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NEYEHWE JIEAOMUOCAPKOM MATKM

A.A. ®egeHko, A.A. KoHeB, B.A. lopbyHoBa
@rbYy POHL] nm. H.H. baioxuHa PAMH, MockBa

Cmamws nocesujena 0630py nedenus aetomuocapkom mamxu. Ha ocnoeanuu 0aHHbIX pasiuuHuIx ucciedosanuti mvl pe-
KoMeHOyeM nposooums ciedyiowue smanvl iedenus. Xupypeuveckoe aevenue 6 oobeme naueucmepIKmomuu 00uHCHO 0051
3amenbHO NPOBOOUMBCS NPU MECHMHOPACHPOCMPAHEHHOM 3a001e8aHul, Oaiee 803MONCHA AObIOSAHIMHASL XUMUOMEPANUS,
HO peuteHue OONNCHO NPUHUMAMbCSL UHOUBUOYATIbHO. AJbloganmuas iyuesas mepanus He NOKA3aHd, Max KaK 9mo He yee-
auuusaem oowyo vidcueaemocms. OCHOBHBIM MEMOOOM JeUeHUst OUCCEMUHUPOBAHHBIX JICIOMUOCAPKOM MAMKU SGIACNCS
KOMOUHUPOBAHHAs XumMuomepanusi. B nepeoil tunuu ievenus Mol peKoMeHoyem nPUMeHsms KOMOUHUPOBAHHbIE CXeMbl ieye-
HUsL ¢ 8KIIOYEHUeM ugochamuoa, dokcopybuyuna, oakapbasuna u cemyumaduna, ooyemarcena. Monomepanust mpabexme-
ounom 8 sude 24-uacosoti un@y3uu NOKA3aIa XOPOwUll NPOYeHMm ONUMETbHbIX CIAOUTUIAYUT U MONCEM NPUMEHSINBCS 60
6mopoii u bonee nunuu ievenus. [lpumenenue 2opmMonanbHoOl Mepanuu 603MONCHO 8 KaHeCcmee NOO0EPHCUBAIOU €20 TeYeHUs
NpU NONOACUMENLHOM CINANyce Peyenmopos CMepoUOHbIX 2OpMOHO8 8 onyxonu. Pewenue o xupypeuueckom nevenuu oucce-
MUHUPOBAHHO20 NPOYECCa OONNHCHO NPUHUMAMBCSL UHOUBUOYATILHO.

Knwueswvie cnosa: JIEUVOMUOCCIPKOMbl MAMKU, xumuomepanus, COpMmOHOmMepanusl.
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TREATMENT OF UTERINE LEIOMYOSARCOMA

A.A. Fedenko, A.A. Konev, V.A. Gorbunova

N.N Blokhin Russian Cancer Research Center, Russian Academy of Medical Sciences,
Moscow, Russian Federation

This article is a review of uterine leiomyosarcomas treatment options. Based on the data from different trials we recommend
the following steps of treatment. Surgery: panhysterectomy, must be done in localized disease, further adjuvant chemotherapy
is possible, but the decision should be taken individually. Adjuvant radiation therapy is not recommended due to low influ-
ence on overall survival. Advanced uterine leiomyosarcomas should be treated by combined chemotherapy. As a first line
we recommend combined regimens including doxorubicin, dacarbazine, ifosfamide and gemcitabine, docetaxel. Trabectedin
monotherapy as a 24-hour infusion showed good result in long-term stabilizations and can be used as a second or further
lines of treatment. Hormone therapy is possible as supportive treatment if status of steroid hormone receptors in the tumor is
positive. The decision on second look surgery in advanced disease should be discussed individually.

Key words: uterine leiomyosarcomas, chemotherapy, hormonotherapy.

CapkoMbl MATKH — JIOCTaTOYHO pENIKUE 37I0Kaye-
CTBEHHBIE OITyXOJIH MaTKH, KOTOPbIE COCTaBISIOT IO
3% Bcex 37I0KaueCTBEHHBIX HOBOOOpa30BaHM MaT-
ku [1, 3] 1 okomo 7% capkoM MATKHX TKaHEH. BhIsBIIs-
IOTCS C 9aCTOTOW OuH-ABa ciydas Ha 100 TeIcSY KeH-
ckoro Hacenenws [1, 2]. Hanbomee gacTo BCcTpedaeTcs
nefiomuocapkoMa (mpubmamsutensHo B 40% Habmrome-
HUH), CTPOMAIIbHBIE OMYXOJIM DHIOMETpHs, Heaudde-
PEHLUPOBAHHBIEC CAPKOMBI, KAPLIUHOCAPKOMBI.

JleiiloMHOCApPKOMBI MAaTKH

JlefilomuocapkoMbl MaTku 3aHMMaOT 10 40% ciy-
yaeB Bcex capkoM MaTku [3]. B cpenHem msTuineTHsA
o011as BEDKMBAEMOCTh Kojiebiercs ot 18,8% 10 65%
JUTS Bcex cTaauid u oT 52% no 85% nis mepBoit craauu
3a0osneBanus [4, 5, 6].

JleyeHre MeCTHOPACIIPOCTPAHECHHBIX JICHO-

MHUOCAPKOM MATKH

OCHOBHOW METOJT — XHUPYPTHUYCCKOE JICUCHHE
B 00beme manrucreprkromuu [7, 8, 9, 10]. MoxHO
COXpPAaHUTh SUYHUKU y OONBHBIX B IpPEMEHOIay3e
WM C paHHE# craauei 3a00aeBaHus, TaKk Kak 3TO HE
BIIMSIET HA BEDKUBAeMOCTh [9, 11], omHako Bompoc 10
CHX TIOp OCTAaeTCs MUCKYTaOEIbHBIM C YU4€TOM TOTO,
yto B 30% HaONIONEHHUI OIyXOJeBhle KIETKH DKC-
MPECCUPYIOT PEUENTOPbl ICTPOrEHOB U MPOIreCTepPO-
HOB. VcceueHre Ta30BBIX W MapaaopTaJbHBIX JTUM-
(daTuueckux y3J0B HE PEKOMEHJOBAaHO, TaK Kak
nopakeHue HabyogaeTcsi B MeHee ueM 3% HalOutoze-
Huit [11]. JleitoMmrocapkoMbl MAaTKH METACTa3UPYIOT
pPaHO W MPEUMYIICCTBEHHO IEMaTOTCHHBIM IyTEM,
Yarie BCETO B JICTKHE.
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[Tocneoneparmonnas my4esas tepanus (JIT) ve yBe-
JIMYUBAET OOIIyI0 BbDKHMBaeMocTh [12]. KpymHeiimee
OIyONTMKOBAaHHOE WCCIieAoBaHne w3 HarmoHanbHOH
Omnxonorndeckoir baser (National Oncology Database)
BKJIFOUMJIO 3650 manueHToB ¢ capkoMaMu Matku. B rpyn-
e ¢ MECTHOPACHPOCTPAHEHHBIMHU JIEHOMHOCAPKOMaMH
Marku 131 manueHTKe MPOBOAMIIACH MOCIIEOTIePAITOH-
Hast JIT u 398 nanmenTkam He npoBoauiack. B msatuner-
HEM TIepHO/Ie HAOIFOICHUS] 0TMEYAJIOCh CHIDKCHUE PUCKA
MecCTHOro perunusa ¢ 16% mo 2% B rpyrme, rie npoBo-
mack JIT, onqHako o0lasi BBDKUBAGMOCTh HE pa3iiiya-
nack [13]. PannomusupoBanHoe uccnenosanue 11 ¢asebl,
nposenenHoe European Organisation for Research and
Treatment of Cancer (EORTC) [14], Brmroumiio 224 narm-
€HTKH C TIePBOH 1 BTOpoi cTaamsMu 3aboneBannst. bomib-
HbIe OBLTH pa3neNieHsl Ha rpyminy, nomydasiryto JIT COJL
50,4 I'p B TeueHue IITU HEAEIb, U KOHTPOJIbHYO0. Mccne-
JIOBaHWE JTHJIOCH B TedeHHe 13 jer. ['mcromormyeckre
MOATHUTIBL: Jieliomurocapkoma — 103 HaOmroneHus, Kap-
nuHOcapkoMa — 91 ¥ cTpoMasbHBIC OITyXOJH SHIOMET-
pust — 28. Oueneno 219 nammentok. be3zpeuuaushHas
BBDKHMBaeMoCTh coctaBmia 53% B rpymme ¢ JIT u 50%
B KOHTPOJIBHOM rpytine. O0Iasi BBbKUBaeMOCTh CYILIECT-
BEHHO He ornyaercs: 58% u 56% COOTBETCTBEHHO.

Merta-ananu3 2008 rosia BKIIOUHI HOBBIE HCCIIE0-
BaHUs, ] NMPUMEHSJIUCh KOMOMHHPOBAHHBIE CXEMbI
XIUMHOTEPAIHH 1 BEICOKOZO3HbIE PeKUMBI. Pe3ynbrars
TTOKa3aJId yBETHMUCHNE Oe3PECITMINBHON 1 00TIEH BEIKH-
BaeMOCTH TIPW HCIIOJIb30BAHUM KOMOWHUPOBAaHHBIX
cxeM [15]. EORTC Soft Tissue and Bone Sarcoma
Group(STBSG) cpaBHMIa NpUMEHEHHUE MSTH LMKIOB
JokcopyounuHa u nudochamMuaa ¢ KOHTPOJILHON TpyII-
noii. Bxmrouena 351 mamueHTKa ¢ MPOMEKYTOYHOU
1 BBICOKOM CTEIMEHBIO 3JI0KaY€CTBEHHOCTH OITyXOJIH.
[Iarunernsis Oe3peruauBHas 1 o0IIast BBLKUBAEMOCTh
CylIeCTBeHHO He ommyaroTcs. French Sarcoma Group
(FSG) onybnukoBasia peTpocnekTHBHBIN aHanmu3 1500
MAIUEeHTOK, Pe3yJIbTaThl KOTOPOTO MOKA3bIBAIOT 3HAYH-
TeNbHOE yBenmdeHue Oe3peruanBHOil (58% mpotus
49%) u oOmeli BepKHBaeMoctH (58% mpoTtuB 45%),
HO TOJIBKO JUTS CApPKOM C BBICOKOH CTENEHBIO 3II0Kade-
cTBeHHOCTH[16].

PanoMu3upoBaHHOE HCCIEIOBAaHKE, MPOBEICHHOE
Gynecologic Oncology Group(GOG), cpaBHUBAO ajb-
FOBaHTHOE IPUMEHEHHE JIOKCOPYOUIIMHA B MOHOPEIKUME
C KOHTPOJIBHOU rpynmoil. Bkirouanuck OonbHEIE C Jeiio-
MHOCApKOMaMH U KaHIMPOCAPKOMAMH MarKH, ¢ U 0e3
JIT. Puck pa3BuTtHs permayBa ObUT CHUXEH ¢ 66% 10
44% B TpymIe ¢ XUMHOTEpAIyei, HO TOJIBKO ISl JieHo-
MHOCapKOM Marku. J[aHHbIE OCHOBaHBI Ha HEOOJBIIOM
KOJTMYECTBE HAOMIOACHUN M CTaTUCTUYECKH HE 3HAYH-
MEI [17].
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B ucciaenoBanuu SARC 005 orneHuBanach 3pdek-
TUBHOCTh JICUCHHSI TEMITUTAOMHOM W JIOTICTAKCEIIOM
B TEUEHHE YETHIPEX LMKIIOB, Jajiee JOKCOPYOMIIMH —
YeThlpe MUKIa. [ITUTenbHOCTh HAOMIOMeHNST COCTaBHIIa
TpH roza. BxiroueHo 47 nauueHTok ¢ JeioMruocapkoMa-
MU MaTKH{ BBICOKOW CTETIeHH 3JI0KadecTBeHHOCTH. be3pe-
[IUIUBHASI BBDKUBAEMOCTh B TEUCHHUE JIBYX JIET COCTaBH-
na 78%, B Teuenue Tpex jet — 50%, 4yTO 3HAYUTEILHO
BBIIIIE TI0 CPABHEHUIO C UCTOPUYECKOM IPyMIoil KOHTPO-
ns (0e3 ajproBaHTHOW xwMuoteparuu) [18]. M3ydenue
atoii cxembl HaxoauTcs B 111 haze paHmoMu3npoBaHHOTO
nccienoBanus [19].

Jleyenune pacnpocTpaHeHHbIX

JIHOMHOCAPKOM MATKH

OCHOBHBIE METOABI — CHUCTEMHas XUMHUOTECpAIius,
TOPMOHAJIbHASI U TapreTHas Tepanuu. Pemenue o nmpose-
JACHUUN XUPYPIUYICCKOI'o JICUCHUA NOJIKHO NPUHUMATLCA
WHIUBUIYaTbHO.

Mono-xumuomepanusn

Hecmotpst Ha MHOXECTBO HCCIIeJOBAaHUH, BKITIOYAs
I das3el wuccnenoBaHul, KOJIMYECTBO IPENapaToB
¢ akTUBHOCTBIO Oonee 15-20% HeBenMKo — aHTpalrK-
JIMHBL, JIOKCOPYOHMIIMH W SnupyOounuH, udochamun,
remMiuTabuH, nakapOasuH u TeMmo3osomuna. Bcero
HECKOJIBKO PaHIOMH3WPOBAHHBIX HCCIICOBAHMAN TTOKa-
3BIBAIOT COMOCTABUMYIO 3PPEKTUBHOCTD TOKCOPYOHITH-
Ha ¥ snupyounrmHa [20, 21], gokcopyourmaa u udoc-
dammuna [22], npeBocxoncTBo udochamuia HaJl IUKIO-
dochamunom [23] u orcyTcTBHE YDDEKTHBHOCTH J0IIE-
TaKcesa Kak B TIEPBOi, Tak U BO BTOPOH JMHUSIX Jiede-
Hus [24]. lemuuradbus 3 dexTrBeH y manueHToK ¢ JIei-
oMuocapkomamu Matku B 21% [25].

Temo30moMuI MPUMEHSIICS y 26 OONBHBIX C pacpo-
CTpaHEHHBIMH CapKOMaMH MSTKHX TkaHeil. OTBer Ha
nievyeHre HaOIIoIacsl TONBKO Y TAalMEHTOB C JIEHOMHUO-
CapKOMOM pPa3IMYHOTIO TMPOHMCXOKICHUS U COCTABHII
18% [26]. TpaGeKTuIH — HOBBII IIUTOCTATHK, KOTOPBIN
TIO/IABIISICT TPAHCKPUIIIIMIO TEHOB M B3aWMOJICHCTBYET
C CHCTEMOW pemapanyuyd HYKICOTHIOB, CBS3aHHOU
¢ TpaHckpuped. OH CBA3bIBACTCS C Majoi OOpo3AKOn
JHK, B pesymsrare yero crnwmpanp JHK wmsrubaercs
B CTOPOHY OOJIBIION OOpO3AKH. DTO 3aITyCKaeT KacKall
MPOLIECCOB, BIUSIOIUX Ha (PaKTOPbl TPAHCKPHUIILUH
JIHK, 6enku, csa3biBaronecs ¢ JIHK, u mexaHu3mbl
penaparmu JIHK, 4to, B KOHEUYHOM HTOTE, MPUBOIUT
K HapyIIEHHIO KJIeTOUHOro IMKia. OH 1moka3ai CTaOuiIn-
3aIuio mporiecca B 56% ciiyyaeB y MalMEHTOK C JICHOMH-
ocapkoMamu Matku [27]. 24-qacoBast HH(Y3HUs pa3 B TpU
HeJIeNT MeeT Oolree BHICOKYIO MeTMaHy BEDKHBAEMOCTH
0e3 mporpeccupoBanus (3,3 Mecsma) 1Mo CpaBHEHHUIO
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¢ exeHenenbHol uHpy3ue (2,3 mecsua) [28]. Perpo-
CTIEKTHBHBIN aHaiHM3 66 ciyyaeB JeHOMHOCAPKOM MaTKu
rokazan B 16% HaOIroneHwid YacTUIHBIA OTBET U B 35%
cTabmnm3anuio 3aboieBaHus. 6-MecsvHas BBDKHBAe-
MocTb 0e3 mporpeccupoBanusi cocrasmia 33% [29].

Opubymun (Eribulin), HOBBIIF HHTHOUTOP MHUKpPOTY-
OynuHOB, m3ydaics Bo Il ¢aze muccnenoBanus npu pac-
MPOCTPAHEHHBIX CapKOMaX MSTKHX TKaHeH, MpOBEIeH-
Horo EORTC Soft Tissue and Bone Sarcoma
Group(STBSG). 128 nmanueHToK BKIIOUYEHO B MCCIIENO-
BaHWe. MenraHa BpeMEHH JI0 POrPeCCUPOBAHUSI COCTa-
Bwia 12 nenens. OTBeT Ha JieyeHne coctaBui 32% npu
neiiomuocapkomMax U 47% mnpu mumocapkomax [30].
CpaBHenre 3pQeKTHBHOCTH dpUOYITMHA U JlakapOa3uHa
Yy TAIMEeHTOK C JIEHOMHOCApPKOMaMH M JIUITOCApKOMaMH
B Hacrosiee BpeMs Haxoautes Ha Il daze pangommsu-
pOoBaHHOrO Uccaenoanus [31].

Komobunuposeannas xumuomepanus

D¢ PeKTHBHOCTH COBPEMEHHOM KOMOMHHUPOBaHHOM
xumuoteparnuu cocrapisiet oT 40% no 50% i mauues-
TOK C PaclpOCTPaHCHHBIMU CapKOMaMHU MSTKUX TKa-
Heii [32].

Hccnenoranue KoMOWHAIMM JTOKCOPYOUIIMHA C Jia-
KapOa3MHOM ISl JICUCHHS TTAIIMEHTOK C CAPKOMaMH Mart-
KA HE TI0Ka3ajo YBEIMYCHUs OOBEKTHBHBIX OTBETOB,
BpPEMEHH JI0 IPOTPECCUPOBAHUS M OOIIIEH BEKHBAEMOC-
TH TI0 CPaBHEHHUIO C JIOKCOPYOWIIMHOM B MOHOPEKH-
Me [33]. OpHako Apyroe HCCIETOBAHUE IOKA3bIBACT
3HAUYUTETHHOE PEBOCXO/ICTBO JJOKCOPYOHUIIMHA U JJaKap-
0azuHa. OO0bEeKTHBHBIN 0TBET cocTaBuil 30% 110 cpaBHe-
Huto ¢ 18% mia MoHoTepanuu gokcopyOunyHoM. [lan-
HbIE 00IIICH BBKHMBAEMOCTH HE PA3UUAIUCh [34].

Eastern Cooperative Oncology Group (ECOG) mpo-
Bella TIepBOE PaHIOMU3UPOBAHHOE HCCIICNOBAHUE, TIC
CpaBHMBAJICS TOKCOPYOUIIMH B MOHOpEKUME (80 Mr/m?),
nokcopyounma (60 mr/m?) ¢ udochamuaom (7,5 r/m?)
U nokcopyourms (40 mr/m*) ¢ MmeramuniiaoM (8 Mr/m?)
u mmcmiatuaoM (60 mr/m?). B rpymme, momyvaBineit
JIOKCOPYOHIMH ¢ UdocHaMHIOM, FaCTOTa OOBEKTHBHBIX
oTBeTOB cocTaBmia 34% npotus 20% B TpymIe JOKCOpy-
OurmHa B MOHOpexuMe. Taxke oTMedanach TeH/ISHIINS
K YBEJIMYEHHIO O0IIeH BBKUBACMOCTH TIPY TPUMEHEHUH
nokcopyourmaa ¢ udochamMuaom, MO CpPaBHEHUIO
C JIOKCOPYOHLIMHOM B MOHOPEKUME, OTHAKO CTaTUCTUYE-
CKasl IOCTOBEPHOCTh HE IOCTUTHYTa [35].

Bropoe uccnenosanne npooguiocs EORTC Soft
Tissue and Bone Sarcoma Group (STBSG): cpaBauBain
JOKCOPYOUIIMH B MOHOpe:kuMe (75 Mr/m?), ToKcopyou-
i (50 Mr/m?) ¢ udochammmom (5 r/m?) u rmkitodocda-
MHJ, BUHKPUCTHH, aJpUAMHUIMH U JakapOa3uH
(CyVADIC). YacToTa 0O0BEKTHBHBIX OTBETOB COCTaBHIIA
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23%—28%, 1 HUKaKHUX Pa3InIuil MEeKAy Tpems rpyIina-
MU He HaOIronanocs [36].

Hpyroe wucciaemoBanue, mpoBomuMoe Southwest
Oncology Group (SWOG) and Cancer and Leukemia
Group B (CALGB), onienuBaino 3ppeKTHBHOCTh CXEMBI
Odokcopybuyun  dakapbasux B KomOuHamu ¢ udocda-
MHIOM Win 6e3 Hero. Mcnoms3oBamuch 10361 60 Mr/m>?
nokcopyounmaa, 1000 mr/m? nakapb6asuna u 7,5 r/m?
udochamuna. B cepenune nccenoBanus n03a udocda-
MHJIa peIyLUpOBaHa 10 6 I/M? B CBSI3U C BBIPOKCHHOMN
muenocynpeccueir. Cxema ¢ udochamMuioMm mnokaszaia
CTaTUYECKH 3HAYMMOE YBEJIMYCHHE YMCIIa OOBEKTUBHBIX
OTBETOB U BpeMeHH J10 iporpeccupoBanus [37]. Onqnako
yBeJIn4eHHE 00IIeH BEDKHBAEMOCTH HE ObLIIO IOCTHTHY-
TO, CKOpee BCEro, m3-3a NpuMeHeHus ndochamuna Bo
BTOPOM JINHUU JICUCHHUS.

3aBepIieHo OOIBIIOE WCCIeIOBAHKE, TTPOBEICHHOE
EORTC Soft Tissue and Bone Sarcoma Group(STBSG),
CpaBHHBAIOIIIEE IOKCOPYOUIIMH B MOHOPEKUME C JIOKCO-
pyouumaOoM 1 udochamunom. Jlanasie OymyT npeacTas-
JICHBI TT0cTIe 00pabOTKH pe3yibTaToB [38].

[TpumeHenne reMuuTabMHa U JOIETaKceNa H3yda-
JIOCh B HECKOJIBKUX HCCICIOBAHUSX JJIsI paHee JICUeH-
HBIX U TIEPBUYHBIX MAIMEHTOK. B OHOM HccnenoBaHum
coo0rmranock 0 53% 0ObEeKTHUBHBIX OTBETOB y 34 marm-
€HTOK C JISHOMHOCApPKOMOM pa3IMuyHOrO MPOUCXOAKIC-
HUs. Menmana BpeMeHH JI0 TIPOTPECCHPOBAaHUS COCTa-
Bmia 5,6 mecsima [39]. B mpyrom uccienoBaHum 9acToTa
00BEKTUBHBIX OTBETOB COCTaBHIIA 27% BO BTOPOI THHAN
neuenus [40], B TO BpeMsi KaK B HEPBOM JINHUU Jieye-
Hust — 36%. BruroueHo 48 manueHTok c¢ JedoMuocap-
KOMaM# MaTku. Meanana o01eil BBhKHBaeéMOCTH COCTa-
Brja Oomee 16 mecses [41].

PannomMusnpoBaHHOE HCCIIEIOBAaHUE, MPOBEICHHOE
SARC, cpaBHMBAIIO MOHOTEPAITHIO TEMIIMTA0UHOM C KOM-
OuHarmel reMurTabrHa 1 JoLeTakcena IMpy pacrpocTpa-
HEHHBIX CapKoMax Msrkux TkaHeil. CTo aBajuarh JiBe
TIAIMCHTKH BKITIOYEHO, 119 u3 Hux omeHeHo. B rpyrme,
TMOJTy9YaBIINX KOMOWHHUPOBAHHYIO XHMHOTEPAINIO, OTMe-
YajoCh YBEJIMYEHHE YacTOThl OTBETOB HAa JieueHue (16%
npoTrB 8%); TaK¥Ke OTMEYaJIOCh YBEIMUEeHNE BEDKUBAEMO-
ctn Oe3 mporpeccupoBanms (6,2 mpotuB 3,0 Mecsia)
u oOmeit BebkuBaemoct (17,9 mporus 11,5 mecsia) [42].
[TpoBoauTCesl PaHAOMHU3HPOBAHHOE HCCIICIOBAHUE, CPaB-
HuBaromee A(HPEKTUBHOCT, KOMOMHAIMM TeMIUTa0MHA
U joterakcena ¢ uhochaMuioM U JJOKCOPYOUIIMHOM ITPU
pacrnpocTpaHEeHHBIX CapkoMaxX MATKUX TKaHei [43].

TI'opmonoTepanus

TamoxcudeH nmpoTHBOIOKa3aH MpH JISHOMHOCAPKOMaxX
MaTku. Bo3MOXXHO npuMeHeHne HHruOMTOpOB apoMarasbl
IPY TOJIOKUTENBHOM CTaTyCe PELENTOPOB CTEPOUIHBIX
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TOPMOHOB B o1yxonu [44]. 3-3a OTCyTCTBUS JaHHBIX paH-
JIOMU3UPOBAHHBIX HCCIIEIOBAaHMH TOPMOHAIIBHYIO Tepa-
[IMIO HEJb3s MPOBOAUTH B Ka4eCTBE OCHOBHOM TEpariy
TIPH PacIIPOCTPAHEHHBIX JIEHOMHUOCAPKOMAaX MATKH.

TaprerHas Tepanusi

CyHUTHHHO TPOSBISIET WHTHOWPYIONIYIO AaKTHB-
HOCTh B OTHOIICHUHM MHOTHX KuHa3 (> 80 xuHa3), sIBIs-
eTcsl MOLIHBIM HMHTHOMTOPOM PELENTOPOB TPOMOOLH-
tapHoro ¢axropa pocra (PDGFRa u PDGREFR), peuen-
TopoB (pakropa pocta cocynucroro suaorenus (VEGRF1,
VEGRF2 u VEGRF3), penienitopa ¢akropa cTBOIOBBIX
kinerok (KIT), peuentopa Fms-mogo0Ho# THPO3MHKHUHA-
361-3 (FLT), pementopa KOJOHUECTUMYIHPYIOMIETO (hak-
topa (CSF-IR) m pementopa HEUPOTPODUIESCKOTO TIIH-
ampHOoTO (pakTopa (RET). B wmccnmemoBanmm II daser,
M3y4aBIIeM ero 3(pQEeKTUBHOCTD MPH JIEHOMHOCAPKOMax
Marky, OTBET Ha JIeYeHHe HaOJIOaJCs TOJBKO Y JIBYX
MAUEeHTOK U3 23. Y YyeThlpex NalueHTOK BpeMs 10 Ipo-
IPECCUPOBAHUS COCTABUIIO IIECTh MecseB [45].

Copadennd monasisieT MHOTOYUCIICHHBIE BHYTPHU-
kinetounble kuHa3bl (c-CRAF, BRAF u myrtanTHyio
BRAF) u kuHa3bl, pacrojoKeHHbIE Ha IMOBEPXHOCTH
kinetku (KIT, FLT-3, RET, VEGFR-l, VEGFR-2,
VEGFR-3 u PDGFR-f). B uccnenosannu Il ¢assl, uzy-
yaBiieM ero 3(GeKTUBHOCTH MPU CapKoMax MATKHUX TKa-
HEH, OTBET Ha JIeYeHWE HAOIIOMAJICS TONBKO Y ONHOU
TIAITUCHTKY [46].

[Ta3onanuO sABIISIETCS MHTHOUTOPOM PEIETITOpa SHIO0-
TenuajgbHBIX (akTopoB pocra-1, -2, -3 (VEGFR-1,
VEGFR-2, VEGFR-3), peuentopa ¢akropa pocra TpoM-
oormtoB anbda u 6era (PDGFR-0 u PDGFR-B), penen-
Topa (akropa pocta pudpodnactos-1 u -3 (FGFR-1, -3),
peuentopa uurokuna (Kit), penenropa NJI-2, nunayuupy-
emoro kuHazoi T-kierok (Itk), nefikonmrcnenuduyec-
Kol mporenHTHpO3nHKKHA3BI (Lck) u TpancmemOpanHO-
r0 TIMKOIPOTEHHOBOTO pEHENTOpa THUPO3WHKHWHA3BI
(c-Fms). B wuccnemoBanne II ¢a3pl, m3ydaBmiem ero
addextuBHOCTS, TIpoBomuMoM EORTC Soft Tissue and
Bone Sarcoma Group(STBSG), Obuim BKIIOYEHBI
142 nmaunuenTku. B rpymme ¢ neiloMruocapkoMamMu 4acToTa
ciydaeB 0e3 TPOTPEecCHpOBaHHS 3a00NeBaHHS dYepe3
12 venens coctaBuia 44%. Y oaHON MAIUEHTKU OTMEUEH
YaCTUYHBIN OTBET Ha JeueHue [47]. PannomusupoBanHoe
uccnenosanue 11 da3pl BiIroumo 369 marpeHToK, moiy-
YaBIIMX XHUMHOTEPAIHIO, KOTOPbIE ObLIA pachpe/eiieHbl
Ha JIBe IPYIIIBL: Ma30MaHud U 1uiare6o. JIumocapkoMsl
u GIST sBnsuuch kputeprem uckimodeHus. OTMedanoch
YBEIMYEHHE MEANAHbl BBDKMBAEMOCTH 0€3 IPOTrpeccHpo-
BaHUsI B TPYIINE C Ma3ornanuooM (4,6 mpotus 1,6 Mecsa).
OOm1as BEDKMBAEMOCTh CYIIECTBEHHO HE OTIMYaach
(12,5 mpotus 10,7 mecsiia) [48].
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Punadoponmyc, sKcriepuMeHTaIIBHBI HHTHOUTOP
mTOR, u3ydeH B KpyITHOM PaHIOMHU3HPOBAHHOM HCCIIC-
nmoBarnu 111 as3el mpu pacmpoCcTpaHEHHBIX CapKoMax
MSTKHX TKaHel 1 kocTel. 711 mannueHToK co crabuimsa-
el 3a007eBaHUs TIOCE XUMHOTEPANTUH B TIEPBOA,
BTOPOM WJIM TpPEThed JMHHUW OBLUTH PaHIOMH3HPOBAHBI
Ha IpymIbl puaadopoIruMyca WK I1alnedo B KauyecTBe
MOAJCPKUBAIOLIETO JICUCHHUSI A0 NPOrPECCHPOBAHUS
3aboneBanus. OTMEYANIOCh YBEIIMYCHUE BEKUBAEMOCTH
0e3 mporpeccupoBaHus 3a00J1€BaHusI B TPYIINE C pUia-
dopomumycom (17,7 npotus 14,6 nenenu) [49]. Ho6as-
sieHre OeBanm3ymMala K cXeMe FeMIIUTa0MH U JIOLeTaK-
cen u3ydeHo B IB (ase uccienopanus y 38 nmarueHTOK
C CapKOMaMH MSTKUX TKaHeid. OTBET Ha JIeYCHUE BBISB-
neH y 31% manuenToK, OAHaKo OTMEYAIOCh 3HAYNTEIh-
HOE yBelM4eHre TOKCHIHOCTH. [IpenmMytecTBa koMOH-
Halu ¢ OeBaru3ymaboM coMHUTENbHBl  [50].
Gynecologic Oncology Group (GOG) B HacTosiIIee Bpe-
Msl TIPOBOIUT PaHAOMH3HPOBaHHOE wucciienoBanue II1
¢da3pl Mo wm3yueHHI0 3(PPEKTUBHOCTH TI'eMUIUTAOHHA
U JloLeTakcena ¢ 6eBauu3ymMadoM Wi Oe3 Hero y naiu-
EHTOK C PaclpoOCTPaHCHHBIMU WU PEIUTUBUPYOIIHMU
neiiloMuocapkoMamMu Matku [51].

BriBoanl

30J10TOTO CTaHIAPTA JICYCHUS JICHOMIOCAPKOM MaT-
KM HE CYIIECTBYET: 3TO CBA3aHO C JIOCTATOYHO PENKON
BCTPEYaeMOCTBIO 3a00JIeBaHNS U HEOOIBIINM KOJINYe-
CTBOM HcclieoBaHUM. JleueHHe MeCTHOpacnpocTpa-
HEHHOTO 3a00JIeBaHMs JOJDKHO 0053aTeNIbHO BKIIFOYATh
XUPYPTAYECKOE JICUCHHE B 00bEME IMaHTUCTEPIKTOMHUHL.
AnproBaHTHAsI JTy4eBas Tepamusi HE PEKOMEH]I0BaHa,
TaK KaK 3TO HE YBEJIUYMBACT OOIIYH) BBDKUBACMOCTD.
Porb aibroBaHTHOM XMMHUOTEPAITUYU M3y4aiach BO MHO-
TUX KIUHUYECKUX HCCICAOBAHUSX, TEM HE MEHEE,
pelIeHne 0 Ha3HAUYCHUH aIbIOBAHTHON XUMHUOTEPAITHH
JIOJDKHO TPUHUMAThCS HHAMBUAyalIbHO. OCHOBHOM
METOJ] JICUCHHUSI PACHPOCTPAHCHHBIX JICHOMIOCAPKOM
MaTKu — KOMOWHUpOBaHHAs XuMuoTepanus. [Ipenmy-
IIECTBOM 00Ja1al0T KOMOWHHPOBAHHBIE CXEMBI JIede-
HUS Ha OCHOBE M(ochamu/a u JOKCOPYOHIINHA, TEMITH-
TabWHa U Jo1eTakcena. MoHoTepanus TpaOeKTeIHHOM
MoKasajia XOpOIIMKA TPOIEHT crabmmu3aruii. [opmo-
HaJIbHAs Teparus BO3MOXKHA B KAYECTBE TOIICPKUBAIO-
IIEro JICYEHUs MPH MOJIOKUTEIBHOM CTaTyCe PeLernTo-
POB CTEPOUHBIX TOPMOHOB B OITyXOJIU M HE PEKOMECH-
JIOBaHa B KaY€CTBE OCHOBHOW TEPAIMU MPU PACTIPOCT-
paHEHHBIX JIHOMUOCApKOMaxX MaTKH. D(PPEKTUBHOCTD
TapTreTHBIX MIPEMapaToB aKTUBHO MCCICIYETCs i TPEOy-
eT JajbHelIero u3yyeHus. PelieHue o xupypruuec-
KOM JICYCHHW TUCEMUHUPOBAHHOTO IPOIEcca JOIKHO
MIPUHUMATHCS THIUBUIYAIBHO.
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