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PE3IOME

LleAb MccaeAoBaHMst — OLIEHKA BAMSIHUS CTEMEHN 3A0KQUYECTBEHHOCTM U AOAK AeAndDepeHUMpPOBaHHOrO KOMNOHEHTa B 3abpio-
WHHHBIX AeAMdhepeHUnpPoBaHHbIX Annocapkomax (AAATMC) Ha TeueHKe M MPOrHO3 3aboAeBaHMs.

Marepuan u metoabl. B peTpocnekTMBHOE MCCA@AOBaHME BKAIOYEHbI 74 NaumeHTa C NepBuyHbIMK 3abpiownHHbIMM AAATIC, koTo-
pbiM ObIAO MPOM3BEAEHO paAMKaAbHOe xupyprudeckoe Aederne B DIBY «HMULL onkororum um. H.H. broxmna» Munsapasa
Poccnn. BoinoAHeHbl nepecMoTp 1 pekaaccudmkaums rmcToAOrMYeckmnx npenapaTos onepaLMoHHOrO MaTeprana BCeX CAydaeB
AAATIC. B 3aBUCMMOCTM OT CTEMEHM 3A0KAYECTBEHHOCTM M AOAU AeAN((EPEHLIMPOBAHHOTO KOMMOHEHTa B OMYXOAM DOAbHbIE
6bIAM pa3AeAeHbl Ha FPYNMbl CPABHEHMS!, BKAIOYEHHbIE B MEXXIPYNNoBoi aHaAu3 obuein (OB) u 6e3peunansroint (PB) BekmBae-
MocTu. Takxe npoaHaAM3MpoBaHa B3aMMOCBS3b BEAMUYMHBI AOAM AeAnddepeHumpoBaHHOro KomnoHenTa B AAAIC n YacToTsl
MHBa3MM MPUAEXKALLMX OPraHoB.

PesyAbTatbl. B rpynne 60AbHbIX C AOAer AeAnphepeHUMPOBAHHOTO KoMMoHeHTa boaee 15% OB Obliaa AOCTOBEPHO XyXe,
ueM B rpynne MauUMeHTOB C AOA€i TakoBoro MeHee 15% (p=0,0001; log-rank test). Meanana OB B rpynne AAATC c aonei
AeAndbepeHLMpPOBaHHOTO KOMMOHeHTa meHee 15% coctaBuaa 91 mec (95% AWM 82—100), B rpynne AAATC ¢ aorei aeand-
(bepeHUMpOBaHHOTO KOMMOHeHTa 6oaee 15% — 29 Mec (95% AWM 17—41). MNokasaTeAn NSTUAETHeN ODLLEN BbIXKMBAEMOCTH
B rpynnax c AoAei aeanddepeHUMpoBaHHOrO komnoHeHTa meHee 15% un 6oaee 15% coctaBuan 69 n 2% cootseTcTBeHHo. bPB
60AbHbIX OblAa AOCTOBEPHO HMXE B rpynne C AoAer AeandhepeHUMpoBaHHOro KoMnoHeHTa boaee 15%, Yem B rpynne C AOAei
TakoBoro mMeHee 15% (p=0,0001; log-rank test). Meanana BPB B rpynne c aonei aeanpepeHUMpoBaHHOIO KOMIMOHEHTa MeHee
15% cocTtaBuaa 25 mec (95% AN 23—27), B rpynne AAATIC ¢ aonei aeancdepeHUMpoBaHHOrO KommnoHeHTa boaee 15% —
13 mec (95% AWM 8—18). MNokasaTean aByxaeTHer BPB B rpynnax c aonei aeandepeHUnpoBaHHOrO KOMNOHeHTa meHee 15%
n 6oree 15% paBHaAncb 50 1 9% COOTBETCTBEHHO. MOpPOAOrMYECKM MOATBEPXKACHHOE BpacTaHWe B MPUAeXallMe OpraHbl
AAATIC ¢ aroaeit aeancdepeHUMpoBaHHOro KoMnoHeHTa meHee 15% 6blAo oTmedeHo B 32% cayyaes, AAATIC ¢ aroneit aeand-
epeHunpoBaHHoro komnoHeHta 6oaee 15% — B 63% cayvaes. He 06HapyXeHO AOCTOBEPHO 3Hau4MMbIX pa3anymii 8 OB 1 bPB
60AbHBIX AAATIC B 3aBUCHMOCTH OT CTEMeHM 3A0Ka4eCTBEHHOCTM onyXoAm (p=0,069; p=0,102).

3akAlouenume. HacTosuiee MCCAeAOBaHKME CBUACTEALCTBYET O boAee arpeccuBHOM Tedernn AAATTC npu HapacTaHUn AOAM AeAnc-
(bepeHuMpoBaHHOrO KOMMOHEHTA B OMYXOAM. YUMTbLIBAs TMCTOAOTMYECKYIO BapnabeAbHOCTb AeAndhepeHUMpPOBaHHOIO KOMMO-
HEHTa, NPOAEMOHCTPUPOBAHHYIO B MCCAEAOBAHMM M HAYYHOWM AMTepaType, a TakxKe OTCYTCTBME BAMSIHWUS CTEeNeHM 3A0Ka4eCcTBeH-
HOCTM Ha MPOrHO3, MoAaraem, YTo NOAYKOAMHECTBEHHAs OLeHKa AOAM AeAndepeHumMpoBaHHoro KomnoHerTa B AAAIC cno-
COBHa CAYXMTb NPOCTHIM M 3(PHEKTUBHBIM MOP(OAOTMHECKUM MaPKEPOM TedeHust 3a00AeBaHKs 1 MPOrHO3a NpK 3a0PIOLLMHHbIX
AAAIC.

Karouesbie croBa: aeanpepeHLnpoBaHHbIA KOMIOHEHT, AUIMOCapPKOMa, AeAnepeHLMpoBaHHas AMIMOCapKoma, HeopraHHble
3abpIOLWMHHBIE OMYXOAM, MPOrHO3, AeAnbhepeHUMPOBaHHbIAA.
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Retroperitoneal dedifferentiated liposarcomas: semi-quantitative assessment
of the dedifferentiated component and prognosis
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ABSTRACT

Obijective. To evaluate the impact of malignancy grade and the proportion of the dedifferentiated component (DC) in retroperito-
neal dedifferentiated liposarcomas (DDLS) on the course and prognosis of the disease.

Material and methods. The retrospective study enrolled 74 patients with primary retroperitoneal DDLS who underwent radical
surgical treatment in the N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia. Histological
surgery specimens from all cases of DDLS were reexamined and reclassified. According to malignancy grades and the proportion
of the dedifferentiated component in the tumor, the patients were divided into the comparison groups included in the intergroup
analysis of overall and relapse-free survival (OS and RFS) rates. The authors also analyzed the relationship between the proportion
of the dedifferentiated component in DDLS and the frequency of adjacent organ invasion.

Results. Patients with a more than 15% dedifferentiated component had significantly lower OS rates than those with a less
than 15% one (p=0.0001; log-rank test). The median OS in the DDLS group with a less than 15% dedifferentiated component
was 91 months (95% Cl, 82—100); that in the DDLS group with a more than 15% dedifferentiated component was 29 months
(95% CI 17-41). The 5-year overall survival rates in the groups with less than 15% and more than 15% dedifferentiated com-
ponents were 69% and 2%, respectively. The group with a more than 15% dedifferentiated component had significantly lower
RFS rates than that with a less than 15% one (p=0.0001; log-rank test). In the DDLS groups with less than 15% and more than
15% dedifferentiated components, the median RFS rates were 25 months (95% Cl 23-27) and 13 months (95% Cl 8-18), respec-
tively. In these groups, the 2-year RFS rates were equal to 50% and 9%, respectively. In the DDLS groups with less than 15%
and more than 15% dedifferentiated components, pathologically confirmed invasion into the adjacent organs was observed
in 32% and 63% of cases, respectively. There were no statistically significant differences in the OS and RFS of patients with DDLS
according to tumor grade (p=0.069; p=0.102).

Conclusion. This investigation suggests that DDLS have a more aggressive course with an increasing proportion of the dedifferen-
tiated component in the tumor. Considering the histological variability in the dedifferentiated component, which is demonstrated
in the research and scientific literature, as well as lack of a prognostic impact of histological grade, the authors believe that
semi-quantitative assessment of the proportion of the dedifferentiated component in DDLS is able to serve as a simple and efficient
morphological marker for the course of the disease and prognosis in retroperitoneal DDLS.

Keywords: dedifferentiated component, liposarcoma, dedifferentiated liposarcoma, non-organ retroperitoneal tumors, prognosis,

dedifferentiated.
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Haubonee yacto BcTpeyaroliieiics: 3a0proIMHHON Me3eH-
XUMaJTbHOU OITyXOJIBIO SIBIISIETCS JIUTTOCAapKOMa, I0JIsI KOTOPOit
cocrasger 6osiee 50% ot obuiero yucaa capkom [1]. Jlumno-
CapKOMBI TOAPA3IEISTIOTCSI Ha 4 OCHOBHBIX TUCTOJIOTUYECKUX
Tuna: BicokonuddepeHmpoBanHas, neauddepeHIInpoBaH-
Hasl, MUKCOUIHAs, TieoMOpdHast, KaXIblif 13 KOTOPBIX MMEeT
0COOEHHOCTH KJIMHUYECKOTO TEUEHUS U pa3HbIil TPOrHO3 [2].

Yacrota BcTpeyaeMocTu nearddepeHIIMpoBaHHOM JIUITO-
capkombl (JIJIJITTIC) B 3a0p1olIMHHOM TTPOCTPAHCTBE 3HAYU-
TEJILHO TPEBBIIIAeT UHBIE JIOKaU3auuu (cooTHomeHue 5:1) [2].
Bonee uem B 90% ciyuaes JAAJITTIC nuarHoctupyercs de novo,

26

TOT/Ia KaK OCTABIIASICS UX YACTh BO3HUKAET MPU PELIUIMBAX BbI-
cokonudbdepeHmpoBaHHoi aunocapkomsl (BAJITIC) [2—4].
CpaBHUTEbHbIE MOP(OJOTMYECKUE U MOJIEKYJIIPHO-TEHETUYE-
ckue uccienoBanus rnokaswiBator, yro BIAJIITIC u AJJITIC sB-
JISIIOTCS Pa3HBIMU MPOSIBJICHUSIMU €IMHOTO 3a00s1eBaHus. Tak,
BIJITIC u AOJITTIC xapakTepu3yloTcsi XpOMOCOMHBIMU abep-
pauusiMu, cofiepKalllMu aMILTM(PUIUPOBAHHbBIE CETMEHTHI Ha
yuactke 12q13-15 ¢ runepakcnpeccupoBaHHBIMU OHKOT€HA-
mu MDM2wu CDK4 [2—5]. Kpome Toro, B 00JIbILIMHCTBE y3JI0B
JIJITIC moxHo o6HapyxuTh koMmnoHeHT BAJITIC. HezaBu-
cUMO OT aHaToMuueckoit jokanuzauu, JJJITTC otnuuaercs
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ot BIJITIC Gosiee arpecCUBHBIM TEYEHUEM, a TAaKXKe HaTUYU-
€M MeTacTaTuyeckKoro noreHuurana. OTnaaeHHble METACTa3bl
Habmonatores B 15—20% cnyyaes AJAJITIC, MecTHBIE peLiy-
nuBbl — B 40% ciydaes [2].

Makpo- u mukpockonuyecku JAJITIC cnocoGHbI feMOH-
CTPUPOBATh 3aMETHYIO HEOMHOPOJHOCTb. Tak, B OMyX0JIU MPU-
CYTCTBYIOT Pa3/IMuHbIe 30HbI AU(MHOEPEHIIMPOBKU KJIETOK OT BbI-
COKO- 10 HeaudGepeHIIMPOBAHHBIX, HAXOASIIMECS B BapU-
a0eJIbHOM COOTHOLLIEHMM MeXay coboii [2, 6—13]. B 5—10%
ciyvaeB nenuddepeHIIMpOBaHHbBINA KOMIIOHEHT BKJIIOYAET MUO-
reHHbIE, KOCTHBIE U XpsILEeBbIe 3JieMeHTHI [2, 13—16]. Kpome
TOTO, OMMUCAHbBI PEKUE CyYau 04aroBOil aHIMOCapKOMaTO3-
Hoit nuddepenumponku B JJJITIC [17].

HecMoTpst Ha LIMPOKUI CMIEKTP TUCTOJOTMYECKUX OCOOEH-
nocteit JJJIJITIC, H1 onHaA U3 HUX HE acCOLIMMPOBAHA C Teue-
HUEM U MPOTHO30M 3abosieBaHus U, Kak cieactsue, J1JIJITIC
HE To/ipa3eieHbl Ha TUCTOJOTUYECKUE MOATUIIHI [2].

[Tpu HaMuKMM B rpeiesiax OaHOM OIMyXOJIM Cpa3y HeCKOJIb-
KUX TMCTOJIOTMYECKUX BAPUAHTOB CTpoeHU nenuddepeHImpo-
BaHHOTI'O KOMITOHEHTA OLIEHKA CBSI3M KaXOT0 U3 HUX C TIPOTHO-
30M 3a00JieBaHM KpaiiHe 3aTpyaHeHa. TeM He MeHee u3yyeHue
BJIMSIHUS CTENIEHU 3JI0KAYECTBEHHOCTU U 10JU AeauddepeH-
LIMPOBAHHOTO KOMIIOHEHTA B OIYyXOJIM HA TPOTHO3 MPEACTaB-
JIsieT 0coOblii MHTEpEC.

B Hacrosiiem peTpocrnekKTUBHOM MCCeNOBaHUM MTPOBEIe-
Ha TMCTOJIOTHYecKasi OLeHKa 10U AeauddepeHIInPOBAaHHOTO
KoMrioHeHTa B 3a0prommHHbIX JIJIJITIC, uzydyeHo ero BiausiHue
Ha OTIAJIEHHbIE PE3YJIbTaThl XMPYPTUUECKOTO JIeUEHUS OOJIbHBIX
(ob1as (OB) u 6e3peunnusHas (bPB) BbkuBaeMocThb), a Tak-
K€ 3aBUCUMOCTb YaCTOThI BUCLIEPATbHON MHBA3UU OT IOJIU Jie-
nubdepeHIMPOBAHHOTO KOMITOHEHTA OITyXOJIH.

MaTepuaA U METOAbI

B peTpocnekTuBHOE Uccien0BaHUE BKJIOUEHBbI 74 ma-
IIMeHTa C MEPBUUYHBIMU 3a0PIOIMIMHHBIMU HEOPTAaHHBIMU
JAJITIC, KOTOPBIM BBIMOJHSIOCH PAAUKATIBHOE XUPYpruie-
ckoe neuyenue B PI'bBY «HMMUL onkonoruu um. H.H. Bio-
xuHa» MuH3zapasa Poccuu B nepuon ¢ 2004 no 2018 r. Ila-
LIUEHTHI C TIEPBUYHO-MHOXECTBEHHBIMU 3JI0KaUYeCTBEHHBI-
MU OMYXOJISIMU B UCCIeIOBAHUE BKIIIOYEHBI HE ObUIU. Y BCex
0OJIbHBIX HA MOMEHT MOCTAHOBKHU TMArHo3a OTCYTCTBOBAIU
oTnajaeHHble MeTacTasbl (MO).

B uccnenoBaHuuM UCIOIB30BaHbl APXUBHBIE TUCTOJIOTH-
yecKue mpenaparbl OfepalilMoOHHOTO MaTepuaia, U3roTOBJIECH-
HbIe CTAHAAPTHBIM METOIOM 1 OKpAIlIeHHbIE TeMaTOKCHJINHOM
1 503UHOM. BbIpe3Ky capkoM MpOBOAMIIU COTJIACHO PEKOMEH-
nmarusm akcreptoB College of American Pathologists (CAP)
[18]. BeimosiHEHBI TEPECMOTP U peKiaccudUKalvs TMCTOIO-
TMYECKUX MPEenapaToB ONepaliMoOHHOTo MaTepraa Bcex ciydya-
eB JJJITIC B cootBeTcTBUM ¢ KpuTepusimu BO3 [2]. B yactHo-
cru, aenuddepermpoBanHbiii komnoneHT JAJITIC onpene-
JISUTU KaK HEeJIUMOTeHHbIE KJIETOYHbIE YYACTKU JIUITOCAPKOMBI,
HE3aBUCHUMO OT TUCTOAPXUTEKTOHUKU OIYXOJU, KIETOYHOTO
U SIEpHOTO NToJIMMOpGhU3Ma, a TAKKE MUTOTUYECKON aKTUBHO-
ctu. CpaBHUTENIBHO PeKUE TUCTOJIOTUYECKIE BAPUAHTHI CTPO-
enust JIJJITIC npencrabieHsl Ha puc. 1. B 5 nnarHoctnuecku
CIHOPHBIX CIyYasiX ¢ TIOMOIIbIO (hJIyOpecLieHTHOM Tndpunmn3a-
uwmst in situ (FISH) Obuta mpoBeneHa olieHka aMiuiubukaum
reHa MDM_2 — Bo Bcex cllyyasix oOHapy>KeHa xapakTepHasi Jisi
JUJITIC reHeTuyeckast abeppariusi.

JJ1s1 Kaxxaoii omyxoJiv onpesesieHa F’MCTOJI0rnyecKasi cre-
TMeHb 3JI0KAYeCTBEHHOCTH B COOTBETCTBUM C Kputepusimu FN-
CLCC/BO3 [2].
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OueHky noau nenuddepeHIMPpOBaHHOIO KOMITOHEHTA
JJUITIC npoBOaWIN ITyTEM CBETOBOM MUKPOCKOIUMU: TS KaX-
JIOTO KJIMHUYIECKOTO CJTydast BO BCeX cpe3axX OIyXOJIeBOU TKa-
HU OTIpejiesIeH TTPOIIEHTHBIN cocTaB neanddepeHInpoBaHHO-
ro KOMIIOHEHTA C OKPYIJIEHUEM B OJIVKAMIIYIO CTOPOHY ¢ 5%
marom (Harpumep, 0, 5, 10% wu T.1.). [ToayyeHHBIe 3HAUCHUS
nonu (B %) ObUTM CYMMHUPOBAHBI, a CyMMa pa3ziejieHa Ha 9uc-
JIO UCCIEIOBAHHBIX CPE30B B KAXIOM ciydae. MITorosblii mno-
Kazaresb noiu (B %) nenvuddepeHIIMpoBaHHOTO KOMITOHEHTA
OITYXOJIM BBIPaKeH KaK CpeiHee apudMeTnieckoe U OKpyTieH
B OJIMKAIIIYIO CTOPOHY € 5% Iarom.

Onpenenenue yactotsl Bpactanust AJIJITTC B npunexaiiue
OpraHbl ObIJIO OCHOBAHO Ha pe3yJIbTaTax IepecMOoTpa TUCTONI0-
TMYECKUX MPeTnapaToB ONepallMOHHOTO MaTepuara.

Taxoke ObUTM TPOAHATM3UPOBAHBI KITMHIYECKUE TTOKa3a-
Teau O0JIbHBIX (1M0JI, BO3pacT, cTaaus 3adojeBaHust mo TNM
8-ro uznaHus).

CratucTryecKuii aHaJIn3 MTPOBOIWIIN C TIOMOIIBIO TIPO-
rpammbl IBM SPSS Statistics v.23. I'pacdhuku oO1eit u 6e3pe-
IIMIVBHON BBIKMBAEMOCTH TIOCTPOEHBI TTo MeToay Karutana—
Meiiepa. JlocTOBEpHOCTb pa3Inunil MEXIy rpyIamMu ornpese-
JISUTM TI0 JlorapudmuyeckoMy paHrosomy (log-rank) kputepuio.

Pe3yAbTarthl

Bospact nauueHToB BapeupoBai ot 24 1o 80 yet: 14 (19%)
yesoBek 10 40 siet, 42 (57%) genoseka ot 41 roma mo 60 ner, 18
(24%) genosex crapiue 61 rona. KoaudecTBo KeHIMH ITPEBBI-
11aJ10 Yucsio MyxkunH: 44 (59%) npotus 30 (41%). Paszmep omny-
XOJIM B HAKOOJIbIIEM U3MEPEHUH BapbUpoBai oT 15 10 60 cM,
menuaHa — 28 cM. B cootrBercTBUM ¢ TNM-knaccudukanuei
o T-cTaTycy Bce ciyyau ObUTH pacIipeiesieHbl CIeIyoIM 00-
pazom: T1- u T2-ciyuyau orcyrcTBOBaNH, T3 BbisiBlicH B 2 (3%)
cayuasix, T4 — B 72 (97%) ciayuasix. MetacTaTuyecKoe rmopaxe-
HUe TMM(baTUIECKUX Y3JI0B HE YCTAHOBJIEHO HU B OTHOM CITy-
gae (ctatyc NO B 100% ciyuaeB). Takum 006pa3om, Bce Cirydau
obutn oTHeceHsl K I11B cranuu.

Murotnueckuit unaeke JAJITIC cocraBun 5 — 58 dburyp
MuTo30B B 10 pernipeseHTaTuBHBIX Nosisix 3peHust (PI13), menu-
aHa — 8/10 PI13. Ouaru Hekposa B JAAJIIIC BeIsiBIICHBI B 42
(57%) cnydasix, OHM 3aHUMAaJIU IUIoIIanb OT 5 1o 55% omyxo-
M, MearaHa coctaBuia 15%. Jiumb B omHoM cirydae JJJITIC
IUIOIAIb OYaroB Hekpo3sa pocturaia 55%. B 49 (66%) ciyda-
ax JOJITIC coorsercrBoBanu grade 2 (FNCLCC), B 25 (34%)
ciyyasx — grade 3 (FNCLCC).

Mukpockonuuecku aenuddepeHIInpoBaHHBI KOMITO-
Hent JJIJITIC ObL1 nmpencTaBieH CleayoMMU BapuaHTaMu
CTPOEHUST: BEPETEHOKIIETOUHAS capKkoMa 0e3 TOTIOTHUTETbHO-
ro yrouHeHus (b1Y), B Tom yuciie ¢ KOCTHOU MeTariasueit, —
23 (31%) cnyuas; Mukcopubpocapkoma pa3IndHOM CTEIICHU
3JI0Ka4eCTBEHHOCTH, B TOM YHCJIe C KOCTHOU MeTariasueit, —
22 (29,4%) cnyuas; HemuddepeHIMpoBaHHas TJicoMopdHas
capKoMa, B TOM YHCJIe C TOMOJIOTMYHOM JIMTIO0IaCTHOM -
depenumpoBkoit, — 18 (24,3%) cnyyaeB; pudbpocapkoma — 4
(5,3%) cnydas; 1o TUITy «HEWPOTEHHOM onyxoian» — 3 (4%)
ciyJast; ciHoBHMalibHast capkoma — 1 (1,4%) ciyuait; Kpyriio-
kiretouHas capkoma BIY — 1 (1,4%) cityyaii; octeocapkoma —
1 (1,4%) cinyyaii; xougpocapkoma — 1 (1,4%) ciyudaii. B monaB-
JITIOTIEM OOJIBIITMHCTBE CITydaeB B TIpeesiaX OMHOTO OIyXoJie-
BOTO Y3712 BCTPEYaJIMCh YIACTKH, COOTBETCTBYIOIINE OoJiee ueM
OJIHOMY BapuaHTy ctpoeHust. Jons nenuddbepeHunpoBaHHOTO
kommonenTta JAJJITIC cocraBuia ot 5 1o 85%, menrana — 30%.

JJis OIleHKU BJIWSTHUS CTeTIeHM 3J10KaYeCTBEHHOCTHU
JJUITIC Ha nmporHo3 60JbHbIE ObUTM pa3fesieHbl Ha B TPyIl-
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Puc. 1. CpaBHUTEALHO peAKUe TMCTOAOTHYECKUE BapUaHTbI CTpoeHus AeanchhepeHUUPOBaHHOM AUMOCAPKOMBI.

a — y4acTOK OIMYXOJIM IyYKOBOTO CTPOEHMSI CO CI1ab0it AAepHOM aTUueil BEpETEHOBUIHBIX KJIETOK, TMCTOJIOTMYECKM CXOIHBIN ¢ hnubpoma-
TO30M JIeCMOUAHOTO TuIa, X 100; 6 — MHOXECTBEHHbIE JIYIUCThIE (Storiform) CTpyKTypbl U3 BEPETEHOBUIHBIX KJIETOK C YMEPEHHOM aTUTIHEH,
TUCTOJIOTMUECKU CXOAHBIE ¢ HeMpOoTreHHbIMU omyxoJisiMu, X200; B — AJJITIC dhopmupyer nIMHHbBIE TIEPICHAUKYISIPHBIC ITyYKH 110 TUITY (hu-
OpocapkoMbl, X40; I — COJMIHBIC 30HBI U3 MPUMUTUBHBIX OKPYIIbIX KieTok JAJITIC, HanmoMUHAOMIKMX KPYIJIOKIETOUHbIEe capKoMbl, X200;
1 — ydactok JJJITIC, npencraBieHHbIN KJIeTKaMU CO CJ1aboii aTUITHE U OOMJIbHOM BaKyOJIM3MPOBAHHOW LIMTOILIa3MOM, HAITOMUHAIOIIUMU
rudepHomy, X200; ¢ — roMmosiornuHas aunodaactHas nuddeperumporka B AJAJITC no Tuny rureomopdHoii munocapkomsl, X200; 3k — rere-
poJiorMyHasi octeocapkomarosHas auddepeHimpoBka, X200; 3 — oyar reTepoJIOrMYHON XOHApOocapKoMaTo3Hoi nuddepeHiposku, X 100.
Oxkpacka reMaTOKCUJIMHOM U 03UHOM.

Fig. 1. Relatively rare histological variants of the structure of dedifferentiated liposarcoma.

a — the tumor section of the bundle structure with mild nuclear atypia of fusiform cells, which is histologically similar to desmoid-type fibromato-
sis, X100; b — the multiple radiant (storiform) structures from fusiform cells with moderate atypia, which were histologically similar to neurogenic
tumors, X200; ¢ — DDLS forms long perpendicular bundles like fibrosarcoma, X40; d — solid zones from the primitive rounded DDLS cells re-
sembling round-cell sarcomas, X200; e — the DDLS site represented by the cells with mild atypia and abundant vacuolated cytoplasm, which re-
semble hibernoma, x200; f — homologous lipoblastic differentiation in DDLS by the type of pleomorphic liposarcoma, x200; g — heterologous
osteosarcomatous differentiation, X200; h — a focus of heterologous chondrosarcomatous differentiation, x100. H&E staining.

bl cpaBHeHUs. B 1-10 rpynny Bouutn 49 (66%) naiveH-
toB ¢ JIJITIC, G2, Bo 2-10 rpyniy — 25 (34%) maiueHToB
¢ JJJITIC, G3. C yyeToM IpynIioBOi MPUHAIICKHOCTU BbI-
nostHeH aHanu3 OB u BPB, 1o maHHBIM KOTOPOTO CTaTUCTHYe-
CKM 3HAYMMOM pasHULIbI MEXIY 'PYIIIaMU MAlIMEHTOB HE BbI-
sBiieHo (p=0,069; p=0,102).

[pu onpeneneHny BIUSTHUS TOJTH AearddepeHIImpoBaH-
HOTO KOMITOHEHTA B OIYXOJI Ha OTAAJIEHHbIE Pe3YJIbTaThl ObLTN
BBIIIEJIEHBI TAK3Ke JIBE TPYITBI cpaBHeHMs. B 1-10 rpymimy Bori-
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1 28 (38%) naumenros ¢ JJJITIC ¢ noneit nennddepeHim-
POBaHHOIO KOMITOHEHTA B oryxosiu 15% u MeHee. 2-1 rpymmna
BKInovasa 46 (62%) mauueHToB ¢ goseit genuddepeHIMpoBaH-
HOro KoMmroHeHTa 6osee 15%. Bo3pacTHoii cocTaB, BEIpaskKeH-
HOCTb COITYyTCTBYIOIIEI TTATOJIOTUU U (PYHKITMOHATBHOE COCTO-
sTHUE TIAIMEHTOB IT0 Kiaccudukanuu ASA, a TakxkKe pa3Mepbl
OTIYXOJIM B CPAaBHMUBAEMBIX TPYIIIIAaX HE pa3inJyaauck. Pesynbra-
TBI CPABHUTEJILHOTO MeXTpymoBoro anamn3a OB u BPB mpen-
cTaBJicHBI Ha puc. 2, 3. OB mocTtoBepHO XyXe B TpyIIne 60/1b-
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Puc. 2. OB naumeHTOB B ABYX rpynmnax CpaBHeHUs B 3aBM-
CUMOCTH OT AOAU AeAnppepeHLIMPOBAHHOTO KOMMOHEHTa
B AAATC (meTtoa Kanrana—Meiiepa).

Fig. 2. OS of patients in two comparison groups according to
the proportion of the dedifferentiated component in DDLS
(Kaplan-Meier method).

Heix JJJITIC ¢ noneit neauddepeHIIMPOBAaHHOTO KOMITOHEH-
Ta 6ostee 15%, yeM B rpyIiie NaLKMEHTOB C 10Jei TakoBoro 15%
u meHee (p=0,0001; log-rank test). Meauana OB B cpaBHUBa-
eMBbIX rpyriax coctaBmwia 91 mec (95% AN 82—100) u 29 mec
(95% OU 17—41), nokasareb O0ILIEil 5-JIETHEN BKMBAEMO-
¢t — 69 1 2% COOTBETCTBEHHO.

BPB 06oabHBIX TakXe MTOCTOBEPHO MEHbIE B TPyI-
ne JJJITC ¢ noneit nennddepeHIMPOBAHHOTO KOMIIOHEH-
Ta 0ojiee 15%, yem B rpymiie ¢ 10Jeil TakoBoro 15% u me-
Hee (p=0,0001; log-rank test). Menuana bPB B cpaBHuBae-
MBbIX Tpymax 6euta 25 mec (95% AN 23—27) u 13 mec (95%
N 8—18), mokazatenu nsyxietHeit BPB — 50 u 9% coort-
BETCTBEHHO.

Yacrora Bcrpeyaemoctu AJJTIC, G2 u AJJITIC, G3 co-
craBuia 72 u 28% B rpyiie ¢ poneii negudbepeHInpoOBaH-
Horo KkommoHeHTa 15% u meHee, 64 u 36% B rpyiiie 60JbHbBIX
JJITIC ¢ noneii nenuddepeHIUPOBAaHHOTO KOMITOHEHTa 060-
niee 15%. JIoCTOBEpHBIX pa3INuuii B 4acToTe BCTpeyaeMocTi G2
u G3 JJJITIC mexmy AByMs TpyIriamMu He BbisiBieHo (p=0,618).

BTopbiM 3TanoM nmpoBeieH aHaIN3 3aBUCHMOCTH OTIaJIeH-
HBIX Pe3YJIbTaTOB JIEYeHUsI OT NOJTH earddepeHITMPOBaHHOTO
KOMITOHEHTA B OITYXOJIM B YETBIPEX IPYIIITaX CPABHEHUSI C IEJTbIO
TTONTBEP>KICHUS Halllel TUTIOTe3bl, OCHOBAHHOM Ha TIPEITOJIO-
>KEHUU, YTO TIPY YBEIIMISHUY T0JIU NenudhepeHIIMPOBAHHOTO
komnioHenTa B JIIJITIC cokpaiaercst OB u BPB.

B 1-10 rpymiry Bonwmm 10 (14%) 6omsabix AJJITIC ¢ no-
Jieit nenrddepeHIIMPOBaHHOTO KOMITOHEHTA B OITYXOJIH 10 5%
BKJIIOYUTEJILHO, BO 2-10 rpymiy — 24 (32%) mauueHTa ¢ qoJeit
TakoBOro ot 6osiee 5 10 20% BKiItOYUTEAbHO. B 3-ii rpyrmie
obn 17 (23%) GonbHbBIX ¢ HoJeil nearddepeHIPOBAHHOIO
KoMItoHeHTa ot 6oiee 20 10 50% BrioYnTEILHO. B 4-10 TpyII-
my Bouutn 23 (31%) maumenTa ¢ poJieii neaudbepeHIMpoBaH-
HOro KomIioHeHra 6ojiee 50%. PesyinbraTsl CpaBHUTEIHLHOTO
MexrpymnmoBoro aHann3a OB u BPB npencrasnens! Ha puc. 4,
5. HaubGonbmasa OB nocturHyta B rpyrre MaiuMeHTOB ¢ OIy-
XOJISIMU, N0JIsT nenrudbepeHIIMpoOBaHHOTO KOMITOHEHTA B KO-
TOpbIX 10 5%, B TO BpeMs Kak camast Kopotkass OB oTmeueHa
B rpymnne 6oabHbIX AJJITIC ¢ noneit nenuddepeHmpoBaHHO-
ro komroHeHra 6osee 50% (p=0,0001; log-rank test). MenquaHa
OB B 1-i1 rpymie coctaBuia 103 mec (95%M1 92—114), Bo 2-it
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Puc. 3. bPB nauneHTOoB B ABYX rpynnax CpaBHeHusl B 3aBM-
CUMOCTH OT AOAU AeAaucphepeHLIMPOBaHHOTO KOMMOHEHTa
B AAATC (meToa KanrnaHa—Meiiepa).

Fig. 3. RFS of patients in two comparison groups according
to the proportion of the dedifferentiated component in DDLS
(Kaplan-Meier method).

rpyrme — 82 mec (95% AN 55—109), B 3-i1 rpyniie — 33 Mec
(95% AN 10—55), B 4-i1 rpymirie — 21 mec (95% AU 18—24).
[ToxazaTenu oOlLeli MATUIETHEH BbKMBaeMocTu B 1, 2, 3 1 4-i1
rpynmnax osutu 67, 52, 6 1 0% COOTBETCTBEHHO.

Takxe nanbosbiiass bBPB ormeuena npu nose neaudde-
PEHIIMPOBAHHOTO KOMITOHEHTA 110 5% BKIIIOYMUTENTHHO, B TO Bpe-
M3l Kak camasi kopotkasi BPB natmonanacek y 6oapHbix JIJJITIC
¢ poneit nenuddepeHIMPOBAHHOTO KOMIIOHEHTa Oostee 50%
(p=0,0001; log-rank test). CTaTucTMueCcKr 3HaYMMas pa3HU-
11a TOCTUTHYyTa Mexay 1-it u 2-it rpynnamu (p=0,046; log-
rank test); 1-it u 3-it rpynnamu (p=0,001; log-rank test); 2-i
u 3-ii rpynnamu (p=0,0001; log-rank test); 2-ii u 4-ii rpynna-
mu (p=0,0001; log-rank test). Mexmy 3-i1 u 4-11 rpynnamu cra-
TUCTUYECKU 3HAUMMasl pa3Hulia He gocturnyra (p=0,088; log-
rank test). Menuana BPB B 1-ii rpyririe cocrasuia 31 mec (95%
AW 25—37), Bo 2-ii rpymme — 26 mec (95% AW 24—28), B 3-i1
rpynne — 14 mec (95% AU 6—22), B 4-ii rpynne — 9 mec (95%
AW 5—13). [Nokasarenu asyxierHeit BPB B 1, 2, 3 u 4-ii rpyn-
max obutn 67, 48, 0 1 0% cOOTBETCTBEHHO.

Yacrora BcTtpeuaemoctu AJJITIC, G2 u AAJIIC, G3
B TpynIax cpaBHeHUsI coctaBuia 75 u 25% mist 1-it Tpymiisl,
65 1 35% mst 2-ii rpymsl, 63 v 37% most 3-ii rpymsl, 70 u 30%
IUTSt 4-14 Tpynibl. JlOCTOBEPHBIX Pa3uiuil B 4aCTOTe BCTpe-
yaemoctu G2 n G3 AJJITTC mexnay rpynnaMu He BbISIBIEHO
(»=0,690—1,000).

J1J1s1 U3ydeHuUsI 3aBUCUMOCTH YacTOTHI BUCIIEPAITbHON H-
Ba3UU TPWIEKAIIUX OPTAHOB OT HOJU nenruddepeHIMpoBaH-
HOTO KOMITOHEHTa JINTIOCAPKOMBI OOJIbHBIE OBIIIN MOAEIeHbI
Ha JIBe TPYIIIBI CPAaBHEHUS B 3aBUCUMOCTH OT 1oy (B %) ne-
nuddepeHIMpoBaHHOTO KOMIIOHEeHTa. B 1-10 rpyrity Boluiu
28 (38%) 6onbubix JJITIC ¢ moneit nennddepeHurnpoBaHHO-
ro komroHeHTa 15% u menee. Bo 2-10 rpyriny BKIIOYeHBI 46
(62%) mauyeHToB ¢ moseit neanddepeHIMPOBAHHOIO KOMIIO-
HeHTa 6ojiee 15%. YacToTa rMCTOIOrMYECKU MTOATBEPKIAECHHO-
IO BpacTaHMs OITYXOJIM B TIPUJIEXKallle OpraHbl B CpaBHUBAe-
MBIX Tpyrinax obuia 32% 1 63% coOTBETCTBEHHO.

3aTeM ObLT MPOBeIeH aHAIM3 YACTOTHI BpAaCTaHUSI B TIPHU-
Jiexalnire opraHbl B 3aBUCUMOCTH OT IOJIU IeauddepeHIn-
POBaAaHHOTO KOMITOHEHTa OITyXOJIM B YETBIPEX IPYIIax 00Ib-
Heix JJJITIC ¢ noneit nenuddepeHIMPOBAHHOTO KOMITOHEH-
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Puc. 4. OB nauueHTOB B YeTbipex rpynnax CpaBHeHUs B 3a-
BUCUMOCTH OT A0AU AeanchepeHUIMPOBaHHOTO KOMIMOHEHTa
B AAATC (meToa Kanrana—Meiiepa).

Fig. 4. OS of patients in four comparison groups according
to the proportion of the differentiated component in DDLS
(Kaplan—Meier method).

Ta: <5%; or >5% no <20%; ot >20% no <50%; >50% (puc. 6).
YacToTa rMCTOJOIMYECKH MTOATBEPKAEHHOTO BPACTAHUS OIy-
XOJIM B TIpUJIEKAlIe OPraHbl B CPABHUBAEMBIX TPYIIax Obuia
20, 33, 59 u 78% COOTBETCTBEHHO.

O06cyxaeHune

B HacrostieM uccienoBaHUM MPOBENeH PETPOCIIEKTUB-
HBII aHAJIU3 BIUSIHUS psiia MOPMOJOrMYeCKUX ITapaMeTpOB
JIOJITIC Ha MHBAa3UBHBIM MOTEHIIMAJ OTYXOJIU U BbIXKMBae-
MOCTb OOJIbHBIX.

PesynbTaThl paboThl MPOAEMOHCTPUPOBAIA OTCYTCTBUE
nocTtoBepHO 3HauuMMoit pazHuibl OB u BPB B 3aBucumoctu
oT creneHu 3nokadectBeHHocTU JAJJITIC. DToT (hakT corna-
cyercs ¢ TNM-knaccudukauueii 8-ro u3gaHust Ipu cTaau-
pPOBaHUM 3a0PIOIIMHHBIX CAPKOM, OObEIMHSIIONIEN CapKOMBI
G2 u G3 B equHYI0 TPYIIIY OIyX0Jeil BBICOKOW CTENEHU 3710~
KauecTBeHHOCTH [19].

O6paiast BHUMaHUe Ha MOpdoJIOTUIeCKOoe pasHOOOpa-
3ue JJJITTC, HeoOXOaMMO OTMETUTD, UTO CIIEKTP OINUCHIBaE-
MBIX BAPUAHTOB TMCTOJIOTHUECKOTO CTpOeHUS AenrddepeHIm-
POBAaHHOTO KOMITOHEHTA JIMTTOCAPKOMBI Ha TIPOTSKEHUU OoJiee
yeM 25-etHero nepuona [3, 6, 9, 12—14] nperepries HEKOTO-
PYIO 3BOJIOINIO, HE B MOCJIEIHIO OUepelh CBSI3aHHYIO C aK-
TUBHBIM HUCIIOJIb30BaHUEM MOJIEKYJISIPHO-TEHETUYECKHUX METO-
JIOB uccienosaHus [4, 5, 8, 15, 20].

OO6Hapy>keHa 3aBUCUMOCTb TeUeHUs ¥ TIPOTHO3a 3a00J1eBa-
HUS OT 10JM nenrdbepeHIIMPOBAHHOTO KOMITOHEHTA B OITyXO0-
. OB u BPB y nanmeHnToB ¢ noneit nenuddepeHpoBaHHOTO
KOMTIOHeHTa 15% 1 MeHee TOCTOBEepPHO BHIIIIE, YeM y OOJIBHBIX
JJUITIC ¢ noneit neauddepeHIMPOBaHHOTO KOMITOHEHTa 60-
nee 15% (p=0,0001). ITpu moapasneieHU MalMeHTOB I10 10JIe
nenuddepeHIMPOBAaHHOTO KOMITOHEHTA B OITYXOJIN Ha 4 TpyTI-
el cpaBHeHusT (<5%; oT >5% no <20%; ot >20% no <50%;
>50%) Takke 0OHapy:KEHO HaJTWYME CTATUCTUUCCKH 3HAYM-
MOI CBSI3W MEXIy YBeJIMIeHUEM N0 nennddepeHImpoBaH-
Horo KomrioHeHTa u cHukeHuem OB u BPB.

Kpowme Toro, npogeMoHCTprpoBaHa MpsiMast 3aBUCUMOCTh
MeXIy YBeJIUdYeHueM noiau nenrddepeHIInpoBaHHOTO KOM-
MoHEeHTa U yBeumdeHueM yactotbl Bpactanus JAJITTC B npu-
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Puc. 5. bPB nauneHTOB B YeTbipex rpynnax cpasHeHusl B 3a-
BUCUMOCTH OT A0AU AeanchpepeHUIMPOBAHHOTO KOMMOHEHTa
B AAATIC (MeToa KanraHa—Meidepa).

Fig. 5. RFS of patients in four comparison groups according
to the proportion of the differentiated component in DDLS
(Kaplan—Meier method).

20
80
?’0 +
60+
50
40 -
30+
20—
10+

0

B OpraHel, %

Yactota BpacTaHWa onyxonu

Hennddpepen- >5%<20% >20%=50% >50%

LIMPOBaHHBIA
KOMMOHEHT 5%

Puc. 6. 3aBucumoctb yactoTbl Bpactanns AAAIC B opranbl
0T A0AK AeandbhepeHLIMPOBAHHOTO KomMoHeHTa (meToa Ka-
naaHa—Meiiepa).

Fig. 6. Relationship between the frequency of visceral inva-
sion in DDLS and the proportion of the differentiated com-
ponent in DDLS (Kaplan—Meier method).

Jiexkanie opranel. Tak, ipu goje neanddbepeHIMpoBaHHO-
r'0 KOMITOHEHTA B OIMYXOJIM 10 5% 4acToTa OpraHHON MHBa3UK1
BhIsiBIIsIeTCs B 20% ciyyaeB, B TO BpeMsl Kak MpH J10JIe Jie-
nuddepenimpoBanHoro kKommnonenTa 50% u Boiiie — B 78 %
clly4yaes.

[MonyueHHBIE pe3yIbTAThl TPOAHATM3UPOBAHBI C YIETOM
OIbITa 3apyOeXHBIX UCcienoBaTeieil. PaOoThl, MOCBSIIIEHHbIE
3a0pIOIIMHHBIM JTUTIOCADKOMAaM, HEMHOTOYMCIIEHHBI U 3a4a-
cryto npotuBopeuuBbl. D. McCormick u coast. [10] B cBo-
eM KJIMHUKO-MopdojornyeckoM aHauuse 32 HabJaoaeHUR
JIJITIC, Bxutovyamomux 15 ciyyaeB 3a0pIOIMIMHHBIX OIYyXO-
JIeH, JINIIb KPaTKO YAESIOT BHUMaHUe nojie AenuddepeHIim-
POBAaHHOTO KOMITOHEHTa, OTMeYasl, YTO OHa, IT0 BCE BUIUMO-
CTH, HE CBSI3aHAa C MPOrHO30M 3aboJieBaHusl. B uccienosanum
W. Henricks u coaBr. [14] ¢ ucnosb30BaHUEM MOJIYKOJIUYE-
CTBEHHO OlleHKM NoH aAenuddepeHITMpoOBaHHOTO KOMITO-
HEHTAa B OMyXoJn y 155 nalueHToB NoKa3aHo OTCYTCTBUE pa3-
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JIMYUI B OTAAJICHHBIX pe3yJbTaTax y 60JbHBIX C T0Jeid nenud-
(bepeHIIMPOBAHHOIO KOMITOHEHTA 25% 1 MEHEE 110 CPaBHEHUIO
C MalMeHTaMH, Y KOTOPBIX TaKOBast cocTanisiia 6osee 25%.
[MpuurHamMu 3TOro, BO3MOXHO, CTAJIM HEOIHOPOIHOCTh CPaB-
HMBaeMbIX TPy U3-3a padnuyHoi Jokanuzauuu JJITC (3a-
OPIOIIMHHOE TIPOCTPAHCTBO, MSITKME TKAHU TYJIOBUIIA U KO-
HEYHOCTel, CEeMEHHOI KaHATUK) U OCOOEHHOCTU METOINKH
OLIEHKH 071 AeauddepeHIMpoBaHHOTO KOMITOHeHTa. CXoj1-
HbeiM o6pa3oM F. Elgar u J. Goldblum [21], aHanu3upyst 10110
BbIcOKONU(DGhEPEeHIITMPOBAHHOTO U AeaubdepeHIIMPOBAHHO-
IO KOMITOHEHTOB HU3KOI 1 BBICOKOU CTETIEHU 3I0KaYeCTBEH-
HOCTH B 3a0pIOIIMHHBIX JIMTIOCAPKOMAX, TakKKe He OOHapY XK1~
JIM CBSI3U C MporHo3oM. [1pu aTom oaHOM 13 Haubosee caadbIX
CTOPOH 3TOTO MCCIJICIOBAHMS SIBJISIETCS KpaiiHe MaJiast BHIOOp-
Ka (20 cayyaeB). HemanoBakHO OTMETUTD, UTO TTOC/IE TTy0JIu-
Kall¥ BBIIIEYTIOMSIHYTBIX UCCIENOBAHUN TMCTOIOTUIECKYIO
KJIaccu(DUKAINIO OITyXO0JIell MSTKMX TKaHel mepecMaTpuBaIn
2 paza (BO3 2002 r., BO3 2013 r.), mpuuem ¢ BHECEHUEM 3HA-
YHUMBbIX IOMIPABOK, TPEOYIOIIMNX peKaccudUuKaliuy OmyxoJei,
B ToM umciie JJIJITIC.

E. Fabre-Guillevin u coaBr. [22], npoBoasi CpaBHUTEJb-
HBbIi1 aHAJIN3 BBKMBAEMOCTH 86 GOJIbHBIX 3a0PIOIIMHHBIMU JTH-
mocapKoMamu, Ucrosb3oBaan 20% noporopoe 3HaYeHUE 01
nenuddepeHIIMPOBAaHHOTO KOMITOHEHTA TSI CTpaTU(hUKAIIIN
rpynibl JJJITIC. ABTopbl He 0OHAPYKWIJIU JOCTOBEPHBIX pa3-
JINYUI B ISATWIIETHEN 001ei 1 6e3peliMINBHON BbIKUBAEMOCTH
B 3aBUCHMOCTH OT JA0JIU NeanddepeHIInpOBaHHOTO KOMITOHEH-
ta (10 20%, 6onee 20%). Tem He meHee C. Mussi u coasr. [23],
u3yyaBiue BIusHUe neandGepeHIIMPOBKY B 3a0PIOIIIMHHBIX
JJITIC y 57 60obHBIX, ITOKA3aIu, YTO OECCOOBITUITHAS BBIKM -
BaeMOCTb ObLTa JOCTOBEPHO XYK€ B TPYIIIe OOJBHBIX C TOJeit
nennddepeHIMPOBAaHHOIO KOMITOHEHTA B o1tyXosu 50% u 60-
Jiee, 4eM B rpymnre ¢ noJieit nenuddepeHIupoOBaHHOTO KOMIO-
HeHTa MeHee 50% (p=0,024).
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