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CoBpeMEeHHble NpeacmaBNeHud 0 nelioMuoCapKkomax BeH
3abprowuHHOro npocmpancmsa. 0630p KNUHUYECKUX CNYyYaeB

A.1O. ITaBnos, C.B. I'apmam, T.K. Ucaes, P.A. Iadanos, 1.b. KpaBuos
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Jletiomuocapkomul gen 3a0prOWUHHO20 NPOCMPAHCMBA — pedKue 310KauecmeeHHble HeopeanHble 00pa308aHus Me300epMAalbHO20 NPOUC-
X0oicOeHus1, pasguearoujuecs u3 enadkoi Molue4Hol MKaHU cmeHKU cocyod. Dmo MedaeHHO pacmyuyue onyxonu, KOmopsie XapaKmepusy-
tomcesi 008016HO NO30Hel CUMNMOMAMUKOL U OUASHOCIMUPYIOMCSL YJice Npu 3anyueHnsix goopmax. Jletiomuocapiomol noueunoli 8eHvl 1615
romces euje 6onee pedKUM OHKOAOUHeCKUM 3a00aeanueM. JleweHue 0anHoil namoaoeuu 8 0CHOBHOM XupypeuuecKoe, 4acmo 00NnoAHAemcs
XUMUOAYHEBbIM. Yuumbleas pedkocms OaHHbIX 310KaA4eCmMEeHHbIX 3a001e6aHUll, penopmuposanue Kaxcdo2o KAUHUYecKo2o cay4as umeem
BbICOKYI0 HAYHHYIO UeHHOCMb U 3HaYUMocmys. B cmamue npugedenst 2 kaunuueckux cayuas ¢ onucanuem npobaem 0ua2HoCmuKy 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.

Key words: leiomyosarcoma, retroperitoneum tumors, non-organ formations, sarcoma, vascular tumor

BseneHue

JleitoMmocapKoMBI BeH 3a0pIOIIMHHOTO ITPOCTPAHCT-
Ba (JIB3II) — penkue 3710KaueCTBEHHBIE HCOPTaHHBIE 00-
pa3oBaHus ME30JAEPMAIbLHOTO MPOUCXOXKACHMS, pa3BUBa-
IOLIMECS U3 IIaIKOU MbIIIEYHON TKAHU CTEHKU COCY/a.

YacroTa BCTpe9aeMOCTH JISHOMIOCAPKOM COCTABIISET
0k0J10 0,05 % ot 006111ero YKciia 3710Ka4eCTBEHHBIX HOBO-
oOpasoBaHuii, 0koj0 0,5 % OT BCcex CapKoM Y B3POCIIbIX
u 45 % — ot 3a0pIolKrHHBIX onyxoJjeit [1—3]. Berpeuae-
MOCTB Yy XEHIIMH B 6 pa3 yalie, 4eM y MyX4uH [4, 5].
OOBIYHO OTMEUYAIOT SKCTPaBa3aIbHBI POCT OMYXOJIHN —
10 72,9 %, pexe HabIIOAAIOT BHYTPUIIPOCBETHOE ITOPaA-
>XeHHE, B TOM Ynclie 0e3 aepopMalini CTEHKH COCyaa, —
B27,1 % [5-T7].

JIB3I1 — 3TO0 MeaJieHHO pacTylide OITYXOJH, YTO
OnpeaessieT T0BOJIbHO MO3AHI0I0 CUMITOMATUKY U AWar-
HOCTHKY OITYyXOJIEBOTO ITpoIlecca TIpH 3aITyIeHHBIX (op-
Max 3abosieBaHus. [TanuenTos yaie Bcero (52—96 %)
0OECITOKOUT OOJIEBOM CUHIPOM Pa3TMIHON MHTEHCUBHOCTH
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B MOSICHUYHOM obactu. [1pu 3anmyiieHHbIX (hopMax 3a00-
JIeBaHUS perucTpupyoT notepio Beca (30 %), cnabocthb
(14,6 %), TowHoty (14 %), anopexcuio (13 %), oabIILIKy
(13 %), psory (10 %), nmuxopanky (9 %), xenryxy (4 %),
HOYHYIO IOTIMBOCTH (4 %). B moji0B1MHE CiiydaeB B OPIOLI-
HOW MOJIOCTU TaIbIIUpyeTcss 00beMHOe oOpa3zoBaHue [7].

CornacHo coBpeMeHHBIM TipeacTaBiaeHussM JIB3IT
paccMaTpUBAIOTCS KaK YaCTHBIN CITydail TJIagKOMBIIIIeY-
HBIX omyxosieii. JleueOHast TaKTHUKA P JaHHOM 3JI0Kade-
CTBEHHOM TIIpoliecce 0a3mpyeTcss Ha WMHGOPMAIUU
Kak 0 MOP(hOJIOTHUECKON XapaKTePUCTUKE OIYXOJIH, TaK
1 O PacIpoCTPaHEHHOCTHU OITyXOJIeBOTO Ipoiiecca [8].
B 3T0i1 cBsSI3M B KIIMHMYECKO TTPAKTUKE IIMPOKOE TTPH-
MEHEHME TTOTYIMIN HECKOJIBKO CHCTEM OIICHKHM 3JI0Kave-
cTBeHHOCTH: aByxctyneH4aTtas (low grade, high grade)
TNM-knaccudukauuss MexmyHapoaHOIo IIPOTUBOPAKO-
Boro coro3a (Union for International Cancer Control,
UICC) u TpexcTyneH4YaTasi CCTeMa T'pagalliid CTCIIeHU
3JI0Ka4eCTBEHHOCTH CapKOM MSITKUX TKaHeir PpaHIry3-
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CKoOH (bemepaliiii HAITMOHAJIBHBIX TIPOTUBOPAKOBHIX IIEH-
tpoB (Federation Nationale des Centres de Lutte Centre
Cancer, FNCLCC) [9].

Mopdororn4eck OTANYUTEIbHBIM TIPU3HAKOM
JIEHOMHUOCApPKOMBI SIBIISIIOTCS 3JI0KaYeCTBEHHBIC BEPETE-
HOOOpa3HbBIE KIIETKH C CUTApOIIONOOHBIMU SIAPaMU, TIepe-
TUTeTaoImMecs B mydku. Hepenko MOXKHO BCTPETUTh He-
KpO3 1 KPOBOM3IMSHUS B OITyxos1eBoM y3ite [10]. CrereHn
I GepeHIIMPOBKY B TIpeIesiaX OIyX0JIeBOTO y3JIa MOKET
BapbUPOBaTh, UTO CJICAYeT YIUTHIBATH IIPU BHITIOJIHCHUN
IMyHKIIMOHHOW OMOTICUM WY MCCIICTOBAHUN OTICPAIlIOH-
Horo matepuana [11]. I[Ipy UMMYHOTUCTOXUMUYECKOM
AHAJIN3EC I JIEMOMMOCAPKOM HUXXHEW TOJIOU BEHBI
(HTIB) xapakTepHbl T€ Xe peakluu, 4YTo U AJIs1 JISHOMUO-
CapKOM JIPYTuX JoKanm3anuii. OmyxoaeBble KIIETKH SKC-
MIPEeCCUPYIOT IeCMUH, BAMEHTHH, TJIATKOMBIIIICUHBIN aK-
TUH, HO He mpoTenH S-100, a mpyu MpUMeHEeHNN MeToa
dyopecuieHTHOI1 in situ Tuopunmzaunu (FISH) xapakrep-
Ha TTOJIMCOMUST X-XpOMOCOMBI [12, 13].

Cpenu JIB3II npeBaaupyloniyio 4acTh 3aHUMAIOT
neorimuocapkoMmbl HITB, Takke BcTpevaroTces 1IeiioMUO-
capkoMbl oueyHoii BeHH (I1B); npyrue KpymHble BeHBI
ITOpakaloTCs TOPA3I0 PeXKe.

A. Mingoli 11 coaBT. B 1991 1. cooO1mmm naHHbie o 144
KJIIMHUYECKUX HaOmogeHusx geitomuocapkombl HIIB,
mpuaeM 97 ciiydaeB ObUIM 3apeTUCTPUPOBAHBI B TIEPUOT
¢ 1976 mo 1991 . [7, 14].

C.J. Staley u coaBt. (1967) npemioxuin Kiaccupu-
mupoBaTh JeiioMrocapkombl HITB mo aHaromMmaeckomy
PaCIIOJIOKEHHUIO OITYXOJIEBOTO TIpoliecca B 3aBUCUMOCTH
oT cermeHTa nopaxeHust HI1B: HuxHuit (I) — HuXe ypoB-
HSI BIIaICHUST TTOYEYHBIX BeH; cpemunii (11), BKirrogarormmit
YCThsI 2 TIOYEYHBIX M MEYeHOYHBIX BeH; BepxHmit (I11) —
HaAIeueHOYHbIN cerMeHT [15]. YacToTa nmopaxkeHust HxX-
Hero cermenra HIIB 13,6—36,7 %, cpeanero — 43,1—
63,6 %, Bepxtero — 18,8—22,73 % [5—7]. CumnToMaTHKa,
o0ycJioBIeHHast HapylieHrueM KpoBoToka o HITB, omnpe-
IeNsieTCsl YypOBHEM OKKITI03MM. OIyXOJaM, MCXOISIIINe
u3 [I—II1 cermenTa HIIB, nposiBisitoTcst cuHapoMmom ban-
na—Kuapu BcieacTBue o0TypallMM MEeYeHOUYHBbIX BEH,
BcTpeuatorcst mpumepHo B 20 % ciydaes [7, 16].

JleitommnocapkoMsl 1B sIBsIIOTCS Upe3BbIYaiiHO pefl-
KIM 3JT0KaueCTBEHHBIM 3a0o0eBaHreM. Ha ceromasirHmi
JIeHb B MUPe orcaHo Topsaka 35 ciaydaes [17]. B uemom
JeiiomrocapkoMbl I1B BeTpevaroTest IpenMyIecTBEHHO
clieBa M, KakK IPaBUJIO, Y XXKEHIIUH B Bo3pacte oT 50
1o 69 ner [18, 19].

[eneTueckas mpeapacItoaoKeHHOCTh MOXKET UTPaTh
BaXXKHYIO POJIb B PA3BUTHHU MEPBUYHBIX JICHOMHOCAPKOM
I1B. Ho Ha ceromHSIIIHMUIA IeHb YeTKON KOPPESLUU TIe-
HETUIECKOU MpeapacIio0oXXeHHOCTH He BBISIBJICHO.

JnddepenHumanbHbI TnarHo3 JeiioMmruocapkombl [1B
IIPOBOIUTCS ¢ TOUeYHO-KIeTOUHBIM pakoMm (ITKP), ypo-
TeJIMAaJIbHBIM PaKoM, a TaKXe ¢ TMMpOMaMu, TpaHyJIeMa-
TO30M, TpoMOOM [1B 1 MeTacTaTnueckum mopaxkeHuem

TP HAJTMYUM 3JTOKAYeCTBEHHOTO IIpoliecca IPYroil 3ThH-
onoruu [20].

Kak nmpaBuno, pacnpoctpaHeHue Ha [1B umeercs
npu [TKP npu pa3Mmepe NepBUYHOIN OMYyXOJIHN > 8 CM.
JIuwb B 5 % ciydaeB pacrpocrpaHenue Ha I[1B npu [TKP
BBISIBJISIOT TIPU pa3Mepe MepBUUYHON omyxonn < 4 cM.
[MepBuunsle neitommocapkombl I1B ropaszmo MeHbIIero
pa3Mepa M B OCHOBHOM pacItojiaraloTcs 3a IpeaeaaMu o-
YeK, CIaBIMBas OKPYXAIOIIMe CTPYKTYPHI M BBI3BIBAS
TeM caMbIM 00JieBoit cuHapoMm [18, 21].

Jledenue nmeiioMMOCapKOM, IPOMCXOISIINX KakK
n3 HIIB, tak 1 u3 [1B, B o0CHOBHOM XUpypruyeckoe u 4a-
CTO IOTIOJTHSIETCSI XUMHOIyUeBhIM. TeKyIme MeXKayHapoI-
HBbIE peKOMEHAAIINY TIpeUTaraloT IIPOBOINTH aIbIOBAHT-
HYI0 XHMHOpAIMOTEpPAINHWio JUIIbL y ITAllueHTOB
C pacIIpOCTpaHEHHBIM OITyXOJIEBBIM ITPOIICCCOM U TIPU He-
panrKaIbHOM 00bEMe XUPYPIrUIECKOTO JICUCHHS, TTOTOMY
YTO 3TU (DAKTOPHI SABISIOTCS MPEIUKTOPAMH METAaCcTa30B
1 MECTHOTO pellnanBa 3aboneBaHus [22].

IlepBuunsbie neitommocapkomsbl 1B siBasitoTCst onac-
HBIM 3JT0Ka4eCTBEHHBIM 3a00ieBaHreM. [T TUICTHSS BBI-
JKMBAaeMOCTb B HaOJIIOMCHUN KPYITHEHIIIe cepru malim-
€HTOB C OITYXOJISIMH, HE SIBIISTIOIIAMMCS BEHO3HBIMU
JneiioMuocapkoMaMu, coctasisieT 25 %. [lsatuneTHss
BBIKMBAeMOCTb ITpu jeiioMmuocapkomax HITB, kak coo0-
maercst, Kojebsercs ot 33 no 53 % [6, 18]. Meracra3upo-
BaHUE IIPOMCXOINT, KaK IIPaBUJIO, TeMAaTOTEHHO (JICTKHE,
TeYeHb, KOCTH CKeJieTa), pexke — TuMporeHHo [23, 24].

Knunuyeckui cnyvaii 1

Ilayuenm 1, 62 sem. B cés3u c b6orevim cuHOpomMom
8 NOACHUYHOIL 00nacmu 00c1e008aH 8 NOAUKAUHUKE HO MECIY
acumenvcmaa. Ilo dannvim yabmpasgyKo60eo uccaedoganus
8bL518/1€H0 00pA308aHUe 3A0PIHOUUHHOR0 NPOCMPAHCMBa. Boi-
NOAHEHA MYAbMUCNUPAAbHAS KOMNbIOMEPHAS. MOMO2papus
3a0pIOUWUHHO20 NPOCMPAHCMBA: NAPAKABANLHO CAPABA
Ha ypogHe om eepxneeo kpas meaa L3 do L5 onpedeasiemcs
00paszosanue MeKOMKAHHOU NAOMHOCIU C HeYemKUMU He-
DPOBHBIMU KOHMYPAMU, HEPABHOMEPHO HAKANAUBAIOUEe KOH -
mpacmHublil npenapam, pasmepom 72 x 65 x 103 mm, npuse-
earoujee K HUdMICHeMy noarcy npasoii nouxu (puc. 1).

B uensix mopghoaoeuueckolti eepugpuxauuu 0uaeHo3a 8ol-
NOAHeHa moaAcmouoAbHas buoncus oopazosanus. lucmono-
euyeckoe 3akaouenue: aeiomuocapkoma. Tayuenmy 6vi10
BbINOAHEHO XUpYpeuueckoe AeueHue @ o0seme peseKyuu aeio-
MUOCAPKOMbL 30OPIOULUHHO20 NPOCMPAHCMBA CNPABaA ¢ pe-
3eKyUll CMmeHKU HUJICHell NOA0LL 8eHbl C PecUOHAPHOU AUMGPO-
duccekyuei (puc. 2).

Tucmonoeuueckoe 3axarouenue: aetiomuocapkoma HIIB,
111 cmenens 310kauecmeennocmu (no FNCLCC). Onyxons
UHGUAMPUPYEM A0BEHMUYUAABHYIO U CPEOHION 00010YKU
cmenxu HIIB. He obnapysceno epacmanus onyxoau 60 6Hy-
mpenHior o6oa0uky cmenku HIIB (puc. 3). Bokpye onyxo-
1€6020 y31a Mecmamu cghopmuposana Guopoznas ncegdo-
Kancyna, onyxonb UHQUALMPUPYE OKPYICAIOULYIO HCUPOBYIO
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Puc. 2. Yoaseunas onyxons na paspese

Kaemuamky. B 4 pecuonaprvix aumpamuueckux yznax ony-
X0/1e6bIX KACMOK He 0OHADYHCEHO.

B OanvHeitwem, ¢ yuemom pasmepa u cmenexu 310Ka-
yecmeeHHocmU 00pa308aHus, 00AbHOMY Oblau NPoGedeHbl 4
Kypca xumuomepanuu 0okcopyouyunom 65 me/m?/cym
6 meuernue 21 cym. Ha daunnolii momenm nayuenm Haxooum-
¢ nod dunamuyeckum Habarodenuem. Ilpoepeccuposanus
U MeCmHO20 peyudusa 3a60.1e6aHUs He BbIs6AEHO.

Knunuyeckuii cnyyaii 2

Ilauyuenmrka 2, 63 nrem. B cés3u ¢ boresbim CUHOPOMOM
8 N1e60Il NOACHUUHOI o0nacmu 00pamuaacs 6 NOAUKAUHUKY
no mecmy ycumenvcmea. Ilpu kaaccuueckux pymunHblx 00-
CAe008aHUAX, MAKUX KAK YAbMPA3EYK080e UCCAe008AHUE
u penmeenoepagus, OAHHBIX 3G 04A20EYI0 NAMOAOLUIO
6 OpHOWHOI NOAOCMU U 3A0PIOUUHHO20 NPOCMPAHCMEA HE Gbl-
saeaeno. B danvheiiuem 6 meuenue 6 mec nepuoduuecku 603-
HUKaouue 604U Kynuposaiucs CUMIMOMAMU1ECKU.

Cnycms 6 mec 004bHOU 8bINOAHEHA MACHUMHO-DPE30~-
HAHCHASL MOMO2PAhUA 3a0PIOUUHHO20 NPOCMPAHCMEA C NA~-
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Puc. 3. Peseyuposannas cmenia HuxicHeil nOAOU 6eHbl ¢ FHOODUMHBIM KOM-
NOHEeHmMoM onyxoau (cmpeaka)

PAMACHEMUKOM: 8 NPOEKUUU 1€60L NOYEUHOL HONCKU Bbls16-
AeH0 00pazosanue He0OHOPOOHOI CIPYKMYPbL HENPABUAbHOLL
gopmbl ¢ Hepo8HbIMU KOHmMYpamu paszmepom 32 x 15 x
26 mm. Ilpu konmpacmuom ycunseHuu obpaszoearue HeooOHo-
POOHO Hakanaugaem KoHmpacmuoe eeujecmeo. Ommeua-
emcs 6oéaeuenue 6 npoyecc aeeoli I1B. Ilapaaopmanvhbie
Aumgbamuueckue y3avl Ha UCCAe0yeMOM YPOGHe He yeeaute-
Hol (puc. 4).

[Tlayuenmie 6binonneHo xupypeuueckoe aeverue @ 00s-
emMe A1anapocKkonuu, 6uoncuu 006pa3zoeanus 3a0pUUHHO0
npPOCMPAHCMBA CO CPOUHBIM 2UCMON0UMECKUM UCCAe00-
eanuem; guisisaena aetiomuocapkoma. C yuemom pacnpo-
CMPAHEeHHOCMU ONYX0A€e8020 NPoyecca, UHBA3UU 8 NoYeY -
Hble cocydbl 00AbHOU nposederHa HeppadpeHardsKmomus
caesa.

B cmenke noueuHoll 6eHbl @U3YAAUZUPYEMCsl ONYX0Ae-
ot yzen duamempom 4 cm (puc. 5). Tkanv onyxoau no-
cmpoena u3 @epemeH000pa3HbIX KAEMOK ¢ 08ANbHbIMU
eunepxpomuvimu sopamu (puc. 6). B kaemkax onyxoau
pe_ucmpupyemcsi yMepeHHas MUmomu4eckas akmueHocms
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Puc. 5. B npoceeme noueunoii 6envi 6u3yaiusupyemcs. Onyxoneawlii y3en
(cmpenka)

(6 mf/ 10 HPF). Knemku onyxoau gopmupyrom npsmoie
nyuku cpedu KoanrazeHosoil cmpomsl. Ouaeos Hekposa
He oOHapyxuceno. Onyxons uHguAbmMpUpYyem UHRMUMY U Mbl-
weunyr 000404Ky CMeHKU GeHbl, npopacmaem adeeHmu-
YUANbHYI0 000404KY U 8pACMAem 8 JCUPOBYIO KAeMUAMKY
sopom nouku. 3axawouenue: neiomuocapkoma IIB I cme-
nenu 3no0xavecmeennocmu (no cucmeme FNCLCC).

Ha gore npoeodumoil anmubaxmepuanbHoil u npomu-
8060CNANUMENbHOL MePanuu NOCAeONePayUOHHbLI nepuod
npomexan 6e3 ocaoxucHeHuil. B daavnetiuiem 601bHOIU OblAU
8bIN0AHEHb 4 Kypca xumuomepanuu 00KCOpYOUUUHOM
70 me/m?/cym ¢ meuenue 21 cym. Ha cecodnawnuii Oenv
nayuenmka Haxooumcs noo OUHAMUYECKUM HAOAH0O0eHUEM,
O0aHHbIX 3a MecmHoe U omoaneHHoe peyuduguUposanue Aeio-
MUOCAPKOMbL HE NOAYHEHO.

Puc. 6. Jleilomuocapkoma noueuroii eenvl. OKpauiusarue 2emamoxcusuHom
u 203uHom, x 400

3aknoyeHue

JleiiomrnocapKoMbl BeH 3a0pIOIIMHHOIO NPOCTPaH-
CTBa JOBOJIbHO p€AKHM, OYEHD 3JIOKAYE€CTBEHHbI N Kpafl—
HC TAXEJIO0 AUATHOCTUPYEMDBI Ha JOOMNEPATMOHHOM
9Tari€e BBUAY aHATOMHNYCCKOTIO paCIIOJOKEHUA OITyXO-
JIEBOTO Mnmpouecca 1 MEAJIEHHOTI'O pocCTa. YuyuTeiBas pen-
KOCTb JAaHHBIX 3JIOKAQYECTBEHHBIX 38.60J'IeBaHI/II7[, MBI
CUHUTAEM, YTO OIIMCAaHHME KaXXA0T0 cJiydyasa UMECT BbICO-
KYI0 HAYyYHYIO HIEHHOCTb U 3BHAYMNMOCTDb OJIsA BpraﬁoTKI/I
z[anLHefImero IIPpaBUJIBbHOI'O aJITOpUTMA JICYCHUA Ia-
IINEHTOB.
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