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ConmurapHasa ¢uOpo3Hast OMyX0Ib MATKUX TKaHEN
C TUTAHTCKMMMU TUATN3UPOBAHHBIMHU PO3€TKAMU

A.C. Tepmorunwrit', H.B. Iauyaweunu®?, E.I. Yypunosa', A.H. I'puwmuna’, U.B. Cuoopoé’

I ®I'AOVY BO IepBbiit MOCKOBCKH# rOCYAapCTBEHHBIN MeqUIUMHCKIIA yHIBepcuTeT nmenu V.M. CeuenoBa Mun3zapasa Poccuun
(CeuenoBckuii yausepcuret), Mocksa, Poccust

2 ®I'BY HaruoHa bHbIH MEUIMHCKHN HCCIENOBATENILCKUIA IEHTP SHAOKPHHOJIOTHN HMEHH akaaemuka .U, [lenosa
Munsapasa Poccun, Mocksa, Poccust

3 ®I'BY HaunoHanbHbIH MEANIUHCKUI HCCISA0BATEIBCKHUI IEHTP JCTCKON FeMAaTONIOT K, OHKOJIOTHH U HMMYHOJIOTHH
umMenu Jmutpus PorayeBa Munszapasa Poccun, Mocksa, Poccust

Pe3tome. ConurapHast puOpo3Hast OITyXoJIb — 3TO PEIKOE ME3EHXMMAIbHOE HOBOOOpa30BaHUE, BOSHUKHOBE-
HHUE KOTOPOTO CBsI3bIBalOT ¢ CD34+ neHAPUTHBIMU CTPOMAIIbHBIMU KileTKaMu. OHO OTJINYAeTCs MEIEHHBIM
pPOCTOM, HO XapaKTepPHU3yeTCsl arPECCUBHBIM TEUEHHUEM. XOPOIIO U3BECTHO O MHOTOJIMKOCTU COJIMTapHON
(nOpO3HON OIMyX0NIH, KOTOPAsk MOXKET UMETh IIUPOKHUHA CIIEKTP TMCTOIOTHIECKHX 0COOEHHOCTEH cTpoe-
Hust. Hamu ObUTO iMarHocTHpoBaHO HOBOOOPa3oBaHUE C SPKHMMHU T'MCTOJIOTHYECKHMH XapaKTePHUCTHKAMHU
B BHJIE TUTaHTCKHX T'MaJIMHU3UPOBAHHBIX PO3ETOK, IEPBOHAYAIBHO ONO3HAHHOE KaK (hHOPOMHUKCOMIHAS
CapKoMa HU3KOH CTENEHH 3JI0Ka4€CTBEHHOCTH, TAK)K€ Ha3bIBAEMAsl OIyXOJIbIO C THTAHTCKHUMHU PO3ETKAMU
WIN OITyX0Jblo OBaHca. [Ipn MMMYHOTHCTOXHMHYECKOM HCCIIEIOBAHUN OITyXOJIb OKa3ajach ITO3UTHBHOM
B peakuuu co STAT6 u CD34 u neratusnoit c MUC4. Cnusnue renoB NAB2-STAT6 siBisieTCsl BHICOKOUYB-
CTBUTEJIBHBIM M CHELU(PHUIHBIM MOJIEKYJISIPHBIM MapKepOM JaHHOM MaTOJIOTHH, a [TOTyYEeHHbII CyppOraTHbIi
Mapkep — aktuBarop TpaHckpunimn 6 (STAT6) mMeeT G0NbIIyI0 AMarHOCTHYECKYTO IIEHHOCTh. [1pu mpo-
BE/ICHUH MOJIEKYJISIPHO-TEHETHYECKOTO TECTHPOBAHMS MBI HE CMOINIM OOHApY)KUTh MEPECTPOHKY B TEHAX
FUS n EWSRI, xapakTepHbIX 1711 PUOPOMUKCOUTHON CApKOMBI. Y UHUTHIBas PEAKYIO BCTPEYaeMOCTh B I10-
BCEJIHEBHOM MPAKTUKE Bpadya-IaToJIoroaHaTroMa Kak CoJIMTapHOi (UOPO3HOIT OITyXO0JIH MSTKUX TKaHEH, Tak
1 GUOPOMHUKCONIHON CapKOMBI HU3KOW CTEIEHH 3JI0Ka4€CTBEHHOCTH, MbI PEIIIIIN UCIIOJIb30BaTh JAHHBIH
City4ai U1 00CYXKIICHHS JUarHOCTHIECKUX 0COOeHHOCTEH 1 M depeHnanbHOro AnarHo3a 3THX PEAKUX
omyxoneid. ConurapHas pruOpo3Hast OIyX0JIb MSITKUX TKaHEH C THTaHTCKUMH I'MaIMHU3UPOBAaHHBIMH PO3ET-
KaMU JI0 HaCTOSIIIIETO BPEMEHH He OblIa ONHCaHa B JINTeparype.
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Abstract. Solitary fibrous tumor is a rare mesenchymal tumor characterized by CD34-positive dendritic
stromal cells, slow growth, and aggressiveness. Solitary fibrous tumors have many histological features.
We detected a tumor with distinct histological characteristics in the form of giant hyalinized rosettes
and made the initial diagnosis of a low-grade fibromyxoid sarcoma. On IHC, the tumor was positive for
STAT6 and CD34 and negative for MUC4. Given that the NAB2—STAT6 gene fusion is a highly sensitive
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and specific molecular marker for solitary fibrous tumor, and that its surrogate IHC marker—transcription
activator 6 (STAT6)—has significant diagnostic value, a diagnosis of solitary fibrous tumor was considered.
We did not detect any rearrangements in the FUS and EWSR1 genes in molecular genetic testing. Due to a
rare occurrence of this condition in a daily pathological practice, we use this case to discuss the diagnostic
features and differential diagnosis of solitary fibrous tumor and low-grade fibromyxoid sarcoma. To the
best of our knowledge, a solitary fibrous soft tissue tumor with giant hyalinized rosettes has not yet been
described.

Keywords: soft tissue tumor, fibromyxoid sarcoma, solitary fibrous tumor, anatomic pathology, histological
and molecular genetic diagnosis
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BBenenue

Onyxoyii MATKUX TKaHel SBIAI0TCS PEIKON aToJIOTU-
eil, Ha HUX IPUXOAUTCA OKoso 1% ciyyaeB 3710KaueCcTBEH-
HBIX HOBOOOpa3oBaHU# y B3pocibix [1].

Conurapnast pudposHas omyxonasb (CDPO) — tun me-
36HXUMaJIbHOTO HOBOOOpA30BaHMS — MOXKET BO3HUKATh
B JIFOOOM aHATOMUYECKOM MECTE, HE TOJIBKO B IUIEBpE,
BKJIIOYasl IOBEPXHOCTHBIC U TIIYOOKHE MATKHE TKaHH, a
TaK)Ke BHYTPHU BHCLEPAIBHBIX OpraHoB. OOBIYHO Xapak-
Tepu3yercsi 100pOKaueCTBEHHBIM KIMHUYECKUM Tede-
HUEM, OJJTHAKO YacCTh OIyXOJIeH UMeeT 3J0KauYeCTBEHHOE
MOBEZIEHUE, MPUBOAS K JOKAIBHOMY PELUIUBY U OTAA-
JIGHHOMY MeTacTa3upoBaHuio. ['ucronoruyecku COO
MPOSIBIISIIOT IUPOKUM CIIEKTP MOPQOIOTHUECKUX MPH-
3HAKOB C BEPETEHOBUIHBIMU KJIETKAMH C 303UHO(PHIIbHOM
LUTOIIa3MOU U COIUIHBIM POCTOM Ha (POHE KOJIareHo-
BOi1 cTpomsl [2]. U3-3a pasHooOpa3HBIX Mopdoaoruye-
CKHX MTPU3HAKOB M BOBJICUEHUS PA3JIMUHBIX JIOKAJIN3aLUN
CDO moxeT UMUTUPOBATh APYrue HOBOOOpa3oBaHUsA
MATKUX TKaHel. TpeOyeTcs MeXTUCIUTUTMHAPHBIN MOA-
XO0[l, BKJTIOUAIOIINH KIIMHUYECKHUE, TUCTOJIOTNYECKUE, M-
MYHOTHMCTOXUMHUUYECKHE U MOJICKYISIpHbIE OLEHKHU s
mudppepennuanun COO ot apyrux omyxoneit. OGBIYHO
C®O®O neMOHCTPUPYIOT 0COOBINT KMMYHOTHCTOXHMH-
YeCKUH MpOQIIb, HO UX JUATHOCTHKA BCE €Ie MPO-
onemarnyna. [losiBienue cnusiaus reHoB NAB2-STAT6
B Kaue€CTBE YyBCTBUTEIBHOTO MOJIEKYJISIPHOIO MapKepa
u ero cypporarHoro antutena STAT6 noBeimaer guar-
HOCTHYECKYIO TOYHOCTH [3].

Odubpomukconnas capkoma (PMC) Hu3KOU cTere-
HU 3JI0Ka4€CTBEHHOCTH, TAK)K€ MU3BECTHAsA KaK OIyXOJIb
DBaHca WIHM THaIMHU3UPYIOIIas BEpEeTeHOKIETOUHAs
OMYXOJb C TUTAHTCKUMHU PO3ETKaMHU, ABISAETCS PEAKUM
TUIIOM CapKOM, KOTOPBIC XapaKTePU3YIOTCS OOMaHYHUBO
JI0OpPOKaueCTBEHHBIM THCTOIOTMYECKUM BHEILIHUM OOJH-
KOM M 3JI0Ka4€CTBEHHBIM OHOJIOTMYECKUM MOBEACHUEM.
[IpenMy11eCTBEHHO BO3HUKAET Y B3POCIBIX MOJIOAOTO
Y CpEeHEro Bo3pacTa B BUE MEAJICHHO PacTyIIero HOBO-
00pa30BaHUsl MATKUX TKaHel KOHEYHOCTEH U TYJIOBHUIIA.
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Hecmotps Ha 106pokauecTBEHHBINH BUJ M MEUIEHHOE IIPO-
rpeccupoBaHye, MHOTHE CIIy4ad MOTYT PeUUANBUPOBATh
WM METacTa3upoBaTh Jlaxe CIYCTs AECITHIETHS, B OC-
HOBHOM B JIETKHE U IJIEBPY, OITOMY TaKUM MalMeHTaM
BaYKHO MOCTABUTH MPaBUIbHBIA AMArHO3 U 00ECIEUUTh
JIONITOCPOYHOE HabnmogeHue 3a HuMu [4]. Omyxoupb cBs-
3aHa CO CTPYKTYPHBIMHM TPAHCIOKAIUSAMH C YYaCTHEM
reHoB CREB3LI/CREB3L2 c cemeiictBoM OenkoB FUS
nn EWSRI1 [5]. Tucronornuecku ®MC xapakrepusyer-
cs yepenoBaHueM (HUOPO3HBIX U MUKCOMIHBIX OOJIACTEH,
collepKaluX BepeTeHoo0pa3Hble KiIeTKu. Omyxonesbie
KJIETKH ¢ HEOONMBIIUMU AApaMu U OJeIHON 303UHO(DUIb-
HOU IIUTOILIa3MON MECTaMH PacCIIOJIOKEHbI B BUIIE PO3ETOK.
Tem He MeHee reTeporeHHasi TUCTONOrHYecKast KapTHHA
JieNiaeT JMarHOCTUKY CIOKHON. IMMYHOTHCTOXUMHYECKOE
1 MOJIEKYJISIPHO-TEHETUYECKOE HUCCIIEI0BAaHHS MOTYT OBbITH
MOJIE3HBIMU ISl OKOHYATEIbHOTo pacno3HaBanus OMC.
Xupypruueckas paclinpeHHas pe3eKLus TUX OIyXoJieii ¢
LIMPOKUMH KPasiMH OTCTYTIA SIBJISIETCS IPEANIOYTUTEIbHBIM
METOJI0M JieueHus [6].

MsI ipeacTaBisieM ciydaid coauTapHol GpuOpo3Hoit
OITyXOJIA C HEOOBIYHBIMU MOP(OJIOTMYECKIUMHU XapaKTepPH-
CTHKaMH U3 IPAKTHKH U 00cyxaaeM TudpepeHraabHy0
JUArHOCTHUKY ¢ (PrOPOMUKCOMTHOM CapKOMOM HU3KOM cTe-
MIEHH 3JI0KaY€CTBEHHOCTH.

Knuamnyeckoe HaOnogenne

HUccnenoBanue ogo0peHO JOKaJbHBIM 3THYECKUM KO-
mutetoM [Tepsoro MI'MY um. .M. CedenoBa (IpoTOKOI
Ne 02-23 ot 26.01.2023). ITomyueHo HHPOPMUPOBAHHOE
coryiacue Ha ITyOJIMKAIMIO 3TOTO HAOMIOIEHUS B OTKPBITOM
MeYaTH.

[MTauuentka P. 66 ner oOparmwiack ¢ xanobamu Ha
YMEPEHHYIO OOJIE3HEHHOCTh B IPAaBON Me30racTpaibHOM
o0acTu, acCHMMETPHIO KUBOTa, 0011yt0 ciabocts. Ilpu
najbplaluy B Me30racTpalibHOM 00acTu cipaBa Ompe-
JIeJISI0Ch CMEIIaeMoe OKpyIiioe 00pa3oBaHHe MIIOTHOM
KOHCHUCTEHIIMH pa3Mepamu 8%9 cM. [lo naHHBIM yabTpa-
3BYKOBOT'O MCCJIEZIOBaHUS OPIOIIHOM MOJOCTH BBIABICHO
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o0pa3oBaHue ¢ YETKUMHU KOHTYpaMH, HEpaBHOMEPHOU
3XOCTPYKTYpOH, pazmepamu 1o 7x%7 cMm. Ilo naHHbIM
KOMITBIOTEPHON TOMOTpaduu OPIOIIHOW MOJOCTH CIIpaBa
B ME30TaCTPAIILHOM 00NACTH U3 TKAHEH OPIONIHON CTCHKH,
BEPOSATHO MOMEPEYHON MBIIIILBI, HCXOAUT KPYIHOOYTpH-
CTBIMHU YETKUMH KOHTYpaMU OKpYIJIoi (opMbl 00beMHOE
oOpa3zoBanue pazmepamu 10 12x10%9 cm.

Brinonnena nynkuunonHas 6uoncus. [Ipu rucronoru-
YECKOM HCCIIeIOBaHUH B Onoritare Obu1a OOHapyKeHa OIy-
XO0JIeBas TKaHb, IPECTaBICHHAS KJIETKaMU C OBOMIHBIMU
U BEpETEHOBUIHBIMH SIApaMu, 0€3 YeTKOW LIUTOIIa3MBbl,
C MUHUMAaJbHBIMU NpPHU3HAKAMU NoJuMopdusma, pac-
MOJIOKEHHBIMU B CTPOME C BBIPAXKEHHBIM THaJIMHO30M,
MecTaMu B 0Te4HO# cTpome (puc. 1 A, B). Ouaru Hekpo3za
U aTUIHMYECKHUE MUTO3BI B 00paslie He 0OHAPYKUBAIUCH.
Mopdonornueckue U3MEHEHUs] CBUIETEIbCTBOBAIU
B MOJIb3Y ME3E€HXUMaJbHOU Onmyxonu MHopuopobaacTu-
YECKOH MPUPOJIBI ¢ HU3KOH MHUTOTUYECKOM aKTHUBHOCTHIO,
0e3 MPU3HAKOB aTUIINH U HEKpOo3a. Bbl10 moguepKkHyTO, 4TO
Mo MaTepuanty OHonTara OKOHYaTEeJIbHO CyAUTh O OHOJIO-
THYECKOM MOTEHIIMajIe HOBOOOPa30BaHUS 3aTPYIHUTENBEHO
B CBSI3U C T€M, YTO JIUATHOCTHKA MATKOTKAHHOH OIMyXOJIH
o MaTepuany OMOTICUM MUMeeT OrpaHu4eHHs (BO3MOXK-
Ha reTeporeHHas CTPYKTYpa, TPYIHO OLIEHUTh FPAHUIIBL,
XapaKTep pocTa U B3aUMOOTHOLIEHHE C OKPYKAIOIMIUMHU
TKaHSIMH, IOATOMY OKOHYATEJIbHOE 3aKII0YECHHUE JeNaeTcs
TOJILKO TIOCTIe U3yYEHUs BCEro Marepuana, Tak Kak Onom-
CHsI MOXKET HE OTpaXKaTh M3MEHEHHU BHE OMOTICUPOBAaHHBIX
Y4acTKOB). PeKOMEHJ0BaHO JJOMIOJHUTENLHOE TPOBEICHHE
ummyHoructoxumuaeckoro (UI'X) u moaexkynspHo-reHe-
TUYECKOTO UCCIICIOBAaHUM.

YuurteiBas nanHbeie 00cIeI0BaHNUA U TIOTYYECHHBIE pe-
3yJIbTaThl aHalIn3a OMOINTAaTOB, HA OHKOKOHCHJIMYME pe-
IIIEHO TIPOBECTH IUIAHOBOE OINEpaTHUBHOE JIUeHUE B 00b-

Puc. 1. Muxpockonudeckasi KapTHHA OHOITATa OITYyXOJIH.

eMe ylaJeHUs OMyXOJIU, PE3eKIUH OOJIBIIOr0 CalbHUKA
U BHITOJTHEHHUE OHOICUHU OITyXOJIEBBIX 04aroB OpPIOIINHEL.

Jl1s maTonoroaHaTOMUYIECKOr0 HCCIEAOBAHUS JOCTAB-
JI€HO HOBOOOpa30BaHUE, MAKPOCKONIUYECKH SIBISIONIE-
ecs OIIyXOJIEBBIM Y3JIOM B TOJICTOH KaIlcyjae pa3MepoM
10,5%11%8 cM KpymHOOYTPUCTOrO BHIA, C Y4aCTKOM MIPH-
JeaIUX MBIIIEYHBIX BOIOKOH. Ha pa3pe3e BOIOKHHUCTO-
ro BuAa, no nepudepun Gopmupyer ysnsl. Taxxe 6bu1H
yIaleHbl 4acTh OOJIBIIOTO CalbHHUKA, MPEACTABICHHAS
(hparmMeHTaMu KHUPOBOI TKaHU pazmepoM 45x12x1,5 cm
CO MHOXKECTBEHHBIMH YIIJIOTHEHHBIMU OKPYIJIBIMH y3€JI-
KaMH{ pa3MepoM OT 2 110 7 MM U 4acThb >KUPOBOM KIIETYATKU
pasmepoM 4x1,5%0,5 cM cO MHOKECTBEHHBIMHU YIIJIOT-
HEHHBIMU OKPYIVIBIMU Y3€JIKaMH Pa3MeEPOM OT 3 10 5 MM
(puc. 2).

[Ipu rucTonoruyeckoM UCCIEeIOBaHUN OOHApysKeHa
TKaHb OITyXOJIH, IIPE/ICTaBICHHAS KJICTKAMU C OBOUIHBI-
MH U BEpETEHOBUIHBIMU sApaMHu, 0€3 4eTKOH IUTOoIuIa3-
MBI C MUHUMAJIBHBIMU IIPU3HAKaMHU TOTUMOP(hHU3Ma, pac-
MOJIOKEHHBIMU B CTPOME C BBIPAXXCHHBIM THAJIHHO30M
¥ (hOPMHUPOBAHUEM IPUIYATUBBIX KOJUIATCHOBBIX PO3ETOK,
OKPY>KCHHBIMHU BEepETCHOBUIHBIMHU KJIETKaMH (puc. 3 A, B).
Omnpenensnuchk yyacTku (puOpO3HOH M MBIIIEUHON TKAHH.
Ouaru HeKpo3a M aTUIMMYECKHUE MUTO3bI B OMYXOJIEBOU
TKaHHU HE OOHAPYKUBAIUCH. B y310BaThIX 00pa3oBaHUIX
OpromuHBl MOPQOIOTHYECcKas KapTHHA WICHTHYHA OTIH-
CaHHOM BBILIE.

B pe3synprare mpoBeeHHOTO MOP(HOIOTHYECKOTO HC-
CJIeZIOBaHMsI TAIMEHTKE ObLII TOCTaBJICH TUarHo3 «puopo-
MHKCOHJTHASI CAPKOMA HI3KOM CTETICHH 31I0Ka4YeCTBEHHOCTH
Grade 1».

[ yTOYHEHHS TUCTOTeHEe3a OIYXOIH PEKOMEHI0-
BaHO nposeaeHue MI'X uccnenoBanus ¢ aHTUTENAMH K
mynuHy-4 (MUC-4, Cell Marque, CILA, 1:50) u momne-

A — OHONTAT OIyXOJHU U3 KIETOK C OBOMJHBIMU M BEPETCHOBUIHBIMH SIAPAMU (Cmpenkiy), 6e3 YUeTKOW IIUTOILIa3MBbl
C MHUHMMAJIbHBIMU TIPU3HaKaMu noauMopdusMa. B — ctpoma ormyXoinu ¢ BBIpaKEHHBIM THATHHO30M (CHIpeNKa) U OTEKOM,
yuactkaMu (GUOPO3HON M MbIIIedHOH TkaHU. OKpacka reMaTOKCHIIHOM U 203HHOM, X100

Fig. 1. Microscopic picture of a tumor biopsy.

A — tumor biopsy from cells with ovoid and spindle-shaped nuclei (arrows), without distinct cytoplasm with minimal signs of
polymorphism. H&E stain, X100. B — tumor stroma with pronounced hyalinosis (arrow) and edema, with areas of fibrous and

muscular tissue. H&E stain, x100
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Puc. 2. Makpockonudeckast KapTUHa.
A — OITyXOJIEBBIH y3eII B TOJICTOH Karcyle, KpyImHOOYTPHCTOTO BUAA, C yIaCTKOM MPIIIEKAIINX MBIIICUHBIX BOJIOKOH
(cmpenka). B — omryxoib Ha pa3pe3e BOJIOKHHUCTOTO BHJIA, 10 Iepudepun GopMupyet y3isl (cmpenka). C — OMyXob
Iy OOJIBILIOM YBEJIMHYECHUH, BOJIOKHUCTOTO BUAA (cmpenka). D — pparMeHT GONBIIOro cajbHUKA CO MHOXKECTBEHHBIMHU
YIUIOTHEHUSIMH (CcmpenKu)

Fig. 2. Macroscopic picture.
A — tumor nodule in a thick capsule, of a coarse-lumpy appearance, with a section of adjacent muscle fibers (arrow).
B — tumor on the cross-section of fibrous appearance, forming nodules at the periphery (arrow). C — tumor at high magnification,
of fibrous appearance (arrow). D — fragment of the greater omentum with multiple thickenings (arrows)
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Puc. 3. Mukpockonuueckasi KapTHHa I10CI€0NEePallHOHHOTO MaTepHaa Oy XOJH.
A — onyxoub ¢ (pOpMHPOBaHHEM NPHYYUIMBEIX KOJUIAT€HOBBIX PO3ETOK (cmpenku). B — KoJmareHoBbIe pO3ETKH, OKPY)KCHHBIE
BEPETEHOBHIHBIMH KJIeTKaMH (cmpenku). Okpacka FeMaTOKCHIIMHOM U 303HHOM, X200

Fig. 3. Microscopic picture of postoperative tumor material.

A — tumor with formation of bizarre collagen rosettes (arrows). H&E stain, x200. B — collagen rosettes surrounded by spindle-

shaped cells (arrows). H&E stain, x200

KYJSIPHO-TEHETHYECKOE HCCIICAOBAHHE HA OOHAPYKEHHE
niepectpoiiku TeHoB EWSRI-CREB3LI1 u FUS-CREB3L2.

Ilo pe3ymbraram NpoOBEIEHHOTO aHAITI3a MBI CMOTITH 10~
JTYYHUTH TO3UTUBHOE OKPAIIUBAHUE KIETOK OITyXOIH B pe-
akusix co STAT6 (Cell Marque, CIIA, 1:50; puc. 4 A),
Bcl2 (Cell Marque, CHIA, 1:100; puc. 4 B) u CD34
(GeneTex, CLIA; puc. 4 C). Peakuusi onyxoneBbIX Kie-
tok ¢ anTuteiaom MUC-4 (Cell Marque, CIIA, 1:50)
oKazajiach oTpuuarenbHoit (puc. 4 D). JlonoJHUTENBHO
MIPOBEACHHBIC PEAKIUU C OOJBIIUM CHEKTPOM aHTHUTE,
BkmouaBieM EMA (Leica, ['epmanns, 1:100), SMA (Cell
Marque, CILIA, 1:200), SOX10 (Cell Marque, CILA,
1:100), panCK (Leica, I'epmanus, 1:200), TLE1 (Cell
Marque, CIA, 1:50), S100 (Leica, I'epmanus, 1:200),
H3K27 (Abcam Beauko6puranus, 1:200), SATB2
(Abcam BenukoOpuranus, 1:100), BCOR (Abcam
Benuko6purtanus, 1:200), npoaeMOHCTPUPOBAIU OT-
pHILIaTeTbHBIC PEe3YIBTAaThl OKPAIIUBAaHUSI. MBI TaKkXke HE
CMOINIU BBISIBUTH MepecTpoiiku reHos FUS u EWSRI npu
MIPOBEACHUH MOJIEKYIIIPHO-TCHETHYECKOTO TECTHUPOBAHUSL.

O6cyxneHne

[pu npoBeneHun MOP(OIOTUIESCKOrO UCCISTOBAHUS
y Hac BO3HUK Borpoc: nepea Hamu @MC ¢ THIUYHOIH J10-
KaJln3alyed U XapaKTepHOW TMCTOJIOTHYECKONW KapTUHOMN
TUTaHTCKUX THAIMHU3UPOBAHHBIX PO3ETOK WM COJUTAp-
Hast pudposnas omyxons (COO ¢ popMUpPOBaHHEM TUTAHT-
CKHX po3eTok)? Xopoulio u3BectHo, uto CPO obnanaer
MUMHKpPHEH U MOKET UMETh Pa3IUuHbIe THCTOIOTHYECKHE
XapaKTePUCTUKH, MOXKET UMUTHPOBATh Pa3HblE BApPHAHTHI
MATKOTKaHHBIX OITyXOJIeH, OTHAKO BapHUaHT, HATOMUHAIO-
it ®MC ¢ popMupoBaHHEM THTaHTCKUX PO3ETOK, 10
HACTOSIIIIET0 BPEMEHH He OBLT OMUCAH B JINTEPaType.

Korzma mMbl mpogeMOHCTpUPOBAIN JaHHBIN Cilydail Ha
kadeapanbHON MHTEepHET-IaTGopMe, HATHIHE TUTaHT-
CKHX po3eTok 0e3 pesynsraroB MI'X wmccienoBanus nep-

78 KIIMHNYECKAS M SKCITEPYIMEHTAJIBHASI MOP®OJIOT VA / CLINICAL AND EXPERIMENTAL MORPHOLOGY

BOHAYAJIBHO NPHUBEJO K IIOCTAHOBKE JUarHosa «(puopo-
MHKCOUIHAs capkoMay. [Ipu mpoBeqeHHHN BHENIHEH
KOHCYJIBTAIIM! MBI OJTYY9HJTH JIMAarHO3 «MEeTacTa3 MeTaria-
CTHYECKOHN KapIIMTHOMBI MOJIOYHOH Jkele3bD» (y ManueHTKH
JeHCTBUTENEHO B aHAMHE3€ UMEJICS paK MOJIOYHOH skeJte-
3bl, 1 OHa ObL1a MpooniepupoBana B 2017 roxy), ¢ KOTOpEIM
MBI OBLIN KaTerOPHYECK! HEe COTVIACHBI.

Conurapnas puOpO3Hast OIyX0Jb — ATO PEIKHUI THIT Me-
3eHXHUMaJILHOTO0 HOBOOOPA30BaHMs, Yalle BCETo BhISBIIsIe-
MBIi1 B IUIEBPaIbHOMH MonocTy. OHAKO 3apeTHCTPHPOBAHEI
CIIyJau BO BHETOpAKaNbHBIX 001acTsX, Ipu 3ToM B 30—40%
HAOMIONCHU T OHY OBLTH PACTIONIOKEHBI B IITyOOKUX MATKUX
TKaHsX, OPFOLITHOM ITOJIOCTH, Ta3e MM 3a0pIOIIHHOM pO-
CTpPaHCTBE. DTU OITyXOJH B OCHOBHOM cocTosuti u3 CD34+
CTpOMaNbHBIX KIeToK [7]. CPO pacTyT MeUICHHO, HO UMe-
IOT arpeccuBHOE TeueHHe. XapaKTepHU3yrTCsl MECTHBIM
JeCTPYUPYIOIIUM POCTOM, OTJAJIEHHBIMH MeTacTa3aMu
Y BBICOKOW YacTOTOW PEIUIUBOB, HA KOTOPhIC PUXOAUT-
cs okosio 15-20% Bcex cinyuaeB CDO [3]. OkpamuBanue
STAT6 cTano BaxXHBIM MapKepOM CIIUSHUSA TeHOB NAB2-
STAT6 ¢ oTTMYHON YYBCTBUTENLHOCTBIO U CTIEHU(UIHOC-
TBIO, KOTOPBIH TaK)Ke KCIPECCHPYETCS B CUTYALMSX C
arpeccUBHBIM MOBeICHUEM [2].

0 1990 roga COO ObL1u IPOAEMOHCTPUPOBAHBI TOJIb-
KO B TIJIEBpE U JerkuX. [lepBoe onncaHne BHETOPaKaIbHBIX
C®O omybnukoBano B 1991 rony [8]. JelicTBytomias kinac-
cuukanus BecemupHoi opraHuzaiyy 31paBoOXpaHeHHs
MATKUX TKaHel u onyxounei koctei [9] onpenenuna COO
Kak HOBOOOpa3oBaHue HruOpoOIacTHUECKONW MPUPOIBI C
IIPOMEXXYTOYHBIM (PEIKO METAaCTa3UPYHOLIMM) OHUOJIOTH-
YEeCKUM MOTEHIINAJIOM 3JI0Ka4€CTBEHHOCTH.

DuOPOMUKCOUAHAS CAPKOMa HU3KOM CTETIEHH 3JI0Ka-
YECTBEHHOCTH — PEIKHI MOATUI CAPKOM MSTKHUX TKa-
Heil, MPEeUMYIIeCTBEHHO BCTPeYaeTCs Y JIF0AeH MOJIOJ0ro
U CPEeITHEro BO3pacTa, ¢ OJJMHAKOBOW MPePacIIOIoKeHHO-
CTBIO JUIS JTUI] MYXKCKOTO U keHckoro moja [10]. Brepssie
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A — TIO3UTHUBHOE OKpaIIuBaHue ommyxonu anturenamu k STAT6 (cmpenku). B — o3UTHBHOE OKpaIIMBaHUE OITYXOJIU aHTUTEIAMH
k Bcl2 (empenku). C — mo3utuBHOE OKpammBanue onyxoin antuteaamu kK CD34 (cmpenku). D — HeraTuBHast peakuusi B OIyXOJIH

Ha anturena kK MUC-4 (cmpenka). A-D, x300
Fig. 4. Immunohistochemical picture of the tumor.

A — positive staining of the tumor with antibodies to STAT6 (arrows). B — positive staining of the tumor with antibodies
to Bcl2 (arrows). C — positive staining of the tumor with antibodies to CD34 (arrows). D — negative tumor reaction to MUC-4

antibodies (arrow). A—D, x300

omyxois Outa onmcana H.L. Evans B 1987 roxgy B cooOre-
HuH ¢ aByms cirydasmu OMC, KoTopeie SBISIHCH METa-
CTa3UPYIOMIMMH OIYXOJIIMH MATKUX TKaHed ¢ 0OMaH4H-
BO JOOpPOKAaYeCTBEHHBIM THCTONOTHYECKUM BHIOM [11].
B 1997 romy K.L. Lane et al. onucanu Bapuant ®MC nox
Ha3BaHHEM «THAIMHU3UPYIOLIAs BEPETEHOKIETOUHAs OITy-
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XOJIb C TUTAHTCKUMHU PO3€TKaMu». DTOT TUII OIyXoJei
XapakTepusyeTcs npoindepanuell BepeTeHOBHHBIX KJle-
TOK ¢ hPUOpOMUKCONAHBIME oOnacTsiMu. B omyxomnu npen-
CTaBJICHBl YYaCTKU T'MaIMHO3a, OKPY)KCHHBIE OBaJIbHBIMH
U BEPETCHOBUJHBIMU KJIETKAaMH, CO3JaBasi OTIMYUTEIIb-
HBI prucyHOK, koTopblii K.L. Lane et al. 0603Ha4mm kak

Tom 15 Ne1 2026 79



KIMHWYECKME HABTIOJEHA

ruranTckue po3eTku [12]. PozeTku yacto 00beIUHSIOTCS
B JINTUHHBIE 00pa30BaHUs WM MOJO0CHI TUIOTHOM rMaTuHU-
3auuu. Takke 3T MyONUKalMU CBUIETEILCTBYIOT O TOM,
yto 1151 ®MC xapakTepHbl MO3HUE PELUUIUBBI U OTJA-
JIEHHOE METacTa3upoBaHMe C JUIUTENbHBIM MEPUOIOM 0e3
COOBITUIHOTO KJIMHUYeckoro Habmoaenus [11, 12].

Juddepennunanpayto quarnoctuky ®MC crnemyet
MPOBOAUTEH C JOOPOKaUECTBEHHBIMU HOBOOOPA30BaHUSIMH,
TaKMMH KaK KJIeTOYHas HeWpoTekoma, pubpomaros, Hell-
podubpoma 1 nepuHeBprOMa. 3I0Ka4eCTBEHHBIE Oy XOJIH,
BKJIIOUYEHHBIE B AU (PepeHInaIbHyo JHarHoCTUKY, — 3TO
HOBOOOpAa30BaHUs MATKUX TKaHEH, TaKUe KaK CKIEPO3Upy-
ol1as snuTenuonIHas pudpocapkoma u Mukcohudpocap-
koma. [ cyxenuns nuddepeHnnanbHOro Juarao3a Heoo-
XOJIMMBI TIIaTeNbHOE 00CIeI0BaHIE U COOTBETCTBYIOIIHE
MMMYHOTUCTOXMMUYECKHUE TTaHenu, Bkrodass MUC-4 [13].

IIpu nposeaennu nuddepeHIanTbHON AMATHOCTUKH
Mexy COO u ®MC cnenyeT onmuparbesi Ha XapaKTepH-
CTHKH, IPEJCTaBICHHBIE B TAOIUIIE.

Cnusinue reHoB NAB2-STAT6 siBasieTcs BBICOKOYYB-
CTBUTENBHBIM U CHIEHU(UIHBIM MOJIEKYJISIPHBIM MapKepOM
C®O, a nonyueHHslii cypporarusiii UI'X mapkep — akTH-

BaTop TpaHckpunuu 6 (STAT6) — umeeT Oonblyto AuUar-
HOCTHYECKYIO LIEHHOCTH [14].

TeMm He MeHee B HEIaBHUX ITyOIUKALUAX COOOIANOChH
00 obnapyxxenun STAT6 u B Apyrux HOBOOOpa30BaHUIX
MSATKHUX TKaHe#. B xpynHom uccnenosanuu E. Demicco
et al. ouenuBanu STAT6 B 1781 ciiyuae He-CDO me3eH-
XUMAaJIbHBIX OIyXoJieif U HaOMIofalu CUIbHOE siAEpHOE
okpamuBanue B 4% ciryuaes. OmyXxomnu, KOTOpble Ipoje-
MOHCTPHUPOBAIHU MOJOKHUTEIBHYIO PEAKIUIO, BKIIOYAIN
HEKJIACCU(UIUPYEMYIO CAPKOMY, JECMOHIHYIO OITyXOJIb/
(ubpomaros, HelipohuOpPOMY, CBETIOKIETOUHYIO CapKO-
MY, MUKCOUIHYIO JTUIIOCapKoMy, Heu(depeHIpOBaHHY 0
wieoMop¢hHyto capkoMy. Takxke B JaHHOI paboTe B rpyrme
OMC aBe onyxomnu u3 23 (9% ) NO3UTHUBHO OKPAIINBAIHCh
B peakuuu ¢ STAT6 [15].

M3BeCTHO 0 MHOTOJIMKOCTH CONUTAPHON (HUOPO3HOIMA
OILyXOJIU, KOTOpasi MOXKET UMETh HIMPOKUI CIIEKTp T'H-
CTOJIOTUYECKUX 0coOeHHOCTel cTpoeHus. 13-3a pa3Hoo-
Opa3ust THCTOJIOTMYECKHUX ATTEPHOB, IEMOHCTPHPYEMbIX
COO, I. Machado et al. Ha3Banu ee BEIMKUM CHMYISITOPOM
oryxoJieil MIrkux Tkane# [16]. OqHako ciemayer OTMETUTb,
YTO B HAaIlIeM KIMHUYECKOM CITy4ae IPU THCTOIOTMIECKOM

Tabnuya | Table

CpaBHHUTe/IbHASI KIHHUKO-Mopdonoruyeckas nuddepeHInATLHO-THATHOCTHYECKAS XaPAKTEPUCTHKA COTUTAPHOIT (pudpo3Hoii

OmyxoJiu U pUOPOMHKCOMTHOI capKOMbI HU3KOM cTeneHH 310KkadyecTBeHHOCcTH | Comparative clinical and morphological

differential diagnostic characteristics of solitary fibrous tumor and low-grade fibromyxoid sarcoma

IMapametpsl | Parameters

ConnrapHas ¢puOpo3Has onyxois | Solitary
fibrous tumor

DuOPOMUKCONTHAS CAPKOMA HU3KOii cTeneHn
3i0kavyecTBeHHOCTH | Low-grade fibromyxoid
sarcoma

Moutonpie TarUeHTHL U AETH

Bospact u mox | Age and sex [TanimeHTHI CpeAHEero U MOXKMUIIOTO BO3pacTa,
penko netu. PaBHoe pacnpenenenue
no moiy | Middle-aged and older patients,
rarely children; equal sex distribution
Jlokanuzanus | Location I'pyaHas monocTh, OPOIIHAS MONOCTD, Ta3,

(0OBIYHO B BO3pacTe OKOJIO 4 JIeT), B3pOCIbIe
CpEeIHEro BO3pacTa, PeAKO MOXKHIIbIE.

PaBnoe pacnpenenenue o noiy | Young
patients and children (typically around 4 years
of age), and middle-aged adults, rarely elderly;
equal sex distribution

Msirkue TKaHM KOHEYHOCTEH U TynoBua | Soft

3a0pIONIMHHOE MPOCTPAHCTBO, MTKUE TKaHH tissues of the extremities and trunk

KoHeuHocTel u Tynosunia | Thoracic cavity,
abdominal cavity, pelvis, retroperitoneum,
soft tissues of the extremities and trunk

Oco0ennocTu Mopdooruieckoi
kapTuHbl | Morphological features:

arunus | atypia
MHKCOUHOCTh

| myxoid change

po3eTku | rosettes -

xapakrtep pocTta | growth pattern

VIMMyHOTHCTOXMMHYIECKHE MAPKEPHI |

Wudunsrpupytomuii | Infiltrative

STAT6+ CD34+ bel2+ CD99+

Immunohistochemical markers

XpoMOCOMHBIE

Chromosomal translocations

80

Ciustavie renoB NAB2
u STAT6 | NAB2—STAT6 gene fusion

TPAHCIIOKALIUH |

KIMHUYECKAA V1 SKCITEPMMEHTAJTIBHAA MOP®OJIOTNA / CLINICAL AND EXPERIMENTAL MORPHOLOGY

n
+
Mosket ObITh HHKATICyarpoBaHa | May be
encapsulated

MUC-4+ (B GONBIIMHCTBE CITydaes) |
MUC-4+ (in most cases)

FUS: CREB3L2
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HCCIICI0BAaHUH HOBOOOpA30BaHKE HE HMEJIO XapaKTEePHbBIX
COCY/IOB H ITEPHIIUTAPHBIX XapaKTEPUCTHUK CTPOCHHUS U Ba-
PHAHT C TUTAHTCKUMH PO3ETKaMHU He ObLIT 10 HACTOSIILETO
BPEMEHH OIMCaH B JIUTEpaType.

C®O yacTo npeACTaBIAI0T COOON TUATHOCTHYECKYHO
po0sIeMy, U ISl IPAaBUIIBHOTO OIpeeICHHs HE00X0uMa
WHTETpalus KIMHHYECKHUX, TAaTOMOP(OIOTrHUSCKUX, UM-
MYHOTHCTOXUMHYECKHX U MOJICKYIISIPHBIX 0COOCHHOCTEH.
IIpu BHEMIEBPAIBHBIX JOKATH3AUIX MaTOJIOr0AHATOM
JIOJDKEH UCKITFOUUTH OITYXOJIH, KOTOPBIC Yallle BCTPEUAOTCS
B 3TUX KOHerTHI)IX opraHax.

Mukcouanbie uamenenus B COO xopoiio U3BECTHBI,
U Ipyre OMyXOJu MATKUX TKaHEH ¢ IMpU3HAKaMU MUKCO-
Maro3a J0JIKHbI ObITh HCKITFOUCHBI. DTH OIYXOJIH BKJIFOYa-
0T MHKCO(DUOpOCcapKkoMy U PHOPOMHUKCOUTHYIO CAPKOMY
HI/I3KOI>1 CTCIICHHU 3JIOKAQYE€CTBCHHOCTH, MI/IKCOI/IJIHyIO JIN-
nocapkoMy. OHH MOTYT JI€MOHCTPHUPOBAThH MO3UTHBHOE
okpamnmuBanue B peakiuu ¢ CD34, Takxke ecTh COOOIEHHS
o ciyyvasix ¢ peaknueii Ha STAT6 [16].

3akmoueHne

Oco0OCeHHOCTh HaIIero HaONIOIEeHUS — IIepBOHAYATb-
Hasl IMarHOCTHUKA HOBOOOPAa30BaHUs MO OMOTICHU KaK MUO-
($buOPOOIACTHICCKON OMYXOIM ¢ HU3KUM MOTCHIIHATIOM
3JI0KAYECTBEHHOCTH, YUYUTHIBAsA JOCTATOYHO XOPOIIYIO
T EepeHITUPOBKY U OTCYTCTBHE MPU3HAKOB KJICTOYHOM
aTHITHH, YTO SBJIACTCSA KaK pa3 XapaKTePHBIM JJIs JAHHOM
MATOJIOTHH, KOTOPasi, HECMOTPSI Ha CBOM JT0OPOKaYEeCTBEH-
HBIH BHJ], MMEET CKIIOHHOCTb K PELIUAMBUPOBAHMIO H 1aXKe
METacTa3upPOBAHUIO.

ConurapHast prOpo3Hast OIyX0b MepeHeit OPIONIHOI
CTEHKH YPe3BBIYalHO Pelika, B COBPEMEHHOM JINTEpary-
pe TpeacTaBIeHO HeOOBIIOe YHCIO CepUid HAOMIONCHIHA
Y OITHCaHW OTIENBHBIX CITydaeB. XUpypruueckoe BMela-
TEJIBCTBO B HACTOSAIIECE BPEMS CUMTACTCS IPEATIOUTHTEIb-
HBIM METOIIOM JICUCHUS, a OCICOIEePAIIMOHHAS JTy4eBast
Teparusi ¥ XAMHOTEPAIys MOTYT TOMOYb KOHTPOJIHPOBATh
PEIMIUB OITyXOJIM U METACTa3bl.
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