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AHHOTaUuA

Lienb nccnegoBaHusi — NPOBECTN CUCTEMATUYECKUIA 0630p AaHHbIX MUPOBOWN NUTEPATYPhbI, BKIHOYAOLLWNA
BCE acreKTbl, KOTOpble XapaKTepuaytoT 3abpHOLLNHHBIE HEOPraHHbIE NMNOCapPKOMbI 1 HEOOX0AMMbI ANS Mo-
HUMaHusa Nnpobnembl. MaTepuan u metoAbl. [1oMcK MHOPMALIMOHHBIX UICTOYHMKOB NPOU3BEAEH B CUCTEMAX
Pubmed, Elibrary, COSMIC cancer database. [NpoaHanuavpoBaHbl faHHbIe PETPOCMEKTUBHbBIX 1 NMPOCMEK-
TUBHbIX KITMHUYECKNX ccrnenoBaHuin. B paboTe oTpakeH onbIT pOCCUINCKMX M 3apyOexHbIX nccneqoBaTtenen.
Pe3ynbTtartbl. B 0630pe npeacTtaBneHbl COBPEMEHHbIE AaHHble 06 anuaemuonorun, knaccudukaumsx,
KINMHUKO-MOPPONOrM4ECKMX 1 MOMNEKYNSIPHO-TEHETUYECKNX XapaKTepPUCTMKax, 0COOEHHOCTSX ONArHOCTUKM
N neveHnst 3abproLLNHHBIX HEOpraHHbIX nunocapkom. 3akntoveHne. 3abpoLLVHHbBIE CapKOMbl COCTaBMSOT
okorno 13 % oT Bcex BMAOB CapKoM MsTKMX TKaHew. Jiunocapkoma — Hambonee 4acTo BCTpevaroLasics 3a-
OptoLMHHAA MeseHxMManbHas onyxonb. Mpobrnema AMarHOCTUKU U NeYeHUs HeopraHHbIX 3a0pHOLLNHHBIX
NMNOCapKOM SIBMSIETCHA aKTyanbHOWN, MOCKOMNbKY OTAANEeHHbIe pesynbTaThl NIe4eHUs 3TOW naTtonorum Heyao-
BreTBOpUTENbHBI. [10 Mepe HakonneHus onbiTa, CBA3aHHOIO C AUArHOCTUKOW U NevYeHneM 3abproLUHHbIX
HeopraHHbIX NIMMNOCapKOM, MPOUCXOAST U3MEHEHUSA B CUCTEME MOHMMaHMS Npobnemel, onpenensioLllen
cTpaTernio okasaHus MeauLIMHCKON MOMOLLM [aHHOW KaTeropuv nauueHToB. B cTaTbe npeacrtaBneHsbl co-
BPEMEHHbIE KOHLIeNLUMN 3a6pOLLMHHBIX HEOPraHHbIX TMNOCaPKOM.

KnioueBble cnoBa: nimnocapkoma, HeopraHHble 336pIOLI.WIHHbIe onyxonwu, Knaccuquauuﬂ,
MOJneKyJnspHO-reHeTU4YeCkue XxapakTepucTtuku, AMarHoCcTuka, riedieHue, anngeMmuornorus, ny4vyeBsas
Tepanus, NPporHo3, BbXKMBaeMoCTb.
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Abstract

Objective: to conduct a systematic literature review of the published studies on retroperitoneal non-organ
liposarcomas. Material and Methods. A literature search was performed using Pubmed, Elibrary, COSMIC
databases. The data of retrospective and prospective clinical trials were analyzed. Results. The article
reviews contemporary data on epidemiology, classification, clinical- morphological and molecular-genetic
characteristics, as well as diagnosis and treatment of retroperitoneal non-organ liposarcomas. Conclusion.
Retroperitoneal sarcomas account for about 13 % of all types of soft tissue sarcomas. Liposarcoma is the
most common retroperitoneal mesenchymal tumor. Diagnosis and treatment of non-organ retroperitoneal
liposarcoma remain challenging due to poor long-term treatment outcomes. As experience is gained with
the diagnosis and treatment of retroperitoneal nonorganic liposarcomas, changes occur in the system of
understanding the problem that determines the strategy for providing medical care in this category of patients.
The article presents modern concept of retroperitoneal non-organ liposarcomas.

Key words: liposarcoma, extra-organ retroperitoneal tumors, classification, molecular genetic
characteristics, diagnosis, treatment, epidemiology, radiation therapy, prognosis, survival.

AHaTOMUS 320PIOIIHHHOTO

NMPOCTPAHCTBA, 30HAJILHOE JIeJIeHHE,

npensioxenHoe B.B. IIBupkynom

3a0pIOIMHHOE MPOCTPAHCTBO (PETPONEPUTOHE-
aJIbHOE MTPOCTPAHCTBO, JIaT. spatium retroperitoneale) —
KIJIETYaTOYHOE MTPOCTPAHCTBO, OTPAHUYCHHOE 3aTHEH
JaCTHIO MTAPUETATLHON OPIOIIINHEI ¥ BHY TPUOPIOIITHON
(hacrueit; pactipocTpansieTcs oT nuadparMsl 10 MaJIo-
ro Taza. 3abpromuHHOe IpocTpancTBo (311) comepxut
MTOYKH, HAAOYCUHUKH, MOUYCTOUYHUKH U TOJKEITY-
JOYHYIO JKeJe3y, HUCXOSIIYI0 W TOPU30HTAIBHYIO
YaCcTH JBEHAJIATUIIEPCTHOM KMILIKH, BOCXOSIINA U
HUCXOSIIIUN OT/IeIbl 000JOYHBIC KUIIKH, HUKHIOK
TIOJTYIO BEHY, OPIOIITHYO YaCTh A0PTHI U €€ BETBH, OTJIC-
JIBI HETIAPHOW U TOJTyHETIapHOH BeH, CUMIIATHYECKHUE
CTBOJIBI, BETETATHBHBIC HEPBHBIC CIUIETEHUS M BETBH
MOSICHUYHOTO CIUICTCHHUS, JUM(aTHIeCKue y3Jbl,
OPIOIIHOWM 0TI TPYHOTO JTUM(ATHUESCKOTO TPOTOKA.
OpraHbl 3a0pIONIMHAOTO MMPOCTPAHCTBA OKPYIKEHBI
kupoBoit kierdarkoit [1]. B 2000 r. B.B. Ilpupkyn
npeaioxm 3oHanbpHoe aenenue 3I1 ¢ nenso pe-
[JIAMEHTUPOBAHHOTO YCTAHOBJICHUS JIOKATU3AINU
BBISBJIICHHBIX HOBOOOpa3zoBaHui. Knaccudukamms
OCHOBaHa Ha JISJICHNH 3a0PIOITUHHOTO IPOCTPAHCTBA
Ha 5 30H, OTHOCUTEJIHHO MTOUYCTHBIX 1 TOJB3IOIIHBIX
COCYZIOB, HyMEPYEMBIX 10 4acOBO cTpenke [2].

INUAEeMHO0JI0THS

CapkoMbl MATKHX TKaHEH OTHOCATCS K PEIKUM
OTTyXOJISIM, Pa3BUBAIOIINMCS U3 TKaHEH ME3CHXU-
MajabpHOro npoucxoxiaeHus. Exeronno B Poccuu
peructpupyetcs okono 3 500 HOBBIX CIy4yaeB JaHHBIX
HOBOOOPa30BaHWH, 4TO cocTapisieT MeHee 1 % oT Bcex
OHKOJIOTHYECKUX 3a0oneBanuii. B 2017 1. 3apeructpu-
poBaHO 3 567 37M0KaueCTBEHHBIX HOBOOOpA30BaHMIA
COCAMHUTEIBHBIX U IPYTUX MITKUX TkKaneil [3]. B
CIIA mox HabmogenueM Haxomusarest okoso 10 700
MAIUEHTOB C CAPKOMaMH MATKUX TKaHEH, IPH 3TOM
cMepTHOCTE cocTanisieT 3 800 cimygaes B rox [4]. 3a-
OprolIMHHBIE capKOMbI cocTaBiisitoT 10—15 % ot Beex
BHJIOB CapKoM MATKWX TkaHe# [5]. Haubonee yacto
BCTpEYAIOMICHCS 3a0PIOMMHHON Me3eHXUMaIbHOM
OITYXOJTBIO SIBIIIETCS JUMocapkoma: 6osee 50 % ot

CVBUPCKIIN OHKONOTMYECKUN XKYPHAT. 2019; 18(5): 86-96

obmero gncia capkoM [6]. 3abomeBaeMOCTh MPH JaH-
HOM THUCTOJIOTHUECKOM THUTIE He Ooree 2,5 crmyyast Ha
1 Mz Hacenenus [7]. B 24 % ciy4aeB munocapkoMsl
JIOKAIIM3YIOTCS Ha KOHEYHOCTAX, B 45 % — perpore-
puTOHEANBHO [8].
Kaaccnpuxanus omyxoseii MArKnxX TKaHei
BO3 (2013). Onyxo/iu :KUpPOBOii TKAHM.
IIpomesxyTouHble (MECTHO arpecCUBHBIC): aTH-
YecKast JTUToMaTo3Hasi omyxoib 8850/1 / BeICOKO-
muddepenupoanHas aunocapkoma 8850/3.
3i10kavyecTBeHHbIe: neauddepeHIupoBaHHAS
nunocapkoMa 8858/3, MuKcougHas JUIIOCapKOMa
8852/3, ureomopdHas munocapkoma 8854/3.
Pexomenayercst onpenenenue grade (G) mo cu-
creme FNCLCC (French Federation Nationale des
Centres de Lutte Contre le Cancer), coxpansisi npu
3TOM U JIByXCTEIIEHHOE JIEJICHUE Ha OIyXOJIU HU3KOH
cTernienn 3nokadecTBeHHOCTH (low grade) m BeICOKO-
snokauectBeHHble (high grade) capkomer (TNM).
Jist obneryenus onpeneneHus 1uddepeHunpoBKH
omyxornei B cucreme FNCLCC knaccudukanwmst BO3
2013 1. mpUBOANT CIICAYIOMIHIA TIepedeHs HOBOOOPa-
30BaHUil: BEICOKOIU((EpEeHIIPOBAHHAS JIUTIOCApKOMA
G-1; mukcouanas nunocapkoMa G-2; MUKCOUTHAS
(kpyrmokiieToyHas) JUIOocapkoMa, ruieoMopdHas
TunocapkoMa u neauddhepeHITMpoBaHHas JIHTOCap-
koMma otHocsATca K G-3. PaccmoTrpenHas rpamanus
G-1,2,3 capkoM KoppenupyeT ¢ ucrosbs3yeMbiM B TNM
knaccudukanuu (8- nznanue, 2016 1.) NPUHIUIIOM
OIIpEIETICHUS CTEIICHH 3I0Ka4€CTBEHHOCTH OIyXOJeH
no 1ByM tunaMm: low grade, Brirodaromnuii B cedst G1,
1 HoBooOpaszoBanus high grade — G2 u G3.
Knunuko-mopdonoruieckne u MoJIeKyJIsIpHO-
reHeTHYeCKHe XapaKTePUCTHKH 320 PIOIIHHHBIX
HEOPTraHHBIX JIUNOCAPKOM, (PAKTOPBI
NMPOrHo3a
3a0pIOIMHHBIE HEOPTaHHBIE JHUIIOCAPKOMBI
MTONIPA3ACIIAIOTCS Ha 4 TUCTOJOTHYECKUAX THMA (BBI-
coxkoepeHINPOBAHHBIE JINTIOCAPKOMBI, Jeaud-
(depeHuIMpOBaHHbIE JIUIIOCAPKOMBI, MUKCOUIHBIC
JIMIOCAPKOMBI, MICOMOP(HBIC JINTIOCAPKOMBI), KaxkK-
JIbIH 13 KOTOPBIX UMEET OCOOEHHOCTH B KIIMHUYECKOM
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TEUEHUU U pa3HbIi PorHo3. [ Thli THCTONOrHYeCKHiA
THII, TAK Ha3bIBa€Masl «CMETIaHHA W «KOMOUHHPO-
BaHHas JIUTIOCAPKOMay, KOTOPBIH ABJISUICS OTIENbHON
enununeit B kinaccuduranuu BO3 2002 ., 661 yra-
JieH u3 nocnenHer kiraccuuxkauun BO3 B 2013 . Ha
OCHOBE KOHCEHCYCHOTO MHEHHS O TOM, UTO ITH PEIKHE
CIly4ad, BEpOSITHO, TPEICTABIAIOT COOOH MPUMEPHI
(BapuanTbl) fAenudhepeHINPOBAHHON JINTTOCAPKOMBI
[9, 10].

Puck pa3Buths 3a0pIOIIMHHBIX HEOPTaHHBIX JH-
MocapKoM yBenuanBaeTcs mocie 40 IeT u ToCTUraeT
nuka B Bo3pacte oT 50 mo 60 iyer. [Ipeobnananus
0OJIBHBIX TI0 MOJIOBOMY NPU3HAKY HE BBISBICHO. B
CpeIHeM, TUaMeTp MEePBUYHON OITyXOIH COCTaBISIECT
22,2 cm. Onyxonu MeHee 5 M B IMaMETPe OTMEYAr0T-
csaB 1,5 % ciyuaes, B TO BpeMs Kak y 54,3 % OobHbBIX
pasmepsl omyxoiu npessbiiaioT 20 cm. Omyxonb yarie
pacnonaraercs B jeBoid nojosune 311 — B 52,3 %, B
npaBoii —B 33,3 %. B 6onpmumHCTBE cityuaes (78,1 %)
OITyXOJIh 3aHMMAET OoJiee 4eM OJJHY aHATOMUYECKYIO
3ony 311 (o knaccudukannu B.B. Lsupkyna) [11].

JlaHHbIe IpefoNepaliMOHHON JIy4eBOM JUarHOCTU-
KH Y OTIEPAIlIOHHON PEBU3UH ITO3BOJISIOT CUUTATh, YTO
HeopraHHas 3a0pIOITMHHAAS JIUTIOCAPKOMa UCXOIHT U3
YKUPOBOH Karicynbl Touku B 50,7 %, U3 ®KUPOBOIi KiIeT-
YaTKK APYTUX OT/CIIOB 320 PIOIIIMHHOTO IPOCTPAHCTBA —
B 49,3 %. CooTHOLIEHHE TUCTOTUIIOB JUIOCAPKOM,
WCXOJSIINX ¥ HE UCXOSIINX M3 KaICYJIbl TOYKH, He
pasznugaeTcs. Y BIEPBEHIC BBISIBICHHBIX OOJBHBIX 3a-
OpIOLIMHHAS JIMTIOCAPKOMAa UMEET BUJ[ OJHOY3JIOBOM
rOMOTreHHO# omyxonu B 53,4 %, enuHOH ommyXounu, co-
CTOSLIEH U3 HECKOIBKUX Y3JI0B PA3HOH IJIOTHOCTH, —
B 35,6 %, MHO)KECTBCHHBIX OITYXOJICH, OTACIILHO pac-
MOJIOKEHHBIX B 3a0PIONIMHHOM MPOCTPAHCTBE, — B
10,9 % [11].

Peruus 3a00neBaHUS TPOSBIISIETCS MHOKECTBEH-
HBIMH, OTJICJTEHO PACIOJIOKEHHBIMHA y37amu B 24,2 %
Ciy4yaeB, MPUYEM KOJIMYECTBO Y3JIOB HapacTaeT C
K2XKJIBIM HOBBIM PEIIMUBOM, YTO MOXKET YKa3bIBaTh
Ha MUMIUTAHTAI[MOHHBI MEXaHH3M BO3HUKHOBEHHS
peruanBa 3a0PIONTMHHON HEOPTaHHOM JINTIOCAPKOMEI.
HawnbGornee BaxkHBIMU ()akTOpaMH MIPOTHO3a SBIISFOTCS:
pasMep OmyXOJu, PaIUuKaIbHOCTh XUPYPTHUECKOTO
BMEIIATEIbCTBA, TUCTOIOTUYECKUN THIT JIUIIOCAPKO-
MBI, CTETICHb 3JI0KaueCTBeHHOCTH [11-14].

BricokoauppepeHuipoBaHHas JTUIOCAPKOMA

CambIM pacupoCTpaHEHHBIM TUCTOJIOTUYECKUM
TUTIOM JIUTIOCAPKOM SIBJISIFOTCSI BhICOKOU(DDepeHIn-
POBaHHBIE JTUTIOCAPKOMBI/aTUITIYHBIC TUTIOMATO3HBIE
OTIYXOJIH, KOTOphIe cocTaBisitor 40—45 % [10, 15].
BricokonuddepenuypoBantas JIMMOCapKoMa UMEET
HU3KYIO CTEIICHb 3JI0KQYeCTBEHHOCTH, HE 00JanaeT
MeTacTaTuueckuM mnoteHuuanoM [15—17]. Beicoko-
nuddepeHmpoBaHHas JIUTIOCAPKOMa M aTHITHYHAS
JITIOMATO3HasA OIYXOJb OMOJOTUYECKHU SBISIOTCS
a0COJIFOTHO OJTMHAKOBBIMU, HO JIs TAIIMEHTOB UCTIOJIb-
3YIOTCS pa3Hble Ha3BaHUsI: AaTUITIYHAS JTUTIOMATO3HAsI
OITYXOJIb — JIJISl Pe3eKTabeIbHBIX OMyXOJed KOHEed-
HOCTEH, KOTJa BO3MOYXHO BBITIOJIHCHUE IIHPOKOTO
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MCCEYCHHS M TpEeJIoaraercs 100poKauecTBEHHOE
TedeHne 3a00JIeBaHUS C XOPOIIUM MPOTHO30M; BHI-
cokonuddhepeHIUpOBaHHAs JTUIIOCAPKOMA — IS
3a0pIOIIMHHBIX U OMYXOJeH CpeloCTeHHs, Koraa
3aTPYIHUTEIHHO BBIMOJIHUTh MIUPOKOE UCCEUCHHUE U
BeChMa BEPOSTEH HEOIarOMPHSITHBIN UCXO C BRICOKHM
puckoMm perruBa [18].

Hns nudpdepeHinanbHON THArHOCTUKH MPU-
MeHsIeTCsl IMMYyHoructoxumuueckuii Mmeton (UI'X).
T'unepskcnpeccus MDM2 u CDK4 xapakrepHa aJis
BBICOKOAU (D (PEpPeHITUPOBAHHON JTUITOCAPKOMBI, ITO
OTJIMYAET JAHHBIM T'MCTOJIOIMYECKUH THUIT OIYXOJH
OT JUMIOMBI U MUKCOUIHOM numocapkomsl [19].
BricokonuddhepeHnnpoBaHHbIE TUITOCAPKOMBI Xa-
PaKTepU3YIOTCS XPOMOCOMHBIMA a0epparisMu, Coziep-
JKAIIUMK aMILUTH(UIIUPOBAHHBIC CErMEHTBI Ha y4acTKE
12q13-15, c runepakcnpeccupoBaHHBIMU OHKOT'€HaAMH
MDM2 u CDK4 [20-22]. MDM2 siBisiercst Haubosee
gacTeM — 10 100 % — amMmumuImpoBaHHBIM TEHOM.
I'unepakcnpeccust CDK4 nabmionaetcst 6omee 4eM B
90 % [23]. Koammuduramus MDM2 u CDK4 cuu-
TaeTCsl HUIMUAPYIOUINUM (PaKTOPOM «yTPABICHUS B
JKUPOBOM OHKOT€HE3€E, YTO MMPUBOIUT K MIpOTHQeparuu
MTOCPEICTBOM KOMOMHHPOBAHHBIX d((dexToB Ha pS53
(mytem mHakTHBanMU TpS53) M HA KIETOYHBIN ITUKI
(mo RB1 ¢ocdopunupoBanmio).

CymecTByeT npearnoaokeH!e, YT0 aMIUTA(D UK
CDK4 B BeicOKomudpepeHIHpOBaHHON JTHTIOCAP-
koMe MoxeT crnocobcrBoBarh High-Grade tpanc-
dhopmaruu, nockonbky npu CDK4-orpunareabHbIx
BBICOKOAM((DEepEeHIIUPOBAHHBIX JIMIIOCAPKOMaX Ha-
omomaeTcst 6oJree OJIaroNMpUATHBIN mporHo3 [21, 23,
25]. 3abprommHHbIe BBICOKOMUDGEPEHITUPOBAHHBIC
JIMITOCAPKOMBI MOTYT IepepokaaTbes B aeauddepeH-
[IUPOBAHHBIC JIUTIOCAPKOMEBI, YTO HETOCPEJICTBEHHO
BJIMSIET HAa YAaCTOTY MECTHBIX PEUUINBOB M IPOTHO3.
High-Grade Tpancdopmanms B neauddepenimpo-
BaHHbIC JINTIOCAPKOMBI IPOUCXOUT B OCHOBHOM ITPH
3a0pIONIMHHOM JoKanu3auy — B 17 %, 110 CpaBHEHUIO
¢ 6 % Ha koHeyHOCTsIX [17], U, KaKk MpaBUJIO, B PELIU-
TUBHBIX OomyXossax — 20 % mpu mepBoM penuuBe 1Mo
cpaBHeHuto ¢ 44 % mpu BTOpom [26].

HeqndpepeHunpoBaHHAA TUIOCAPKOMA

JenuddepeHnrpoBanHas JIUIOCAPKOMa BhIIeIIeHa
B OTAEJIbHBIN TUCTOJIOTMYECKUI THII, COCTABIISIOIINNA
15 % ot Bcex numnocapkoM [ 10, 15]. Janusiii ructo-
THII OITYXOJIA XapaKTePU3YETCs KaK «HEJIUTIOTCHHASD)
BBICOKO3JI0KaYeCTBEHHAsI CapKoMa, BO3HUKAIOMIAS
13 BBICOKOMHU( P EepeHITUPOBAHHON JIMITOCAPKOMBEI,
KOTOpasi MPHOOpEeTaeT METaCTATHUECKUI OTSHITUAI
U HanboJjee 4acTo JOKaJINU3yeTcsl B 3a0pIOMIMHHOM
npocTpancTBe/OpromHol nonoctu. boxee 90 %
neand hepeHInpPOBaHHBIX JTUIIOCAPKOM BO3HUKAET
de novo (¢ camoro Hadama/CHHXpPOHHO), a <10 %
BCTpeuaeTcsl B penuanBax (Metaxponno) [27]. Or-
najleHHble MeTacTa3bl HaOmromarorces B 15-20 %,
MecTHble peuuauBsl — B 40 % ciyuaes [11]. Husko-
nuddepeHInpoBaHHbIe 30HEI B aenuddepeHnpo-
BaHHOW JIMIIOCAPKOME XapaKTEPU3YIOTCS HIUPOKHM
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Mopdosorndeckum criektpom [27]. I'ucromorunaecku
OONBIIMHCTBO ciy4aeB neauddepeHTnpoBaHHON
JIUTIOCAPKOMBI IEMOHCTPHUPYIOT 00JIACTH BBICOKO3JIO-
KauyeCcTBEHHOH HU3KOAU(D(hepeHIIMPOBAHHOM CApKOMBI,
HaIIOMHUHAOIIUE MUKCOPUOpocapkomy, hudpocapko-
My WM ieoMopduyto capkomy. [Tpumepno B 5-10 %
ciydaeB aenudhepeHIINPOBAHHBIN KOMIIOHEHT BKITIO-
YaeT MHOTEHHBIE K OCTEOXOH/IPOMATO3HbIE AJIEMEHTBI
[28-31]. B psine uccrnenoBanuii cooOIIaeTCs, 4TO
OonpmmHCTBO capkoMm 3I1, paHee nuarHOCTUPOBaH-
HBIX KaK HU3KOMU((hepeHITnpOBaHHbIE, SBISIINCH, IO
cyTH, aenudpdepeHINPOBaHHBIMH JTUIOCAPKOMaAMHU
U MOIJIA OBITh MPaBUIIBHO JUAarHOCTUPOBAHbI Ha
ocHoBaHuM amrDtuduranmn MDM?2 [32-34]. Kak u
BBICOKOAH( P epeHITPOBaHHAS INTIOCKApKOMa, JeTU(-
(bepeHIIMpOBaHHASA XapaKTEPU3yeTCs HATUYHEM CO-
JeprKaIiX aMIUTA(UINPOBaHHBIE yYACTKH XPOMOCOM
12q13-15 u runepskcrnpeccupoBaHHBIX OHKOI'€HOB
MDM?2 u CDK4 [9, 10, 20, 27]. Cnenyer OTMETHUT,
YTO Kak B BBICOKOAM(PEPEHIIMPOBAHHBIX, TaK U B
nenupGepeHIMPOBAHHBIX JTUIIOCAPKOMAX BO3MOXKEH
MHUKCOUIHBIH MaTPUKC OIYXOJIH PAa3INYHON CTENCHN
BBIPKEHHOCTH, YTO MPU MHUKPOCKOITUU MOXOKE Ha
MUKCOUIHYIO Junocapkomy. brnarogaps UT'X ¢ BbI-
siBIICHHEM dKcripeccud MDM?2 nmuarHo3 MOXeT OBbITh
[IOCTaBJIEH KOppeKTHO [19].

MuxkcouHasi JIMIOCAPKOMA

CreyroImnii THCTOJIOTHYECKUH THIT IPECTaBICH
MUKCOU/THBIMH JIUTIOCAPKOMAMH, KOTOPBIE COCTABIISIFOT
30-35 % ot Bcex numocapkoMm [ 10, 15]. Onu Haubomnee
4acTO BO3HUKAIOT B IYOOKUX MSATKUX TKaHIX KOHEU-
HOCTE, IPEUMYIIIECTBEHHO pacroyiarasich Ha Oenpe
[35]. 3abpromnHEHEBIE MUKCOUIHBIE JIUITOCAPKOMBI
BCTPEUAIOTCsl PE/IKO, KaK MPaBMWJIO B MOJIOJIOM BO3-
pacre. Beicokasi cTerneHb 3710KaueCTBEHHOCTH OMpeie-
JIeTCST HATMYUEeM KPYTIIOKJIETOYHOTO KOMITOHEHTa
6omee 5 %. IIpu BTOpO¥i CTETIEHN 37T0KaY€CTBEHHOCTH
(grade 2, KpyIJIOKJIETOUHBIH KOMIIOHEHT B OITyXOJIX
MeHee 5 %) meracTaTHUeCKWH MOTEHIHAT HE Tpe-
BoermaeT 10 % [15, 35], B To BpeMsl Kak IpH HATMYUHU
KpPYTJIOKJIETOYHOTO KOMITOHEeHTa 6oiee 5 % (grade 3)
PHUCK OTJaJIEHHOTO METaCTa3upPOBAHNS BO3PACTALCT 10
60 % [15]. JJanHbIe OIMyXOMu METACTa3UPYIOT B HE-
TUTIUYHBIC JJIs1 CAPKOM OPTaHbI, HAIPUMED, B MSATKHE
TKaHU W KOCTH, a He Jierkue. YacTtora MeTacTa3oB B
kocTsX (17 %) Beimre, ueM B nerkux (14 %) [35]. Ipu
High-Grade Tpancdopmannu MEKCOUIHBIX JIHITOCAP-
KOM OTMEYAEeTCsl yBEJIIMUCHUE KOJTMYECTBA KPYTIIOKIIe-
TOYHOTO KOMITIOHEHTA [36, 38]. MecTHbIe peluaAUBEI
HaOmonarorcst mpumepHo B 30 % coaygaes [15].

B 95 % ciygaeB npu MUKCOUIHBIX JIUIIOCAPKOMAX
BBISIBIISIETCSL PELIMIIPOKHASI TPAHCIIOKALIUS XPOMOCOM
12 m 16 t(12;16)(q13;p11), BBIsABICHHE KOTOPOH IO-
MoraeT audepeHIupoBaTh JaHHYIO OIMyXOdb OT
Ipyrux rucToTumoB [36, 38]. [lannas TpaHciokanus
npuBoguT K cinusHuto rena CHOP u TLS (raxke
naszpiBaemoro FUS) u cunrtesy rubpuaHoro Oenka
FUS-CHOP[36, 39—41]. I'en CHOP xomupyert TpaHc-
KPHITIHOHHBIH (hakTop, OTBETCTBEHHBIH 32 U epeH-
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LUPOBKY aJUIIOLUTOB 1 OJI0Kay pocTta ormyxoiu [39].
TLS — ato PHK-cBsi3aHHBI 0€NOK, y9acTBYIOIIHHA
B PHK-nponeccunre, koTopslii B3aUMOACHCTBYET €
TOPMOHAaMM IIUTOBUIHOM JKeJe3bl, CTEPOUTHBIMU
TOpMOHaMu U penentopamu petuHoungoB [40]. Ten
KOJMpyeT 3 pa3nuuHbIX TpaHckpunTa (tumsl [-111),
mpu >ToM Trn Il Hambonee yacto oOHAPYKUBACTCS
IIPY MUKCOMIHBIX JIMTIOCAapKoMax. BeTpauBanue rena
FUS-CHOP B npeaaunonutsl NpUBOAXT K 3JI0Kaue-
CTBEHHOM TpaHC(OPMALIMH 1 ITOAABICHUIO CO3PEBAHUS
amunonuToB. Takum obpaszom, red FUS-CHOP sBist-
ercsi abeppaHTHBIM TPAHCKPUIIIIUOHHBIM PETYISATO-
POM, BIUSIIOIIMM Ha AU PEepEeHINPOBKY aAUTOLUTOB,
CTUMYJIMPYIOIINM UX MPONH(EPALIHIO U OITyXOJIEBYIO
Tpanchopmanmio [41].

ILneomopdHas munocapkoma

[Tneomopduas numocapkoma SIBISETCS PEIKON
OIYXOJIbIO, COCTABIAET MeHee 5 % OT BCeX JIUIO-
capkoM [15]. JlaHHBIH TUCTOTHUII YaLlle BCTPEYAETCS Y
O6ompHBIX cTapie S0 net. B 75 % ciydaes mieoMopd-
HBI€ JIMTIOCAPKOMBI JIOKAIU3YIOTCS B MSTKUX TKaHSX
KOHEYHOCTEH U TONBKO B 7 % CiTydaeB pacloiI0KeHBbI
3a0prommHHO [ 15, 42, 43]. 1o cpaBHEHUIO ¢ APyrUMU
TUCTOTUIIAMU NJIEOMOP(HBIE JINIIOCAPKOMBI UMEIOT
BBICOKYIO CTEIeHb 3JI0KaueCTBEHHOCTH U Hamnboiee
arpeccUBHOE TE€UEHHUE — BBICOKHI TeMI pocTa, peLu-
quBupytoT B 30-50 %, yacToTa MeTacTasupoBaHUS
coctasiseT 30-50 %, MeTacTasupyroT MpeumyIie-
cTBeHHO B Jjerkue [42, 43]. Ilpu cpaBHeHuU ¢ npy-
THUMH TJI€OMOP(HBIMU CapKOMaMH BBICOKOM CTEIICHN
3JI0KAYE€CTBEHHOCTH IJICOMOP(HBIC JTUIOCAPKOMBI
ommyaeT 0ojee AIUTEIbHOE KIMHUYECKOEe TEUCHHE
[44, 45]. Ucnionb30BaHe NMMYHOTHCTOXHMHYECKOTO
aHasM3a MO3BOJISIET TpoBecTH AuddepeHIranTbHyI0
JUarHOCTHKY C APYTHMH IJIEOMOP(HBIMH CapKOMaMu
BBICOKOM CTEINEHM 3JI0KaueCTBEHHOCTH. [Ipubnu-
3urenbHo B 30-50 % oTmeuaeTcsl MONOXKUTENbHAS
okpacka Ha S-100, He)XHPOBbIE Y4aCTKH MOT'YT 1aBaTh
TIOJIOKUTENBHYIO OKPACKy Ha IV1aIKOMBIIIICUHBII aKTHH
SMA (4549 %), CD34 (40 %) n necmun (13-19 %),
KpOMe TOrO, OTJEJIbHbIC THCTOJIOIHYECKUE THUIIbI
MOTYT /1aBaTh IMOJOKUTENIbHYIO OKpPacKy Ha 3IHTe-
JMaJIbHbIC MapKephl — SIUTENUATbHBIA MEMOpPaHHBIN
aatureH EMA (26 %), kepatun-6 (21 %) [42, 43]. C
TEHETHUYECKON TOUYKH 3pEHHsI B OOJIBIIMHCTBE IJICO-
MOPQHBIX JTUITOCAPKOM BBISBISIFOTCS yBEIHUCHHE KO-
JIMYECTBA XPOMOCOM UM X KOMIUIEKCHAsI CTPYKTypHast
nepectpoiika [46]. B onHoii 13 pabot 66110 MOKa3aHo,
4yT0 B 16,7 % cny4yaeB 1uieoMOpQHBIE JTUITOCAPKOMBI
uMmeroT mytanuu B reHe Tp53 [3]. B To Bpems kak B
JIPyTOM HCCIIeI0BaHUH TPOJIEMOHCTPHUPOBAHA YacTO-
Ta BCTpedyaeMocTu MyTtanuid TpS53 B muieomopdHOH
aunocapkome 10 60 % [47].

I'eHeTHUYeCKasl TeTePOTreHHOCTh

3a0pPIOMIMHHBIX HEOPTAHHBIX JIMTIOCAPKOM

HenaBHue nccinenoBaHus MOKas3ajlu HaJIuuHue
OIIPE/ICJICHHBIX TEHETHUECKHX NIEPECTPOEK B JIUIIOCAP-
KOMaXx, OJTHH 13 KOTOPBIX BJIUSIOT HA IIPOTHO3, OOLIYI0
u 0e3pennJANBHYIO BBIKHBAEMOCTh, POJIb JIPYTHX
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He omnpeneneHa. [lo Mepe HakOMIEHUs JaHHBIX ATH
W3MEHEHHSI MOTYT CTaTh MPEIUKTOpaMH MPOTHO3a,
HOBBIMH TE€PANIEBTUIECKUMHU IIEIISIMH [T UMETOIIIUXCS
TapreTHBIX MPEenaparoB, JOMOJIHUTEIbHBIMU KPHUTE-
pUsIMHU JUTSE 0TOOpA MAMEHTOB HA KOMOMHUPOBAHHOE
JIeUEHUE, OTKPBITH ITYTH [T JaTbHEHIIIEro n3y4eHus
IPOOIEMBEL.

B onHoM u3 Takux rcciaeqoBaHui ObLUTH BBISBIEHbI
mytauuu B reHax FGFR1 u FGFR3(FGFR1 _S125L
n FGFR3 K650M) B onyxonu y 22,2 % 00nbHBIX
nenudepeHIMPOBAHHON JTUITOCAPKOMOM. Y IUTHI-
Bas JIaHHbIE MOJIEKYJISPHO-T€HETUYECKOTO aHalln3a
— nanuuue myrtanuil FGFR1/3, nanuenTs Obutn pas-
JICJICHBI Ha JIBE TPYNIBL. B repByIo BOILIN OOJNBHEIC
¢ qukumM trroMm reHoB FGFR1/3, Bo Bropyro — ¢ my-
tarusamu B reHax FGFR1_S125L u FGFR3 K650M.
AHanu3 o0miell BBDKMBAEMOCTH B CPaBHHUBACMbIX
rpymmnax Mmokasal, 4TO MPONODKUTENBHOCTD KU3HU
MOCJIe XUPYPTUUYECKOTO JISYCHUST Y HOCUTENeH MyTa-
i B reHax FGFR 3naunmo aioke (p=0,022), uem mpu
nukoMm trrie TeHoB FGFR. B 31011 ske padoTe mokazano,
yro yactora MmyTtanuii B rene PIK3CA(H1047R) npu
MUKCOUJHBIX JIUMOcapkoMax coctaBuna 11 % [48].

[Ipu MoneKyIsIpHO-TeHETHYECKUX UCCIIEIOBAHNIX
BBICOKOIH P epeHInpoBaHHBIX/ AeandepeHunpo-
BaHHBIX JIUMOCApKOM B OHKOJIOTHYECKOM IIEHTPE UM.
AHJepcoHa BiepBble ObLTa OOHApY)XKeHa MHUCCEHC-
myTtarust R108K B rere EGFR, mpenmonoxxurensHo
SIBJISIFOINASICS IpaliBEPHOMN, KOTOpass MOXKET ObITh
0J0KMpOBaHa HU3KOMOJIEKYISIPHBIMU HHTHOUTOPaMU
TUpo3nHKKHa3kI (3piaoTuHuO (Tapresa) u repuTHHUO
(HUpecca)) [49].

[Ipn renoTunupoBaHUU 00PA3OB BHICOKOAM(]-
(hepeHIMPOBAaHHBIX U MHUKCOUJIHBIX JUITOCAPKOM
Obutn BhIsIBICHBI MyTauuu B rene cMET. B 31011 ke
pabote ObLIM BhIABIEHBI MyTanuu B reHe PIK3CA
B MHUKCOUJHBIX JIATIOcapkoMax B 23,5 % ciydaes
[50]. Pabora u3 Memorial Sloan-Kettering Cancer
Center mokazana Hanuuue mytanuii PIK3CA B Muk-
COUAHBIX/KPYTIIOKJICTOUHBIX JHIocapkomax B 18,3 %
ciydaeB. MyTaru pacrioloKeHbl B IBYX JIOMEHaXx,
cnupansaoMm nomene (E542K u E545K) n kunazHom
nomene (H1047L u H1047R). [anuentsr ¢ PIK3-
ACCOLIMUPOBAHHBIMU JIUIIOCAPKOMaMK MMeNn OoJee
HU3KYTO OOIIYTO BBDKHBAEMOCTh, YEM TIPH TUKOM THTIE
rera PIK3CA (p=0,036) [49].

[Ipu ouenke yposus sxcnipeccu PD1 u PD-L1 npu
Pa3NUYHBIX THCTOTHIIAX JIUIOCAPKOM (MHUKCOUIHbIC
JIUTIOCAPKOMBI, BEICOKOAM(PEepeHITPOBAHHBIE JTUTIO-
capkoMbl, AenudQepeHITIpOBaHHbBIC JTUIOCAPKOMBI)
aBTopamu ObLIO cpopMUpPOBaHO 3 IPyMITbl OOIBHBIX
¢ capkomMamu MATKuX Tkanei: PD1-/PDL1-; PD1+/
PDLI1-wm PD1-/PDL1+; PD1+/PD-L1+. [Toka3arenu
5-JIeTHE BBIKMBAEMOCTH B JaHHBIX TPYyIMIax cOCTa-
Bun 90, 74 u 13 % cooTBeTcTBeHHO. B 3aBHCHMOCTH
ot cranuii 3abonesanus (I-11 u [1I-1V) obrmias u Gec-
COOBITHITHAS BBDKHBAEMOCTh TAK)KE aCCOIIMUPOBAIIACH
C TUIOXHM IIPOTHO30M TIPH HaJTU9IHH dKcripeccun PD1/
PD-L1 mapkepos [51].

90

Crenyroliee UCCie0BaHHE MTPOIEMOHCTPUPOBAIIO
BBICOKYO yacToTy dkcrpeccnu PD-L1 B nemuddepen-
IIPOBAHHBIX JIUIIOCAPKOMAX, MOCTUTAIONIYI0 22 %.
IIpoBenen ananu3 JaHHBIX, HAllEJICHHBIN HA BhISBIIE-
Hue 3aBucumoctu PD-L1 skcnipeccun oT Bo3pacTa
Mojia TIAIMeHTa, pa3Mepa OITyXOJIH, XUMHOTEepariu/
Jy4eBOW Tepamnuy B aHAMHE3€, TIPU 3TOM 3HAYUMBIX
paziuuui mojgydeHo He Obuto. YuuthkiBas PD-L1-
CTaTyc, MalUeHTHI ObUIN pa3esiCHbl Ha JBE TPYIIIIbL:
PD-L1nonoxurenpHbie (3KCIpeccust 0ojiee Wil paBHa
1 %) u PD-L1 orpunarensnsie. [Ipr 7TOM BEBISBIEHBI
3HA4YMMBbI€ Pa3INyMs B TOKA3aTeNAX KaKk Oe3peryIuB-
Hol BepKuBaeMoctu (p=0,027) — menuana B rpyme ¢
skcrpeccueii PD-L1 cocraBuna 15 mec, Tora kak 6e3
dKCIIpeccuH — 32 MecC, — TaK U O0IIeH BEDKHBACMOCTH
(p=0,017) [52].

B mneomopdHBIX TUNOcapKOMax BbISIBIICHA T'eHe-
THUYECKasi TETEPOTEHHOCTh — HAJIMYME COMAaTHUECKHUX
myTtanuii B reHax PIK3 (14 %), Tp53 (36 %), ALK
(10 %), xkTuHIYEcKass 3HAYMMOCTh KOTOPBIX HE Olle-
HeHa [3, 47].

JlnarHocTuka 3a0prOMIMHHBIX

HEOPTraHHbIX JHI0CAPKOM

11 3a0prOMMHHBIX HEOPTaHHBIX JTUTIOCAPKOM Xa-
paKTepHBbI OOJIBIITNE pa3Mepbl HA MOMEHT MEPBUYHOTO
oOpalieHus MalUeHTOB 32 MEIUIIMHCKON TOMOILBIO
BBH/Ty OTCYTCTBUS BBIPQKEHHBIX KIIMHUYECKHX TPO-
SIBJICHUM B TE€UEHHUE JJIUTEIILHOTO BpeMeHH. [{luamerp
OITyX0JH 00JIee YeM Y MTOJIOBUHBI OOJIbHBIX MTPEBHIIIACT
20 cm. Koppensiiuu Mek 1y THCTOIOTUYECKUM TUIIOM
OITYXOJIM U €€ pa3MepaMHt He BbIABIeHO [11].

VIBTpa3ByKOBOE HCCIIEIOBAHIE OPIOIITHOM ITOJIOCTH
1 3a0pIOLIMHHOTO MTPOCTPAHCTBA, B TOM YUCIIE METOJT
CKPUHMHT-ITHarHOCTUKH, IOMOTAeT BBISIBUTH OObEM-
HOe 00pa3oBaHue, HEMOCPEICTBEHHYIO JIOKAIU3ALHIO,
CTPYKTYPY ¥ KOHCHCTEHIIHIO, pa3mep ormyxoiu. Jlorm-
ruieporpadus/IyniaeKcHOe yIBTPa3ByKOBOE UCCIIEI0-
BaHHE MOYKET JaTh JIOTIOJHUTEIBHYIO HH(OPMAIUIO O
JIOKaJIM3allii MarucTpaibHbIX KPOBEHOCHBIX COCY/IOB
U B psiJie CIy4aeB O CBSI3U OIYXOJIM C HUMHU. Takxke
JTAHHBII METO MOYKET CITOCOOCTBOBATH OTIPECIICHHIO
0COOEHHOCTH KPOBOTOKAa 0OBbEMHOTO 00pa3oBaHUS.
VnbTpa3ByKOBOE HaBEACHUE C IPUMEHEHNEM JOMILIe-
porpaduu JaeT BOSMOXKHOCTB IS IPOBEICHHS OoJiee
TOYHOW IYHKIIH U TPETIaH-OMOTICHH OTTYXOJIH1, CHIKAs
YacTOTY OCJIOKHEHHH, CBSI3aHHBIX C MAHHUITYJISIIIUSAMH,
TaKMMH KakK MMOBPEXJIEHUE KPYIHBIX KPOBEHOCHBIX
COCYZIOB, KPOBOTEUEHHUSI, FeMaToMbl [52].

JlmarHocTHYeCKNM HCCIIeZIOBaHUEM BbIOOpa IS
OIICHKHU 3a0pIONIMHHONW HEOPTaHHOM JIMITOCAPKOMBI
SBJISIETCS] KOHTpacTHO-ycuiieHHoe KT-ckannpoBanue
u/mu MPT OpronrHo# MoNOCTH, Ta3a U TPYAHOU
nonocty [54, 55]. C uUX NOMOUIBIO ONPENEIISIIOTCA
AHAaTOMHUYECKOE PACIOJIOKEHNE OIYXOJIH, ee pas-
Mep, BEpOATHOE MPOUCXOXKICHNE (THCTOIOTHYECKHM
THII OMYXOJIH), B3aMMOCBSI3b HOBOOOpA30BaHUS C
COCEIHUMH BUCIEPATbHBIMU U HEHPOCOCYIUCTHIMU
CTPYKTYpaMH, BO3MOKHOE CHIaBJICHHE WM WHBA3us,
a Tak)Ke HaJM4Me WM OTCYTCTBUE TpPaHCIEpUTOHE-
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aJIbHOTO PAcIpOCTpaHEeHUs MIIM METacTas3oB [55, 56].
JIunocapkombl umeroT xapakrepubiid Bua npu KT u
MPT ¢ npeumyIecTBEHHO >KMPOBBIM KOMIIOHEHTOM
[55]. BeicokonuddepeHiiupoBanHasl JunocapkomMa
HanboJiee YacTo BHIIVISAUT Kak OOJBIION y3es KH-
POBOIl IUIOTHOCTH B TOJICTOH Kamcyjie ¢ HAJINYHEM
BHYTPHOITYXOJIEBBIX IIEPETOPOAOK — CENT U MHOIZA
30H, OTIMYAIOIIMUXCS MO IJIOTHOCTH OT XHUPOBOI.
30HBI HEKUPOBOH TUIOTHOCTH pa3MepoM Oojiee 1 cM ¢
0O0JIBIII0I BEPOSTHOCTHIO COCTOSAT U3 Aenud hepeHiu-
POBAaHHOTO KOMIIOHEHTA U JIOJKHBI SBJISITHCS] MUILIE-
HBIO TIPU BBITTOJTHEHUU Onoticud [57]. B MukcoumHbIX
JIUIIOCAapPKOMax HaXOAUTCs OOJIBIIOE KOJIUYECTBO
XKHUIKOCTH, YTO TTATOTHOMOHUYHO IPOSIBISICTCS HU3-
kuM MPT-curnanom B T1 u Beicokum — B T2. Ony-
XOJIM, KaK MPaBUII0, OOJBIINX Pa3MepoB, C YETKUMHU
KpasiMH, pacrioyiaratoTcs B TOJIIIIE MBIIIEYHON TKaHH C
xupoBbIMU BkparieHusimu [57]. KT ¢ anruorpadueit
MIO3BOJISICT TOJIyYUTh MOAPOOHOE N300paKeHue Kpo-
BEHOCHBIX COCYIIOB M OIIEHUTH XapaKTep KPOBOTOKA,
HEIMOCPEICTBEHHOE KPOBOCHAOKEHNE OITyXOJIH, BO3-
MOYKHYIO HHBA31IO MaruCTpajbHBIX COCYJ0B, ONpeie-
JIUTH HaJIM4Ke TpoM003a, YTO, B CBOIO OUepelib, 1aeT
BO3MO)KHOCTb OLIEHUTDH PE3eKTa0eIbHOCTh JIMIIOCAP-
KOMBI Ha J0OTIepaiMOHHOM 3Tarle.

Taxoke B m1aH 00cIe10BaHNs IPH MUKCOMIHBIX JIH-
MocapKoMax He0OXOIMMO BKIIIOYATh PaJHOM30TOITHOE
ncciieioBaHue KocTel ckenera. Bemonnenue 19T
JUISL IEPBUYHOTO 00CIICIOBAHHS M YTOYHEHHS CTAINN
He pexomeHayercs [52].

Jlnarsos ycTaHaBIMBAaEeTCs Ha OCHOBAHUU TH-
CTOJIOTHYECKOTO HCCIIEIOBAaHUS TKAHH OIYXOJH,
MOJIYYEHHOU MYyTEM TOJICTOUTOJIbHOM WJIM OTKPBITON
ouoncuu. [IpenmMymecTBOM OTKPBITON OHONCUU
SIBJISIETCSL BO3MOKHOCTD TTOJTyYeHHsT OOJIBIIETO KOJH-
YeCcTBa OIyXOJIEBOIO MaTepuaia Jyisl KaueCTBEHHOTO
MOP(OJIOTHUUECKOI0 HCCIIEel0BaHUsA. BhlnonHeHne
TOJICTOMTOJILHOM OMOTICHH OTIPaBIaHO MaJIbIM KOJTU4e-
CTBOM OCJIO)KHEHUH U BO3MOKHOCTBIO HaBUT ALK ITPH
nomoiuu KT u Y3U, ognaxo B 20 % ciydaes TpedyeTcs
[IOBTOPHOE BBIIIOJIHEHNE IIPOLIEYPhI B CBSI3U C MAJIBIM
KOJIMYECTBOM TOTy4aeMoro Matepuana [52].

Baxxnyto ponb B iudpepeHanbHON THarHOCTHKE
CapKOM MATKUX TKaHEH WrpaeT UMMYHOTHCTOXUMHM-
YECKHM METOH, KOTOPBIM JOJKEH BBIOIHATHECS BO
BCEX CIIydYasiX, KOTZa 3aroo3peHa Me3eHXHMaIbHas
oryxoib. L{uTonoruueckoe nccieaoBaHue He UCTIONb-
3yeTcs pyTHHHO AJIS OTIPEJIEIIEHUS THCTOIOIHYECKOTO
MOATHIIA CAPKOM MATKHX TKaHed. Bo MHOrHX capko-
Max OIMCaHBl XPOMOCOMHBIE M3MeHeHHs. B HacTos-
iee BpeMs UX UACHTH(QHUKALS HCIIOIb3YETCsl TOIBKO
JU1s1 OoJiee TIIATeNTbHOM TMarHOCTUKH TOTO WIIK UHOTO
THCTOJIOTMYECKOro Tuma. KIMHUuecKoro npuMeHeHus
9TH JaHHBIC TTOKA HE Moydmm [52].

JleyeHne 00JIBHBIX € 3a0PIOIIMHHBIMH

HEOPraHHbIMHU JHIOCAPKOMAMH

Jleuenue OOJBHBIX C TUArHO30M CapKOMa MSITKUX
TKaHel TpeOyeT KOMIUIEKCHOTO IOAXOJa W IpHBIIe-
YeHHSI psfia CIEIHATUCTOB: MOpdoIIora, JIy4yeBoro
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JIMATHOCTa, XUPYPra, paJHoyiora, XuMHUOTEPaIleBTa,
ecim HeoOXoIMMo — nietmarpa. Jledenne J0mKHO mpo-
BOIUTHCA B KPYITHBIX OHKOJIOTMYECKUX ILICHTPAX, I71€
PYTHUHHO 3aHMMAIOTCS JICYCHHEM 3TOTO 3a00JICBaHUS
[52].

Xupypeuueckoe neuenue

OCHOBHI)IM MCTOOOM JICHCHUS SABJIACTCA XUPYPTH-
YeCKHil. 3a mocaenHee BpeMs paclIupeHbI TOKA3aHUS
K KOMOWHUPOBAaHHBIM OTIEpAIUSIM, KOTOPHIC HalpaB-
JICHBI HA MAKCUMAITBHBINA PaINKAIN3M IIPH YIAICHUU
HOBOOOPa30BaHMs, 3a4aCTYIO C PE3EKIHel COCeTHNX
CTPYKTYp, BOBJIEUYEHHBIX B OIIYXOJIEBBII IpoLECC.
JaHHbIN oX0 onpaBAaH MpyU HU3KOW CTENEHH 3J10-
Ka4eCTBEHHOCTH OITyXOJIH, BhICOKOTU(DhEepeHITpO-
BaHHBIX JIUTIocapkoMax. CiieoBareibHO, HEOCTIOpUMa
HEOOXOIMMOCTh MPEIBAPUTEIILHOW OUOIICUH TIepe]
TUTAHUPOBAHUEM JICUCHHS, JIJIsl BBIOOpa 00beMa oriepa-
[IUH, €€ PAIMKAILHOCTH, C yYEeTOM OHOJIOTHH OITyXOJIH,
MPOTHO3a IMOKa3areieil MECTHOTO KOHTPOJIS U OOIIeH
BBEDKHBAEMOCTH. BBICOKO3IIOKaYeCTBEHHBIC OITYXOJIH
HUMEIOT ropasio 0oJiee BBICOKUN PUCK PEIHIUBUPO-
BaTh M PACIPOCTPAHITHCSI CUCTEMHO, CIICOBATEIIhb-
HO, pacHIMpEHHbIE, KOMOMHHPOBAHHBIE OIIEPAIIHH, B
3HAYUTEILHOMN CTENEHH BIUAIONIME HA TOCIeNY O
YPOBEHD )KM3HU U BO3SMOXKXHOCTDb IPOBEACHUSA KOM6I/I-
HUPOBAHHOTO JICYCHUSI, BKIIFOUAsi XUMHUO- U JIyYEBYIO
Teparuio, Helenecoo0pa3Hbl, 0COOCHHO Ha TIEPBOM
Jrare JedeHus [58].

CapKOMLI MSTKUX TKaHeH Ppa3BuUBarOTCA B IICEB-
JTIOKATCyJe, KOTopasi OTTECHSICT OKPYKAIOIIUE TKAHU
B MIPOIIECCE POCTA OMYXOJIU. ITa 000JI0UKA SBISIETCS
HEMCTUHHOM, TaK Kak HH(OMUIBTPUPOBAHA OITyXOJIEBbI-
MU KJIETKaMHu. B xome oneparmu Heo0X0uMO BBITTOJ-
HATDH YIaJICHUE OMYXOJIH COTIACHO OHKOJOTHYECKUM
MIPUHIIMIIAM, T.€. BMECTE C TICEBIOKAIICYIIOH, HE BCKPHI-
Bas e€, B IPOTHBHOM CITydae Pe3KO BO3PaCTaeT PUCK
peuuanBa. BaxkeH TIaTeapHbli reMocTa3, HOCKOIbKY
pacIpoCTpaHCHHUE OMYXOJEBBIX KJIETOK B IMpeaenax
MOCIICONEPAIIIOHHON T'eMaTOMBI ITIPOUCXOUT OBICTPO,
Y BEPOSTHOCTP PEIIUANBA B OTON CUTYaIllUU OYeHb Be-
TMKa. YAalieHHe OITyXOJIH JTOJKHO OBITH BBITIOTHEHO
enuHbIM O110KOM (en bloc). YV 6onbHbIX ¢ [V cragueit
MpoIecca XUPYPrudeCKuil METO MOXKET OBITh TAKKe
WCIIONIb30BaH MPH OlepadeNbHbIX JETOYHBIX MeTa-
CTazax, 94TO0 y OTACIBHBIX OOJTBHBIX 00€CIeUNBacT
JUTATENBbHYIO O€3pelnANBHYIO BEDKHBaeMOCTb. Yarre
BCEro 3TO OBIBaET MPH M30JUPOBAHHBIX JIETOUHBIX
MertacTtaszax. [Ipu oueHke BO3MOXKHOCTU PE3EKLUU
B CIy4ae MeTacTaTH4eCKOW 0O0JIe3HU BaKHBIMH (ax-
TOpaMU ABJIAIOTCA HAJTMYHE DOKCTpaTOpaKaJIbHBIX ITPO-
HBJ’IGHHﬁ, IJICBPAJIBHOI'O BBIIOTA; U3JICHCHHOCTD UJIA
MIEPCIIEKTUBA U3JICUCHUS TIEPBUYHON OITyXOJIH; HaIU-
YK€ MPOTUBOTIOKA3aHHUH JJIs1 TOPAKOTOMHU U PE3EKIINU
METacTa30B; BOZMOXHOCTh PaIUKATBHON PE3EKIINH.

Pesexmus meracTta3zoB MOXKET OBITH BBLIIOJIHE-
Ha MyTEM TOPAKOTOMHH WU BHJICOTOPAKOCKOIIHH.
braronpusTHEIMU MPOTHOCTHYECKUMHE (haKTOpamMu
SBIIAIOTCS JUTMTENBHBIN O€3peANBHBIA HHTEPBAI
(>2,5 roma), Grade 1-2, a Taxxe pasmepsl (<10 cm).
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[Ipu OmaronpuaTHBIX (hakTOpax MPOTHO3a S-JIETHSIS
BBDKHBAeMOCTh cocTaBisieT 60 %. OnucaHsl ciyyan
TTOBTOPHBIX METACTA3dKTOMUH MPU PEIMINBAX METa-
craszoB B Ja€rkux [11, 52].

Bonpmioli pasmep u TIy0OKOe pacrojioOKEHUE B
AHATOMUYECKH CIIOKHOHM 00IacTH, coepxKaiiei psij
JKU3HEHHO BaXXHBIX CTPYKTYp, KpailHe 3aTpydHSIOT
pajguKalbHOE yaajJeHUue PeTpOoNepUTOHEaNbHbBIX
capkoM [11]. TTanmeHTsl, KOTOPBIM yAAaeTcs BBINOI-
HUTb MOJTHOE yAaJIeHUE TIEPBUYHON OITyXOJH, UMEIOT
JYYITAN TIPOTHO3 S-JETHEW 0O0IIe BHDKHBAEMOCTH,
KoTopast MoxkeT gocturarb 54-70 %, o y 41-50 %
STUX TAIMCHTOB B TEUCHHE 5 JIET MOCIE ONEPaLUU
OTMEUAKOTCsI MECTHBIE peluauBHI [ 5, 11, 55]. O630p u3
Mewmopwuanbroro pakosoro nenrpa Ciioan-Kerrepuar
(Hero-Hopk, CIIA), Koposnesckoii 6ombpHUIBI Map-
cneH (JlounoH, BenukoOpuranus) u ppaHiry3ckoe Ha-
LHOHATBHOE MHOTOLICHTPOBOE UccieaoBanue [6, 59]
MTOKA3aJIH, YTO TOCIIE 5 JIET U MO3KE CO JTHS OTIepaIiui
MECTHBIN PEIUINB 3a0PIOIITMHHON CapKOMBI BEISBIIS-
ercs y 60—70 % manueHToB, KOTOPKIH, KaK MPaBUIIo,
SIBJISICTCSI MPUYUHON cMepTH [55].

ATrpecCUBHBIN XUPYPTUYECKUM NOAXO0 O3BOJISET
BBITIOJTHATH PAJANKATBbHOE XUPYPTHUECKOE BMeIa-
TEJILCTBO MPY TIEPBUYHON 3a0PIOIITMHHON HEOPTaHHOM
nunocapkome B 71,3 %, npu penuiuBe OmyXxoiau — B
51,9 % cnyuaeB. YactoTa penuauBUpOBaHUS 3a-
OpIOMIMHHON HEOPTaHHOHM JUIOCApPKOMBI HapacTaeT
10 MEpPEe YBEIIMUCHUS CTETICHH 3JI0KAYCCTBEHHOCTH U
pa3MepoB OMYXOJH, KOJIMYECTBA OMyXOJIEBHIX Y3JIOB.
[Tocne paguKanbHOTO XUPYPruue€CcKOro JICUEHHUs IOo-
Kazarend 5-, 10-meTHEer BBIKMBAEMOCTH JTOCTHTAIOT
57,5 % u 37,8 % cooTBeTCTBEHHO. Pe3ynprarsr ma-
JIUATUBHOTO yJAJICHUS! 3a0PIOMIMHHON HEOpTaHHOW
JIUTIOCAPKOMBI CYIIECTBEHHO XYy>K€, OJHAKO UX BBI-
[IOJIHEHUE OIIPABIAHO TEM, YTO 3- U S-JIETHUI CPOK I10-
cie oneparmu nepexusarot 50,0 u 31,8 % OOMbHBIX.
KoMOuHupoBaHHbIC Onepanuu coCTaBisitoT 54,2 %
OT BCEX XUPYPrHUECKHX BMEIIATEIBCTB P 3a0pto-
[TMHHBIX HEOPTaHHBIX JIUIIOCAPKOMAaX W TMO3BOJSIOT
JOCTUYh OTIAIEHHBIX PE3YIIbTaTOB, COMMOCTABIMBIX C
3¢ (EKTUBHOCTBIO OPraHOCOXPAHSIIOIIUX ONEPAIIU.
[Tocne xomOuHMpoBaHHBIX oneparuii S u 10 jer nepe-
skuBatoT 48,0 u 26,4 %, nocie OpraHoCOXPaHSIONINX —
55,3 35,1 % GonpHbIX [11].

HecmoTps Ha BBICOKHH YpOBEHB XHPYPTHUH,
peaHNMalMOHHO-aHECTE3MO0JIOTUYECKOTO COMPOBO-
JKICHUS, Ha TO, YTO 3a MOCJEIHEE BpeMs pacliupe-
HBI MMOKa3aHUs K KOMOMHWPOBAHHBIM OIEpaInsiM,
y OOJBITMHCTBA MAIIMEHTOB BO3HUKAIOT PEITUIUBEI,
SIBJISIFOILIMECS IPUYMHON cMepTH. B cBsI3u ¢ 3TUM ak-
TUBHO u3y4aeTcs 3(PpPEeKTUBHOCTh JOMOTHUTEIBHBIX
XUMUO- U Ty4eBoU Tepanui [55, 60—63].

Jlyueeas mepanusn

ATpIOBaHTHAS JTy4eBas TEPAIUS MOXKET IIPEICTaB-
JIATH COOOM IICHHBIM METOJ JICUSHHUSI JTsI YYUIIICHUS
MECTHOTO KOHTpOJs. J[Ba paHIOMHU3MPOBAHHBIX HC-
CJIEZIOBAaHUS TIOKA3aJH, YTO Y MAIIUEHTOB C CAPKOMOM
MSTKHX TKaHEH KOHEYHOCTH ITOCJICOTIEpAlHOHHAS
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JIUCTAHIIMOHHAS JIydeBas Tepamusi Wik Opaxurepa-
MU yAy4IIaloT MECTHBIA KOHTPOJb, HO HE BIHSIOT
Ha 00IIyI0 BBDKHBAEMOCTh [64—66]. Ilpu mydeBoii
TepaIny 10 MOBOJY PETPONEPUTOHEATBHBIX CAPKOM
UCTIOJNIB3YIOTCS Pa3IMuHbIC BApUAHTHI PPaKIUOHUPO-
BaHUs, METO/IbI TTOJIBEICHUS JIYI€BOTO BO3IECHCTBHA
(mMCTAaHIIMOHHOE W BHYTPUTKAaHEBOE), OTHOBPEMEH-
HOE€ TPOBEJCHUE XUMHOTEPANIH, CPOKH OOTyUEeHUS
(mpenomnepanMOHHO, UHTPAONIEPALUOHHO MM TI0-
CJIEOTIEPAIIMOHHO), TPEJICTABICHBI PA3INYHbIE BHIBI
BO3JICHCTBHSA C MOMOIIBIO (POTOHOB, IIEKTPOHOB,
MPOTOHOB WJIM MOHOB yriepona [67]. Ilpu stoM Hu
OJIMH M3 JAAHHBIX METO/OB HE BKIIOYEH B «30JI0TOM
CTaHAapT» JeUYCHUS 3a0PIONIMHHBIX HEOPTaHHBIX
JUTIOCapKOMaM.

JloonepanonHas Jy4eBasi Teparus paccMarpu-
BaeTCs KaKk METOJ BIOOPA, TOCKOJIBKY OHa IOMOTaeT
M30eXkKaTh MOBPEXK/ICHNS 1yBCTBUTEIIBHBIX K PAHAIlIH
CTPYKTYp M OpPTaHOB, KOTOpPbIE OOBIYHO 3aITONHSIOT
IIOJIOCTh IIOCJIE YAAJIEHNS KPYIHBIX oIryxoiiel. Kpome
TOTO, COOJTIOICHNE PEKUMa JICUCHUsI OOBIYHO TyYIIIe,
a CBA3aHHAsl C HUM TOKCUYHOCTH MEHBIIIE B IIPEJIOTIe-
palroHHOM BapuaHTe. BakHO, 4TO OMOJIOTHYECKHE
3(PeKTHI TyueBOl Tepanuy yCHINBAIOTCS B «HETPO-
HYTOI», XOPOIIO KPOBOCHA0KaeMOW U HACBIIICHHON
KuciopojaoM TkaHu. [Ipenoneparnmonnas nydenas
Tepanus HampaBjeHa Ha YMEHbBIIEHHE Pa3MepoB
OITyXOITH, YITydIIIeHUE YCIIOBUI ONIEpHPOBAHHS, YMEHb-
IICHHUE OIS U J03BI 00myueHus (00brano 50-54 Ip).
OCHOBHBIM OTPUIIATEIBHBIM MOMEHTOM SBJISIETCS BbI-
COKast 4aCTOTa MH(PEKIIMOHHBIX ITOCICOTIEPAIIHOHHBIX
ocnoxHeHul. IIpenonepannonHas rydeBast Tepanus
WJIH XUMHOTEPans MOT'YT OBITh MCTIOJIb30BaHbI C 11e-
JIbIO BBITIOJTHEHHS PAIUKAIIbHOM OpraHoCcOoX paHstoIeit
ornepannu. PyTHHHOE HCIIOIb30BaHHE ITOCIIEONIEPALIU-
OHHOM JTy4eBOH Teparvu Mpu IEPBUIHBIX 3a0PIOIITHH-
HBIX CapKoMax He peKoMeHyeTcs [52].

OpHako MOKa HU OJHO PaHIOMM3HPOBAHHOE HC-
CJIeJIOBaHUE HE JOKa3aJ0 MPEUMYIIECTBO JIy4eBOU
Teparuy B KOMOMHAIIUY C XUPYPTHUECKUM JISIEHUEM
TI0 CPaBHEHHUIO C PaTUKATEHBIM OTIEpaTHBHBIM BMEIIIa-
TeIbCTBOM. B HacTodIee BpeMst 0KUAaI0TCs pe3yiib-
TaThbl PaHIOMHU3UPOBAHHOTO HCCIIEI0BaHMs, KOTOPOE
npoBoautcs ¢ 2012 1. (mpotokon 62092) Epporrefickoit
opraHu3aIueil mo MCCIeA0BaHNIO H JICUCHUIO paKa
(EORTC). B uccienoBannu maueHThI pa3IeIcHbI Ha
2 rpynnsl. B nepBoii BBINOJHSETCS XUPYpPrUuecKoe
yIoaJIeHUue OIyXOJM, BO BTOPOHl rpymie — (ppaxiu-
onHas syueBas Tepanus (50,4 I'p B 28 dpaknusx) c
nocieayouiei onepamnueid. [lepBruuHol KOHEUHOU
TOUYKOH siBIIsieTCsT Oe3peluAnBHAs BBIKUBAEMOCTD
(abmoMHUHAIEHBIC PELIUIVBHI).

CucremMHasi Tepanus

IIpenonepanmonHas XUMHOTEPATUS TTO3BOJISIET
YMEHBIIUTH 00BEM XUPYPrU4eCcKOTO BMEIIaTeIbCTRa,
a TaKKe SBISETCS TECTOM UyBCTBUTENBLHOCTH OITYXOJIH
K jedeHnro [52]. DddexTuBHOCTH MeTOMA TOKa3aHa
TIPY MATTHATHBHOM JISY€HUH PACTIPOCTPAHEHHBIX HITH
METacTaTHYECKNX CAPKOM MATKHUX TKaHEH. AKTHBHBIC
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areHTHI BKJIFOYAIOT aHTPAIIUKIIMHEI (JIOKCOPYOUIIMH H
AMUPYOUITNH) U AKHIUPYIOMAN areHT udochamu
[68]. 3a mocnenHee aecsaTWIIETHE Pa3pabOTaHBI -
(eKTHBHBIC BapUaHTHI BTOPOW WJIHM TPEThEW JTHMHUU
JICKapPCTBEHHOTO JICYCHMSI TIAI[MICHTOB C PE3UCTEHT-
HBIM 3a00JIEBaHUEM, JJISI OTHX eI MCIIONb3YIOTCS
reMITadnH, JOIIeTaKCeN, TPAOCKTHINH 1 TTa30IaHu0
[69].

YyBCTBUTEIBHOCTh JIMIIOCAPKOM Ha XHUMHOTEpa-
U0 OTIIMYAETCSI B 3aBUCUMOCTH OT THUCTOTHIIA OITyXO-
mr. R.L. Jones et al. u3yganm oTBET Ha XUMHOTEPAITHIO
y 88 MaMenToB ¢ aunocapkomMamu (B 43 % omyxonu
HMMEeJH pPeTporiepuTOHealIbHOE pacrnosioxkenue) [70].
ABTOpBI OOHAPYKIIIN 3HAYUTEIHHO 00JI€€ BHICOKYIO
4acTOTy OTBETA MPH MHUKCOHMIHOH JIUTIOCapKOME IO
CPaBHEHHUIO C JJPYTUMH THCTOTHITAMH JINTIOCAPKOM —
48 % u 18 % coorBerctBenHo (p=0,012). Ilpu ne-
T PepeHITMPOBAHHON JTUITOCAPKOME YaCcTOTa OTBETa
cocrasisiia 25 %, Torma Kak H OIHa M3 BRICOKOTU (-
(hepeHIIMPOBAaHHBIX JIMITOCAPKOM HE OTpearnponala.
Kpome Toro, oTBeT ObIJT 3HAYUTEIBHO JIy4IIC Y MMalH-
€HTOB C JINIIOCAPKOMON BepXHUX KOHeUHOCTeH (75 %)
WM HWOKHAX KOHEeYHocTel (36 %) 1o cpaBHEHUIO C
npyrumu nokanuzanusamu (18 %).

B oot 3 paboT aBTOPHI IEMOHCTPUPYIOT POIH
XUMHOTEPAITUY IIPY HEOTIepaOeIbHBIX U/WUJTH METacTa-
TUYECKUX BBICOKOAU(DPEpEHITMPOBAHHBIX U JCTU}-
(hepeHLIMPOBAaHHBIX TUTIOCApKOMaX, 77,5 % KOTOpBIX
pacronarajivck 3a0pIOIMHHO, HA OCHOBE PETPOCIIEK-
TUBHOTO aHanu3a nanublx u3 10 mertpos [70]. U3
208 BKJIIOYEHHBIX B MCCIEAOBaHUE MAllMeHTOB 73 %
HUMeEJIH, 10 KpaitHel Mepe, ouH MetacTas. CoracHo
kputepusMm RECIST, monnsriii otset 6611 B 1 %, 4a-
ctuuHblii — B 11 % ciyyaes, Torjia kKak cTaOuimn3anus
Y IPOTPECCUPOBAHKE 3a00IeBaHUS HAOMIONAINCH B 48
1 39 % cootBeTcTBeHHO. He Habmronanock pa3nmnyauii
B 4aCTOTE OTBETA MEKIy BBICOKO- U neauddhepeHITH-
POBaHHBIMH JIUTIOCAPKOMAaMHU.

[To 7aHHBIM MHOTOIICHTPOBOT'O PaHOMU3UPOBaH-
HOTO OTKphITOro HccnenoBanus I ¢aser (309), mo-
CBSIIIIEHHOTO CPaBHEHHUIO MOHOTEPAITHH 3PUOYITHHOM
U JakapOa3uHOM, KOTOpOe BKIIoUano 452 nanueHra
C THUCTOJIOTUYECKH BepU(UIIUPOBAHHBIMH MECTHO-
pacrnpoCTpaHEHHBIMU HIIH JUCCEMUHHUPOBAHHBIMU
JIUTIO- WIIA JIEHOMHOCapKOMaMH, OOJIbHBIE B aHaM-
He3e TONIYyYMIIA He MEHee 2 JIMHUM XUMHOTEpaIuH,
MOKa3aHO, YTO B OOLICH MOMYJSIHUN NAIMEHTOB Ha-
OJrofaeTCs CTaTUCTUUECKU 3HAYMMOE [TPEUMYIIECTBO
9puOyNHMHA 10 TTOKA3aTeNt0 O0MIe BRDKUBAEMOCTH
(p=0,0169), xotopsrit coctaBun 13,5 mec (95 % AU
10,9-15,6), npu Tepanuu nakap6azunoMm — 11,5 mec
(9,6-13,0) [71]. IIpu moarpynmnoBoM aHaJIU3C HaU-
Oosbplliee MPENUMYIIIECTBO pUOYIHHA B BUJIE yBEIH-
YeHHsI 00IIel BEKHBAEMOCTH W BBIKHBAEMOCTH 0€3
MIPOTPECCUPOBAHUST OBUIO MOTYYCHO Y TAIMEHTOB C
nurnocapkoMamu. MenuaHa oOIeil BhIKUBaeMOCTH
B moArpymme 3pudynarHa cocrasuia 15,6 mec (95 %
M 10,2-18,6), B moarpynme nakapbasnna — 8,4 mMec
(5,2-10,1) (p=0,0006). Mennana BBIKHBAEMOCTH

CVBUPCKIIN OHKONOTMYECKUN XKYPHAT. 2019; 18(5): 86-96

0e3 mporpeccupoBanusg — 2,9 mec u 1,7 mec (95 %
AN 0,346-0,784; p=0,0015) coorBercTBeHHO. IIpH
9TOM JieaudPpepeHIInPOBAHHbIEC JIMIIOCAPKOMBI Ha-
omoganucek y 65 (45,4 %) manueHToB, MUKCOUTHBIC
G2-G3 -y 55 (38,5 %), mneomopdubie —y 23 (16,1 %)
OONBHBIX. DPUOYIHH MTPOIEMOHCTPHUPOBA 3HAYUMYFO
pasHUILy B BUJIE YBEIMUYEHHS 00MIei BEDKUBAEMOCTH
M0 CPAaBHEHHUIO C JakapOa3WHOM MPH BCEX THUCTOIO-
THYECKUX THIIAX; HAHOOJIblIee TPEUMYILECTBO ObLIO
MOJTY4YEHO Y TIAIIMEHTOB C Aeu(PepeHITUPOBAHHON —
18,0 u 8,1 Mec u mIeoMopdHON TUITOCAPKOMON —
22,2 u 6,7 Mec COOTBETCTBEHHO. [ pymmb 2pulynrnHa
U JakapOa3rHa HE OTIMYAINCH MO0 Ka4eCTBY KH3HU
[71]. Ha ocHOBaHUM MONYYEHHBIX PE3YJABTATOB 3PU-
OymuH 0wl 3apeructpuponan B CIIA, EBpore n
Poccun amst nedeHust aeHToB ¢ HeonepadeTbHOI
JIUIIOCAPKOMOI.

B nmocnennee pecAaTtuneTue Mo NaHHBIM psila
KIIMHUYECKUX HCCIIeOBaHUN ycTaHoBIeHa d(dex-
TUBHOCTH HECKOJIBKUX HOBBIX CHCTEMHBIX METOJIOB
JIeYeHHUsl CapKoOM MSATKHUX TKaHeHd, HEKOTOphIe U3
HUX MOTYT OBITh IPUMEHEHBI y OOJIBHBIX € JIMTIOCAP-
komaMu [72]. B oTiaumyue OT HUTOTOKCUYECKON XH-
MHOTEpaIiH, KOTOpas HeCTIeHU(PUIHA, OOTBIITHHCTBO
HOBBIX METOIOB JIEYEHHsI OCHOBAaHbI HAa TIOHMMaHHUH
Ouonornu 0o0JEe3HU, NPUCYLICH KaKIOMY TMCTOTH-
My CapKOMBI, U, BO MHOTHX CITy4yasiX, HalleJIeHbl Ha
crienuuIecKkuii, abeppaHTHBIN TCHETHUYCCKUNA HITH
MOJIEKYJIAPHBIN NyTH. B wacTHOCTH, OpHeHTalus Ha
MDM2 unu CDK4 (antaronuctst MDM2 n CDK4)
npu BeICOKOU(D(DEepeHIIMPOBAHHON JIUIIOCAPKOME H
nennddepeHITNPOBAHHOM JTUTIOCAPKOME TTPEICTABIISCT
WHTEpEC B TEUCHUE HECKONBKUX JieT [68—70, 72—75].
[Tpu BBICOKO- M AeauddepeHIUPOBaHHON IUTIOCAp-
koMmax nenesad tepanus MDM2 u CDK4 moxer
SBIISITHCS TIEPCIIEKTUBHBIM HarpaBlieHneM. Kiacc
MMHUIA30JIMHOBBIX COCNWHEHHUH OBUT MACHTH(UIU-
pOBaH Kak MOUIHBIA U CEJEKTUBHBIM HU3KOMOJIEKY-
nsipHbid mHrEOuTOp MDM2. RG7112 (Hoffmann-La
Roche) sBnsercs unenom cemetictsa nutlin u mep-
BBIM KIIMHUYECKUM IOJITBEPKICHUEM aHTaroHHCTa
MDM?2. RG7112 sBnsieTcss MOITHBIM HHTHOUTOPOM
cBs3bpiBaHusl pS3-MDM2, xotopsiit g pekTuBHO
crabunmmsupyet pS53-0eyoK, akKTUBUPYET CHTHAIIN3a-
A0 p53 W MHTHOUPYET POCT PAKOBBIX KJIETOK [72,
73]. Uuarudurop Flavopiridol-CDK4 u unrnourop
PD0332991-CDK4/CDK6 (Pfizer) siBisiroTcst MoIiI-
HeiMU uHrHONTOpamu CDK4, npenoreparas nocie-
nytorree (hochoprrpoBaHue OeKa peTHHOOIACTOMBI
(RB). Takum o6pazom, uarnouposaane CDK4 Boc-
CTaHaBJIMUBAET PETYJAIMIO KJIETOYHOTO LHKJIA U
NPe0TBPAIIACT HEKOHTPOIUPYEMYIO PO epannio
OIYXOJIEBBIX KJIETOK [72-75].

Nmetorcst cooOMIEHNsT 0 HECKOJIBKHUX JIPYTUX WH-
TEPECHBIX 00BEKTaX-KaHIuAaTax JUIsl HOBBIX BHJIOB
CHCTEMHOM Tepamnuu, BKIIOUYas ceMeicTBo c-Jun
N-konneBbix mporennknHas (JNK) u npyrue [72, 75].
PPAR-nipoTeuHsl SBISIOTCS KPUTUUECKUMU PETYIIATO-
pamMu HOpMasbHOU JuddepeHInaiyu aJuInoIHTOB.
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PPAR-ramma siBnsieTcst OHOM U3 Tpex u30(hopM, KOTO-
past o0pasyeT reTepoauMepHBIH KOMIUIEKC C PEIIeTITO-
pOoM peTuHOUAA X /IS peTryHPOBaHMS TPAHCKPHUITIINN
cneunUYHBIX K aJUIONKUTaM TeHOB, YUaCTBYIOIINX
B MYTH Pa3BHUTHUS aJIUIMOIMTOB. AKTUBANUs raMMa-
PPAR ramma-aronncramu PPAR (Tpormurasonowm,
PO3HUTIUTA30HOM, d(PaTyTa30HOM) MPEACTABISACT
co0OH MpHBIEKATEIbHYI0 MUIIIEHb, OCOOCHHO B Je-
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