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AHHOTALMA

CvHOBWanbHas capkoMa 3abpIoLLIMHHOM NPOCTPaHCTBA — PeAKas M arpeccuBHas onyxonb. B page cnyyaes anddepeHumans-
Haf AMarHoCTMKa Mexay 3abpioLLIMHHON CapKOMOiA U af|pEHOKOPTUKA/IbHBIM PaKOM 3aTpyAHEHa, YTo 06YCNOBNEHO CXOKUMM
KIIMHUYECKMMU M MHTPACKOMMYECKUMM NPOSIBEHUAMM 3TUX HOBOODPa3oBaHMii. OKOHYaTENbHBIA AMarHo3 CTaBAT Ha OCHOBA-
HWM pe3yNbTaToB FMCTONIOMMYECKOro, MIMMYHOMMCTOXMMUYECKOTO W FeHETYECKOro uccefoBaHuin. Hanbonee BaKHbIM 3Tanom
NeYeHnsl CMHOBUAMbHOW CapKoMBbI SIBNISIETCA NOHOe yaaneHue onyxonu. OfHaKo HECMOTPA Ha pafMKanbHOCTb BMeLUaTesb-
CTBa YacToTa pa3BUTUS MECTHOIO PELIMAMBA U METacTa3MpoBaHUS OCTAETCA BbICOKOM.

Llenb pabotbl — npoBecTM peTpoCMeKTUBHLIA aHaNW3 MoKa3aTeneli onepupoBaHHbIX DOMbHBLIX C CUHOBMANBbHOM CapKOMOIA
3abpHOLUMHHOIO NPOCTPAHCTBA.

HacTosee nccnenoBaHne HanpaeneHo Ha U3yYeHUe pe3ynbTatoB 00CnefoBaHMA U XMPYPrUYECKOro JieYeHUs BOMbHBIX CUHO-
BMaJbHOM CapKOMO# 3a0pIOLLMHHOIO NPOCTPAHCTBA, HAXOAMBLLMXCA B XMPYPrU4ecKoM otaeneHnn Knunukm um. 3.3. 3iixeanb-
pa C3rMY um. U.1. MeyHukoBa.

MauveHTaM OLIEHWAM FOpPMOHanNbHbINM CTaTyC MeTOLOM MMMYHOAHanW3a C onpefesieHUeM YPOBHEW afpeHOKOPTUKOTPOMHOrO
ropMOHa, KOpPTU30/a, aNbAoCTePOHa, PEHUHA, HOpMeTaHedpuHa U MeTaHedpHUHa B KPOBM, @ TaKKe BbIMOMHWIM TECT Ha No-
[aBNeHne AeKcameTa3oHa B fo3e 1 Mr. MeToaoM BbiCOKO3((EKTUBHOM MMAKOCTHOM XpoMmatorpaduu B CbIBOPOTKE KPOBU
onpeneneHbl 6 MMHOKOKOPTUKOMAOB: KOPTU30S, KOPTU3OH, KOPTUKOCTEPOH, 11-4e30KCUKOPTMKOCTEPOH, 11-AernapoKopTuKo-
cTepoH, 11-me30KcuKopTM30A. Y BCeX MauMeHTOB UCCIe0BaH CTEPOMAHBIA NPOdKUIb MOYN METOLOM ra30BOi XpoMaTo-Macc-
CneKTpoMeTpun. BceM BONBHBIM BbINOMHUAW KOMMBIOTEPHYKO TOMOrpaduio opraHoB OpIOLIHOM MONOCTM W 3abpIOLLMHHOIM
NMPOCTPAHCTBA C KOHTPACTUPOBaHUEM, MOP(OOTMYECKOE U UMMYHOMUCTOXMMUYECKOE UCCIIEA0BAHMA YAANeHHOro Matepuana.
Oukcaumio Matepuana ocywectsunm B 10 % HeltTpanbHoM 3abydepeHHOM dopManuHe. 3aTeM KyCOUKW NoaBepranu CTaH-
[apTHO/ NPOBOAKE C MOCNenyloLLei 3anMBKOM B napaduH. M3 nonmyyeHHbIx 610KOB rOTOBUAW Cpe3sbl TONLLUMHOW 2—3 MKM,
OKpaLLMBanM reMaToOKCUIMHOM W 303MHOM. VIMMYHOTMCTOXMMMYECKOE WCCNenoBaHUe NMPOBOAMAM Ha napaduHOBBLIX cpe3ax.
Wcnonb3oBanu naHenb MOHOKOHaNbHLIX aHTuTen: 6enok S-100 (poly), naHumTokepatuH (AE1/AE3), anuTennanbHele MeM-
OpaHHble aHTUreHbl, LMTOKepaTuH-8, -18, xpoMorpaHuH A, cuHanTodmamH, a-uHrnbuH, SOX-10, CD99, TLE-1, bcl-2, GATA-3.
MocneonepaumoHHble CXoabl M Nocneaywme HabnofeH!s OLEHWMBaNM B COOTBETCTBUM C MHGDOPMALMEN B MeLULMHCKUX
KapTax M AaHHbIX, MOyYeHHbIX Ha OCHOBaHWM TenedOHHOrO pPasroBOpa C KaXAbIM NauueHToM. CratucTudeckas obpabotka
pe3ynbTaToB He NpoBefeHa U3-3a PeLKOCTH ciyyaeB 3aboneBaHms.

KnioueBble cnoBa: 3a6pIOLLIMHHaFI CMHOBMaAJIbHaA CapKOoMa; 336pIOLIJVIHHbIe HOB006pa3OBaHMF|; MHUMOEeHTa/lIoMa.
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Retroperitoneal synovial sarcoma

Aleksandr A. Lisitsyn, Vyacheslav P. Zemlyanoi, Inna E. Kotkas, Irina A. Bekhtereva

North-Western State Medical University named after I.I. Mechnikov, Saint Petershurg, Russia

ABSTRACT

Synovial sarcoma of the retroperitoneum is a rare and aggressive tumor. In some cases, differential diagnosis between ret-
roperitoneal sarcoma and adrenocortical cancer is difficult due to the similar clinical and intrascopic manifestations of these
neoplasms. The final diagnosis is established based on the results of histological, immunchistochemical and genetic studies.
The most important step in the treatment of synovial sarcoma is complete removal of the tumor. However, despite the radical
nature of the intervention, the incidence of local relapse and metastasis remains high.

Aim: to conduct a retrospective analysis of the parameters of operated patients with synovial sarcoma of the retroperitoneum.
This study is aimed at studying the results of examination and surgical treatment of patients with synovial sarcoma of the
retroperitoneal space who were hospitalized in the E.E. Eichwald Clinic surgical department of the North-Western State Medi-
cal University named after. I.I. Mechnikov.

The patients were assessed for hormonal status using an immunoassay to determine the levels of adrenocorticotropic hor-
mone, cortisol, aldosterone, renin, normetanephrine and metanephrine in the blood, and a dexamethasone suppression
test has been performed at a dose of 1 mg. High-performance liquid chromatography has determined 6 glucocorticoids
in the blood serum: cortisol, cortisone, corticosterone, 11-deoxycorticosterone, 11-dehydrocorticosterone, 11-deoxycortisol.
The urine steroid profile was studied in all the patients using gas chromatography-mass spectrometry. All the patients un-
derwent computed tomography of the abdominal organs and retroperitoneal space with contrast, morphological and immu-
nohistochemical examination of the removed material. The material was fixed in 10% neutral buffered formalin. The pieces
were then subjected to standard wiring followed by embedding in paraffin. Sections 2-3 microns thick were prepared from
the resulting blocks and stained with hematoxylin and eosin. Immunohistochemical studies were performed on paraffin sec-
tions. A panel of monoclonal antibodies was used: protein S-100 (poly), pancytokeratin (AE1/AE3), EMA, cytokeratin-8, -18,
chromogranin A, synaptophysin, a-inhibin, SOX-10, CD99, TLE-1, bcl- 2, GATA-3. Postoperative outcomes and follow-up were
assessed according to the information in the medical records and data obtained from a telephone conversation with each
patient. Statistical processing of the results has not been out due to rare cases of the disease.

Keywords: retroperitoneal synovial sarcoma; retroperitoneal neoplasms; incidentaloma.
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KITMHUHECKWE CITyHAM

BBEJEHUE

MpeaonepaLmMoHHan AMarHOCTUKa Ciy4aiiHo 0bHapyMeH-
HbIX HOBOOOPa30BaHMIn 3a0OPIOLUMHHOMO MPOCTPaHCTBA —
HernpocTas 3ajaya, No3BO/ALAA BblbpaTb NpPaBUNbHYI
TaKTUKY BefieHUs nauueHTa. OOHWUM U3 pefiKuX TUMOB He-
ON/acTUyeckoro 3aboneBaHns ABNAETCA CUHOBMANbHAA cap-
KoMa, Ha ee fonto npuxoputca ot 5 ao 10 % Bcex capkom
MArKkux TKaHeii [1]. Peakoi dopMoii Takoro HoBoobpa3oBaHms
ABNAETCA CMHOBMAJIbHas CapKOMa, MCXOAsLWas U3 3abpto-
LUMHHOTO npocTpaHcTBa. C yyetoM 6eccUMMTOMHOM XapaK-
Tepa HayasbHol cTagumn 3aboneBaHUA B MOMEHT BbISIBNEHNS
ONyXoiM MOXKeT ObiTb AWMArHoCTMpOBaHO HOBOOGpasoBaHMe
BonbLUMX pa3MepoB, a HEKOTOPbIX CIy4asX MeTacTaTMYecKoe
nopa)<eHue Nerkux u neveHu. B ceasm ¢ 3TMM yacToTa peuu-
LVMBOB CapKOMbI NPW afleKBaTHOM XMPYPrUYECcKOM JieYeHUH
cocTaBnset ot 28 0o 36 %, a NATUNETHSAS BbIKMBAEMOCTb
TaKux nauuenToB coctanset ot 20 oo 29 % [2].

KJTIMHUYECKUE C/TYHAU

B xupypruueckom orgenenmn KnuHukn um. 3.3. Jix-
Banbaa C3IMY um. U.N. MeyHukoBa onepupoBaHo Tpu na-
LMEHTKM C TUCTONOMMYECKW MOLTBEPXAEHHBIM AMArHO30M
«CMHOBMANbHas CcapKoMa 3abploLMHHOr0 MNpoCTpaHCcTBa
cnpaBa». Bospact naumeHToK coctasun 25, 27 u 55 ner,
MHOEKC Macchl Tena — 24,2, 26,6 n 21,1 kr/M%. Tpu obpa-
LIeHNN B CTaLMOHAp BCe MaUMEHTKM OTMeyanu anobbl
Ha 00LLYto cnabocTb M TowwHoTY. Y ofHoM bonbHoW Habnoaanu
CHWXeHMe Macchl Tenla Ha 9 Kr B TeueHue 9 mec. [lBe 60M1bHbIX
obpalLanu BHMMaHWe Ha Hotowme 6onW B NPaBoi NONOBUHE
TPYAHOI KNETKM U NOSCHWYHOM 0b6nacTv ¢ HeobXoaMMOCTbH
npuemMa HecTepoMAHbIX MPOTMBOBOCNANUTENBHBIX NMpenapa-
T0B. Bo BCex HabnofeHMsAX ¢ MOMOLLbI0 BU3YanU3UpYIOLLMX
MeTo10B HOB0Obpa3oBaHus bbinm BbisBEHbI CyyanHo. [lo-
cneqytoLee 3HLOCKONMYECKoe 1 ToMorpaduyeckoe (opraHoB
TPYLHOM KNETKM M Marnoro Tasa) ccriefioBaHWs He MoKasanu
APYrvX Natonorum.

Tom 15, N2 4, 2023

BectHuk Cerepo-3anaHoro rocyiapCTBeHHoro
MEIVILIMHCKOrO yHMBepCKTeTa M. M. MeyHKoBa

B KNMHWYECKOM aHann3e KpoBK HabnLAM TMNOXPOMHYH
aHemmio (ot 84 o 92 r/n), neikoumTos (ot 10,5 o 24,4 - 10°/n),
Tpom6ouwTo3s (ot 419 o 502 - 10°/n) v noBbilweHWe CKOPOCTH
ocefaHua aputpoumTos (o 33 no 57 mMMm/u). [lononHuTeNbHO
OTMeYeHo NoBblLeHNe ypoBHs C-peakTuBHoro 6enka (ot 15
po 124,5 r/n). TopMoHanbHoe WccnefoBaHWe He BbISIBUIO
DAaHHBIX, CBUAETENLCTBYHLMX B MOMb3Y (HEOXPOMOLUTOMBI
1 NepBMYHOO rUMepanbaocTepoHn3Ma. CyTouHbIA pUTM Kop-
TM30na bbin coxpaHeH. OaHaKo y Bcex 6onbHbIX bblN0 Nony-
YeHO NoBbILLEHNE YPOBHS KopTu3ona (c 56,8 o 68,7 HMonb/n)
Ha (OoHe HOYHOrO nogaenstoLiero Tecta ¢ 1 Mr fekcameta-
30Ha. YpoBeHb [JeruapoanuaHapocTepoHa-cynbdara 6bin
cHmkeH (ot 0,19 mo 0,28 Mkr/mn). Mo faHHBIM BbICOKO3G-
(EKTUBHOM HMAKOCTHOWM XpoMaTorpaum CbiBOPOTKU KpOBM,
OTKJIOHEHWS 3HAYEHWI He BbiABNEHDI. 10 pesynbTaTaM KoM-
NbloTepHOI ToMorpadum opraHoB bpIOLLIHOI NosoCTyW U 3abpto-
LUMHHOMO MPOCTPAHCTBA C KOHTPACTUPOBAHWEM, B MPOEKLMM
MpaBoro Hagnove4HNKa onpenensnoc 0bbLeMHoe 0bpasosa-
Hve pasMepamu ot 10 go 17cM, ¢ aedopMaumen OKpyato-
LUMX TKaHEW, CO CMeLLieHWeM NpaBoi MOYKM (B OAHOM Ciyyae
C NOAO3PEHUEM Ha MHBA3WKO B HUXKHIOK) MOJTYH0 BEHY), HEOAHO-
POLHOM CTPYKTYpHI (C y4aCTKaMKU KMCTO3HOM TpaHcdopMaLmm),
C BbICOKOI HAaTUBHOW MIOTHOCTBIO (MaKcuManbHo fo +45 HU)
1 abcomioTHBIM KO3 GULMEHTOM BbIMbIBaHWUS KOHTPACTHOrO
BeLLecTBa Yepe3 15 MuH ot 20 fo 48 %. To ecTb Takue ciyyan-
HO BbISIBNIEHHBIE OMYX0/IM MMESTW 3/10Ka4eCTBEHHBIN MHTPAaCKO-
MUYeckWin GeHoTUN, YTo Ha NpeaonepaLroHHoM aTane bbino
PacLeHeHo KaK afpeHOKOPTUKanbHas KapuuHoMa (puc. 1).

C uenblo pomonHuTenbHoro obcnepoBavus u andde-
PeHUManbHOM AMarHOCTUKM MUCCNefoBaH CTEPOMAHBIA Npo-
¢ounb Moum. Mo pesynbtataM NpPOQUAMPOBaHUS MONYYEHO
TO/IbKO HE3HAYMTENbHOE MOBLILIEHWE YPOBHS TUPEOTPOMM-
Ha ¢ 149 po 215 MKr/cyT. YBenuueHue ypoBHeN aHApOreHoB
U NporecTareHoB, a TaKKe (QUKCMPOBAHWE HEKNTAaCCUYECKUX
5-ene-nperHeHoB He nonyyeHbl. Bmecte ¢ aTuM ycTaHoB-
NeHbl MPU3HAKU CHMKEHUS (PEPMEHTATUBHOW aKTUBHOCTU
11B-rnppoKcunasel [cHuxeHne cooTHoweHust (SA-THF +
+ 5B-THF + 5B-THE) / 5B-THS ¢ 4,5 no 8,9] n 11B-rugpokc

Puc. 1. KoMnbtotepHas ToMorpadus opraHoB bproLLHOI NOA0CTM W 3aBPIOLLIMHHOIO NPOCTPAHCTBA C KOHTPACcTMpoBaHUeM Y 60nbHOI 55 neT
C CMHOBMNbHOW CapKOMOIA 3abpHOLLIMHHOTO NPOCTPAHCTBA CMpaBa: @ — aKcuasbHast N0CKOCTb, NapeHxuMartosHas dasa; b — KopoHanbHas

MNN0CKOCTb, NapeHXnMaTo3Han ¢)a3a

Fig. 1. Computed tomography of the abdominal and retroperitoneal area with contrast of a 55-year-old patient with synovial sarcoma of
the retroperitoneal area on the right side: a, axial plane, enhanced phase; b, coronal plane, enhanced phase
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Puc. 2. Makponpenapar yaaneHHo! 3abpIoLLMHHOI CUHOBMANbHOM
capKoMbl (naumeHTKa B., 55 ner)

Fig. 2. Macro specimen of removed retroperitoneal synovial sar-
coma (patient V., 55 years old)

uctepoupaermaporeHassl |l Tuna (NoBbILIEHWE COOTHOLLIEHWUIA
(5A-THF + 5B-THF) / 5B-THE n 5B-THF / 58-THE].

Bpems ot Hauana noseneHus xanob o onepauuu co-
ctauno ot 5 go 10 mec. Mocne obcyxaeHns 6onbHbIX Bbino
BbIMOJTHEHO XMPYPrUdecKoe yaaneHue 0bpa3oBaHui nocpes-
CTBOM CpefMHHOM nanapotoMun. Bo Bcex cnydasx onyxosb
YOQNANM C OKPYXKAIOLLEN KETHaTKON W HAAMOYEYHUKOM.
B onHoM HabntopeHun npu Mobunmsaumum onyxonm bbina ama-
THOCTUPOBaHa WHBa3Wsl B HIKHIOKW MOMTYl0 BEHY, YTO MoTpe-
boBano mcceyeHMs yyacTKa CTEHKM COCYAA C NOCNEAYIOWMUM
(opMupoBaHWeM cocyaucToro Wea. JamTensHoCTb onepaumii
coctasuna ot 120 go 235 MuH. B nocneonepaunoHHoM nepu-
Ofie OCNOXHEeHU He Habnopanu.

Mpy MaKpOCKONMYECKOM MCCnefoBaHUM y HoBoobpaso-
BaHW 0BHapYXeHO NOX0Xee MaKPOCKOMUYECKOe CTPOeHMe

Vol 15 (4) 2023

Herald of North-Western State Medical University
named after |I. Mechnikov

(puc. 2). CHapyxu onpepensnacb COXpaHeHHas Kancyna.
Ha pa3pe3e onyxonb 6bina ¢ npusHakamu pacnapa, rpsisHo-
Ceporo LBeTa, € KpacHbIMM 1 TEMHO-KOPUYHEBLIMU O4Yaramu.

Mpy MUKPOCKONMMYECKOM WUCCNe0BaHUM Y OMyXonei Bbl-
SIBNIEHO OHOTUMHOE Mopdo/oryecKoe CTpoeHme (puc. 3 u 4).
OHu Bbinn 0bpa3oBaHbl BEPETEHOBUAHBIMU KNleTKaMu, dop-
MUPYIOLLMMU KOPOTKME pa3HOHanpaBneHHble nydku. Onpe-
OeNfNUCb MHOXECTBEHHble (OKYCbl «reorpaduyecKoro»
Hekpo3a (puc. 3, b). LluTonnasma onyxonesbIX KNETOK CKYA-
Has, 6e3 YeTKMX rpaHuL, sapa 0BasbHOM HOPMbI, XpOMaTUH
BE3WKYNAPHBIA, AAPbILLKKA CNabo BbIpaXeHbI, BbISBNEHbI MU-
T03bl, B TOM Yncne, natonoruyeckve (6—10-14 B ogHoM none
3peHus npu yBenuveHun Mukpockona x400). Y naumeHTku B.
(55 neT) obHapy*eHbI oYaru onyxoneBoro pocTa B nepuKan-
CYNSPHO 3KMPOBOM TKaHu (puc. 3, a).

Mpy MMMYHOTUCTOXMMWUYECKOM MCCE0BaHUM BbiSBME-
Ha BblpaxeHHas akcnpeceust TLE-1, bcl-2, GATA-3 B Gonb-
LUMHCTBE OMyX0NeBbIX KNETOK (puc. 5 W 6), B eAMHUYHBIX
ONyX0NIeBbIX KIIETKAX OTMEYEHa IKCMPeCccUs LMToKepaTuHa 8
n benka S-100. Jkcnpeccun naHumtokepatuHa (AE1/AE3),
3NUTeNManbHbIX MEMBPaHHBIX aHTUreHOB, LMTOKepaTuHa 18,
umTtoKepatuHa 19, a-uHrMbuHa, XpomorpaHuHa A, cuHanTo-
¢u3uHa, SOX-10, CD99 B onyxoneBbix KNETKax He BbISIBAEHDI.
Y nByx 60nbHbIX BbINOHEH rEHETUYECKUIA aHaNW3, NOKa3aB-
LUMA HannumMe XapaKTepHOW XPOMOCOMHOM TpaHCNOKaLuMM
t(X;18)(p11;q11). Takum 0bpa3oM, NOCTaBNEH OKOHYATESbHBIN
[VMarHo3 «MoHotasHas CHHOBWabHas CapKoMay.

ObCYXOEHWUE

B cTatbe npenctaBneHo Tpu HabmloaeHMs, CBA3AHHBIX
C IMarHo3oM «MoHoasHas CMHOBManbHasi capkoma 3abpio-
LUMHHOMO NPOCTpaHcTBa». CMHOBMANbHas capKoMa — 310

«;{fg@;@\:ﬁ ;

Puc. 3. MaumenTka B., 55 net, aMarHo3 «CMHOBMarbHas CapKoMay». @ — TKaHb KOPKOBOMO C/0s HaJnoyYeuHuKa (B LieHTpe), B NepuKan-
CYNAPHOM YKMPOBOIA TKaHW (OKYChI OMYX0IEBOr0 pocTa (CripaBa BHU3Y), NEBbIA BEPXHUIA Yrol — (OKYC CMHOBUAIbHOW CapKOMbI, OKpacka
reMaTOKCWIIMHOM U 303MHOM, yBennyeHue x40 (nyna); b — onyxonb 06pa3oBaHa BepeTeHOBUAHBIMU KIleTKaMy, hOpMUpYIoLLMe KOPOTKME
pa3HOHanpaB/eHHble MyYKy, ONPeLeNsioTcA MHOXKECTBEHHbIE «reorpaduUuecKoro» BuUAa HEKPo3a, OKPacKa reMaToKCUIMHOM W 303UHOM,

ysenuyeHue x100

Fig. 3. Patient V., 55 years old, diagnosis “synovial sarcoma”. g, tissue of the adrenal cortex (in the center), in the pericapsular adipose
tissue there are sites of tumor growth (bottom right); the upper left corner is the focus of synovial sarcoma, staining with hematoxylin
and eosin, magnification x40 (magnifying glass); b, the tumor is formed by spindle-shaped cells, forming short multidirectional bundles;
multiple “geographical” types of necrosis are determined, hematoxylin and eosin staining, magnification x100
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Puc. 4. Maumnentka K., 27 net, omarHo3 «cuHoBWanbHas CapKoMa». @ — 0nyxoJib oﬁpasoBaHa BEPETEHOBMAHbLIMU KITETKAMMU, d)opMMpy-
HOLLIMMU KOPOTKME pa3HOHanpaB/ieHHbIe MY4YKKW, OKPacKa reMaToKCUIIMHOM U 303UHOM, YBeJIMYeHue x100; b— fiAPa 0nyxoneBblX KIETOK

0BaJibHbIe, XPOMaTHUH BE3UKYNAPHBIA, AAPBILLKM C1abo BbIPaXEHbI, LIUTOMIIa3Ma ONyX0MeBbIX KIETOK CKYAHas, 6e3 YeTKUX rpaHuLL, OKpacka
reMaToKCU/IMHOM W 303MHOM, YBennyenne x400, MHOroUMCeHHbIe MUTO3bI

Fig. 4. Patient K., 27 years old, diagnosis “synovial sarcoma”. g, the tumor is formed by spindle-shaped cells that form short multidirec-
tional bundles, staining with hematoxylin and eosin, microscope magnification x100; b, the nucleus of tumor cells are oval; the chromatin
is vesicular; the nucleus are poorly defined; the cytoplasm of tumor cells is scanty and has no clear boundaries, hematoxylin and eosin
staining, magnification x400, numerous mitoses
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Puc. 5. Maumentka K., 27 net, amarHo3 «cuHoBManbHas capkoMar». OKpacKka — WMMYHOMUCTOXMMMUYECKAs peakums: SAepHas aKcnpec-
cvsa TLE-1 (a), amddysHas uutonnasmatuyeckas bel-2 (b) B bonblmHCTBE onyxoneBbix Knetok (yBenuyeHue x200)

Fig. 5. Patient K., 27 years old, diagnosis “synovial sarcoma”. Staining — immunohistochemical reaction: nuclear expression of TLE-1 (a),
diffuse cytoplasmic bcl-2 (b) in most tumor cells (magnification x200)
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Puc. 6. MauvenTka B., 55 net, anarHo3 «cuHoBManbHas capkoMar. OKpacka — MMMYHOTUCTOXMMUYECKas peaKLums: akcnpeccus GATA-3 (a)
B GombLUMHCTBE OMyXoneBbIX KieToK (yBenuuenue x200), aKcnpeccus umTokepaTuHa 8 (b) B HE3HAUMTENbHOM YacTU ONYXONEBbIX KIETOK
(yBennyenune x200)

Fig. 6. Patient V., 55 years old, diagnosis “synovial sarcoma”. Staining — immunohistochemical reaction: expression of GATA-3 (a) in the
most tumor cells (magnification x200), expression of cytokeratin 8 (b) in a small part of tumor cells (magnification x200)
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pedKoe 3710KaueCTBEHHOe 3aboseBaHMe MAKMX THaHel,
B 15 % cnydyaeB ucxopsiiee M3 3abPHOLUMHHOTO MPOCTPaH-
ctBa [3]. YacTota BcTpeyaeMocTu 3abpIOLLIMHHON CUHOBH-
anbHoM capkoMbl cocTaenseT MeHee 1% cpeau Bcex 3no-
Ka4eCTBeHHbIX HoBOoOpasoBaHwii [4]. [laHHoe 3aboneBaHue
MOXET BO3HWKaTb B JIOOOM BO3pacTe, BMeCTe € 3TUM Yalle
BCEro €ro AWMarHoCTUpYHT Y Jlloaeld Monoforo Bo3pacta [5].
Camoi yacTom kanoboit y 6onbHbIX BbiMM Honn B KMBOTE
U NOACHMLE, NPOSABNEHUA aHEMUW W SHOOTEHHON MHTOKCU-
Kauuu. BMecTe ¢ 3TMM, NocTaHOBKa NpaBWIbHOMO AuarHosa
NpenCcTaBnsAeTCa CNOXHOM 3afayen, YTo 0byCIoBNEHO peaKo-
CTbIO NATONOTMM U CXOXKECTBH KIMHUYECKUX W BU3yanu3upy-
IOLLIMX NPOSIBNIEHUHA C NPU3HAKaMK APYrMX HOBOOBpa3oBaHui,
UCXOAALLMX M3 3abpIOLLMHHOIO NPOCTPaHCTBA. YNbTpa3ByKo-
BOE WUCCNEfoBaHME U KOMMbOTEpHas ToMorpadus bpioLuHoil
MonocT! 1 3abpoLLIMHHOIO NPOCTPaHCTBA Y NPeACTaBIeHHbIX
MauMeHTOB BbISBUNM 06BbEMHbIE 06pa3oBaHUs, MCXOAALLME
13 3abpIOLLIMHHOMO NPOCTPaHCTBA CnpaBa, He Mo3BoJISOLLME
npoBecTn ux AnddepeHLMaLmio oT 3N10Ka4eCTBEHHON ony-
X0NM HagnoyeyHuka. B kauectse gomonHuTensHoro obcne-
[0BaHuWA y BCeX DONbHBIX NMPOBEAEHO CTEPOMAHOE NpodmK-
pOBaHME MOYM, He MOKa3aBLUee YBENMYeHUsi BUOMapKepoB
paKa KOpKOBOr0 CNOsi HaAMOYeYHMKa, YTO NO3BOIUNO 3ano-
[03pUTb BHEHAANOYEYHUKOBOE MPOMCXOXKAEHWE BbISBIIEHHBIX
HoBoobpa30BaHWiA. TOHKOWIONbHAsA acnupaumMoHHas bruoncus
He BbinonHeHa. OfHaKo BO MHOMMX peKoMeHAaLusX yKasa-
HO Ha HeobxoaMMocTb ee npoBefeHus [6—8]. Bmecte ¢ 3TUM
y 47 % naumeHTOB MeTOAMKAa TOHKOWIOMbHOW acnupaumoH-
HOI buoncuu He MO3BONSET MOCTAaBUTb NMPeAONepaLMOHHbIN
avarHo3 [9]. A HeKoTopble UCCeaoBaTeNU 0TMEYANOT, YTo ee
pesynbTaT He BAMSET Ha OHKOJOTMYECKUN UCXOA, B YaCTHOCTH
BblxvBaeMocTb 6onbHbIX [10, 11]. OKoHYaTenbHbIA AnarHo3
CTaBAT Ha OCHOBaHWMW Pe3ynbTaToB MOJHOM FMCTONIOTMHECKOND
“ccnenoBaHus € y4eToM UMMYHOTUCTOXMMUYECKOTO U FreHeTy-
yecKoro aHanu3os [2]. Mo MHeHWIo aBTOPOB, UIMMYHOTUCTOXU-
MWYECKUMU MapKepamMu CUHOBWANIbHOW CapKOMbI SIBNAKOTCS
AnepHas akcnpeccus TLE-1, anddysHas aKcnpeccus benka
bcl-2, skcnpeccna CD99, naHumToKepatHa AE1/AE3, uuto-
KepaTuHa 19, anutenmanbHbIX MeMbpaHHbIX aHTUreHoB, CD56,
CD57, kanbpeTuHuHa, benka S100 [2, 12]. HacToswme pesynb-
TaTbl MIMMYHOTUCTOXMMUYECKOMO UCCIIEA0BaHMUS COMTAacyHoTCs
C CyLIeCTBYIOLMMM AaHHBIMU. [JONONHUTENBHBIM AWUarHOCTH-
YECKWM 1ccref0BaHNeM, NO3BONSIOWMM AnddepeHUMpoBaTh
CMHOBUATIbHYK CapKOMy OT ApYrux 3abprowmHHbIX 3abone-
BaHWM, AIBNSAETCA reHeTUUeCKMii aHanus. [laHHblid MeTop, no-
3BonseT AnarHoctupoBatb Y 90 % 6ombHbIX CUHOBUANbHOIA
CapKOMOW HajIMyMe XPOMOCOMHOM TpaHcnoKaumm t(X;18)
(p11;911), uto 0bycnoeneHo cnusHueM reHa SYT Ha XxpoMoco-
Me 18 ¢ reHoM ceMeiicTBa SSX Ha xpoMocoMe X. B HacTosiLLmx
HabniogeHnsx Toxe bbina BbIBEHA AaHHAsA MyTaLMA.
Xupypruyeckoe BMeLLATeNbCTBO SBASETCH OCHOBHbIM
W eOMHCTBEHHBIM OMTUMANbHBIM METOLOM JieueHus 3abpio-
WKHHbIX capkoM [13]. Bo Bcex cnyyasx 6bl1o BbINOAHEHO
MoJIHOE YLasieHWe OMyXoniW, MO3BOJIMBLLEE YNYYLIMTL Kaye-
CTBO JW3HM MauumeHToB. Ha ceroHsAWHUA AeHb ponb afb-
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t0BAHTHOMN U Heoa,q'bPOBaHTHOVI XnMuotepanun npu CUHOBU-
anbHOW CapKoMe He OnpefjenieHa, a pesy/bTaTbl JieyeHus
0CTalTCs NpoTUBOpeuMBLIMU. BMecTe ¢ 3TUM Bce npoone-
pUpoBaHHble BoMbHble bl HanpaBeHbl Ha paccMOTpeHue
BO3MOXXHOCTW XMMMOTepaneBTMYecKOro neyeHns. Hecmotps
Ha TO 4TO CTpaTerus NeyYeHUs OMUPAETCA Ha KOMMIEKCHBIA
NOAXOA, pe3ynbTaTbl ledeHns BONbHbIX OCTAIOTCA HeyTelum-
TesbHbIMW, YTO BbI3bIBAET HEOBXOAMMOCTb [OMONHUTENbHO
MOMCKA peLLeHns AaHHON NpobeMbl.

3AKJIO4YEHUE

HacToswas pabora orpaHuueHa ManbiM KOIMYECTBOM
CNyyaeB, YTO 00YCOBEHO PEAKOCTbHO BCTPEYAaEMOCTH 3a-
OpIOLIMHHBIX CMHOBMANbHBIX CapKOM. 3abpioLUMHHAA CUHO-
BMasibHas CapkoMa B DONBLUMHCTBE Cy4aeB ABNAETCSA MHLM-
AeHTanomoin. [loonepaumoHHas nepcoHUdMKaLMa Takux
HOBOOOpPa30BaHWiA 3aTpyLHEHA U3-3a OTCYTCTBUA Cneumudu-
YECKWX AMArHOCTUHECKWX MPU3HAKOB, CBA3AHHBIX C CMHOBU-
anbHOW capKoMoW 3abpIoLLMHHOMO NpocTpaHcTBa. OCHOBHBIM
METOLI0M JIeYeHMS AIBNSAETCA XUPYPruyecKoe yaaneHue onyxo-
N1, NO3BONSAIOLLIEE MPOBECTU MCTONIOMMYECKYI0 BEpUUKALIMI
yLaneHHOro HoBoobpa3oBaHuMsA M caenatb Bbibop nocneayo-
LLei TaKTUKKM BepeHus bonbHoro. [laHHoii paboToi aBTopbI
HaMOMMHAIOT 0 BO3MOXXHOCTU C/y4aliHOTO BbISBNEHUS OfJHO-
0 U3 CNOXHBIX M reTeporeHHbIX 3aboneBaHuid, UCXOAALLMX
13 3abPHOLUMHHOIO NPOCTPaHCTBA C HeobXxoaAUMOCTbI0 Andde-
PeHUMaNbHOW OMArHOCTUKM C afipeHOKOPTUKANbHBIM PaKoM
W OpyryMu 3aboneBaHMAMN MATKUX TKaHei 3abprolnHHOro
MpOCTpaHCTBa.
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