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BeepneHue

BriepBble TepMUH «HVKHUI KEHCKUI ITOJIOBOI TPaKT»
Ob11 BBeneH ApHosibaoM MaHopom B 1938 1. [1]. K omy-
XOJISIM HUKHETO KEHCKOTO ITOJIOBOIO TPaKTa OTHOCSIT
HOBOOOpPa30BaHUs BYJIbBBI, BIarajuiia 1 ek MaTKU.
Cpeny HUX HanboJiee N3yIEHHBIMU SIBJISTIOTCS Yallle BCTPe-
yaeMble MOP(OJIOrn4eCcKe TUIIbI, TAKME KaK IJIOCKOKJIe-
TOYHas KapLIMHOMA U afeHoKaplrHoMa. Ha moo peakux
(opM, TaKMX KaK capKOMBI BYJIbBBI, BIIaraJIdIla v IeHKN
MaTKu, npuxonutcs <1—2 % oOiiero yncia 310KkayecT-
BEHHBIX OITyXO0JICi HYDKHETO KEHCKOTO ITOJIOBOTO TPaKTa.
K HuMm otHocaT neitomuocapkombl (JIMC), pabgomuo-
capkoMbl (PMC), kapumHOCapKOMBI, aIcHOCAPKOMBI,

AHIOMETPHUAJIbHBIE CTPOMAJIbHBIE CAPKOMBI, JINTIOCAPKO-
MBI, aJIbBEOJISIPHBIE CAPKOMBI MSITKUX TKaHe#, Hemubde-
PEHLIMPOBAaHHbBIE CAPKOMBI, HEHPOTEHHBIE CAPKOMBI U JIp.
(Tabn. 1).

CapKoMbl BYNbBbl

IMonmasnsioniee 60bIIMHCTBO (98 %) Bcex omyxoseit
BYJIBBBI SIBJISIIOTCST JOOPOKAYeCTBEHHBIMU, Ha OO 3710~
Ka4yeCTBEHHBIX onyxoseit mpuxonsarcs 1—2 % [2]. 3moka-
YeCTBEHHbIE HOBOOOPA30BaHMsI BYJIbBbI COCTABJISIIOT TOJIb-
Ko 4 % BceX I'MHEKOJOTMYEeCKMX HOBOOOpa3zoBaHUM
U 3aHUMAIOT 4-¢ MECTO B CTPYKTYPE OHKOTMHEKOJIOTUYE-
CKOi1 3a00JIeBa€MOCTH,, YCTYIasl OITyXOJISIM IIEHKN MaTKH,
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TeJla MaTKM U ssuyHuKa. YacToTa BCTpeuaeMOCTH 3JI0Ka-
YECTBEHHBIX OITyXOJIeil BYJIbBBI COCTaBJISIET OT 1 10 3 ciy-
yaeB Ha 100 ThIC. )KEHCKOT0 HAaCeJICHUS U YBEJIMIMUBACTCS
C BO3pAacTOM; CMEPTHOCTh olleHMBaeTcsa B 0,3 ciaydas
Ha 100 ThIC. XXeHCcKoro HacejgeHus. Haubosee yacToimMm
TUCTOJOTUYECKUM THUIIOM SIBJISIETCSI TUIOCKOKJIETOYHAS
KapImHoMa, cocTaBisitomas >90 % ciydaeB 3710Ka4eCT-
BEHHBIX HOBOOOpa30BaHU1 3TOro opraHa. CapKoMBbI BYJIb-
BBl BCTPEYAIOTCS KpaiiHe peaKo, Ha UX J0JII0 IPUXOIUTCS
<1 % Bcex 3710Ka4eCTBEHHBIX OITyXO0JICil BYJIbBHI.

Cpenu capkoM BYJIbBbI HanboJIee 4acTo HabIIoMaloTCst
JIMC [3-5]. Tak, B 1994 1. E.J. Aartsen u coaBT. IipeacTa-
BWJIM CBOJHBIE MUPOBBIC JaHHBIC O 47 CilydasiX capKoM
BYJIbBBI, CpeIN KOTOPBIX Yallle Bcero Berpevyanch JIMC [6].

JleiioMrocapkoMa BYJIbBBI Yallle BCTPEUYAETCS Y JKECH-
muH cpeaHero (40—50 neT) u crapirero Bo3pacra (60—
70 yeT), BO3pacTHOM nHMama3oH coctasiseT 20—68 jer,
CcpeaHuit Bo3pacT 00JbHBIX cOOTBeTCTBYeT 30—40 romam,
B uTepartype onucan ciydait IMC y maiyeHTKU B BO3-
pacte 14 net [7, 8].

ITo nanHbIM UccnenoBanus S. Shankar u coaBT., omy-
XOJIb Yallle BCEro JIOKAIMU3YETCsI B 00J1aCTH OapTOJIMHOBOM
JKeJIe3bl, B TATIMYHOM JUISI KUCT GapTOJIMHOBBIX IIPOTOKOB
MecCTe, M03TOMY €€ KIMHUYECKUE TPOSIBIICHUS] CXOIHbBI
C TIPOSIBJICHUSIMU BOCIIAJIMTEIbHBIX ITPOLIECCOB OapTOJIM-
HOBOI XeJIe3bl, UTO IPUBOAUT K TPYAHOCTSIM B AUATHO-
ctuke [5]. Onyxoau xapakTepu3yloTcsl Hecrielu(puuecKu-
MU KJIMHUIYECKUMHU TIPOSIBJICHUSMU, YaCTO TTPUBOIASAIITIMU
K OIIMOOYHOMY TUAarHO3y, HEPEeIKO MepBOHaYaIbHBIA
JIMarHo3 yKa3bIBaeTCs KaK 0apTOJIMHOBAsT KMCTa WK a0-
cuecc [7]. IMC BynbBbI IO TUCTOJIOTMYECKUM XapaKTepu -
ctukam cxoxa ¢ JIMC apyrux nokanuzauuii. [To MHeHUIO
D. Salehin u coaBt., HanboJiee YacTOil JIOKaU3al e
JIMC gBagrmoTcg Goybline MoJioBble TYO®R (52 %),
Ha 2-M MecTe MaJible IoJIoBbIe TyObI (18 %), manee KIMTop
(10—15 %) u 6apronmHoBHI kene3bl (1-3 %) [3].

OnyxoJjib XapaKTepu3yeTcst ObICTPHIM POCTOM, TIPY 3TOM
KJIMHUYECKH MOXET ITPOTEKATh 0ECCUMITTOMHO, 8 MOXET
MIPOSIBISITHCS XPOHUYECKUM 3YJOM B 00JIACTU BYJIbBBI
B TE€UEHUE IJIMTEIbHOro BpeMeHU. CIielinaanucThl 00Cy-
JKJIAI0T POJIb XPOHUYECKOr0 BOCHAJIEHUST KaK Tpeiie-
CTBEHHMKa KaHlleporeHesa. JlelicTBUTeIbHO, COOOIAIOCh
0 CJIy4asiX, CBSI3aHHBIX CO CKJIEPO3UPYIOIIUM JIMIIAeM,
XOTs CrelM(PUIeCKUX S3TUOJOTMUYECKUX 1 TTaTOreHEeTU -
4ecKUX (haKTOPOB B OOJIBIIMHCTBE UCCIIEAOBAHUI HE BbI-
asyieHo. Tak, B 2014 r. N. Rawal u coaBT. nmpeactaBuIn
KJIMHUYECKUN cydaii mallMeHTKH B Bo3pacte 81 roja,
KOTOPOIi ¢ 51 roja ObLI yCTAaHOBJICH AUAaTrHO3 CKJIEPO3H-
PYIOIIEro JIMIas BYJIbBbI. JIBask bl TMHEKOJIOraMU OBIJIO
BBITOJIHEHO MCCeUYeHMe 00pa30BaHUi (TUCTOJIOTMYEeCKH
OMyXxoJb He OblJia BRISIBJIEHA), yepe3 12 JeT mocje mno-
CJICIIHETO MCCEYSHM ST OTMEUEH eIMHMYHBII 3ITU30/1 KPO-
BOTEUEHUSI U TTOSIBJIECHE HOBOOOPA30BaHU s Ha IpaBoi
nmoJjioBoit ryoe pasmepamu 1,5 x 2,0 cM, Mpu ocMOTpe
BBISIBJICH BBIPaXXEHHBIN CKJIEPO3 TKaHEi BYJbBHI, YTO,

Tadomuua 1. Mopghonoeuneckas kaaccupukayus capKkom Maekux mranet
(Bcemupnas opeanuzayus 30pasooxpanenus, 2014)

Table 1. Morphological classification of soft tissue sarcomas (World Health
Organization, 2014)

Type of tumor Code
Me3eHXuMaJIbHbIE OMYXOJIN
)LIe_I/IOMMocapKOMa 8890/3
€iomyosarcoma
Pabnommocapkoma
Rhabdomyosarcoma 8910/3
AJbBeoJiIpHasi MATKOTKAHHAsI capKoMa 9581/3
Alveolar soft part sarcoma
/;AHr_HocapKOMa 9120/3
ngiosarcoma
CapkoMa 0001049eK repudepuIecKx
HEpPBOB 9540/3
Peripheral nerve sheath sarcoma
HepmaTtodudpocapkoma
Dermatofibrosarcoma 8832/1
JIunmocapkoma 8850,3

Liposarcoma

CMelanHble Me3eHXMMAJIbHbIE U 3NMHUTETHATbHbIE onyxoJjm

AneHocapkoMa
Adenosarcoma

8933/3

Kapunnocapkoma
Carcinosarcoma

8980/3

B CBOIO OY€pEe/b, 3aTPYAHSIJIO TMArHOCTUKY. BrimoHeHa
BYJIbBOKTOMMU I, O JAHHBIM T'MCTOJOTMYECKOTO aHaJIU-
3a nuarHoctupoBaHa JIMC, anbloBaHTHOE JiedeHHE
HE MPOBOAMJIOCH B CBSI3U C COMY TCTBYIOIIIE TTaTOJIOTUEIA.
Yepes 9 mec manmeHTKa oopaTUIach ¢ XKajJobaMu Ha 00-
pa3oBaHUE B TOM XXe 00J1aCTH, JIEYeHUE IPOBECTU HE y1a-
JIOCh, TTAIIMEHTKA YMepJIa OT CONYTCTBYIOIIIE aTOJOTUM
(cepmeuHast HEIOCTaTOYHOCTH) [9].

B nurtepaTtype ommcaHbl Ka3yMCTHMYECKUE CIydaun
JIMC, accouunpoBaHHOI1 ¢ 6epeMeHHOCThIO [10].

JleitomrocapkoMa, Kak 1 100poKayeCcTBEHHas JIeio-
MMOMa, MPOSIBJIIET UMMYHOPEAKTUBHOCTD K MBIIIIEYHBIM
MapKepaM, a UMEHHO K JIECCMUHY, TJIaIKOMBIIIIEYHOMY aK-
THUHY 1 MblllIeYHOCTIennbudeckomy akTuHy [7]. Ha ceroa-
HSIITHUI €Hb CAMBIM CIIEIIUMUUHBIM JUTS TIaAKOMBIIIIEY -
Hoit quddepeHIIMPOBKY cunTaeTcsl h-kanbaecMoH. Takxke
BO3MOKHa (poKaJibHasT sKcrpeccus Mapkepa S-100 u mu-
ToKepaTUHOB [3, 7]. B oTinuune ot 100poKayeCcTBEHHBIX
onyxoJjeit, IMC xapakTtepusyeTcsl MOBBIILIEHHONW 3KC-
npeccueit Ki-67 n 6enka p53 [3, 11].
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Psan aBTopoB npemnaratoT 1 AuddepeHanbHOM
JIMarHocTuku JeiiomuoM ot JIMC UcConb30BaTh CACAYIO-
e KPUTEPUU:

* IUAaMETpP OIMYXOJIU >5 CM;

* MHMUIBTPAaTUBHBIN XapaKTep poCTa;

* MUTOTHUYECKMIT MHAEKC >5 B 10 MoJIsSIX 3peHusl;

* IIUTOJIOTUYECKAs ATUITUSI OT YMEPEHHOM 10 TSDKEJIOM.

I1pu aTOM aBTOPHI AJIs MOCTaHOBKMU AuarHo3a JIMC
PYKOBOJCTBYIOTCSI HAJIMYMEM KaK MUHUMYM 3 M3 BbIIIIE-
YIIOMSIHYTBIX Kputepuen [11, 12].

B GonblMHCTBe MyOIMKaIMii AeMOHCTPUPYETCST Kpaii-
He HeOJaronpusiTHoe TedeHue 3aboneBanus [3—5]. I1o naH-
HbIM uccaenoBaHust S. Dewdney 1 coaBT., OIyXoJIb XapaK-
TepU3yeTcst OBICTPHIM POCTOM, BEICOKMM METaCTaTUUECKIM
MOTEHIIMAIOM, YaCTHIMU PELIMIUBAMU, arPECCUBHBIM I10-
BeleHMEM U BBICOKMM YpOBHEM cMepTHOCTH [4]. [To MHe-
HMIO psiJia aBTOPOB, ITPOTHO3 3aBUCHT, IJIaBHBIM 00pa3oM,
OT pa3Mepa OITyXOJIM U BOBJICYCHMSI COCETHMX TKaHei [11,
12]. R.A. Levy 1 coaBT. OTBOISIT OCHOBHYIO pOJib B ITPOTHO-
3UPOBAHUY 3a00JICBAHUSI MUTOTUYECKOM aKTUBHOCTH OITy-
xoJiu. ITo gannbiM N. Rawal 1 coaBT., XUpypruyeckKuii Me-
TOJ SIBJISIETCSI OCHOBHBIM B JICYEHUU CapKOM BYJIbBHI [9].
B BeiBOmax uccnenosanus V. Otoide u coaBT. yka3biBaeTcs,
YTO IIPOTHO3 MOXKET OBITh OJIATOIPUSITHBIM B CJTydae IoJI-
HOT'O XMPYPrUYECKOTO YIaJIEHsI OITyXOJIM TIPU OTCYTCTBUU
OTHaJleHHbIX MeTacTas3os [13].

B kavecTBe BO3MOXKHOTIO aIbIOBAHTHOTO JICUEHMSI PSIIT
aBTOPOB paccMaTpUBalOT Jy4yeBylo Tepanuio [14, 15].
ITo nannbiM R. Patnayak u coaBT., 1ydyeBasi Teparnus oKa-
3as1ach 3P HEKTUBHOI Y OOIBIIMHCTBA MALIMEHTOK ITOCIIe
XUPYPrudecKoro jedyeHus [16], Xors B npyrux padorax
He OblIa MPoAeMOHCTpUPOBaHa 3 (MEKTUBHOCTD aIblo-
BAHTHOM JIy4eBOM Tepalvu C LeJbl0 CHUKEHUs pucKa
pa3BuTus peuuauna [11, 12].

KapuuHocapkoma 1ipesictaBisieT co00ii peaKylo cMe-
LLIaHHYIO0 Me30epMaibHyto onyxojb [17, 18]. XapakTepu-
3yeTcsl CofiepKaHUEM B CBOEI CTPYKTYpe 2 KOMIIOHEHTOB:
KaK CapKOMBI, TaK M KapLIMHOMBI, IIPUYEM 3JIEMEHTBI Kap-
LIMHOMBI OOBIYHO XeJIe3UCThIE, TOTa KaK CapKOMAaTO3HBIM
KOMITOHEHT MOXET OBITh JTI000T0 I'MCTOJIOTMYECKOTO THIIA
(ocTeocapkoMa, xoHapocapkoMma, JIMC u ap.) [17]. Kinu-
HUYECKME TIPOSIBJICHUS 3aK/II09YaIOTCsI B (DOPMUPOBAHUHI
OITYyXOJIEBOTO TOJIUIIA C SHAO- WX 3K30(DUTHBIM POCTOM,
COMpoBOXAAOIIUMCS KpoBoTeueHueM [18]. MertacTasu-
poBaHMe B TUM(MATUIECKUE y3/Ibl OOBIYHO XapaKTepHO
TOJIBKO JUISI STIUTEIMAIBHOTO (KapLIMHOMATO3HOT0) KOM-
noHeHTa [19].

Jlepmaroudpocapkoma (BbIOyXaromiasi CApPKOMA) BYJIbBbI
(IPC) — noBepxHOCTHAsT (PHOPOOITaCTIYECKAST HEOTUTa3 ST
C XapaKTepHOM I'MCTOJIOTUYECKOM KAPTUHOM U TPAHCIOKa-
ueit t(17;22) (WHO Classification of skin tumors, 2018).
Yamre Bcero AMDC BcTpeyaroTes y TOXWIBIX 3KeHITH [20].
K HacrosiiieMy BpeMeHHU B JIMTEpaType OIMKMCAaHO He OoJiee
50 ciiygaeB JPC. M. Edelweiss u coast. (2010) onucanu
13 ciryyaeB JI®C [21]. B GonbIIMHCTBE M3 HUX OMYXOJIb
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MPEICTaBIIsIIa COO0I OMMHOYHYIO TBEPIYIO OJISIIKY Kpac-
HOTO WJIM CUHETO 1IBeTa, pexke BCTpeyaarCh MHOXKECTBEH-
HbIe MEJIKKE TTOAKOXHbIe y3J1bI [20]. [McTomornueckas Kap-
TUHA: OIYXOJb COCTOMUT M3 CJIAOOMOIMMOPGHBIX
BEPETCHOBUIHBIX KJIETOK, (DOPMUPYIOIIMX KOPOTKHUE TIepe-
ceKkarolmecs: Mydku U MyapoBbI€ CTPYKTYPBI C XapakTep-
HBIM COTOBBIM PUCYHKOM MHMUIBTPALIUM TTOIKOKHO-XKH-
poBoit kiaetyaTku [22, 23]. UMMyHOTUCTOXUMUYECKU
onyxoJib 1uddy3Ho okpammbaeTcss CD34 [23].

YacTto Haba0ga0TCa peluaIuBLI, Ha (POHE KOTOPHIX
BO3MOXHa Iporpeccust B puopocapkomy, Ipy 3TOM T10-
TeHLIMaJl MeTacTa3upoBaHust HU3kui [20, 22].

B kauectBe amproBaHTHOU Teparmuu JJ®C R. Neff
U COABT. MpejiaraioT JiydeByto Tepanuto [24]. OnHako 10-
CTOBEPHO HE JIOKa3aHO, YTO JIyuyeBasl Teparnus 00ecieun-
BaeT CHIDKEHME PUCKa PELIMINBA JIJIsI 9TOTO IMOATHIIA Cap-
KOMBI, OCOOEHHO B CJTy4asix ITOJIHOM Pe3eKIIUM.

Paonomuocapkoma BY/IbBbI Yallle ObIBAET ITPEICTaBIIC-
Ha sMOpuoHanbHOit PMC u auarHoctupyercsl B A€ TCKOM
Bo3pacte. BriepBoie PMC 0Obl1a onucana Verber B 1854 .,
T1oCJIe Yero Oblla BBIHECeHA KaK OTAebHOE 3a00JIeBaHNE;
92 roma ciyctst A.P. Stout (1946) omucai ee Kak OmyXxoJib
C arpeCCUBHBIM TEUEHUEM HEM3BECTHOTO TTPOMCXOXKICHUS
[25, 26]. PMC — HauboJjiee pacipocTpaHEeHHBII THIT cap-
KOM MSITKMX TKaHEel B JETCKOM BO3pacTe, MPeUuMYyIIeCT-
BeHHO 110 15 et [27], u MOXeT mopaxath J1o0yIo 4acTh
Tena [28]. B neTckom Bo3pacTe JJoKaIn3alus 3TOH OMyXo-
JIM Ha TTOJIOBBIX OpraHax 3aHUMaeT 2-€ MeCTO TOCJIe FOJI0-
BBl U IIIEW, OMYXOJIb BCTPEYAETCS MPEUMYIIIECTBEHHO
BO BJIarajiille WM Ha IIeiiKe MaTKM, peXe Ha BYJIbBE.
Tucronornuecku PMC npeacraBieHa NTpUMUTUBHBIMU
MEe3eHXMMAaJIbHBIMM KJIETKAMU Ha Pa3HbIX CTAAMSIX MUO-
reHesa, ¢ pa3JMYHbIM COACpKaHMEM pabaIoMUO0IaCTOB.
OIyXo0JIb PeIKO BCTPEUYAETCS Y B3POCIBIX.

boavrmuucTBo cnyyaeB PMC cnopaauueckue,
HO MMEIOTCSI MCCIIeIOBAaHMSI, COOOIIAIONINE O TeHETUYe-
ckux (pakropax nmpumepHo y 30 % namuenToxk [29]. [pexn-
CTaBJICHBI PEIKUE CEMEIHbIC CUHIPOMBI, TAKME KaK CUH-
apoM Jlu—®PpayMeHH, KOTOPHIH BKIIOYAET CEMEUHYIO
npeapacnoyioxkeHHocTb K PMC u ApyTyM OmyXoJsiM MsIT-
KMX TKaHel y aeteit [25]. Takke BoisiBIeHa ¢Bsi3b PMC
¢ cunapoMoM bekButa—BunemaHa, KOTOPBIiA POSIBIISIET-
csl aHoMmanusMu B Jiokyce 11pl5, rae pacrnonoxeH reH
MHCyIuHONoao0Horo ¢akropa pocta Il [25], 1 ¢ cuHapo-
MoM KocTemio — cMHIApOMOM ayTOCOMHO-IOMUHAHTHOTO
HacyenoBaHus [30]. Heiipodubpomaros 1-ro Tvma u cCuH-
npoM HyHaHa Takke ObLIM OTMEYEHBI BO B3aUMOCBSI3U
C MOBBIIIEHHBIM PUCKOM, ITOAYEPKMBAsT YACTUIHO TeHEe-
TUYECKYIO IPUPOIY 3a00JIeBaHUSI.

Borpuonnnaa PMC nipeacrasisieT co00ii BApUAHT SM-
opuoHanbHoil PMC, Tunu4HbBIN 71 Bo3pacTa MJjajillie
8 net (B cpeaHem 3 roja), OAHAKO B IMTEpaType BCTpeya-
eTcst uHpopmMauus o ciaydasx 6orpuounHoit PMC u y no-
KUIBIX >KeHIIMH [31]. HazBaHue MpoucXoauT OT CXOACTBa
OITYXOJM C BUHOTPAAHBIMU T'PO3AbSIMU — OOTPUOUIOM
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(ro-rpeuecku). B caydasix Tokann3aluy OmyXoJu Ha BYJIb-
B€ WJIY BJIarajIvIIe KIMHUYECKUM ITPOSIBJICHUEM SIBIISICTCSI
aHOMaJIbHOE KPOBOTEUEHUE U3 MOJIOBBIX ITyTei, ICTOUHM -
KOM KOTOPOT'O BBICTYITIAET CamMa OIyX0JIb, B TO BpeMsI KaK ca-
Ma OHa MOXKET BBIIJISIACTh, KaK ITOJIMII.

Co0cTBenHble Ha0moneHus. 3a repuon ¢ 1968 mo 2019 .
B ®I'BY «HanmoHanbHbIi METULIMHCKHI NCCIIeI0BATE b~
ckuit neHTp oHkosoruu uMm. H.H. IletpoBa» MuH3apaBa
Poccun (HMWILI onkonorun um. H.H. IletpoBa) 3aperu-
CTPUPOBAHO 6 CIIydaeB CApKOM BYJIBBBI Y B3POCIIbIX MALM-
eHTok u 3 ciyyass PMC y neteii B Bo3pacte 1 mec, 11 mec
u 2 net. CpeqHuii BO3pacT B3POCIIbIX MALMEHTOK COCTABIII
53,3 roma (ot 28 1o 85 ner). B 2 cnyyasix BeisiBnieHa I cragus
3aboneBaHust (Mopgogornyecku — JIMC), B ocTaIbHBIX
4 — 11 cragus 3aboneBaHMs1, U3 HUX B 2 ciaydyasax — JIMC,
B 1 — ADC, eme B 1 — MUKCOMIHAST BEPETEHOKIIETOUHAS
capkoMa. Bo Bcex ciydasix BBITOIHSIIOCH XUPYPIrUYecKoe
JiedyeHue B 00beMe BYIbBIKTOMUM. B nanbHeiiiem 1 maru-
eHtke ¢ JIMC II ctanuu npoBeaeHa agbloBaHTHasI JTydyeBast
Tepanus. [IBe mauneHTKY BbIOBLIM U3 HAOII0AeHUS, 3 TTa-
LIMEHTKY XKUBbI 03 MPU3HAKOB 3a00j1eBaHus. OHa naiu-
€HTKa yMepJjia 4yepes 5 JIeT 1ocie TOCTaHOBKU JUarHosa
B Bo3dpacte 90 JIeT OT COMyTCTBYIOIIEH maToaoruu (ocTpoe
HapylIeH1e MO3rOBOIr0 KpoBooOpaleH s ). JIByM geBouKam
¢ PMC B nocneonepallmuOHHOM MepUOAE MPOBOAMIACH
xuMuoTepanus (JieueHue B 1968 1.). ObGe mamueHTKH
(11 Mec 1 2 neT) NorubauM yepes rof OT MPOrpecCUPOBaAHMS
3aboseBaHus. OmHa MalMeHTKa, KOTOPOi B Bo3pacte 1 Mec
ObLTa UcCceueHa OmyxoJib pa3MepoM 10 1,5 cM Ha OOJIbILION
MOJIOBOY Ty0e, K1Ba 0e3 pelyarBa 3adoeBaHus (IEpUo,
HaOmoneHus >40 er).

CapKombl Blaranuwa

3J0KavYeCTBEHHBIE HOBOOOpAa30BaHUS Bjarajuiia
BCTpeYaloTCs KpaiiHe peaKo, CApKOMBI Bilarajuiina —
enie pexe, coctapisis 2—3 % ciiyyaeB 3710Ka4eCTBEHHbBIX
omyxoseit Biaaranuia [32]. U3-3a penkoii BcTpeuaeMoCTU
1 OOJIBIIIOTO pa3HOOOpPa3Usl TUCTOJIOTMYECKUX TUITOB I~
arHOCTHMKA M JIeYeHKME CApKOM BJIarajIMilia 0 KOHIIA He 13-
yueHbl. B 1uTepatype mpencraBieHbl JaHHbBIE TOJIBKO pe-
TPOCTIEKTMBHOIO aHaju3a OTIHEJbHBIX ciaydaeB PMC,
JIMC u apyrux TUIIOB ME3eHXUMAaJIbHBIX OITyXO0JIeii, BKITIO-
yast raCTPOMHTECTUHAIbHBIC CTPOMAJIbHBIE OITyXOJIH, CHU -
HOBMAJIBHYIO CApKOMY, SHIOMETPUAIbHYIO CTPOMATIbHYIO
capKoMy, aHTHoMuoduopodaacTtoMy 1 MuopudpoodIacTo-
My. 3JI0KaueCTBEHHBIN MPOLIECC MOXHO 3aIl0d03PUTh
B cJiyyae perucTpaluu ObICTPOTO pocTa 00pa3oBaHUs,
JIJIsI CBOEBPEMEHHOI MOCTAHOBKM JMarHo3a 1 Havajia
aJIeKBaTHOTI'O JICUCHUST HEOOXOAMMO BepU(UIIMPOBATh 3a-
0oJieBaHNE, BBIMOJIHUB OUOIICHIO C ITOC/ICAYIOIIMM THCTO-
JIOTUYECKUM UCCIICIOBAHUEM.

JleiioMrocapkoma BjIarajMina — KpailHe peaKoe 3710-
KauyeCTBEHHOE HOBOOOpa3oBaHME, TMCTOJOTUYECKast
CTPYKTypa aHAJIOTMYHA TAKOBOM MIPU APYTUX JIOKATI3aL1-
ax 9Tux onyxojei [33, 34]. M3-3a peakKocTu 3TOTO

MaToJIOrMYECKOoro oopazoBaHus nuarto3 JIMC Brnaraauina
penKo ycraHaBiuBaeTcs A0 ornepauuu. OCHOBBIBASICH
Ha HaOJoAeHusIX 3a 8 caydasmu, W.A. Peters u coaBT.
BIEPBbIE OTMETUJIU SIBHYIO CKIIOHHOCTb OITYXOJIM JIOKaJI -
30BaThCs Ha 3aHel cTeHKe Biaranuina (B 75 % ciyvaeB).
B cBow ouepeap G. Ciaravino M coaBT. COOOIIUIU,
YyTO cpeau oOcCJiefOBaHHBIX UMW MallMEHTOK JIUIIb
43 % obpa3oBaHUIii pacroJjiarajuch Ha 3aJHei CTeHKe,
17 % — Ha TiepeaHeii, a octaibHbIe 39 % — Ha GOKOBBIX
cTreHkax Baaranuina [34]. KnuHuuecku Hanbosee 4acTo
yKa3bIBaeTCsl HaJMyrue 0€CCUMMITOMHOTO 0Opa3oBaHUs
BO BJIarajuiiie, pexe perucTpupyloT 6011 BO Blaraiuiie,
MPsIMOM KUILKE WM MOYEBOM ITy3bIpe, KPOBOTEUECHUE
WJIN CEPO3HO-KPOBSIHUCTbIE BbIAEACHUS M3 Baraiuiia
WM TIpsIMOM KUk [33, 34].

HuddepeHManbHbIfl AUaTHO3 BKJIOYAET OTIMYME
9TOTO PEIKOro HOBOOOPAa30BaHUsI OT MHOXECTBa APYTUX
JIOOPOKAYECTBEHHBIX 1 3JI0KAYECTBEHHBIX OMyXO0Jei, KO-
TOpble MOTYT MopaxaTb Biaraiuiie (kucta [apTHepoBa
X0J1a, TpaHyJieMa 1 SMUTeIualbHasl MHKJII0O3MOHHAsI KMCTa,
Helipopuodpoma, Jeiiomruoma, padaoMruoMa 1 Karnuuisip-
Hast remaHruoma). OcHoBHoI MeToa gedeHust IMC — xu-
pyprudeckuii. B ciydae mporpeccupoBaHMs U peLIMINBOB
OOJILIIIMHCTBO HcceaoBaTe el peKOMEHIYIOT XUMUOTepa-
nesTUYeckoe jJeyeHue. OgHako, no naHHbIM D. Khosla
U COABT., XUMHUOTEPAIHUS C UCIIOIb30BaHUEM HdochaMu-
Jla 1 JOKCOpYOUIIMHA TOCTOBEPHO HE MoKa3aja yBeauye-
HUST BBKMBAEMOCTHU OOJIbHBIX C MPOrpecCUpoBaHUEM
U peuuaMBUpOBaHUEM 3aboseBaHus [35].

J. Ahram u coaBT. MpeaCcTaBUJIM CBOIHbBIC JaHHbIE
3a niepuon ¢ 1963 o 2005 r. o 58 6oapHBIX IMC Biara-
ymmia [36]. CpegHuii Bo3pacT O0JBHBIX cocTaBUII 45,2 ro-
na (Bo3pacTHOM nuamaszoH 21—86 ziet). B 25 ciyuasx
peructpuponaiach I cranus 3adboneBaHus, B 12 ciayya-
ax — Il cragus, B 7 cnyvasx — I1I ctagus, B 2 cnydasx —
IV cranus, B 12 cnyyasix ctaaus Obljaa He ykazaHa. boJib-
IIMHCTBO OOJILHBIX (7 = 43) MOABEPTJIUCH TEPBUUHOMY
XUPYPruyeckomy JIeYeHU1o, B 13 ciydasx AOMOJTHEHHOMY
JIy4eBOl Tepanueii, B 5 ciaydasax — XxuMuoTeparnueid. Tojb-
KO JIy4YEeBY10 TE€panuIo Moayyuan 5 60JbHbBIX, B 1 ciiydae
TIOMOJTHEHH Y10 XUMUoTepanueid. ToJIbKo XuMUOTeparuio
MOJYYMUIU 2 TaleHTKu. B 1 caydyae manueHTKa moJy-
yaja TOJbKO CUMIITOMaTUYECKYIO Tepanuio. Tpu namu-
€HTKU MOJIyYMJIM HEOaIbIOBAaHTHYIO JIYUEBYIO TepaIU IO
C MOCJIEAYIOIIUM XUPYPIrUUYEeCKUM JeUeHUEeM, B 1 U3 3TUX
cJly4yaeB IOMOJHEHHYIO albIOBAaHTHOM XUMUOTEpanuei.
B cpenHem, mo naHHBIM TOr0 aHaJIM3a, BpeMsl pelyIu-
Ba coctaBuio 11 Mec. OTnaneHHbIe MeTacTa3bl OTMEYaIUCh
B 6 ciyyasix.

1o HacTosI1Iero BpeMEHU TTOYTU BCE MTyOTMKALIUU CO-
CTOSIT U3 ONUCAHUsI OTOEIbHbBIX caydyaeB JIMC.

Paonomuocapkoma Biarajuina oObIYHO MpeIcTaBIeHa
B BUJE MOJMIOBUIHOIO 00Opa3oBaHUsI BO Biaraauiie,
COIPOBOXKIAIOIIETOCSI KPOBOTEUEHUEM U/ WU CIIM3UCThI-
MU BBbIACICHUSIMU, C HapylIEeHUEM MOYEUCITyCKaHUS
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B 3amylleHHbIX ciyyasx. B uccnenoBanuu R.J. Andrassy
U coaBT. 601bMHCTBO PMC Biaraiuiia 10Kaaru30BalCh
Ha ero rnepenHeii creHke [37].

3a mocyieqH1ue HECKOJIBKO NECITUIETHIA TTapaaurma
neueHuss PMC cmecTunach co CBEpXpaauKalbHOTO XUPYpP-
TMYECKOTO JICYEHUS B CTOPOHY HEOaIbIOBAHTHON XUMUO-
Tepanuy ¥ OPraHOCOXPaHSIOIIEr0 XMPYypruyecKoro BMe-
matenbscTBa [38—40]. o 1972 . craHaapToM JieueHuUs
PMC gBnsinack ak3eHTepauus majoro taza [41]. [TepBoe
MEXTPYIIIIOBOE MCClleoBaHUe B 3Toil obacTu (Intergroup
Rhabdomyosarcoma Study Group, IRS) B 1972—1978 rr.
MPOJEMOHCTPUPOBATIO KIMHUIECKYI0 3(DHEKTUBHOCTH
KOMOMHMPOBAHHOTIO JICYCHUs, BKIIOYABIIETO HEOAIbIO-
BAHTHYIO XMMMOTEPAIUIO, OMepaliio U JIy4eByIO Tepa-
nuio. B rpyIimax nmammeHTOK ¢ MOJTHOCThIO pe3eLIMPOBaH-
HBIM U JIOKaJM30BaHHBIM 3a00JIeBaHUEM S-JIETHSS
Oe3peMaMBHAs U 001asi BBIXKMBAEMOCTh cocTaBuia 80
1 83 % COOTBETCTBEHHO.

Jns cpaBHeHUST 3¢ GEKTUBHOCTU Pa3IUUYHbBIX PEXKU-
MoOB xuMuoTtepanuu ¢ 1972 o 1994 r. rpynmnoit IRS npo-
BeneHo enle 3 uccaenosanus [37, 40]. B nociaeaHem uc-
cinenoBaHuu IRS-1V oueHMBanMCh 3 pa3nuyHbIX pexXxruMa
XMUMUOTEPAITUK; BAHKPUCTUH + TAKTUHOMUIIMH + LIMKJIO-
¢dochaH, BAHKPUCTUH + JaKTUHOMMUMH + udochamu
1 BUHKPUCTUH + udochamua + stonos3ua. PesynbraTsl
MMOATBEPAMIIM HEOOXOAMMOCTD ITPOBEACHUS MTEPBUIHOM
XUMUOTEPAIUU C MOCAEAYIONIUM XUPYPTUUECKUM JIeue-
HUEM U JIy4eBOU Teparueil il malueHTOK, KOTOphie
He OTBETUJIM Ha XuMuoTtepanuio [37].

KapuuHocapkoma Bjarajumia, TakXe M3BECTHas
Kak 3JI0Ka4eCTBeHHasi CMelllaHHasi MIOJUIepOBa OIyXOJIb,
BCTpeYaeTCsl TakxKe KpaiiHe peako, OObIYHO Ha 6-M
U 8-M IECATUICTUSIX KM3HU, U MOP(OIOTMIECKH CONEPKUT
KaK 3MUTEIMAIbHBII, TaK U ME3eHXUMaJIbHbII KOMITOHEH-
Thl [42, 43]. K HacTosilieMy BpeMeHU B JIMTepaType oIuca-
HbI OTHAJICHHBIE PE3YJIBTAaThl JIeYeHUs JUIIb 14 ciiydaeB
KaplMHOCAPKOM BJlarajuiia, Ipy 3TOM OITyXO0Jb XapaKTe-
pu30BaIach arpeCCUBHBIM TedeHueM. M3 14 manueHToK
7 ymepau oT 3a00s1eBaHus, 4 XUBbI, HO C peLIMAMBOM 3200~
JieBaHus yepes 3, 5, 6 u 8§ Mec HabmoneHUs, 1 maleHTKa
BBIOBbLIA U3 HAOIIOAEHUSI, 3 3KUBBI O3 MPU3HAKOB PeLIAM -
Ba B TeueHue 12, 14 u 60 mec HabmoneHus [44].

Co0cTBeHHble Ha0moneHus. 3a repuon ¢ 1968 mo 2019 .
B HMULI onkonoruu um. H.H. IletpoBa 3aperucrpupona-
HO 17 cilydaeB 3JI0Ka4eCTBEHHBIX HEAMUTEIUATBHBIX OITy-
xoseit Biaaranmia: 9 PMC, 6 JIMC u 2 ciyvas Henudde-
peHLMpoBaHHOI capkoMbl. B rpynime PMC (n = 9) Bospact
naureHTOK BapbupoBai otT 11 Mec no 13,5 roga, B rpyrine
JIPYTUX TUMOB capkoM (n = 8) — oT 47 1o 83 net. B rpynmne
PMC Braranuina 8 maiyeHTOK yMepsu OT POrpeccupoBa-
HUs 3a00JieBaHUs, MearMaHa HaOJIIOJeHUs] COCTaBUIIa
11,8 (1—24) mec. Tonbko 1 manueHTKa (BO3pacT Ha MOMEHT
ITOCTAaHOBKM JIMarHo3a — 5 JIeT) IOCJIe XMPYPruuecKOro uc-
CEUeHUSI U aTbIOBAHTHOM XUMUOTepanuu X1Ba yxxe 43 rona
T1OCJIe TIOCTAaHOBKH JIMAarHO3a.

O630pHbie cmambvu

Cpenu nanenTok ¢ JIMC npeobaanana I cragus 3a-
6oneBanus (5 u3 6 cirydaeB), HeaubGepeHIMPOBAaHHEIE
capkoMmbl ripeactapieHsl [ u IV ctanusmu. Bo Beex ciryyasix
BBITIOJTHSJIOCH XUPYypruyeckoe JiedyeHue. B nanpHeiem
2 nauueHtkaM ¢ JIMC I ctanuu B KayecTBe alblOBAHTHOTO
JIeYeHUsI BBITTOJIHSIIAch Opaxutepanus. M3 6 marmeHToK
¢ JIMC Bnaranuiiia rpociaexXeHbl 5 00JbHBIX, TEPUOJ, Ha-
omoneHus coctaBuia 75,2 (36—168) mec. Bee manumeHTKH
JKUBBI 0€3 MpU3HAKOB 3a00jeBaHus. OQHON MalMeHTKe
¢ HenuddepeHINPOBaHHOM capkoMoii | cTamuu nmoce xu-
PYPTUUYECKOTO JICYEHMSI MPOBeAeHA MOHOXMMUOTEPAITHST
JIOKCOPYOUIIMHOM, IMallMeHTKa HabmonaeTcs 4 Mec, naH-
HBIX, YKa3bIBAIOIIMX Ha PELIMIUB, HET. BTopoii marmeHTKe
¢ HeapuddepeHIMpOoBaHHOM capkomoii IV ctaguu nmocie
HMCCEUEHMST OIYXOJIM IPOBOAIMIIACH COUYETaHHAas JIydyeBast
Tepanus, 4yepe3 6 Mec 3aperucCTpUpPOBaHbl PELUINUB 3a00-
JIEBAaHMS Y METaCTaTUIECKOE TOpaXkKeHMUE JIETKUX, CMEPTh
HaCTyMuIa yepe3 8 Mec OT MOMEHTa ITOCTAaHOBKY AMarHo3a.

CapKrombl WKy Mamgu

B 2002 r. B Mupe 061710 1arHocTupoBaHo >490 ThIC.
HOBBIX CJIy4yaeB paka ek MaTku, 273 ThIC. XKeHIIIUH
yMepau oT 3Toi 6osie3Hu [44]. Haubonee pacnpoct-
paHEHHBIM TMCTOJIOTMYECKUM IOATUIIOM paKa IelKHU
MAaTKH SIBJISIETCSI TJIOCKOKJIETOUHBII pakK, 3a KOTOPhIM
clienyeTt ameHokapuuHoMma [45, 46]. K penko BcTpeya-
fo1KrMcst hopMaM OTHOCSIT CBETJIOKJIETOUHY IO KapIIMHO-
MY, HEPOSHIOKPUHHBIE OITYXOJIU, MEJTAaHOMBI M CAPKO-
MBI LIEWKU MAaTKH.

[MepBUYHBIC CAPKOMBI IIEMKU MaTKU SIBJISTIOTCS Kpaii-
HE pEeIKMMU HOBOOOPA30BaHUSIMU, Ha JOJIO KOTOPBIX
npuxoautcs <1 % cinydaeB. M3-3a OTHOCUTEILHOM pei-
KOCTH 3a00JieBaHUsI OOJIBIIMHCTBO JTOCTYIMHBIX TaHHBIX
O IMarHOCTUKE U JICYCHUU CApKOM IIEHKU MAaTKU B3SIThI
13 IyOJIMKaLW KITMHUYECKMX cliyyaeB. Ha ceromusiHuia
JIeHb, TI0 TAaHHBIM aHaJIM3a OJHOTO M3 KPYITHEHIIINX OHKO-
JIOTUYeCcKUX LeHTpoB BammHrrona, cpeau 1583 00JbHBIX
3JI0KaYECTBEHHBIMU OITyXOJISIMU IIEWKM MaTKH, TTOJTydaB-
11X JIeyeHHe B TedeHue mouty 20 JIeT, BBISIBICHO 8 cityda-
€B CapKOM IIeKM MaTKM, YTO COOTBETCTBYET YacTOTE
0,5 % [47].

S. Bansal u coaBt. B 2010 I. mpeAcTaBUIN JaHHbBIE HC-
clieqoBaHusI, B KOTopoe ObL1o BKItoueHo 33074 nmalueH-
TKU ¢ MHBa3UBHBIMU HOBOOOPA30BaHUSIMU IIIEUKN MATKH,
u3 Hux 26 908 (81 %) >KeHIIMH ¢ TJIOCKOKJIETOUHOM Kap-
HoMoM, 5842 (18 %) ¢ anenokapuuHoMamu 1 323 (1 %)
C MEPBUYHBIMU CAPKOMAaMU 1 CMEIIaHHBIMU OITYXOJISIMU
etk MaTku (taos. 2) [48]. Cpeau XKeHILUH ¢ capKoMa-
MU IIEHKY MaTK1 KaplimHOcCapKoMa Obljla HauboJiee pac-
MpocTpaHeHHOU Mopdoaorudyeckoii popmoit — 40 %
(n = 128) cnyuaeB. AgeHocapkombl u JIMC cocTaBisiiu
21 % (n=67) ciiyyaeB. MeHee yaCThIMU BapUaHTaMU cap-
koM 66Ut PMC, HenuddepeHmpoBaHHast capkoma, 3H-
JIOMETpUaJIbHAasl CTpOMaJIbHAsI CApKOMa, SMUTEIMOMIHAS
capkoma 1 (pubpocapkoma.
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Ob630pnbie cmambvu

KapununocapkoMa meiiku MaTku, paHee Ha3blBaeMasi
3/I0KaYECTBEHHOM CMEIIaHHOU! MIOJJIEPOBOIA OMYXOJIbIO,
MpeaCcTaBIsieT co00it HOBOOOpPa3oBaHUE, COCTOSIIIIEE U3 3J10-
KauyeCTBEHHOTO MUTEINATLHOTO U ME3EHXMMAIbHOTO KOM-
noHeHToB. CornacHo gaHHbIM 6a3bl naHHBIX SEER Haiu-
OHaJIbHOTO MHCTUTYTa paka, 3a nepuof ¢ 1988 mo 2005 r.
OBLIIO 3aperucTpupoBaHo 128 ciiyyaeB KapLHOCAPKOM
IIEHKU MaTKu, 4To cocTaBwio 39,5 % [48]. KapumHocap-
KOMa IIEeHKM MaTKU BCTPEYaeTcsi B OCHOBHOM Y XKEHIIUH
B IIOCTMEHOIIay3€e, CPeIHUI BO3pacT MallMeHTOK MpH Io-
CTaHOBKE JTMarHo3a cocTaBisieT 64 rona, BO3pacTHOM nua-
Ma30H BapbupyeT oT 25 10 93 siet [49]. [Toutu Bce marueH-
TKU MPEAbSIBISIOT XKaJT0Obl HA aHOMaJIBHOE BJIarajJvIIHOe
KPOBOTEUYEHME U ITPU 0OCICTOBAHUY UMEIOT OMPEAesIEMYIO
OITyXO0JIEBYIO MAaccCy B IlIeiiKe MaTKU. BoJIbIITMHCTBRO 1IepBU-
KaJIbHBIX KapIMHOCAPKOM BBISIBJISIeTCSI Ha cTanuu IB.
ITo nanubiM SEER, 5-1eTHSS1 BBDKMBAEMOCTb CpPEeIM SKEeH-
ILIMH C PAHHEW CTaiMel CapKOMBI 11IEMKW MaTK/ HEBBICOKA:
st crannu [A — 80 %, most IB cramum — 67 %, ms 111 cra-
o — 20 %.

M3-3a peakoit BcTpeyaeMOCTH HET CTaHAapTOB Auar-
HOCTHKM U JeYeHUs] JaHHOIo 3a00JieBaHUsI, OCHOBHBIM
METOIOM JICUCHUS SIBJSICTCS XUPYPIUUeCKUil (TUCTepIK-
TOMMSI C IBYCTOPOHHEN CalblMHIOO(hOPIKTOMUEH U Ta-
30BOI TUM(pageHIKTOMUE), B KaueCTBe aablOBAaHTHOMI
Tepanuu MOXET ObITh Ha3HaueHa JydeBasl Tepamnus
¢ xuMuoTepanueit unu 6e3 Hee. [1pu mo3aHelt ctanuu 3a-
OoJsieBaHMSI MALlMEHTKAM OOBIYHO MTPOBOJST TOJBKO KYpC
paauKaabHOW XMMUOIYYEBOW TepaITuu.

B 2007 . R. Laterza u coaBT. COOOLLIMJIM O pe3yJibTaTax
JiedeHus 33 maureHTOK ¢ KaplMHOCAPKOMOM IIeHKM MaT-
k1. B ucciaenoBaHue ObUIO BKIIIOYEHO 16 MaluMeHTOK
¢ IB cranueii 3a0oyieBanus, 3 nanueHTky co 11 cragueii,
2 maumeHTku ¢ I11 cragueii, y 12 maimeHTOK cTaaust He Obl-
J1a onpeaesieHa [50]. M3 16 manmeHTOK ¢ KapLHOCApKOMOW
IB crannu 6 riposiedeHbl TOMBKO XUPYPTUIECKH, 5 O0IbHBIX
B JOMOJIHEHUE K XUPYPIUUECKOMY METOMIY MOTYYMIN alb-
IOBAaHTHYIO JIyYEBYIO TePaNUIo, OCTaBIIMMCS 4 XUpypruye-
CKOe JIeYeHre AOMOJHEHO aablOBAaHTHOI XMMUOTepanuei
¢ o0yiyyeHMeM Win Oe3 Hero, ¥ Iuiib 1 3 16 manmueHToK
MpoBeieHa TOJIbKO JIydeBasi Tepanusi. MeauaHa Ha0Itoe-
HUS cocTaBmiia 16 (6—156) mec: y 6 MaliMeHTOK He HaOJTIo-
JlaJoch MPU3HAKOB 3a00yieBaHus, | ObLIa XK1Ba ¢ Pl -
BOM 3a0o0JjieBaHUs, 5 YMepJU OT MPOTrpeccUupoBaHUS
00J1€3HU, 2 BEIOBUIM U3 HaOmoaeHUs. [IBoe 13 3 maleHToK
co Il cragueit mposie4eHbl XUPYPruyecku ¢ alblOBaHTHOMN
JIyyeBoil Tepamnueil, 1 U3 3 malMeHTOK MOoJy4Yrsia TOJIbKO
JIy4eBYI0 Teparnuio. ¥ 2 MaluueHTOK He ObUIO MPU3HAKOB
3a00sieBaHus, a | ymepiia oT MporpeccupoBaHus 3a001eBa-
Hus. [IBe naumnenTtku ¢ 111 ctanueit moasepriavch JydeBoit
Tepamnuu, 00e yMepJu OT IIPOrpecCUpoBaHMs 3a00JIeBaHMSL.
Takum obGpaszom, Tojbko B 50 % ciiydaeB y MalieHTOK
Ha paHHUX CTaausIX 3a00JieBaHMS B TEYEHUE BCETO Mepuoa
HaOJIIoeHUs HE OTMeJaloch pelanuBa. MeauaHa oo1eit
BbKMBaeMocTH coctaBuiaa 10,5 (2—42) mec.

Tabmua 2. Pacnpedenerue uacmomsi capkom weiiku Mamxu c02AacHo
AMEPUKAHCKOMY HAUUOHANLHOMY PEUCMPY OHKO0A0UMECKUX 3a001e8aHUL
(Surveillance, Epidemiology, and End Results, SEER)

Table 2. Frequency of various cervical sarcomas according to the US Cancer
Register (Surveillance, Epidemiology, and End Results, SEER)

Number of
cases, n (%)

Type of cervical sarcoma

KapumHocapkoma 128 (39,5)
Carcinosarcoma 9
AneHocapkoMa

Adenosarcoma 67(20,7)
Jleitommrocapkoma 67 (20,7)
Leiomyosarcoma ’
Pabnomuocapkoma

Rhabdomyosarcoma 309.3)
HenuddepeHmpoBaHHas capkoma 22 (6,8)
Undifferentiated sarcoma >
OHAOMeTpUaibHas CTpOMaJIbHAsI capKoMa 4(1,2)
Endometrial stromal sarcoma ’
BeperenokierouHasi capkoma 3(0,9)
Spindle cell sarcoma 2
DnuTeanounaHas capKkoMa 100,3)
Epithelioid sarcoma ’
dudpocapkoma

Fibrosarcoma 1(0,3)
i 323(100)

Total

J.G. Sunwoo U coaBT. BBIMOJHSIM TUCTEPIKTOMUIO
C IIBYCTOPOHHEH CaJIbIIMHIO0(POPIKTOMUEN MAlIMEHTKE
C LIEPBUKAJIbHOIM KapLIMHOCApKOMOii cTaauu 1B, ipu aToM
MPU3HAKOB PELMAMBA 3a00JIeBaHUST HE PETUCTPUPOBAJIOCH
B TeueHue 14-mMecssyHOro nepuona HaodmoaeHus [49].

B.H. Kim u coaBnt. B 2017 1. npeacTaBuIu ciaydaii rma-
LIMEHTKU CcO cTaaueit 3adboseBaHus 1B2 moce BoimonHe-
HUS paguKallbHOM TMCTEPIKTOMUM U XMMUOTEPATIUH,
MalueHTKa ymMepJia OT IIporpeccupoBaHus 3a001eBaHMS
yepe3 7 Mec TocJie Havyasla IepBUYHOTO JICYSHUS.

PabdaomMuocapkomMa mieiiKu MaTKi TUarHOCTUPYETCS
Ha OCHOBaHWU THCTOJOTMYECKOTO UCCICIOBAHMUS, BO3-
MOXHBI U JIOIIOJHUTEIbHbIC TMAarHOCTUYECKUE OIIIUM,
Takue KakK aclupalioHHas TOHKOUTOJIbHAs OMOTICHUs
C TIOCJICAYIOIIMM IIUTOJIOTMYECKUM aHATU30M, UMMYHO-
LUTOXUMUYECKUM aHaJIM30M MapKepOB MUOTCHHOM
akTUBHOCTH [51]. Dkcnpeccus s1AepHOrO TPaHCKPUIILIM -
OHHOTro ¢akTopa MuoreHuHa (myf4) u MyoD1, muo-
TeHHBbIE TPAaHCKPUITLIMOHHbBIC PETYJIITOPHbIE OCJIKU, KO-
TOpBIE SIBJISIIOTCS BBICOKOCITEM(MUIHBIMU MapKepamMu
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IU1s1 uneHTUbUKauu nuddepeHInpoBKY B HapaBIeHU N
CKEJIETHBIX MBI, XapaKTEePHbI TSI 9TUX OITyXOJIeH.

ITomumo nokanbHOro MHGUILTpaTuBHOTrO pocta PMC
CBOMCTBEHHBI TUM(POreHHbIE U TeMaTOTEHHbIE METACTa3bl.
Tak, mo ganHbIM V. Di Donato u coaBT., pellMIUBbI U OT/a-
JieHHbIe MeTacTasbl mpu PMC 1mieiiku MaTKu perucTpupy-
forcs npuMepHo B 30 % ciyuaeB. [1o manHbiM L. Diller
U COABT., OTAAJICHHbIC ME€TacTa3bl ObLIN BbISIBJICHBI TTPEH -
MYILIECTBEHHO B KOCTHOM MO3T¢ 1 JIETKMX, TOIAa KaK B pa-
6ote Q. He 1 coaBT. oTAeeHHbIE TeMaTOTeHHbIE MeTa-
cTa3bl HabJI0JAMCh PENKO.

BosmoxxHbIMU hakTOpaMu, BIUSIOIIMMU Ha TIPOTHO3
PMC, o muenuto C.H. Kirsch 1 coaBT., IBISI0TCS TUCTO-
JIOTUYECKU I TUM (3MOPUOHATBHBIN/OOTPUOUIHBIN), pa3-
Mep OIyXOJIM >5 CM, HaJu4yue OTAAJICHHBIX METaCTa30B
U Bo3pacT Miamiie/crapuie 10 jeT Ha MOMEHT MOCTaHOB-
kM quarHosa. I1To mHeHuto L. Diller u coaBT., TOJIbKO TJTy-
OMHa MHBAa3UM, PETMOHAPHOE paclpocTpaHeHue B TuMba-
TUYECKME Y3JIbl U TepareBTUUYECKUI OTBET Ha JieueHue
SIBJISIIOTCSI BaXKHBIMUM MPOTHOCTUYECKUMU (DaKTopaMu
npu PMC. IlporHo3 nnpu HeMeTacTtaTudeckoit PMC 6:1a-
TOMPUSITHBIN, CPENHSIS S-JIETHSISI BBLKMBAEMOCTb COCTaB-
nset 85-90 %.

YuuThIBas, YTO OIMYXO0JIb MTOpaxkaeT MPEUMYILIECTBEHHO
MOJIOJBIX MALIMEHTOK, 1IEJIbIO JIEYSHUSI SIBISIETCSI COXpaHe-
HUE KayecTBa XU3HU C MOMBITKO! OPraHOCOXPaHSIIONIETO
XUPYPTUUYECKOIo BMeIlaTebCTBA MPU MOAIEPKKE JeKap-
CTBeHHOI Tepanueii; Tak, H. Martelli 1 coaBT. oTMeTHUIN
yyBcTBUTEIbHOCTH PMC K xumuotepanuu. OaQHaKo B ClIy-
yae MTHGUIBTPAaTUBHOIO POCTa OITyXOJIM He BCeTaa BO3MO-
JKEeH TaKoi BapuaHT JieueHus [38].

B kauectBe nekapcTBeHHOM Tepanuu PMC ucroiib-
3YIOTCSI BUHKPUCTUH M JTAaKTUHOMUIIMH ¢ HUKIJIo(ocda-
mugom (VAC) unu udpochpamuaom (IVA). Kpome Toro,
onucaH 3(pdeKT NpU MCIOJb30BAHUM TOMOTEKaHa
uiu upuHoTtekaHa B couetaHuu ¢ VAC. B Tex ciyyasix,
KOTrJa MoJiHasl pe3eKIus HEBO3MOXHA, PeKOMEHAYIOT JTy-
yeBylo Tepanuto. [Ipu auarHocTuke peluanBa BO3MOXHa
KOMOMHAIIMsI METOJOB: XMPYpPruyeckoe JeueHue + jryye-
Bas Tepanusl.

JleiioMmnocapkoMa meWKM MATKH, MO JaHHBIM
S. Bansal u coaBT., coctaBiseT 0,21 % Bcex MHBa3UBHBIX
OMnyxoJieil e Ku MaTKu [48], yalle BcTpeyaeTcs y XKeH-
IIUH Ha 4—6-M JeCSTUIICTUM XKU3HU, PeXKe B MOJIOIOM
Bo3pacTHo#t rpynie [52]. D.D. Whitcombe u coasT.
B 2016 1. cooOwmmiIn o ciryyae 6epeMeHHOU 18-1eTHei
nainueHTKu. B nutepaTtype onucano eiie 4 ciydass IMC
LIe KX MaTKU, aCCOLIMMPOBAHHON ¢ 6€peMEHHOCThIO
[53]. S. Bansal u coaBT. mpoaHaau3upoBaau 6a3y JaHHbIX
SEER manueHToK co 3JJ0Ka4yeCTBEHHBIMU OMYXOJISIMU
meiiku Matku (n = 33074) 3a nepuox ¢ 1988 mo 2005 r.:
B 0,98 % (n = 323) cinyuyaeB ObljIa AMarHOCTHMPOBAHA cap-
KoMa, 13 HuXx B 67 ciydasx — JIMC. B nanHOM aHaln3e
MalMeHTKM ¢ CapKOMaM1 OTHOCUJIMCH K 60Jiee MOJIo0i
BO3PACTHOM I'pyIine, UMeIU OMyXoJu 0oJiee KPYITHOTO
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pa3mMepa, 1 3a00JieBaHKe ObLJIO JTUAarHOCTUPOBAHO Ha 60-
Jiee o3aHel ctanuu [48].

IMpuszHakamu u cumntomamu JIMC 1ieiiku MaTKu 4a-
11Ie BCEro SIBJISIIOTCS KPOBOTEUEHME U IMaTOJOTUYECKUE
BBIZICJICHMS U3 TIOJIOBBIX ITyTeit, 60JIb 1 OLIYILIEHUE pacii-
paHus B 00JaCTU Majioro Taza M OpPIOIIHON MOJOCTH.
BoabniMHCTBO omyxojieil Ha MOMEHT OCMOTpa MMEIOT
oosbime pazMmepbl — oT 10 1o 12 cm. Takke MoryT Hab10-
JIaThCs Pa3IMYHbIe CUMIITOMBI CAABJICHUS, TAKME KaK yJa-
LIeHWe MOYEHCITYCKaHUSI U MHOTIa 3aaepxkka Mouu. [1a-
LIMEHTKU OOBIYHO MPEABSBISIOT KaJloObl Ha MOTEPIO
Macchl Tejla, CHUXKEHUE aIlfneTuTa.

Juarnoctuka JIMC nieiiku MaTK OCHOBaHa Ha ma-
TOMOPGhOJIOrMYECKUX NaHHBIX. KpuTepusMu AMarHocTUKu
SIBJISIFOTCS TIPUCYTCTBUE HEKPO3a OMYXOJIEBBIX KJIETOK,
MMTOTUYECKHUI MHIEKC >10 1 aTUITHS KJIETOK OT YMEPEH-
HOIt 10 BhIpaxkeHHOU. Mopdosornyeckue nposiBAeHUS
JIMC mieiiky MaTKu MPUHLUMUITUATIBHO HE OTJIUYAIOTCS
OT TAKOBBIX IIPH OITYXOJISIX APYTHX JIOKaU3auid. OCHOB-
HbIM MeTomoM JiedeHust JIMC 1meliku MaTKu sSIBJsSIETCS
XUPYPTUYECKUIA.

B oTimyue oT MI0CKOKJIETOYHOIO paka v aaeHoKap-
LIMHOMBI IIEKU MaTKU, MOpakeHue TUMdaTUIeCKuX y3-
JioB U napameTpueB rpu JIMC meliku MaTKu BCTpedaeTcst
KpaliHe peKo. YUuThIBasi JaHHYI0 OCOOEHHOCTh OIyXO-
JIEBOTO PacMpoOCTpaHEHUSI U MeTacTa3upoBaHUsl, MPOBE-
JIeHWe PYTUHHOU IuMdaneH>KTOMUM He TToKa3aHo, TaK
KaK OHa He OKa3bIBaeT BIAUSHUS Ha 5-JIETHIOIO CHELU-
¢uuyecKyo BbIKMBAeMOCTb Mpu 3aboneBaHuM. Takxke
npu JIMC meiikyu MaTKu OTMeJaeTcsl peIKoe MopakeHne
SIMYHUKOB, YTO, B CBOIO OY€pelb, OCTABJISIET OTKPBITHIM
BOMPOC O IBYCTOPOHHEM yIaJeHUU SUYHUKOB. B cBsI3u
cotum B 2016 . L. Zhigiang  coaBT. aKLIEHTUPOBAJIN BHU-
MaHMe Ha cilyyae JiedeHUs1 Mosiofoi mauueHTku ¢ JIMC
LIeK1 MaTKM, KOTOPOii Oblj1a BBIMIOJIHEHA paguKalbHast
TUCTEPIKTOMUS C ABYCTOPOHHUM yAaJeHUEM SIMYHUKOB,
YTO B MOCJIEAYIOIIEM, HECMOTPSI Ha TPUMEHEHUE 3aMEeCTU-
TEJbHOM TOPMOHAIILHOM TEpAIIMU, KpallHEe YXYIIIUIO Ka-
YECTBO KU3HU XXEHIIUHBI BCJIEACTBUE KIMMAKTePUUECKUX
PaCcCTPOMCTB U B AaJIbHEMIIIEM MPUBEIO K CYULIUY.

[TomoGHO ApyrMM rucTONOTMYECKUM BapraHTaM cap-
KOM, 32 HEKOTOPBIMU UCKIIOYEHUSIMU, OCHOBHOI TMyTh
meTtactazupoBaHus JIMC 1meiiku MaTKy — reMaTOreHHBbIIA.
ITo nanHbIM S. Aminimoghaddam u coaBT., HauboJee ya-
CTOI JJoKaIM3almeit oTaaleHHbIX MeTacTa3oB JIMC ieii-
KU MaTKH sIBJIsTI0TCs ierkue. M. Casanova U coaBT. CO00-
IIUJIU O ciaydyae jgokanudoBaHHoi JIMC mieiiku maTku
y 63-JIeTHE# KEHIIMHBI C METAaCTa3POBAHUEM B JIETKHE
yepes 1 rof mociie MOCTAaHOBKM AHMarHo3a.

CynIecTBYIOT pa3IMYHbIe TPOTHOCTUYECKUE (PAKTOPBHI,
BKJTIOYAsl CTAAUIO OMYXOJIU, CTeleHb N1UdGhepeHIIMPOBKY,
MUTOTUYECKUI UHACKC, pa3Mep OIMyXOJM, BO3pacT U Me-
Horay3aJbHbII cTaTtyc. Cpenn 3TUX (hakKTOPOB CTaaMs,
creneHb AU bepeHIUPOBKU U MUTOTUUYECKUI MHAEKC
OKazaJuCh 00J1ee 3HAUMMbIMU.
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Pojib xuMuoTeparnuu 3KCTpanoJiMpoBaHa OT CapKOM
TeJla MaTKK; HanboJiee 4acTo MCIOJIb3yeMble MperapaThl
BKJIIOUAIOT TOKCOPYOULIMH U UdochamMua. DTOT pexkum
nMeeT 001y yactoty oTBeta 30 % mpu 3amylIeHHBIX
U MeTacTaTudeckux ¢popMax 3adosneBanus [53]. Apyrumm
XUMUOTEPANIeBTUYCCKUMU TIperiapaTaMu SIBJISIIOTCS 1M -
kiodocamMul, reMIUTaOVH 1 IOLIeTaKCell, IPUMEHSIEMbIS
¢ yactoToit orBeTa mpuMepHo 30 % [54]. Psan kmuHULIMCTOB
B Ka4eCTBE aJbIOBAHTHOTI'O JICUCHUST TSl TPOMIAKTUKI
peurarBa 3a00JeBaHUSA NIPEIaraloT Jy4yeByIO TEPAIIUIO
B 1o3e 50 Ip, pazaeneHHoi Ha 25 pakuuii B TeueHue 5 Hel,
¢ nocaeaylollei opaxuteparnueii, coctoseit u3 2—3 ce-
AHCOB; aBTOPHI JOITYCKAIOT BO3MOXHOCTh IPOBEACHMS
BHYTPUIIOJOCTHOM Tepanuy BO BpeMsl JUCTAaHIIMOHHOM
JIy4eBOM TepaITiy JIJIsl yMEHBIIEHUS OOIIe UTMTEIbHOCTH
JIEYCHUS C LIEJIbIO YBEJIMYEHUSI CKOPOCTH MECTHOTO BO3-
IECTBUS Ha OMyXoJb [55, 56].

ITporxo3s pu IMC 1eiiku MaTKU Xy>Ke, YeM TIpu Jpy-
'YX PacIpOCTPaHEHHBIX 3JI0KAYECTBEHHBIX OIYXOJISIX, Ta-
KMX KaK IJIOCKOKJIETOYHBIN pak 1 afeHoKapluHoMma [48].

Co0OcTBeHHble HAOMIOAeHU. 3a 39-JICTHUI MEPUOT
¢ 1980 mo 2019 . B HM UL onkonoruu um. H.H. Ilet-
pOBa 3apeTUCTPUPOBAHO 14 ciTyyaeB capKoOM IIEKKM MaT-
ku. CpeHMIA BO3PACT B3POCJBIX MAIUEHTOK COCTaBUII
55,8 (47—78) roma. B rpynne gereit (n = 3) Bo3pacT mna-
LIMEHTOK Ha MOMEHT ITOCTaHOBKM JMarHo3a 0w 11 mMec,
14 u 15 net. Mopdosornuecku onyxou pacrnpenessinch
caenyrouM oopasom: § ciaydyaeB KapLIMHOCAPKOM, 3 CJTy-
yasg JIMC, 3 cayuasgs PMC (Bce 3 ciyuasa — y neteit).
B rpyririe 60bHBIX ¢ KapIIMHOCAPKOMAMM IIEMKHA MAaTKU
pacrpenejieHue o cTaausaM ObL10 ciaeayromuM: I ctanus
nuarHoctupoBaHa B 4 caydasx, Il ctagust — B 1 ciayyae,
III ctanus — B 1 ciyyae, IV ctagus — B 2 ciyvasix. Bcem
nmanyeHTkaMm ¢ I cragueit 3a00eBaHMs BBITIOJIHEHA pa-
IUKaJbHasl onepalusi B 00beMe MaHTUCTePIKTOMUMN,
JIBYCTOPOHHEI Ta30BOi JTUMManeHIKTOMUU, B aIblo-
BaHTHOM pexXUMe 3 TallMeHTKaM ITpoBeieHa OpaxuTepa-
IHs1, BCE XXMBBI 0€3 MPU3HAKOB pelluanuBa 3a00IeBaHUS,
MenuaHa HabmoaeHus coctaBuia 46 (3—108) mec. Ila-
mueHTke co Il cragueit 3a6oieBaHMS BBHITTOJHEHA palk-
KaJibHas omnepalus, yepe3 70 Mec TMarHOCTUPOBaAH pe-
HUIUB, yepe3 168 Mec 3aperucTpupoBaHa CMEpTh
OT TeHepaJIn3alluy OIyX0JIeBOTO Tpoliecca. IlanmeHTka
¢ I crapueit 3a001eBaHMS TTOTYYMIIA paIUKaTbHbBII Kypc
COYeTaHHO JIyuyeBOIi TepaIniu, BHIObLIA U3 HAOTIONCHUSI.
O06e mauueHTtku ¢ IV ctagueii moayyuian B KauyecTBe
OCHOBHOTO JICYEHHMSI TTOJIMXMMHUOTepanuio, 1 mamueHTKa
yMepJiia uepe3 4 Mec OT Havalia JICUeHUsI, Ipyrasi — yepe3
20 mec. B rpynne JIMC 1 naunenTka 6si1a c [ cranueit,
1 — co II crapueit, y 1 6onbHOI cTagusi He Oblaa

olpeaesieHa; BCeM MPOBEACHO paluKalbHOE XUpypruye-
CKOE JIeUeHHUE, B albIOBAHTHOM PEKMME BBITTOJIHEHA I10-
JIMXUMMOTEPAIIUSI, y BCeX TMarHOCTUPOBAaH PELIMIUB Ue-
pe3 11, 6 u 14 Mec COOTBETCTBEHHO.

PabgomuocapkoMa 1ieiiku MaTK¥ AMarHOCTUPOBaHa
y neBouek 11 mec, 14 u 15 net. [TanmeHTKe B Bo3pacTte
11 mec mpoBeneHa NoauXuMuoTepanus, yeped 10 mec
3aperUCTPUPOBaHAa CMEPTh OT MPOrPECCUPOBAHUS OITy-
X0JIeBOTo Mnpouecca. [IaTHanaTuieTHel naureHTKe mpo-
BEJICH KypC JIEKapCTBEHHOM ITPOTUBOOITYX0JIEBOI TepaIiu
o cxeme VAC ¢ OJIHBIM KIMHUYECKUM OTBETOM, Pe3yJib-
TaT — 67 Mec 0e3 MpU3HAKOB pelnanBa. YeTblpHaIIIATH-
JIETHE# JeBOYKE ITOCJIe [IEPBUKOTHCTEPOPE3EKTOCKOIUM
IO MECTY XMUTEIbCTBA U BepubUKauu 3a00eBaHUS
B HMUWL onkonoruu uMm. H. H. IleTpoBa BbINOJHEHO
IMMOBTOPHOE MCCEUYCHUE OIMYXOJH I'MCTePOCKOMUYECKHU
C 1IeJIbIO TTONBITKY COXPAaHEHUST MaTKM, IIPOBEICHA TTOJIM -
xumuoTepanus o cxeme VAC, 1o JaHHBIM YJITPACOHO-
rpaduu ¥ MarHUTHO-PE30HAHCHOM TOMOTpachyu TaHHbBIX,
YKa3bIBAIOIIMX Ha HAJIMYME OCTATOYHOM OITYyXOJIM, HE T10-
JIy4EHO, OJTHAKO MPY KOHTPOJBHOM IMCTePOPE3eKTOCKO-
MUK T10CJIe OMOTICUM IIEHKU MAaTKU TMCTOJOTMYECKHU
Bepu(pUILIMPOBaH TPOAOKEHHBII POCT OITyXOJIU; BBITIOJ -
HeHa paavKajibHas TUCTEPIKTOMMUs 0e3 mpuaaTkos. [1a-
LIMEHTKA Ha JaHHBI MOMEHT HaXOAUTCSI IO/ HabIIo1e-
HUeM 0e3 IPU3HAKOB pelMInBa 3a00JIeBaHMS.

3akniouenue

CapKoMbI BYJIbBbI, BJIarajuiia 1 IeiKu MaTKu — pefi-
KH€ 3710KaueCTBEHHbIE HOBOOOPA30BaHUsI, XapaKTepu3y-
folecs HecneunUIeCKUMU KIMHUYECKUMU TTPOsIBJIe-
HUSIMU, arPECCUBHBIM TEYEHMEM U BBICOKOM JIETATbHOCTBIO.
K Hacrosiiemy BpeMeHU OTCYTCTBYIOT CTaHIAPTHI IO AU~
ArHOCTUKE Y JIEYEHUIO JAHHOTO TUIIA OITYyXOJIEH, CYIIIECT-
BYIOLLIME PEKOMEHIALIMU OCHOBAHbI HAa €AMHUYHBIX Ha-
OJIIOICHUSIX 1 MHEHUM 9KCTIEPTOB.

B umeroimxcs myonukanmsix, Kak v 1o pesyjsraTaM
COOCTBEHHBIX HAOJIIOIEHU T, CAPKOMBI HUKHETO KEHCKO-
O TTOJIOBOTO TPaKTa Yyalle AMarHOCTUPYIOTCS Y MAMEHTOK
crapuie 50 jeT, MCKIIIOUeHUEM SIBJISIIOTCST pabgoMuocap-
KOMBI, KOTOPbIE MPEUMYIIIECTBEHHO MOPAXAIOT AETEH.
Heb6naronpustHelil Magonpeacka3yeMblil IPOTHO3 CBSI3aH
C BBICOKMM METacTaTUYECKUM MOTEHIIMaJIOM HOBOOOpa-
30BaHUM, a TAKXKE 3aBUCUT OT pa3Mepa, CTENEHU UHBA3UU
U MUTOTUYECKOW AKTUBHOCTbHIO MEPBUYHOUN OITYXOJIU.
OCHOBHBIMM METOJAMU JIEUEHHUSI OCTAIOTCSI XUPYpruye-
CKUMA, JTy4EBOM, JIEKAPCTBEHHBIA — KaK B MOHOPEXKUME,
TaK 1 B KoMOuHanuu. OgHako eAMHBIX peKOMEHAalui
HE CYIIECTBYET, YTO TpeOyeT OpraHu3alui MHOTOLIEHTPO-
BbIX MEXIYHAPOIHBIX UCCIIETOBAHUIA.

/] Gynecology

Tunekonorusa

(@)
—



/| Gynecology

Tunexkonorus

(=N
[\

—_

10.

11.

12.

13.

14.

15.

16.

17.

ONYXO0N XKEHCKOWN PENPOAYKTUBHOM CUCTEMbI

. Manor A. Sulfanilamid: its use in the

treatment of gonorrhea of the lower geni-
tal tract of the female. Cal West Med
1938;49(3):208—10.

. Newman P.L., Fletcher C.D. Smooth

muscle tumours of the external genitalia:
clinicopathological analysis of a series.
Histopathology 1991;18(6):523—9.

. Salehin D., Haugk C., William M. et al.

Leiomyosarcoma of the vulva. Eur J
Gynaecol Oncol 2012;33:306—38.

. Dewdney S., Kennedy C.M.,

Galask R.P. Leiomyosarcoma of the
vulva: A case report. J Rep Med
2005;50:630—32.

. Shankar S., Todd P.M., Rytina E. et al.

Leiomyosarcoma of the vulva. J Eur Acad
Dermatol Venerol 2006;20:116—7.

. Aartsen E.J., Albus-Lutter C.E. Vulvar

sarcoma: clinical implications. Eur J Ob-
stet Gynecol Reprod Biol 1994;56
(3):181-9.

. Gonzalez-Bugatto F., Anon-

Requena M.J., Lopez- Guerrero M.A. et
al. Vulvar leiomyosarcoma in Bartholin's
gland area: A case report and literature
review. Arch Gynecol Obstet
2009;279:171—4.

. Mensch L.S., Trask C.E., Eltab-

bakh G.H. Leiomyosarcoma of the vulva:
A brief communication. Eur J Gynaecol
Oncol 200;21:61.

. Rawal N., Saridogan E., Khan N. et al.

Leiomyosarcoma of the vulva in associa-
tion with lichen sclerosus. J Obstet Gyn-
aecol 2005;25:87—8.

Zucker P.K., Peng T.C. Vulvar leiomyo-
sarcoma in pregnancy. Am J Obstet Gy-
necol 1990;162:164—6.

Losch A., Joura E.A., Stani J. et al. Leio-
myosarcoma of the vulva. A case report.
J Rep Med 2001;46:609—12.

Nielsen G.P., Rosenberg A.E., Ko-
erner F.C. et al. Smooth-muscle tumors
of the vulva: A clinicopathological study
of 25 cases and review of the literature.
Am J Surg Pathol 1996;20:779—93.
Otoide V., Okobia M., Aligbe J. et al.
(2002) Vulvar leiomyosarcoma: A case
report in a Nigerian woman. Surg Tech
Int 2002;10:71-3.

Levy R.A., Winham W.M., Bryant C.S.
et al. Smooth muscle neoplasms of the
vulva masquerading as Bartholin gland
duct cysts. Proceedings 2014;27:25—7.
Williams N.P., Williams E.,

Fletcher H. Smooth muscle tumors of
the vulva in Jamaica. West Ind Med J
2002;51:228—-31.

Patnayak R., Manjulatha B., Srinivas S.
et al. Leiomyosarcoma of the vulva.

Ind J Pathol Microbiol 2008;51:448—9.
Kuyumcuoglu U., Kale A. Homologous
type of malignant mixed Mullerian tumor
of the uterus presenting as a cervical

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31

32.

O630pHbie cmambvu

mass. J Chin Med Assoc 2009;72:533-5.
Guy J.B., Trone J.C., Casteillo E et al.
Carcinosarcomas in female genital tracts:
General review. Bulletin du Cancer
2014;101:760—4.

Grigore M., Ilea C., Terinte C. et al.
Heterologous type of malignant mixed
Muillerian tumor of the uterus presenting
as a vulvar mass. Eur J Gynaecol Oncol
2014;35:458—60.

Bogani G., Cromi A., Uccella S. et al.
Dermatofibrosarcoma protuberans of the
vulva. J Obstet Gynaecol 2014;14:1-2.
Edelweiss M., Malpica A. Dermatofibro-
sarcoma protuberans of the vulva: a clini-
copathologic and immunohistochemical
study of 13 cases. Am J Surg Pathol
2010;34(3):393—-400.

Ozmen E., Guney G., Algin O. Magnetic
resonance imaging of vulvar dermatofi-
brosarcoma protuberans — report of a
case. Radiol Oncol 2013;47:244—6.
Hammonds L.M., Hendi A. Dermatofi-
brosarcoma protuberans of the vulva
treated using mohs micrographic surgery.
Dermatol Surg 2010;36:558—63.

Neff R., Collins R., Backes F. et. al.
Dermatofibrosarcoma protuberans:

A rare and devastating tumor of the vulva.
Gynecologic Oncology Reports
2019;28:9—11.

Hartley A.L., Birch J.M., Blair V. et al.
Patterns of cancer in the families of chil-
dren with soft tissue sarcoma. Cancer
1993;72:923-30.

Stout A.P. Rhabdomyosarcoma of

the skeletal muscles. Ann Surg
1946;123:447-72.

Jemal A., Siegel R., Ward E. et al. Cancer
Statistics, 2007. Cancer J Clin 2007;57
(1):43—66.

Behtash N., Mousavi A., Tehranian A. et
al. Embryonal rhabdomyosarcoma of the
uterine cervix: case report and review of
the literature. Gynecol Oncol 2003;91
(2):452-5.

Ferguson S.E., Gerald W., Barakat R.R.
et al. Clinicopathologic features of rhab-
domyosarcoma of gynecologic origin in
adults. Am J Surg Pathol 2007;31:382—9.
Cessna M.H., Zhou H., Perkins S.L.

et al. Are myogenin and myoD1 expres-
sion specific for rhabdomyosarcoma?

A study of 150 cases, with emphasis on
spindle cell mimics. Am J Surg Pathol
2001;25:1150—7.

Reynolds E.A., Logani S., Moller K.,
Horowitz I.R. Embryonal rhabdomyo-
sarcoma of the uterus in a postmeno-
pausal woman. Case report and review
of the literature. Gynecol

Oncol 2006;103(2):736—9.

Kim B.H. The vagina and vulva. In:

Kim S.H., McClennan B.L., Out-

waer E.K. Radiology illustrated: Gyne-

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44,

cologic Imaging. Philadelphia: Elsevier
Saunders, 2005. Pp. 807—809.

Peters W.A., Kumar N.B., Ander-

sen W.A., Morley G.W. Primary sarcoma
of the adult vagina: Aclinicopathologic
study. Obstet Gynecol 1985;65:699—704.
Ciaravino G., Kapp D.S., Vela A.M. et
al. Primary leiomyosarcoma of the va-
gina. A case report and literature review.
Int J Gynecol Cancer 2000;10:340—7.
Khosla D., Gupta R., Srinivasan R. et al.
Sarcomas of uterine cervix: clinicopatho-
logical features, treatment, and outcome.
Int J Gynecol Cancer 2012;22(6):1026—30.
Ahram J., Lemus R., Schia-

vello H.J. Leiomyosarcoma of the vagina:
Case report and literature review. Int J
Gynecol Cancer 2006;16:884—91.
Andrassy R.J., Wiener E.S., Raney R.B.
et al. Progress in the surgical manage-
ment of vaginal rhabdomyosarcoma:

a 25-year review from the Intergroup
Rhabdomyosarcoma Study Group. J Pe-
diatr Surg 1999;34(5):731—4; discussion
734-5.

Martelli H., Oberlin O., Rey A. et al.
Conservative treatment for girls with
nonmetastatic rhabdomyosarcoma of the
genital tract: A report from the Study
Committee of the International Society
of Pediatric Oncology. J Clin Oncol
1999;17:2117-22.

Walterhouse D., Watson A. Optimal
management strategies for rhabdomyo-
sarcoma in children. Pediatric Drugs
2007;9:391-400.

Raney R.B., Anderson J.R., Barr EG.

et al. Rhabdomyosarcoma and undiffer-
entiated sarcoma in the first two decades
of life: A selective review of intergroup
rhabdomyosarcoma study group experi-
ence and rationale for Intergroup Rhab-
domyosarcoma Study V. J Pediatr Hema-
tol Oncol 2001;23:215-20.

Kirsch C.H., Goodman M., Esiash-

vili N. Outcome of female pediatric pa-
tients diagnosed with genital tract rhab-
domyosarcoma based on analysis of cases
registered in SEER database between
1973 and 2006. Am J Clin Oncol
2014;37:47-50.

Neesham D., Kerdemelidis P.,

Scurry J. Primary malignant mixed Miil-
lerian tumor of the vagina. Gynecol
Oncol 1998;70(2):303—7.

Babarovi¢ E., Sladoljev K., Perin E. et al.
Primary carcinosarcoma of the vagina as-
sociated with differentiated squamous in-
traepithelial neoplasia in a patient with
complete uterine prolapse: case report
and review of the literature. Int J Surg
Pathol 2018;26(4):370—6.

Parkin D.M., Bray F,, Ferlay J. et al.
Global cancer statistics, 2002. CA Can-
cer J Clin 2005;55:74—108.



45.

46.

ONYXONIU KEHCKON PENPOAYKTUBHOM CUCTEMDbI

Ob630pnbie cmambvu

Wang S.S., Sherman M.E.,

Hildesheim A. et al. Cervical adenocar-
cinoma and squamous cell carcinoma
incidence trends among white women
and black women in the United States for
1976—-2000. Cancer 2004;

100:1035—44.

Smith H.O., Tiffany M.F., Qualls C.R.,
Key C.R. The rising incidence of ade-
nocarcinoma relative to squamous cell
carcinoma of the uterine cervix in the

49.

50.

5

—

and outcomes. Gynecol Oncol
2010;118(2):134-8.

Sunwoo J.G., Cho I.S., Jeon S. et al.
A case of malignant mixed Miillerian
Tumor (MMMT) of the uterine cervix.
Obstet Gynecol Sci 2008;51:350—4.
Laterza R., Seveso A., Zefiro F. et al.
Carcinosarcoma of the uterine cervix:
case report and discussion.

Gynecol Oncol 2007;107:98—100.

. Lloyd R.V., Hajdu S.I., Knap-

54.

the uterine cervix associated with preg-
nancy: a case report and review of litera-
ture. Gynecol Oncol Rep 2016;
17:45-8.

Sutton G., Blessing J.A., Malfe-

tano J.H. Ifosfamide and

doxorubicin in the treatment

of advanced leiomyosarcomas

of the uterus: a Gynecologic

Oncology Group study. Gynecol Oncol
1996;62(2):226—-9.

United States — a 24-year population- per W.H. Embryonal rhabdomyosarcoma  55. Mittal S., Verma Y.P., Kumar T. Pri-
based study. Gynecol Oncol in adults. Cancer 1983;51(3):557—65. mary leiomyosarcoma of cervix: now
2000;78:97—105. 52. Dhull A.K., Kaushal V., Marwah N. The it counts! Int J Curr Res 2017;9

47. Wright J.D., Rosenblum K., uncovered story of leiomyosarcoma of (4):49398—-401.
Huettner P.C. et al. Cervical sarcomas: the cervix: a rare case report and review 56. Khosla D., Gupta R., Srinivasan R. et al.

48.

an analysis of incidence and outcome.
Gynecol Oncol 2005;99:348—51.

Bansal S., Lewin S.N., Burke W.M. et al.
Sarcoma of the cervix: natural history

53.

of literature. BMJ Case Rep 2013;2013.
PII: bcr2013008616.

Whitcombe D.D., Valente P.T.,
Acosta O.M. et al. Leiomyosarcoma of

Sarcomas of uterine cervix: clinicopath-
ological features, treatment, and out-
come. Int J Gynecol Cancer
2010;22(6):1026—30.

Bkianx aBropoB

K.B. Cadponona, E.A. Yabpux: pazpaboTka nmu3aiiHa vcciaeI0BaHUsI, HATTMCAHUE TEKCTa PYKOIUCH, 0030p MyOIMKaIIUiA 10 TeMe CTaThbH, aHAIN3
MOJTYYEHHbIX JaHHBIX;

A.C. ApTeMbeBa: HalMCaHKe TEKCTa PYKOTIMCH, aHATN3 TIOJTYYSHHBIX TaHHBIX;

A.O. Hiorauen, A.A. Cunopyk, O.A. CmupHoBa, 1.B. bepnes: aHamm3 MoTydYeHHBIX TAHHBIX;

H.A. Mukas: mojsydeHue JaHHBIX T aHAJIN3a;

A.@. YpmaHueeBa: pa3paboTKa Tu3aiiHa UCCIIeIOBAHMS, HATTMCAHNE TEKCTa PYKOITHCH.

Authors’ contributions

K.V. Safronova, E.A. Ulrikh: developing the research design, article writing, reviewing of publications of the article’s theme, analysis of the obtained data;
A.S. Artemyeva: article writing, analysis of the obtained data;

A.O. Nyuganen, A.A. Sidoruk, O.A. Smirnova, I.V. Berlev: analysis of the obtained data;

N.A. Mikaya: obtaining data for analysis;

A.FE. Urmancheeva: developing the research design, article writing.

KonhmkT uHTEpeCcOB. ABTOPHI 3asIBJISIOT 00 OTCYTCTBUM KOH(BIUKTA MHTEPECOB.
Conflict of interest. The authors declare no conflict of interest.

Crartbs nocrymuna: 09.07.2019. IlpunsTa k myoankamuu: 16.08.2019.
Article received: 09.07.2019. Accepted for publication: 16.08.2019.

/] Gynecology

Tunekonorusa

(@)
[O8)



