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CoBpeMEeHHble npeAcmaBneHud 0 NneiiOMUOCapKoMax BeH
3abprowuHHOro npocmpancmsa. 0630p KNUHUYECKUX CNyYyaeB
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Jletiomuocapkomul geH 3a0pOUWUHHO20 NPOCMPAHCMBA — pedKue 310KauecmeeHHble HeopeaHHble 00pa308aHuUs Me300epPMANbHO20 NPOUC-
XooicOeHus1, pasguearouiuecs U3 eAa0Koi Mulue4HOl MKaHU cmeHKU cocyod. Dmo medaeHHO pacmyuyue onyxonu, Komopsie XapaKmepusy-
tomesi 0068016HO NO30HEL CUMNMOMAMUKOL U OUASHOCIMUPYIOMCSL YJice npu 3anyujeHnsix goopmax. Jletiomuocapkomol noueunoli 8eHvl 1645~
tomes ewje 6onee pedKUM OHKOAOUHeCKUM 3a001esanuem. JleweHue 0anHoil namoaoeuu 8 0OCHOBHOM XupypeuueckKoe, 4acmo 00noAHAemcs
XUMUOAYHEBbIM. Yuumblas pedkocms OaHHbIX 310KA4eCmMBeHHbIX 3a001e6aHUil, penopmuposanue Kaxcoo2o KAUHUYecK020 cay4as umeem
8bICOKYI0 HAYHHYIO UeHHOCMb U 3HauUMocms. B cmamve npugedenst 2 kaunuueckux cayuas c onucanuem npobaem 0UuaeHoCMUKY U Ae4eHusl
nayuenmos.
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Current view: leiomyosarcoma of the veins of the retroperitoneum. Case histories review

A.Yu. Pavlov, S.V. Garmash, T.K. Isaev, R.A. Gafanov, 1. B. Kravtsov
Russian Scientific Center of Radiology and Nuclear Medicine at the Ministry of Health of Russia; 86 Profsoyuznaya St., Moscow, 117997, Russia

Leiomyosarcoma of the veins of the retroperitoneum — the rare malignant non-organ mesodermal formation, derived from the smooth-muscle
tissue of the vessel wall. These slow-growing tumors with the delayed symptoms are often advanced. The leiomyosarcoma of the renal vein
is the rarer oncological disease. The treatment of this condition is mainly surgical, often with the chemoradiation. In view of the rarity of these
malignant diseases, the every case history review is very important for the science. There are two case history reports with the description

of the diagnosis and treatment problems.
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Bsepexue

JleitoMmocapKOMBI BeH 3a0pIOITMHHOTO ITPOCTPAHCT-
Ba (JIB3II) — penkue 3;710KaueCTBEHHBIE HEOpPTaHHBIE 00-
pa3oBaHUS Me30IePMaIbHOTO IPOUCXOXKICHNSI, pa3BHBa-
IOLIMECS U3 INIaIKOU MbIIIEYHON TKAaHW CTEHKU COCYy/a.

YacroTa BCTpe9aeMOCTH JISHOMHUOCAPKOM COCTaBJISIET
0k0J10 0,05 % ot 06111ero YKCiIa 3710Ka4eCTBEHHBIX HOBO-
oOpasoBaHuii, 0Koj10 0,5 % OT Bcex capKoM Y B3POCIIbIX
u 45 % — ot 3a0pIoIIKMHHBIX onyxoJjeii [1—3]. Berpeuae-
MOCTB Yy XXEHIIMH B 6 pa3 4alle, 4eM y MyxX4uH [4, 5].
OOBIYHO OTMEYAIOT SKCTPaBa3aIbHBIA POCT OMYXOJIHN —
10 72,9 %, pexe HabIIOAAIOT BHYTPUIIPOCBETHOE ITOpa-
XKeHHe, B TOM 4nciie 0e3 medopMallii CTeHKH COCyaa, —
B27,1 % [5-T7].

JIB3I1 — 3TO MeajieHHO pacTylIude OITYXOJU, YTO
OIpeneIIsieT JOBOJIBHO MTO3IHIO CUMITTOMATUKY U IUar-
HOCTHKY OITYXOJICBOTO ITpoIlecca TIpH 3aITyIIeHHBIX (pop-
Max 3abosieBanus. IlaruenTos yaiue Bcero (52—96 %)
0OECIIOKOUT 0OJICBOI CHHIPOM Pa3IMIHON MHTEHCUBHOCTH
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B MOSICHUYHOM obnactu. [1pu 3anyieHHbIX ¢popmax 3a00-
JIeBaHUS PeruCTpUpyIOT noTepio Beca (30 %), cnabocthb
(14,6 %), TomHoty (14 %), anopekcuio (13 %), oabIILIKy
(13 %), psory (10 %), nuxopaaxy (9 %), xentyxy (4 %),
HOYHYIO IOTIMBOCTh (4 %). B mojioB1HE ciiydaeB B OpIOLI-
HOW MOJIOCTU TaJIbIIMpYyeTCcs 00beMHOe oOpa3zoBaHue [7].

CorracHO cOBpeMeHHBIM IIpeacTaBiaecHusM JIB3I1
paccMaTpMBAIOTCS KaK YaCTHBIN CITydail TJ1aJKOMBIIIIeY-
HBIX omyxosieii. JleueOHast TaKTHUKa P JAaHHOM 3JI0Kade-
CTBEHHOM IIpoliecce 0a3mpyeTcss Ha WHGOPMAIUU
KaK 0 MOP(hOJIOTHIECKON XapaKTePHUCTUKE OIYXOJIH, TaK
U O PacIpoCTPaHEHHOCTHU OITyXOJIeBOTO mpoliecca [8].
B 2T0if cBSI3M B KIIMHWYECKOM MTPAaKTUKE IMMPOKOE IPH-
MEHECHHE TTOTYIMIN HECKOJIBKO CHCTEM OIICHKH 3JI0Kade-
cTBeHHOCTH: aByxctyneH4aTas (low grade, high grade)
TNM-knaccudpukauuss MexxayHapoIHOTo MpOTUBOPAKO-
Boro coro3a (Union for International Cancer Control,
UICC) u TpexcTyneH4YaTasi CUCTeMa T'paJallii CTCIICHN
3JI0Ka4eCTBEHHOCT! CapKOM MATKMX TKaHei PpaHiry3-
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CKol (bemepaliiii HAIIMOHAJIBHBIX IIPOTUBOPAKOBHIX IIEH-
tpoB (Federation Nationale des Centres de Lutte Centre
Cancer, FNCLCC) [9].

Mopdororn4ecku OTIANYUTEIbHBIM ITPU3HAKOM
JIEHOMUOCAPKOMBI SIBIISIIOTCSI 3JI0KAYeCTBEHHBIC BEPETE-
HOOOpa3HbBIE KJIETKYU C CUTApOIIOIOOHBIMU SIAPaMu, TIepe-
IUTeTafoIImecs B mydku. Hepenko MOXHO BCTPETUTD He-
KpO3 ¥ KPOBOMBIMSIHUS B oITyxosieBoM y3ite [10]. CrerreHn
nrddepeHIIMPOBKY B TIpeIesiaX OIyX0JIeBOTO y3j1a MOXKET
BapbUPOBATh, YTO CJICIyeT YIUTHIBATH IIPU BHIIIOJIHCHUU
IMyHKIIMOHHOW OMOTICUM WY MCCIISTOBAHUN OTICPAIlIOH-
Horo matepuana [11]. Ilpy UMMYHOTUCTOXUMUYECKOM
AHAIN3EC I JIEMOMUOCAPKOM HUXHEU MOJIOU BEHBI
(HIIB) xapakTepHbl Te Xe peakluu, 4YTo U AJIs1 JISHOMUO-
CapKOM JIPYTUX JoKanm3anuii. OmyxoaeBble KIIETKH SKC-
MIPEeCCUPYIOT IeCMUH, BAMEHTHH, TJIAAKOMBITIICYHBIN aK-
TUH, HO He mpoTenH S-100, a mpyu MpUMeHEeHNN MeTo A
dryopecuenTHOI in situ Tudbpunmzannu (FISH) xapakrep-
Ha TTOJIMCOMUST X-XpOMOCcOMBI [12, 13].

Cpenu JIB3II npeBaaupylomnyio 4acTh 3aHUMAIOT
neoriMuocapkoMmbl HITB, Takske BcTpeuaroTces 1eiioMUo-
capkoMbl moueuHoit BeHH (I1B); npyrue KpymHble BeHBI
ITOpaKaloTCs TOPA3I0 PexKe.

A. Mingoli 11 coaBT. B 1991 1. coob1mnm gaHHbie o 144
KJIIMHUYEeCKUX HaOmoaeHusx geitomuocapkombl HIIB,
mpuaeM 97 ciiydaeB OBUTH 3apeTUCTPUPOBAHEI B TIEPUO
¢ 1976 mo 1991 . [7, 14].

C.J. Staley u coaBrt. (1967) npemioxuiu Kiaccupu-
mupoBaTh Jeriomrocapkombl HIIB mo aHaromMmaeckomy
PaCMOJIOKEHUIO OITyXOJIEBOTO IIPOIecca B 3aBUCUMOCTH
ot cerMeHTa nopaxkeraus HITB: moxumii (1) — HIDKe ypoB-
HSI BIIaICHUST TTOYEYHBIX BeH; cpenumii (1), BKirrogarommmit
YCThsI 2 TIOYEYHBIX W IIEYeHOIHBIX BeH; BepxHuit (I111) —
HaAIeyeHOYHbIN cerMeHT [15]. YacToTa mopaxkeHust HX-
Hero cermenta HIIB 13,6—36,7 %, cpeaHero — 43,1—
63,6 %, BepxHero — 18,8—22,73 % [5—7]. CumnToMaTHKa,
o0ycJioB/IeHHasl HapylleHrueM KpoBoToka 1mo HITB, omnpe-
IeNsieTCsl YpOBHEM OKKII03MK. OIyXOJIu, MCXOISIINe
u3 [I-III cermenTa HIIB, nposiBnsitorcst cunapomom ban-
ma—Kwapu BciaencTBre 0OTypaliiy MeYeHOYHBIX BEH,
BcTpeuatorcst mpumepHo B 20 % ciydaes [7, 16].

Jleitommnocapkomsl 1B siBsII0TCS Ype3BbIYaiiHO pef-
KUM 37I0KaueCTBEHHBIM 3a00sieBaHreM. Ha ceromHsiirHmi
JIeHb B MUPE omrcaHo Topsaka 35 ciayyaes [17]. B uemom
JeiiomrocapkoMsl I1B BeTpedatoTesl mpenMyInecTBEHHO
clieBa M, KakK IPaBUJIO, Y XEHIIWH B Bo3pacte oT 50
1o 69 ner [18, 19].

IeneTryeckas mpeapacItoa0XeHHOCTh MOXET UTPaTh
BaXXHYIO POJIb B PA3BUTHU IIEPBUIHBIX JICTOMHOCAPKOM
I1B. Ho Ha ceromHSIIIHMWI IeHb YeTKON KOPPEsSLUU Tre-
HETUIECKOM MPeapacIiooXXeHHOCTH He BBISIBJICHO.

JnddepenumanbHbIN TMarHO3 JielioMrnocapkombl [1B
MIPOBOIUTCS ¢ TOYeYHO-KIIeTOUHBIM pakoM (ITKP), ypo-
TeJIMaJIbHBIM PaKoM, a TaKXKe ¢ TMMpOoMaMu, TpaHyJIeMa-
TO30M, TpoMOOM [1B 1 MeTacTaTnueckum nmopaxkeHuem

IIpY HAJTMYWM 3JIOKAYeCTBEHHOTO IIpoliecca IPYroit 3TH-
onoruu [20].

Kak nmpaBuno, pacnpoctpaHenue Ha [1B umeercs
npu I[TKP npu pasMmepe TepBUYHOIN OIMYXOIHU > 8 CM.
JIuwb B 5 % caydaeB pacrpoctpaHenue Ha I[1B mpu [TKP
BBISIBJISIOT TIPU pa3Mepe MepBUYHON omyxonu < 4 cM.
IMepBuunsle neitommocapkombl I1B ropazmo MeHbIero
pa3Mepa M B OCHOBHOM PAcIIojIaraloTcs 3a IpeaeaaMu o-
YeK, CIaBJIMBas OKPYXAIOIINE CTPYKTYPHI M BBI3BIBAS
TeM caMbIM 00JieBoit cuHapoMm [18, 21].

Jledyenue neiioMMoOCapKOM, IPOMCXOISAIINX KakK
u3 HIIB, tak u u3 [1B, B o0CHOBHOM XUpyprudeckoe u 4a-
CTO JIOTIOJTHSIETCSI XUMHOIy4eBhIM. TeKyIe MeXXIyHapOoI-
HBbIE PeKOMEHAAIINH IIPeUTaraloT IIPOBOINTh aIbIOBAHT-
HYI0 XHMHOpAaIMOTEpPAINNi0 JHUIIL y MHallMeHTOB
C pacIIpOCTpaHEHHBIM OITyXOJIEBBIM IIPOIIECCOM U IIPH He-
paIrKaIbHOM 00beMe XUPYPTUIECKOTO JICYCHHUSI, TTOTOMY
YTO 3TU (DAKTOPHI SABISIOTCS MPEINKTOPAMHI METacTa30B
1 MECTHOTO pelinanBa 3aboaeBanus [22].

IlepBuunbie neitommocapkomsl I1B siBsitoTCst omnac-
HBIM 3JI0Ka4eCTBEHHBIM 3a00JieBaHMeM. [T TUICTHSISI BBI-
KMBaeMOCTb B HaOJTIOMeHNUN KPYITHEHIIIEe cepry Mmalm-
€HTOB C OITYXOJIIMH, HE SIBISIOIINMMCS BEHO3HBIMU
JneiioMuocapkomMaMu, coctasisieT 25 %. [lsatunetHss
BBIKMBAEeMOCTD ITpu JeiioMmuocapkomax HITB, kak coo0-
maercs, Kojebsaercs ot 33 mo 53 % [6, 18]. Meracra3upo-
BaHHWE IIPOMCXOINT, KaK IIPaBUJIO, TeMAaTOTEHHO (JICTKHE,
IeYeHb, KOCTH CKeJieTa), pexe — TuMporeHHo [23, 24].

Knunuyeckui cnyyai 1

Ilayuenm 1, 62 sem. B cés3u c boregvim CUHOPOMOM
6 NOACHU4HOL 061acmu 00c1e008aH 8 NOAUKAUHUKE HO MeCmy
acumenvcmaa. Ilo dannbim yabmpasgyK060e0 uccaedoganus
8bL518/1eH0 00pA308aHUe 3A0PIOUWUHHO20 NPOCMPAHcM8d. Boi-
NOAHEHA MYAbMUCNUPAAbHAS KOMNbIOMEPHAS. MOMO2papus
3a0pIOWUHHO20 NPOCMPAHCMBA: NAPAKABANLHO CHPABA
Ha ypogHe om eepxnezo kpas meaa L3 do L5 onpedeasiemcs
00paszoeanue MeKOMKAHHOU NAOMHOCIMU C HeYemKUMU He-
DOBHBIMU KOHMYPAMU, HEPABHOMEPHO HAKANAUBAIOUWEee KOH -
mpacmHublii npenapam, pasmepom 72 x 65 x 103 mm, npuse-
earnujee K HUYICHeMY noatocy npasoil nouxu (puc. 1).

B uensix mopghonoeuueckoii sepugpurayuu ouaeHo3a vi-
NOoAHeHa moacmou2oabhas buoncus oopazosanus. lucmono-
euueckoe 3akaouenue: aetiomuocapkoma. Iayuenmy 6v.10
8bINOAHEHO XUpYpeuueckoe neueHue 8 o0seme peseKyuu aeio-
MUOCAPKOMbL 3a0PIOUWUHHO20 NPOCMPAHCMBA CNPABa ¢ pe-
3eKyUll CMmeHKU HUJCHell NOA0LL 8eHbl C PecUOHAPHOU AUMGPO-
duccekyueil (puc. 2).

Tucmonoeuueckoe 3axarouenue: aetiomuocapkoma HIIB,
111 cmenens 310xauecmeennocmu (no FNCLCC). Onyxons
UHUABMPUPYEM A08EHMUYUAAbHYIO U CPEOHION 000104KU
cmenxu HIIB. He obnapyicero epacmanus onyxoau 60 Hy-
mpenHior o6oaouky cmenxu HIIB (puc. 3). Bokpye onyxo-
16020 y31a Mecmamu cpopmuposana ubposnas ncedo-
Kancyna, onyxonb UHQUALIMPUPYE OKPYICAIOULYIO HCUPOBYIO
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Fig. 2. Removed tumor

Kaemyamky. B 4 pecuonaprvix aumpamuueckux yznax ony-
X0/1e6bIX KAeMOK He 00HAPYHCEHO.

B OanvHeiiwem, ¢ yuemom pasmepa u cmenenu 310Ka-
yecmeeHHocmu 06paz08aHus, 60AbHOMY Oblau npogedeHsbl 4
Kypca xumuomepanuu 0okcopyouyunom 65 me/m2/cym
6 meuernue 21 cym. Ha dannotii momenm navyuenm Haxooum-
¢ nod Junamuyeckum Habarodenuem. Ilpoepeccuposanus
U MeCmHO20 peyuodusa 3a60.1e6aHUS He BbiS8AEHO.

Rnunuyeckuii cnyyaii 2

Ilayuenmra 2, 63 nem. B ces3u c 6osesbim cundpomom
8 /€601l NOACHUYHOI obaacmu 00pamuaacy 8 NOAUKAUHUKY
no mecmy xcumenvcmea. Ilpu kaaccuveckux pymuHHbix 00-
C1e008aHUAX, MAKUX KAK YAbMPA38YK080e UCCAed08aHUe
U penmeenozpaus, OAHHHLIX 34 04A208YI0 NAMOA02UIO
8 OpIOUIHOI NOAOCMU U 3A0PHOUUHHO20 NPOCMPAHCMEA He 8bl-
sa61eHo. B danvueiiuwem 6 meuenue 6 mec nepuodu4ecku 603-
HUKaouwue 604U Kynupoaniuco CUMRIMOMAMU4ecKu.

Cnycms 6 mec 604bHOIU 8bINOAHEHA MACHUMHO-PE30-
HAHCHAs1 MOMO2papus 3a0POUUHHO20 NPOCMPAHCINEA C Na-
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Fig. 3. Resected wall of the inferior vena cava with endophytic tumor
component (arrow)

PAMACHEMUKOM: 8 NPOeKYUU Ae60l NOUEUHOL HONCKU Bbls16-
/eHO 00pa3oeanue HeoOOHOPOOHOU CIMPYKMYPbl HeNPAaBUAbHOU
@opmbl ¢ Hepo8HbLIMU KOHmMYpamu paszmepom 32 x 15 x
26 mm. Ilpu konmpacmmuom ycunseHuu obpaszoearue HeooOHo-
POOHO Hakanaueaem KoHmpacmuoe geujecmeo. Ommeua-
emcs 6oeaeyenue 6 npoyecc neeoli I1B. Ilapaaopmanvhbie
aumgpamuueckue y3nol Ha UCCAe0YeMOM YPOGHE He yeeaute-
Hbt (puc. 4).

[layuenmke 6binonneHo xupypeuueckoe neverue 8 00s-
emMe 1anapocKkonuu, 6uoncuu 006pa3zoeanus 3a6pUUHHO0
NpPOCMPAHCMBA CO CPOHHBIM 2UCMON0UMECKUM UCCAedo-
6aHuem; guisisaena aetiomuocapkoma. C yuemom pacnpo-
CMPAHEeHHOCMU ONYX04€8020 Npoyecca, UH8A3ULU 8 NoYeY -
Hble cocydbl 00AbHOU nposederHa HepadpeHardIKmomus
caeaa.

B cmenke noueuHoil 6eHbl 8U3YAAU3UPYEMCS ONYX0Ae-
eutil yzen duamempom 4 cm (puc. 5). Tkanv onyxoau no-
cmpoeHa u3 eepemeHo00Pa3HbIX KAEMOK C 08ANbHbIMU
eunepxpomuvimu aopamu (puc. 6). B kaemxax onyxoau
pecucmpupyemcs yMepeHHas MUmomu4eckas aKkmugHocms
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Fig. 5. Tumor node is seen within the lumen of the renal vein (arrow)

(6 mf/ 10 HPF). Knemku onyxoau ghopmupyrom npsmoie
nyuku cpedu KoanrazeHosoii cmpomsl. Ouaeos Hekposa
He oOHapysceno. Onyxons uHguAbmMpUPYem UHMUMY U Mbl-
weunyr 000404Ky CIMEeHKU GeHbl, Npopacmaem adeeHmu-
YUaNbHYI0 000404KY U 8pACMAem 8 JCUPOBYIO KAeMUAMKY
6opom nouku. 3axaouenue: seiomuocapkoma IIB I cme-
neHu 3n10kavecmeennocmu (no cucmeme FNCLCC).

Ha ¢hone nposodumoii anmubakmepuanbroi u npomu-
6080CNANUMENbHOL Mepanuu NOCAeONepayUoHHbLI nepuod
npomekan 6e3 ocaroxicHeHui. B danvHeiiwem 604610 OblaU
8bIN0AHEHb 4 Kypca xumuomepanuu 00KcOpyOUUUHOM
70 me/m?/cym ¢ meuenue 21 cym. Ha cecodnawnuii 0env
nauueHmka Haxooumcsi no0 OUHAMU4ecKUM HadardeHuem,
O0aHHbIX 3 MecmHoe U 0moaneHHoe peyudusUPosanue Aeio-
MUOCAPKOMbL HE NOAYHEHO.

Fig. 6. Renal vein leiomyosarcoma. Hematoxylin and eosin staining, x 400

3akniouenue

JlelioMuocapKkoMbl BEH 3a0pIOLIMHHOTO MPOCTPaH-
CTBa IOBOJIBHO PEIKH, OYEHb 3JI0KAYECTBEHHBI U Kpaii-
HE€ TSIXEJIO NUAarHOCTUPYEMBI Ha JOOMEPALUOHHOM
3Tane BBUAY AaHATOMUYECKOTO PACIIOJOXKEHHUS OMYyXO-
JIEBOTO MPOLIECCa U MEMJIEHHOTO POCTA. YUUTHIBAS PEA-
KOCTb JAHHBIX 3JIOKAYECTBEHHBIX 3a00JI€BaHUI, MBI
CYUTaeM, YTO OTIMCAHUE KaXXAOTO CIydasi UMEeT BhICO-
KYy10 Hay4YHYI0 UEHHOCTb ¥ 3HAYMMOCTbD JIS1 BHIPAOOTKU
albHEWIIEero MPaBUIbHOTO AJITOPUTMA JICUEHUS Ma-
LIMEHTOB.
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