbiiias 3a60/1eBaeMOCTb Hab/THOAaeTCst y MOJIOABIX JTtofiel B Bo3pacte 0 20 JieT ¢ yactoToi 4,4 ciyuast
Ha MWUIMOH [15].

Oxkono 60% omnyxoseii [5] comepykar ABe OTIMUYUTe/bHbIE XDPOMOCOMHBIe TpaHCaoKaimu [4]: t(1;13) (p36; q14) u cogepxxar
CUTBIN OHKOreHHBIN Oestok PAX3-FOXO1, B To Bpemsi kKak 20% ormyxosieli xapakrepu3sytotes t(2;13) (q36;q14) u copepxar
CJIUTBIN OHKOTeHHbIH 6eok PAX7-FOXO1 [4]. Otu 6enku NeliCTBYIOT KaK aKTUBAaTOPbl TPAHCKPUITLUU, BbI3bIBasi HapyIIeH1e
eé perynsiuu, BAUsOLled Ha muoreHes [4], [12], [16]. 85% peTell malieHTOB UMEIOT CIUTHINA T'eH, U3 KOTOPBIX TIOUTH BCe
apiaroTcst PAX3-FOXO01 wm PAX7-FOXO1 [6].

Agaram NP. (2022) cuutaet, uto PAX7-FOXO1 To3UTHBHBIE OMyX0/H BelyT cebsi 6oee o6poKaueCTBeHHO, UeM Onyxou
PAX3-FOXOI1 [3]. C atum cornacHbl, Kohashi K. u coaprt. (2020), oHM TakKKe CUHTAIOT, UTO MMOJTHIT CIUAHUS TeHOB, BIUSET Ha
MPOTHO3, TMpU 3ToM, TUN causiHus PAX3-FOXO1 uMeeT XyAluMi TMpOrHO3, ueM ivsHue PAX7-FOXOI1. OT civsHus
a/IbBeoJIsIpHbIe pablOMHUOCApKOMBI UMEIOT HeraTWBHBbIE MCXO/[bl, aHAJIOTMYHbIE MUCXOZaM 3MOPUOHANBHBIX PaboMHUOCAapKOM
[14]. B cBoto ouepenpb, Tsuchihashi K. u coas. (2023), cuuTaroT, UTO pe3y/ibTaThl BEDKUBAHUS Y MALUEHTOB C ajbBeOISIPHOM
pabaomrocapkoMoii ¢ reHamu cisiaus PAX xyxke, ueM y maijueHToB 6e3 Hux [6].

2.1. KnuHnuyeckKue nposiBIeHUs

[MposipssitoIyecs: MPU3HAKA U CUMITOMBI pabJOMUOCAapKOMBI Pa3/IMYHBI U 3aBUCAT OT Pa3/UUHbIX (aKTOPOB, BKIIIOUAS
MeCTO BO3HUKHOBEHWUS, BO3PACT TAIlMeHTa ¥ HaJMuue WM OTCYTCTBHe OTJaJeHHBIX MeTacTa3oB [4]. [lepBuuHas OmyXosb, Kak
TIPABUJIO, BO3HUKAET Ha TYJ/IOBUIIE U B ITTYyOOKUX MSTKUX TKaHSIX KOHEUHOCTeH [5]. omomHUTe/TbHBIMH MeCTaMH TTOPayKeHHST
MOTyT OBITb TIApaCMUHanbHasg 00JacTb, a TaKkKe 00/7acTb TPOMEXHOCTH, OKOJIOHOCOBBIX Ma3yx [3], Teno matku [17],
WHTpaabgomMuHaneHo [13].

[HanHast onyxonb ObicTpopactyias [3], Msarkasi, MsCHUCTasi, pbIxJiasi C HEDOBHBIMU KpasiMH, TTOBEDPXHOCTb pa3pe3a Cepo-
Genasi ¢ uamensitoLelicsi GUOPO3HOI TKAaHBIO, MOT'YT TIPUCYTCTBOBAaTh YYaCTKU HEKPO3a U KPOBOM3J/IUSHYS, TIyDOKHe OMyXoin
MOTYT UMeTb MH(UWILTPAaTHUBHbIE Kpas, MOXKET BbI3bIBaTh CHUMIITOMBI []aB/ieHUs] B 3aBUCHMOCTH OT MeCTa IPOUCXOX/EHUS,
pa3Mepa U JI0Ka/iu3alui Metacta3oB. OIMyx0/M ro/ioBbI U IIeW BBI3bIBAIOT MPOITO3 W HapyLIeHHs UepertHO-MO3TOBBIX HEPBOB
[18]. TlapacrimHanbHBIE OMYXO/MM TY/AOBHIA BBI3BIBAIOT IapecTe3ud / mapessl [19]. OHa MOXeT MeTacTasuMpoBaThb B
pervioHapHeie yMearuueckue y3iabl [3], y 25-30% malueHTOB BBISB/SIFOTCS OTAAjleHHble WM JIOKa/lbHbIEe MeTacTasbl
JIUM(aTHIeCKOTO WM TeMaTOTeHHOTO TIPOUCXOXKAeHus [16], Takue Kak Jierkue, Koctu [9] u koctHeId mo3r [20], pexmko
TOJIOBHOW MO3T C HeO/IarorpusiTHBIM TIPOTHO30M K3-3a METACTaTHUeCKOro TIOPa)KeHUsl [IeHTPaibHOM HepBHOUW cucTeMbl [21].
AnbBeonsipHasi pabioMHUOCapKOMa CUUTAeTCS TOATHUIIOM PabZloMUOCAPKOMBI Cpe/IHEro / BHICOKOTO PHCKA I0 CTpaTU(UKALIU
PUCKa, [I/Is TPYII CPeJHero prcKa 5-JIeTHsISI BBDKHUBAeMOCTb COCTaBiisieT 65-73%, B TO BpeMsi Kak [Jisl IopakKeHH# BBHICOKOTO
pucka meHee 30% [4].

Amer KM. u coaBr. (2019) mpoBemn c¢ 1973 mo 2014 rop aHamm3 faHHeix 1067 mMaiieHTOB C albBeOSSIPHOU
pabjOMHOCApKOMOI, Ha OCHOBAHWUM HEr0 OHU C/eJia/ii BbIBOJ, UTO YAaCTOTA METACTa3MpOBAHUs TPU [JAHHOM MaTOJOTHUU
cocrasseT 25,9%, a ob1iast 5-/1eTHsISI BEDKUBaeMocCTh 28,9% [15].

2.2. MuKpockonuuecKue JJaHHbIe

AnbBeonsipHasi pabpoMuocapkoMa Haubosiee THCTOJIOTMUECKH HeAubQepeHIMPOBaHHbIA MOATUIT PabAoMHOCapKOM,
KOTOpBIi COCTOMT U3 MOHOMOP(HON MOMy/AsALMM TPUMUTHBHBIX K/I€TOK [3] C KpYIMIbIMM THIEpXpPOMHBIMH SpaMu U
W3MEHSIIOIIMMUCS  3aMETHBIMKA ~ MeJIKUMH  SIIPBILIKAMY, HeOOJbIIMM KOJIMYEeCTBOM 303WHOGUIBHON LUTOM/IAa3Mbl, C
a/IbBEOJISIPHBIM PUCYHKOM W pa3fesieHbl (uOpOBacKy/ISPHBIMUA TMEPEropojjKaMyd Pa3/IMYHON TOJIIWHBI, KOTOPbIE pa3fie/isioT
OIyXoJieBble K/IETKA Ha OTjesbHble rHe3zga [4]. IloTeps KieTOuHOro CrersieHuWs B ILieHTpe (OpMHpYeT asbBeosIsIpHbIM,
KUCTO3HBIM W paCIUIbIBYaTBIA Tamwuisipueid Bug [4], [14], [16] (em. puc. 1, 2, 3). Conugnble (GOPMBI JHIIIEHBI
(burbpOBaCKY/ISIPHOM CTPOMBI M 06PA3yIOT TJIACThI OKPYIVIBIX KJIETOK C BapuabesbHOW quddepeHIMPOBKOi pabaoMuobnactos
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KPYIVIOM WM OBalbHOM (pOPMBI C 0OMIBHOM aluA0(UIBHON LIUTOMIa3MOU [3] ¥ MOTYT TOTHOCTBIO HE UMETh aJTbBEOIIPHOTO
pucyHKa [16].

PucyHok 1 - AnbBeosisipHasi paboMuocapkoMa
DOI: https://doi.org/10.60797/IRJ.2024.143.57.1

Ipumeuanue: nayuenmka 2014 e.p nceedoanb8eonapHblii nammepH pocma ONyXoAu, XOPOWO 8bipadXceHHble (GubposHbie
nepe2opooKuU; OKPACKA: 2eMAMOKCUNUH-303UH, y8eauueHue: x50

PucyHok 2 - AnbBeosisipHasi pabioMuocapkoMa
DOI: https://doi.org/10.60797/1RJ.2024.143.57.2

IIpumeuaHue: nayuenmka 2014 2.p; onyxonb 006pa308aHa MeAKUMU KpyedblMU CUHUMU KAemKamu C eOUHUYHbLMU
pabdomuobaacmamu; OKpacKa: 2eMamoKCUuAUH-303UH, ygeauueHue: x200
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PucyHok 3 - AnbBeoJisipHast pabzomMuocapkoMa
DOTI: https://doi.org/10.60797/IRJ.2024.143.57.3

ITpumeuanue: nayueHmka 2014 e.p; UHBA3UBHLIL POCM ONYXOAU 8 OKPYMCAIOWYH NONEpeuHO-NOAOCamMyo CKeaemHyH
MbIWEeYHYIO MKAHb; OKpAcKa: 2eMamoKCUIUH-303UH, yeeauueHue: X100

I/IMMyHHOZLlCmOXUMLlLleCKue OdaHHble

VIMMyHOTUCTOXMMHUECKUA ajlbBeOIIPHbIe  PabJlOMUOCAPKOMbI  OKDAILIMBAIOTCSI HA JIECMWH, MUOT€HHWH U OOBIUHO
ZIEMOHCTPUPYIOT MU(QY3HBINA, CUIBLHBINA SAEepPHBIN PUCYHOK OKpammBaHus [14] (cm. puc. 2). duddy3Has monoxurenbHas
peaxiiysi HA MUOTeHUH MOXKET TIOMOUYb B OTIpee/IeHHH MOATHIIA MTPH HEeOO/BILIOM KOHUeCTBe GroncuiiHoro Marepuana [12]. B

CBOIO ouepenpb, auddy3Has KCIpeccrs MUoreHuHa (>50% siiep OMyXoJsu) sB/sieTCs HeGMaronmpUsTHBIM MPOrHOCTUYECKUM
thakTopom [10] 1 cocobCTByeT ocTaHOBKe fuarHosa [12].

PucyHok 4 - AnbBeosisipHast pabzioMrocapkoMa
DOTI: https://doi.org/10.60797/IRJ.2024.143.57.4

ITpumeuanue: nayuenmka 2014 e.p; Oucpgy3Has ebipasiceHHas YumonaazmMamuueckas SKCNpeccust 8UMEHMUHA 8 K/AemKax
onyxo/nu; oKpacka: vimentin, yeeauuenue: x200
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PucyHok 5 - AnbBeosisipHasi paboMuocapkoMa
DOT: https://doi.org/10.60797/IRJ.2024.143.57.5

Ipumeuanue: nayuenmka 2014 e.p; 8 wacmu onyxonesbix KAemoK 8bIPANCEHHAS YUmoniaamamuyeckds sKkcnpeccusi 0ecCMUHd;

okpacka: desmin, ygeauueHue: x200

PucyHok 6 - AnbBeosisipHasi paboMuocapkoma
DOI: https://doi.org/10.60797/IRJ.2024.143.57.6

Ipumeuarue: nayuenmka 2014 e.p; dugysHas eblpadxceHHas 10epHas IKCNPeccuss MUOEHUHA 8 KAemKax onyxou; OKpacKa:

myogenin, yseauueHue: x200

3ak/roueHue

AnbBeosisipHas pabzoMuocapkoMa npejicTasssieT co60i KeTouHoe 3710KauecTBeHHOe HOBOOOpa30BaHKeE BBICOKOH CTelleH!
3/I0KaUeCTBEHHOCTH, COCTOsIIiee U3 MOHOMOP(HON MOMy/SALUM NPUMUTHBHBIX KJIETOK C KPYIVIBIMH s[pamM{d W IpU3HaKaMU
OCTaHOBJIEHHOTO MHOreHe3a, XapaKTepu3yeTcsi ObICTPBIM POCTOM, arpeCCrBHBIM IT0BeZieHeM M HeO/1arornpusiTHBIM UCXOZ[0M, Y

25-30%

MalJMeHTOB BbIAB/IAIOTCA OT/Jd/IeHHbIe MM JIOKAa/JIbHbIe MeTaCTa3bl

]'[I/IM(I)aTI/Iqe CKOro HWIM TIeMaTOreHHOI'o
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