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Pesiome

HeopraHHble 3a6ploLWMHHbIE ONYXONWN —reTeporeHHas rpynna 3/10KkayecTBeHHbIX HOBOO6Pa30BaHMIA, Pa3BMBAIOLLMXCA U3 PA3HbIX TUNOB
COeANHUTENBHOM TKaHK, YTO B CBOIO 0Yepeapb onpeaenaet pasHoobpasue ux ructonornyeckmx popm. B Poccum exerogHo pernctpupyetca
60nee 3000 HOBbIX C/ly4aeB CapKOM MAFKMX TKaHeW, YTo cocTaBaneT 1 % Bcex 310KayecTBeHHbIX HOBoOobpa3osaHuii. B 2021 r. Bnepsble
BblABAEHO 3150 HOBbIX C/ly4aeB 3/10Ka4YeCcTBEHHbIX HOBOO6PA30BaHWUI COEANHUTENBHBIX U APYTUX MATKUX TKaHel. 3abploLlnHHble
CapKOMbI cocTaBnAlT 10—15 % OT Bcex BUAOB CApPKOM MAFKUX TKaHeW. [lnarHocTuKa U neyeHne HeopraHHbIX 3a6pOLLMHHBIX Onyxonei
npeacTaBnAeT Ype3pblyaHO CNOXKHYIO 3a4avy. HeopraHHble 3abpIoLUMHHbBIE ONYX0U ME3EHXMMANbHOTO NMPOUCXOXKAEHMA OTINYAIOTCA
KpaiiHe BbICTPbIM U arpeccuBHbIM pocTom. MporHo3 3abonesaHna onpeaensaeTca BAPUAHTOM MMCTONOMMYECKOTO CTPOEHNA, NEPBUYHOW
NOKanu3sauumelt ONyxonu, a Tak:Ke CBOeBPEMEHHbIM U aAeKBaTHbIM le4eHneM. YUUTbIBasA, YTO HeopraHHble 3abpioLLnHHbIe onyxonun 6onee
4yem B 30 % cnyyvaeB MOFyT MeTacTasMpoBaThb B ApyrMe opraHbl, TO 3a4acTylo OHU BbIABAAIOTCA B 3anyLeHHOM ctaguu. CywecTeytowme
MeTo/bl 1y4eBOM ANArHOCTUKMN U ApYyrue MeToAbl UCCNef0BaHMA, NPOBOAUMbIE B paMKax CTaHAapTa obcneaoBaHua, KOTopble MoryT
B LIe/IOM OXapaKTepun3oBaTb NEPBUYHYIO OMYyX0/b 3a6PIOLMHHOMO NPOCTPAHCTBA, HO B 6onee yem 60 % cnyyaes AAOT NNONKHOMNONOKMU-
TeNbHY0 MHPOPMaLMIO O CTENEHN NPOPACTAHUA OMYXO/IN B COCEAHME OpraHbl U CTPYKTYPbl, 0COBEHHO B MarucTpanbHble cocyapl. Ans
[AQHHOI NaToNOrMN OCHOBHBIM METOA0M NIeYeHNA ABNACTCA XMPYpPruyecknini. OTaaneHHble pesynbTaTbl XMPYPruyeckoro 1e4eHUA 1 Lene-
€006pPa3HOCTb NANNMATUBHOIO YAANEHUA U3yYeHbl B HAacToALLEee BpeMA HefocTaTouHo. CnefoBaTenibHO, TpebyeTca coBeplueHCTBOBaHNE
MeTOL0B AMArHOCTUKM U XUPYPrUYECKOTo Ie4eHUA HeopraHHbIX 3/10Ka4eCTBEHHbIX OMyXo/ei 3abpioLIMHHOIO NPOCTPaHCTBa. MpaBuabHan
npefonepaunoHHan oLeHKa pacnpoCcTPaHEHHOCTU U FTMCTONOMMYECKOW CTPYKTYPbI OMYXOAU NO3BOAAET BbIOGpaTb afeKBaTHbIN 06bem
XMPYPruyeckoro BMeLwaTenbCTea. B faHHOM cTaTbe NpeacTaBieHo KAMHUYECKoe HabntodeHMe YCNEeLWHOro XMpypryeckoro aeveHua
60/1bHOTO € CONUTAapPHOW GUBPO3HOW OMYXONbIO MANOro Tasa.
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Abstract

Non—organ retroperitoneal tumors are a heterogeneous group of malignant neoplasms that develop from different types of connective
tissue, which in turn determines the variety of histological forms. More than 3,000 new cases of soft tissue sarcomas are registered an-
nually in Russia, which is 1 % of all malignant neoplasms. In 2021, 3150 new cases of malignant neoplasms of connective and other soft
tissues were detected for the first time. Retroperitoneal sarcomas account for 10-15 % of all types of soft tissue sarcomas. Diagnosis and
treatment of non-organ retroperitoneal tumors is an extremely difficult task. Non-organ retroperitoneal tumors of mesenchymal origin
are characterized by extremely rapid and aggressive growth. The prognosis of the disease is determined by the variant of the histological
structure, the primary localization of the tumor, as well as timely and adequate treatment. Considering that non-organ retroperitoneal
tumors can metastasize to other organs in more than 30 % of cases, they are often detected at an advanced stage. Existing methods of
radiation diagnostics and other research methods conducted within the framework of the examination standard, which can generally
characterize the primary tumor of the retroperitoneal space, but in more than 60 % of cases give false positive information about the
degree of tumor germination into neighboring organs and structures, especially into the main vessels. For this pathology, the main method
of treatment is surgical. The long-term results of surgical treatment and the expediency of palliative removal are currently insufficiently
studied. Therefore, it is necessary to improve the methods of diagnosis and surgical treatment of non-organ malignant tumors of the
retroperitoneal space. Correct preoperative assessment of the prevalence and histological structure of the tumor allows you to choose
an adequate amount of surgical intervention. This article presents a clinical observation of successful surgical treatment of a patient with
solitary fibrous pelvic tumor.
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AKTYAJIbHOCTb

HeopraHHble 3abptowmnHHble onyxonn (H30) — peakan
rpynna 310KavyecTBeHHbIX HOBOOHpa3oBaHWiA, Pa3Bu-
BAMOLLMXCA M3 PA3HbIX TUMOB COEAUHUTENBbHON TKaHU
W pacnonaratowmxca 3abproWwmnHHO. JaHHbie onyxoam
npeacrasnseT cobol reTeporeHHyo rpynny onyxonemn,
KOTOpble KnaccuduumpyroT B 3aBUCMMOCTM OT MUKPO-
CKOMMYECKUX NPU3HAKoB, cTeneHun auddepeHUNpPoBKU
n 6uonornyeckoro noteHumana [1]. Pazsutne H30 u3
pasfMYHbIX SMOPUOHANBHBIX IMCTKOB ONpeaenseT pas-
Hoobpasue ructonornyeckmx ¢opm. Hanbonee YacTHole
dopmbl H30 nmetoT mesoaepmanbHOE NPOUCXOXKAEHUNE.
NX UCTOUHUKOM ABNAIOTCA PA3/INYHbIE BUAbI TKAHEN:
KMPOBAA, MbllIeYHadA, CoeANHUTENbHAA, AMMbOnaHaA
M HepBHaA TKaHb, a TaKXe KPOBEHOCHbIEe cocyabl [2, 3].

B Poccuum exkeroaHo pernctpupyetca 6onee 3000 Ho-
BbIX C/ly4aeB CAPKOM MATKMUX TKaHek, uTo cocTasnseT 1 %
gcex 3HO. B 2021 r. snepsble BbiABAeHO 3150 HOBbIX
C/ly4aeB 3/10Ka4YeCcTBEHHbIX HOBOOHPA30BaHMIN COEANHN-
TENbHbIX U APYrUX MAFKUX TKaHel. 3abptoLLMHHbIE CapKo-
Mbl cocTaBnAoT 10-15 % oT Bcex BUA0B CapKOM MATKUX
TKaHel [4]. AmarHocTuKa u neveHune H30 npeacrasnset
ypesBblYalHO CNOXKHYI0 3a4a4y. H30 me3eHXxMmManbHoro
NPOUCXOXKAEHWUA OTIMYAOTCA KpaiHe BbICTpbIM M arpec-
CUBHbIM pocTom. [na gaHHbIX popm H30 xapakTepHa
ob6WwnpHaa nHGUNbTPaLMA 3ab6PIOLWNHHOMN KNeTYaTKK
C NpopacTaHMem 3abpPHOLLIMHHbBIX OPraHOB U COCYAMUCTbIX
CTpyKTYp. OgHa n3 ocobeHHocTet H30 —Hannume norpa-
HUYHbIX GOPM, KOTOPbIE HE METAcTa3uPYHoT, HO CK/IOHHbI
K paHHemy peuuanMBMPOBaAHMIO NOC/AE PaAuKaabHOro
XUpypruyeckoro neyeHusn [1].

MporHo3 3aboneBaHuA onpeaenseTcs BApMaHTOM M-
CTONOIMYECKOro CTPOEHUA, NEPBUYHOM NOKaNM3aunen
OMYX0/M, @ TaKKE CBOEBPEMEHHbLIM 1 afEKBATHLIM Neye-
Huem. Yuutbisas, uto H30 6onee uem B 30 % cnyvaes moryT
MeTacTasnpoBaTb B APYrMe opraHbl, TO 3a4acTyt OHM Bbl-
ABAAIOTCA B 3anyLeHHOW cTaguu. CyLiecTByroLME METOAbI
Ny4eBOW ANATHOCTUKM U APYyrMe MeToAbl UCCNe0BaHWA,
KOTOpble NPOBOAATCA B PaMKax CTaHAapTa 0bcnesoBaHus,
MOTYT B LL&JIOM OXapaKTepM30BaTh NEPBUYHYIO OMYXONb 3a-
OpPHOWMHHOrO MPOCTPAHCTBA, HO B 6osiee Yem 60 % ciyyvaes
[AAl0T NIOXKHOMONOKUTENBHYIO MHPOPMALMIO O CTENEHMU
npopacTaHUA ONyxo/u B COCeAHWNE OPraHbl U CTPYKTYPbI,
0cob6eHHO B MaructpasbHble cocyabl [5].

B HacToALlee Bpemsa onepaTMBHOE BMELIATENLCTBO
ABNAETCA OCHOBHbIM METOAOM SIeYeHUss AaHHOW na-
Tonornun. B 6onee uem 40 % cnyyaes, 06bEM U TaKTU-
Ka XMPYPruyeckoro BMeLlaTe1bCTBA MEHATCA nocne
WMHTpaonepauyMoHHoW pesmsnu [6]. Mpeobnaaatowmnii
TUN NporpeccupoBaHna 6onesHM nocne onepaTMBHOro
NeYeHna — MecTHbI peunams onyxonu. B cesasu ¢ 6onb-
WMMK pasmepamm HoBOObpa3oBaHMA pasnKanbHOCTb
XMPYPrUYeCcKUX BMEeLLATeNbCTB NPU NePBUYHbIX U OCO-
6eHHo peunaunBHbix H30 HepeaKo ABASETCA YCAOBHOW.
OThaneHHble pesynbTaTbl XMPYPruYecKoro e4eHus 1 Le-
necoobpasHOCTb NANINATUBHOTO YAANEHUA U3YYeHbI
B HacTosLLEee BpeMA HefocTaTouHo [7]. ChegoBsaTtensHo,
TpebyeTca coBepLIEHCTBOBAaHME METOA0B ANArHOCTUKMU
N XMPYPrUYecKoro ne4eHns HeopraHHbIX 310Ka4ecTBeH-
HbIX ONyxonen 3abproLWMHHOIO NpocTpaHcTea [8].

B AaHHOW cTaTbe NpeAcTaBieH KAMHUYECKMIA ciydan
neyeHnn 601bHOTO € 3abPHOLLIMHHOM OMYX0bi0 Manoro
Tasa.

Puc. 1. MPT manoro Tasa (carutranbHblii cpes). CTpenkoi ykasaHa
OnyXxoNb MCXOAALLAA U3 MANOro Tasa.

Puc. 2. MPT manoro Tasa (¢poHTanbHbIN cpes). CTpeskamu yKasaHa
OMYXO/b U OTTECHEHHbIY MOYEBOW My3bIPb.

Fig. 1. Pelvic MRI (sagittal view). The arrow indicates a tumor
coming from the pelvis.
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Fig. 2. Pelvic MRI (frontal view). The arrows indicate a tumor and a
repressed bladder.
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BonbHol K., 58 net Haxoautca nog HabaogeHem
B BopoHeXckom 061aCTHOM KAMHUYECKOM OHKOJ0-
rmyeckom gucnaHcepe c pespana 2022 r., Korga npu
obcnenoBaHMM NO NOBOAY Kanob Ha Nnepuoanyveckme
6011 B HUXKHUX OTAENaX XKUBOTa, CNabocTb, Hegomora-
HUe W yYaleHHoe MOYenCnyCcKaHe MarHoCcTMpoBaHa
3abploWMHHAA oNyXxonb Manoro Tasa. Mo AaHHbIM KOM-
nneKkcHoro obcnefo0BaHUA, BKAOYAA MyNbTUCINMPANbHYIO
KoMMbtoTepHyo Tomorpaduio (MCKT) opraHos rpyaHoi

KNETKW, BPIOLWHON NOAOCTU MU MAarHUTHO-PE30HAHCHYO
ToMorpaduio Manoro Tasa, onyxosb J0KaAN30Banacb
manom Tasy (puc. 1-3). HoBoobpasoBaHue nmeno
KMCTO3HO-CONINAHYIO CTPYKTYPY, 06LMMKN pasmepamm
114 x 125 x 135 mm, 6€3 YeTKoM rpaHuLbl C MOYEBLIM
nysblpem.

JaHHoe HoBoObOpa3oBaHME OTTECHAET MOY€EBOM
ny3blpb BAEBO. [MCTONOrMYECKM — ME3EHXMMaAJIbHAsA
BEpETEHOK/IETOYHaA onyxonb. Mo AaHHbIM MMMYHO-

Puc. 3. MPT masnoro Tasa (akcuanbHblil cpes). CTpesikamu yKasaHbl
OMyX0/ib, MOYEBOI My3blPb U NOAB3AOLHbIE COCYAb.

Puc. 4. PeBusna manoro tasa. CTpe/ikon yKasaHa onyxosb. [pasbiit
1 NeBble MOYETOYHMKM Ha AeprKankax.

Fig. 3. Pelvic MRI (axial view). The arrows indicate the tumor,
bladder and iliac vessels.

Fig. 4. Revision of the pelvis. The arrow indicates a tumor. Right and
left ureters on holders.

Puc. 5 PeBunsunsa manoro Tasa. CTpenKoit ykazaHa onyxosnb. Mpasbili n
NieBble MOYETOYHUKN Ha AepiKasKax.

Puc. 6. PeBusna. Bug onepaumoHHoro nons nocne yaaneHusa
npenapara.

Fig. 5. Revision of the pelvis. The arrow indicates a tumor. Right and
left ureters on holders.

Fig. 6. Revision. View of the surgical field after removal of the drug.
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rMcToxmmuyeckoro nccnegosanusa (UMX) — conurtap-
Hasa $Mbpo3Han onyxonb. Ha KOHCUAMYMeE NPUHATO
pelleHne 0 NPOBEAEHUM XUPYPTMYECKOTO IeYeHMA Ha
nepsom 3Tane. 02.03.2022 r. 60nbHOMY NPOBEAEHO
onepaTUBHOE fieveHme: YganeHne BHeEOPraHHoOM ony-
XO/IM Manoro Tasa c remmpeseKkunen Mo4eBoro ny3bipsa.
dopmupoBaHMe ypeTepoLmcToaHacTamosa cnpasa,
3NULMUCTOCTOMBI. B ycnoBmax MmynsTMmoaaibHOM aHe-
CTE3UUN C UCKYCCTBEHHOW BEHTUNALMEN NETKUX NPOU3-
BeAEHA LWMPOKAA HUKHAA CPeAMHHAA 1anapoToMuA.
Mpw peBn3nKn B NONOCTM Manoro Tasa onpeaenaerca
MacCUBHOE onyxosieBoe obpasoBaHMe pasmepamu 15
x 20 cm, rpybo oTTecHAOLLLEEe MOYEBOM MNy3bipb BNEBO,
BOBJ/IEKAIOLLEE CTEHKY MOYEBOTO Ny3bIps, C 610KOM
060MX MOUYETOUYHUKOB (pacwmpeHbl 4o 2 cm). Onyxonb
MHTUMHO NPUNEXUT K BUdYpPKaumm NnoaB3L0LWHbIX CO-
cynoB c obenx ctopoH (puc. 4, 5). AaHHbIx 06 oTaa-
NIEHHOM MeTacTasMpPoOBaAHMM NO OpraHam 6ploWwHOM
nonoctu HeT. CUTyaumaA pacLeHeHa, KaKk BHeEOpraHHas
Onyxonb Manoro Tasa. PelweHo BbINONHUTL BMeLLaTeNb-
CTBO B YKa3zaHHOM obbeme. MNocnenoBaTesibHO Bblae-
JIeHbl MarMcTpanbHble cocyabl Maaoro Tasa. BolgeneHsl
M npocnexkeHbl 06a MOYEeTOYHUKA. BU3yannsnmposaHbl
aopTa, budypraumna noas3aoLWHbIX cocyaos. MNpouns-
BEeZlEHO BblAeNieHMe U NepeBA3Ka NPaBOM BHYTPEHHeN
noaB3aoLWHoM apTepun. NponsseneHo BbiaeneHue
OMyXOAK B C/I0E NCEBAOKAMNCY/bI C FreMUpeseKunen mo-
4YeBOro Ny3bIpA U pe3eKLnein NPaBoro MoYeToOYHMKA.
Onyxonb pacnpocTpaHANachb 40 CEMEHHbIX NMY3bIPbKOB.
YnaneHa B npefenax HEM3MEHEHHbIX TKAHeN eauHbIM
6n0Kkom (puc. 6-8).

MpoponkutenbHocTb onepaunm—170 MUHYT. UHTpa-
onepaunoHHasa kposonoTtepAa —700 ma.

NocneonepaunoHHoe TevyeHWe rnagkoe. PaHa 3a-
YKW1a NepBUYHbBIM HaTAXKeHMeM. BonbHOM BbINUCAH Ha
14-e cyTkM nocneonepaunoHHoro nepuoaa. Mo gaHHbIM
naaHoBOro mMopdosormyeckoro nccnesoBaHna — Mop-
donornyeckas KapTUHa 3/10KA4ECTBEHHOM Me3eHXMU-
ManbHOM ONYXO/IN BEPETEHOKNETOYHOTO CTPOEHMUA.
JInHUK pesekumn 6e3 NPU3HaKoB OMYX0NEBOro POCTa.
MpoBeaeH KOHCYNbTAaTUBHbIA NEePecMoTp MaTepuanos
NPUKN3HEHHOIO NAaTONOr0AaHAaTOMUYECKOTo Uccneao-
BaHMA: mopdosiormyeckan KapTMHa 310Ka4eCTBEHHOM
ME3eHXMMAIbHOW OMYXOW; KNETKM OMYXOAWN HEFaTUBHbI
K CD117. UHaeKkc nponudepaumm no Ki 67 coctaBnaer
12 %. Ana uckntoveHna Hannuma CD117-HeraTneBHOM ra-
CTPOUHTECTUHANbHOM CTPOMA/IbHOM OMYX0/IN PEKOMEH-
[0BaHO NPoBecTU nccnegosaHme ¢ mapkepom DOG-1.

Ha 6ase ¢rbY «HMMWL, pagnonornm» MuHsgpasa Poc-
CMM NPOBELAEHO UMMYHOTUCTOXMMMUYECKOE UcceaoBa-
Hue. Onyxonb nmeet CD34 NONOKUTENBHYIO SKCNPECCHIO,
DOG-1 n SMA —oTpuuaTenbHble akcnpeccun. Mopdonoru-
YyecKas U UMMYHOTUCTOXMMMYECKas KapTuHa bonee Bcero
COOTBETCTBYET CONMMTapHOW GUOPO3HOIM ONyxonu, 310Kade-
CTBEHHbIV BapUAHT C Y4ETOM MUTOTUYECKON aKTUBHOCTMU.

Mpn KOHTPONBHOM OCMOTpe Yepes 3 MecC. AaHHbIX
0 peunamee U MeTacTa3upoBaHUK He BbiaBNeHO. Kave-
CTBO YKM3HWU BONBHOIO HE CHUMXKEHO.

OBCYMAEHUE

ConutapHas ¢nbpo3Han onyxonb ABNAAETCA PeAKUM
HOBOOBGpa3oBaHMEM Me3eHXMMaAbHOM Npupoabl. Ume-
lolmeca nybamMkaumm, NocesALEeHHble AaHHOM NnaTono-
rMKn, HOCAT B OCHOBHOM OMNMcaTeNbHbIN XxapakTep [9-11].
OnucaHue oTaeNbHbIX Cy4aeB AaHHOM NATONOMMK OCTa-

Puc. 7. Pesn3na. Bua onepauymoHHOro nosa nocse 3agepLlieHuns
PEKOHCTPYKTMBHOTO 3Tana.

Fig. 7. Revision. View of the operating field after the reconstructive
stage.
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Puc. 8. Makponpenapar.

Fig. 8. Big specimen.
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€TCA aKTyaNbHbIM B CBA3M C OTCYTCTBMEM YETKUX AMna-
FHOCTMYECKMX KPUTEPUEB U CTaHAAPTOB ANATHOCTUKM.
3aboneBaHNE KAMHUYECKU NPOABAAETCA, Kak Npasuno,
B C/lyyae Hanuuma HoBoobpasoBaHUA 6oNbLINX pa3me-
poB. OCHOBbIBAACh Ha AaHHbIX MMPOBOI NUTEpaTypbl,
npv NOAO03PEHNN Ha CoNnTapHyto GUBPO3HYIO ONyXonb
MOKa3aHOo Kak MOXHO bonee paHHee onepaTuBHOE BMe-
LIaTeNbCTBO C onpeaeneHnem mopdonorumn Hosoobpaso-
BaHMA, YTO U 6bIN10 BbINOAHEHO B AAHHOM K/MHWYECKOM
cnyyae [12-14].

3AK/TIIOMEHUE

MpuBeneHHoe HabAOAEHNE AEMOHCTPUPYET BO3MOXK-
HOCTM XMPYPrUYECKOro NeYeHnsa pegKov NaTonormm — co-
nuTapHou GMbpPo3HOI onyxonm manoro Tasa. MNpasuabHas
npesonepauMoHHan OLeHKa PacnpoCcTPaHEHHOCTU U MU-
CTONOTMYECKOM CTPYKTYPbl ONYXOAM NO3BO/IMAA BblIOPaTh
A[,EKBATHbIN 06bEM XMPYPrMYecKoro BMeLaTeNbCTBa,
a TeXHMYecKan NoAroTOBNEHHOCTb KOMAHAbI — Peanmnso-
BaTb OMNepauMoHHbIN naaH 6e3onacHo 1 3pPeKTUBHO.
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