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Low-grade fibromyxoid sarcoma is a relatively rare tumor of deep soft tissue. The difficulties of diagnostics, morphological, immunohisto-
chemical and “typical” clinical pictures of this pathology are considered in the article. An algorithm for the differential diagnosis of low-
grade fibromyxoid sarcoma and myxoid liposarcoma is given on the example of the clinical case in which the final diagnosis was verified
after 40 years from the manifestation of the disease.
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BBEJEHUE

®ubpomMukcouaHas capKkoMa HU3KOW CTETIEHU 3J10-
kayectBeHHOCTH (PMCHC3) B xiaccudmkanmm Bee-
MUPHO# opraHu3anuu 3apaBooxpanenus 2013 1. onpene-
JieHa Kak 0co0oe 3710KauyecTBeHHOe (prubdpobiacTuyeckoe
HOBOOOpa3oBaHUe, XapaKTepuaylollieecst YepeoBaHueM
YYaCTKOB C BBICOKOM KoJUTareHu3aleil CTpOMBI U y4acT-
KOB ¢ MMUKCOUJHBIMU MU3MEHEHUSIMU, TOOPOKAUECTBEH-
HBIMM Ha BUJ BEPETCHOBUIHBIMU KJIETKAMU C BHXpe-
00pa3HBIM XapaKTepoM pocTa M apKagaMu H30THYTBIX
KPOBEHOCHBIX COCYIIOB. B OONBIIMHCTBE CITydaeB OITyXO0Jb
nMeeT Tepectpoiiky reHoB FUS-CREB3L2 wiu FUS-
CREB3LI[1].

B 1987 . H.L. Evans ormucai «CItoKoiHbIe» (PHOPOMHUK-
COMITHBIC OITYXOJIM TITyOOKMX MITKHX TKaHEH Y 2 MOJIOIBIX
JKEHIWH, BbIAEIWI UX KaK OCOObIN BapMaHT OMYXOJIU MSIT-
KHUX TKaHel, KOTOpOMY JiaJI Ha3BaHUE «(pUOPOMUKCOMITHAS
capKoMa HU3KOI CTeNeH! 3710KaueCTBeHHOCTH» [2]. XoTs
M3HAYaJIbHO OIyX0J11 ObLIY paclieHeHbI KakK JOOpOoKavyecT-
BEHHbIE, B JaJIbHENIIIEM 00€ MeTacTa3upoBasiv. B mepBoe
BpeMs1 TpodeCCHOHATBHOE COOOIIECTBO € OOIBIINM CKEI-
CHCOM OTHOCHWJIOCH K 3THM OIMYyXOJISIM KaK K OTIEIbHOU
CIreMOUIEeCKOl CYIITHOCTH, OTHAKO TTOCICAYIOIINE KIIH-
HUKO-MOP(hOIOTUIECKHE, IINTOTCHETUYSCKIE U MOJIEKY-
JISPHO-TEHETUYECKUE UCCIENOBaHUS TOATBEPANIIN, UTO 3TO
JIeCTBUTEIILHO OCOOBIN BapraHT (pMOpocapKoMsl [3].
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Cunonnmom @MCHC3 gBnsieTcs TEpMUH «THATMHU -
3MpPOBaHHAS BEPETEHOKJICTOYHAS OITYXOJIb C THTAHTCKUMU
posetkami» ('BOI'P) [1]. TBOI'P — HeoObraHasS hmbpo3-
Hasl OIyXOJIb TIIyOOKMX MSTKUX TKaHeil. BriepBele o ee
cymectBoBanuu 3asgBuiau B 1997 . K.L. Lane u coasr.,
ornmcaBmme 19 cayyaeB MOMOOHOM OIMyXOJIH ¢ MHIOJICHT-
HBIM T€YCHHEM, XOTS UIST HEKOTOPBIX M3 3TUX OITyXOJIei
OBLTO XapaKTepHO arpecCMBHOE KIIMHMYIECKOE TTOBEICHNE,
BKJIIOYasl paHHWe U To3gHue Mertactasbl [4]. TBOI'P
10 TUCTOJOTHMIYCCKAM M MOJIEKYISIPHO-TeHETUIECKIUM
MpuU3HaKaM 3HaunuTebHO cxogHa c DM CHC3 u aBnsteTca
BapMaHTOM TTocienHeii [1, 3, 5].

DOMCHC3 — penkas oryxoib, K 2013 1. Ob1I0 3aperu-
ctpupoBaHo okoJjio 350 ciydaes [1]. Bo3aMoxxHO, 3Ta cap-
KOMa BCTpevaeTCs 3HAYUTEIHHO Jallle, 9eM 3TO IIPEACTaB-
JICHO B JHUTepaType, TaK KaK TIOPOM CKpPBIBAeTCS
IO TMaTHO3aMM «MUKCcO(prOpocapKoMar», «<MAKCOUTHAS
capKoMa HU3KOI CTeTICHM 3JI0KaYeCTBEHHOCTI» W IPYTH-
MM BapHaHTaMM JTOOPOKaYeCTBEHHBIX 1 3JI0KAYeCTBEHHBIX
GUOpPO3HBIX WJIM MHUKCOUIHBIX OIlyXxoJieii. My>KUuHBI
W XEHIIUHBI OOJICIOT ¢ OOIWHAKOBOM YacTOTOM, XOTS,
110 HEKOTOPBIM ITAHHBIM, MYXYMHBI HECKOJIbKO 4Yallle.
O1yxoJib BO3HUKAET MPEUMYIIECTBEHHO B MOJIOIOM BO3-
pacte, 6osee 20 % citydaeB COCTABIISIIOT MTALIMEHTHI MOJIO-
XKe 18 meT, omHaKO BO3PAacTHOI IHMAIla3oH, IO JaHHBIM
JIATEpaTypshl, MUpok — ot 3 mo 78 net. Heckosbko oTim-
yaeTcsl CTpyKTypa 3aboneBaemoctu ipu 'BOI'P: nuk 3a-
06os1eBaeMOCTH TIpUXoauTcd Ha Bo3pacT 30—40 jet, MyX-
YUHBI CTPAJAIOT B 2 pa3a Jalle XeHIIHH [6].

Knnanmyecku ®MCHC3 — MmennieHHO pacTyiast 60-
JIe3HEHHAsI OITyXO0JIb, PACIIOJIOXKEHHASI B TITYOOKMX MSITKIX
TKaHSIX U CITOCOOHASI CYIIECTBOBATh MECSIIBI MU JTaXKe
roasl. Yalie BCero oImyxoib BOSHUKAET B TITyOOKMX TKaHSIX
HIDKHUX KOHEYHOCTEH (B CKEJIETHBIX MBIIIIIAX), 0COOCHHO
bempa, ciaemyroIIre o YacTOTe JIOKAIU3AIllni — TPYIHAsT
CTeHKa,/TIOOMEBIIIIeYHAas] BIAAWHA, IUIEYO, MaxoBas 00-
JIaCTh, SITOAMIIA U 11IesT. B peaKux cirydasix OImyXoJb BbISIB-
JISIIOT B HEOOBIYHBIX MECTax: peTpornepuTOHealbHO [7],
WHTpaadbJoOMUHANBHO [8], B OpbIKeiiKe TOHKON KWIIKH,
CpeloCcTeHUM, ITapaBepTeOpanbHoii obmactu [1, 3, 9],
B MSITKMX TKaHSIX TOJIOBHI 1 1reu [10, 11], B HeOe 1 cam3u-
cToil 0boouke mosnocty pra [12], mHOrHa ®PMCHC3
BCTPEYAIOTCS B IIOAKOXHOM KJIeTYaTKe ¢ MITHUMAIbHBIM
BOBJICUEHNEM CKeJIETHBIX MBI |3, 9].

O1yxoJib 00BIYHO YETKO OUepUeHa, IUIOTHASI, Ha pa3-
pe3e uMeeT (pUOPO3HBIN BUI, YACTO XKeJITo-0enas ¢ 0Je-
CTSAIIMMY MAKCOMIHBIMU y9acTKaMU. B HEKOTOPHIX CIty-
YasiX MOXET HMEThCS KHCTO3HAs JereHepalus,
HO HEKPO30B ¥ KPOBOU3IUSHUI OOBITHO HET.

[Tpm MUKPOCKOITMUYECKOM HCCIIEAOBAaHUYN KiIacCHuie-
ckags @MCHC3 mpencraBieHa yepenoBaHUEM BBICOKO-
KOJIJTaTeHU3MPOBAaHHBIX MAJIOKJICTOYHBIX M 00JIee KIIeTOU-
HBIX MUKCOMITHBIX HomyJieit. OMyXoJIeBbIe KIICTKU Oe3 TIPH-
3HAKOB MoJmMopdu3Ma, GOPMUPYIOT KOPOTKHUE ITyYKU
¢ BUXpeoOpa3HbIM xapaKTepoM pocTa. OImyXojb COTePKUT
apKaabl MEJIKMX COCYIOB M apTePHOJIBI C TICPUBACKYIISIP-
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HBIM CKJIEpO30M. MOTyT HaOJIOmaThCsl eMMHUYHBIC pa3-
OpocaHHBIC THIIEPXPOMHBIC KJICTKHA, MHUTO3BI KpaifHe
peaku [1, 3, 9]. Okono 10 % onyxoneil UMEIOT YJacCTKH
¢ 0oJsiee BBICOKOM KJIETOYHOM IIOTHOCTBIO, TIE BBISIBIISI-
FOTCS SIACPHAsI AaTUIIHSI, TTOTMMOPMOU3M WIIN STTUTEITNONI -
Hast MOPDOJIOTHS KJIIeTOK. B peakux cirygasx MOTYT OTMe-
YaThCs IIOJISI, HEOTIMYUMBIC OT CKJIEPO3UPYIOIICH
SMUTENMONAHON (dubpocapkoMbl [3]. B peumauBHBIX
OITYXOJISIX M3pelIKa MOTYT BCTpedyaThcs HemrubdepeHITPOo-
BaHHBIC YYACTKHU WIIM OYaTrHW C OCTEO0JIacTHIeCKOM aud-
(depeHLpoBKoii. OK0510 30 % TUIMUYHBIX OITyXOJIei UMe-
FOT KOJUTATEHOBBIC PO3ETKH, COCTOSIINE M3 [IEHTPATbHOM
30HBI THMAJIMHU3UPOBAHHOTO KOJIIareHa, OKPYKCHHOM
MydTO# snuTeNMonaHBIX GrOpobacToB. B Tex cnyyasx,
KOrJa KOJUIareHOBBIE PO3ETKH XOPOIIO CHOPMHPOBAHBI
¥ UX MHOTO, mpuMeHsTioT Tepmud 'BOTP [1].

ITpy IMMYHOTHCTOXMMIYECKOM HCCIICIOBAaHUY B 00-
nee yeM 80 % ciydaeB ouaroBo mojoxureieH EMA,
skcnpeccuss MUC4 cumTtaeTcss BBICOKOYYBCTBUTEIIBHOM
u cneunduaHoii. MHOrma mMeeT Mecto MHOGHUOpPOOIIa-
cTryeckas nuddepeHIIMPOBKa, KOTopas oTpaxaeTrcs (po-
KaJIbHO 3KcTipeccueit SMA [1].

OCHOBHBIM ITUTOT€HETUICCKUM COOBITEM B IATOTE-
He3e OIyXOJIU sIBJisieTcst TpaHcaokaus t(7;16)(q34; pll),
KOTOpasi 4acTO IPUCYTCTBYeT KaK €IWHCTBEHHAas TIepe-
ctporika nmpumMepHo B 30 % ciaydaes, B apyrux 25 % ciy-
YaeB BBISIBISICTCSI KOMIUIEKCHBIM KapHMOTUII CO MHO-
KECTBEHHBIMH  XPOMOCOMHBIMH  II€peCTpONKaMMU.
Tpancmokamys — pe3yabTaT CIUSTHUS 5’ -KoH1a reHa FUS
Ha 16pl1 ¢ 3’-konuom rena CREB3L2 Ha 7q34 u obpazo-
BaHUs xuMepHoro reHa FUS/CREB3L2. B penkux ciyJasix
BO3MOXHA BapuaHTHas1 TpaHciokanust t(11;16)(pl1; pl1)
¢ obpazoBaHueM xumepHoro reHa FUS-CREB3L1[13, 14].
MoneKyasapHO-TeHeTHISCKIE UCCIICTOBAHNS BBISIBIISIOT
tpaHckpuntel FUS-CREB3L2 n FUS-CREB3L1 B 76—
96 % n 4—6 % cnyyaeB @MCHC3 cOOTBETCTBEHHO.
OMCHC3 B aTUIIMYHON JIOKAJIM3AIUN C TUTAHTCKUMU
pO3eTKaMM WM ¢ POKycaMu, HATTOMUHAIOIINMH CKIIEPO-
3UPYIONIYIO SIUTSITMONIHYIO (DMOpOCAPKOMY, TAKKe TMe-
10T TpaHcaokauuio t(7;16)(q34; pll) u FUS-CREB3L2.
XumepHslit 6enmok FUS/CREB3L2 GyHKIIMOHUPYET
KakK abeppaHTHEII TPaHCKPHUITLIIMOHHBIN (PaKkTOop, IIpeBOC-
XOISIIWIT TI0 CBOEMY ICUCTBHMIO OEJIOK IMKOIO TeHa
CREB3L2[15].

[lepBhie S et ocye 3KCIU3UH IIEPBUYHON OITYXOJIN
DOMCHC3 uMmeeT HU3KYIO 4aCTOTY peLIMANBOB M METa-
cta3oB (0koJyio 10 1 5 % COOTBETCTBEHHO), CO BpeMeHEM
MX 9acToTa yBeanuuBaerca. [1pu mimTerbHOM TIepruoae
HaOMIOMCHNS PeIIMINBLI, METACTa3hl M CMEPTH OT 3a00-
JIEBaHUS cocTaBiasgoT 64, 45, 42 % cOOTBETCTBEHHO.
MerTacTa3bsl MOTYT MTOSIBUTHCS 1aXe yepe3 45 net mocie
MMepBUYHOM 3Kcum3nu. Hanboiee yacteie MecTa MeTa-
CTa3MpOBaHUS — JIETKUE U IJIeBpa. MennaHa BpeMeHU
CMEPTH OT OIYXOJU cocTaBiseT 15 jet. [cromoruue-
CKUX ITIPM3HAKOB, KOPPEIUPYIOIMUX € KIMHUICCKUM
MMOBEACHUEM, HET, XOTS B IIPOTPECCUPYIOMINX OITYXOJISIX
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WHOT/A BRISIBIISIIOT HeAn(pdDepeHIMPOBaHHBIE OKPYTIIbIe
KJIETKU.

KJIIMHUYECKWU CIIYYAU

ITlayuenmra 59 aem, cuumaem cebs 6oavHoll ¢ 19 rem
(c 1977 2.), koeda gnepgvie bbina dUuaeHOCMUPOBAHA ONYXO0Nb
MS2KUX MKaHell npasoeo 6edpa, 8biN0AHEHO ee ONepamugHoe
yoanenue. Ilpu mopgonoeuueckom uccredosanuu onyxons
oblra pacyenena kak aunocapkoma. Yepes 5 nem, ¢ 1982 e.
8bl516/1€H NePBbLil MeCIHbLIL peyloue 3a001e8aHUS, GbINOAHE-
Ha nosmopHas onepayus. B céasu ¢ Heoonokpamusimu no-
B8MOPHbIMU MECHbIMU PeUUOU8aAMU NALUEHMKA NepeHecaa
onepayuu ¢ 1998, 2001, 2006, 2009, 2011 2. Kpome moeo,
6 1998 2. npogedena ayuesas mepanus Ha obaacms nocie-
onepayuonHoeo pyouya, a 6 2009 e., nomMumo mecmHo2o peyi-
dusa, no dannvim Komnoromeproit momoepagpuu (KT) opea-
HO8 2pyOHOU KAemKU 3an0003peHbl Memacmassl OUamempom
do 7,5 mm 6 neekux c obeux cmopou (cnpasa 2, caresa 2),
8 C843U C YeM NayUeHmKa nocae ouepedHoll onepayuu no yoa-
AeHUuro peyudusa neperecaa 3 Kypca ROAUXUMUOMEpPANUU
no cxeme MAID. Tucmonoeuueckoe uccaedogarnue peyuoug-
HOU ONyX0AU: ONYX01b NPedcCmasieHa NOAIMU BbIMAHYMbIX
KAeMOK, Aedcaujux puixio, mecmamu 00pazyiouux nyuxu.
3noKauecmeeHHas 60A0KHUCHOKACMOUHAS ONYX0Ab, 8EPOSM -
HO AUNOCapKoma.

B urone 2015 . 6Ho6b camocmosimenvHo 0OHApyxIcUAa
ONyXonb 6 HUJICHell mpemu npagozo bedpa, Komopoe nocme-
HEeHHO y8eauMU8anocs 8 pamepax. 3a MeouyuHcKoil nomo-
wbto He obpawanace. B okmsaope 2017 e. ommemuna 3Hauu-
menbHoe yeeauveHue pasmepos Onyxoau HO GHYMpeHHell
nogepxHocmu npasoeo 6edpa, 6 obnacmu epxHeil mpemu
nocaeonepayuorHHo2o pyoya, 0opamunacs 6 OHKOOUCnaucep,
20e duaesHoCmuposan o4epeoroll peuudus 3a001e6aHUs.

KT opearog epyoHuoil knemiu u bprowHoll nosocmu: nee-
Kue 0e3 04ae08biX U UHQPUABMPAMUBHBIX U3MEHEHU,
3Q UCKANOUEHUEeM eOUHUUHO020 04aea YNAOMHeHUs 00 7 MM
duamempom 6 S4/6 npagoeo neekoeo. Ommeuenvl niepo-
duagppaemansubie cnaiiku. Ilo napakocmanvhoil naespe
(npeumyujecmeenHo 6 npoeKyuu 3a0He6a3aNbHbIX Ce2MeHMO08
186020 N1€2K020) eQUHUUHbIE 04azl YRAOMHeHUs 00 5 MM 6 Ju-
amempe. Ileuenv He ygeauuena. Ouae06 namonoeuueckoii
naomuocmu He obHapyxceHo. 3axawouenue: KT-npusnaku
edunuuno2o memacmasa S4/6 npagoeo neek02o, eOUHUUHBIX
ouaeo8 yniomuerus (pubposa? unoeo eenesza?) no napaxo-
CMAanvHOU naegpe.

Maenummno-pesonancnas momoepaghus npagoeo 6edpa
8 PedNCUMAX CRUH U MYAbMU-IX0 8 AKCUANbHOLL, Ca2Uummanb-
HOUL U (hPOHMANBHOT NPOEKUUSX C MOAUUHOLL CPe308 5 U 6 MM
€ nO0ABAeHUEeM HCUPA: KOCMHO-MpagMamu4eckue UsMeHeHUs
He onpedeastomesi. B msexkux mkawsx Ha npomsdceHuu
OMm Kpblull 8epMAYICHOU 6NAOUHBL 00 HUMICHell mpemu Oua-
@u3za 6edpa (25 cm) evis6asemcs MHO20Y31080e 00BeMHOe
0bpaszosanue, YUpKYAsSpHO oxgamoigaroulee ouagus bedpeH-
HOU Kocmu 6e3 Npu3HaKo8 npopacmanus é Heeo. Juamemp
onyxoau 8 Kpawuaavuoi yacmu — do 12 cm. Cmpykmypa
00pazoeanusi HeOOHOPOOHA, C HAAUMUEM MHONCECMBEHHbIX
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KucmosHwix exaoueruii om 0,5 do 5 cm 6 duamempe. 3akaro-
ueHue: 00seMHOe 00pa308anue MsAeKUX MKAHel npagozo
bedpa.

B pe3yabmame npoeedeHHO20 KAUHUKO-UHCIPYMEHMANb-
H020 06credosanus y nayueHmKu OUazHOCMUpo8an oomup-
Hbll peyudus onyxoau MseKux mkaweil npaeoeo 6Oedpa.
Bsudy obwupHocmu mecmHoeo0 pacnpocmpanerus onyxonu
8bINOAHUMb 0P2AHOCOXPAHSIOWYIO ONnepayuio He npedcmag-
ASA0CH 803MONCHBIM, e0UHCIMBEEHHBIM MEMOO0OM Xupypeuue-
CK020 AeHeHUs 18151ACh IK3APMUKYAAUUSL npasoeo 6edpa.

Boinoanena sxsapmuxyaayus npaeoeo bedpa. Ilpasas
HUICHAS KOHEYHOCMb YOaneHa ¢ 20108K0li bedpeHHol Kocmu.
Kooica no enympenneii nosepxnocmu 6edpa ¢ MHO20YUCAEH-
HbIMU CcMapbiMu AUHEUHbIMU U 0Y2000pazHbimMu pyoyamu.
Msekue mkanu 6 npoexuyuu pyoua yniomuensl. K weiike
bedpeHHOll Kocmu npuaexcum okpyanoe NA0MHOINACMUYHOe
obpazosanue duamempom 10 cm, K KOMOPOMY nO 8HYmMpeHHe-
3a0Hell nogepxHocmu 0edpa NPUNeNCam MHOICECHBEHHbLE
y3ael duamempom om 1,5 00 5 cm, okpysucentsie ncegdokan-
cynoii, pacnpocmpansouecs 60046 U 80Kpye duagusa be-
Opennoii kocmu (puc. 1, 2). Kocms unmaxkmua. Onyxons
Ha paspe3se benecosamo-cepoeo ygema ¢ baecmauuMu MuKk-
COUOHBIMU YHACMKAMU.

Puc. 1. Ocnosnoii onyxoneguiii y3en

Fig. 1. The main tumor node

Puc. 2. lIpusexcawjue mHodcecmeentvle onyxoneguie y3nvl

Fig. 2. Adjacent multiple tumor nodes
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Puc. 3. Knemounuiii yuacmok onyxoau, cocmosuuil u3 gepemeHo8UOHbIX
KAemok

Fig. 3. A tumor cell site consisting of spindle-shaped cells

Puc. 4. Tunoxiemounniii MuKcouOHbLil y4acmox, CUMYAUPYIOUUT MUK COUO-
HYI0 AUROCAPKOMY

Fig. 4. Hypocellular myxoid section simulating myxoid liposarcoma

Mukpockonuuecku onyxonb npedcmasnena MUKCOUOHb!-
MU 2UNOKACTNOYHbIMU HOOYASIMU C YHACMKAMU NAOMHOU
CUANUHUSUPOBAHHOU CIMPOMbL, UMEIOMCS Y4acmKu ¢ bonee
8bICOKOU KACMOYHOCMbIO U MUKCOUOHOL CMPOMOIL, ¢ Hebob-
WUM KOAUHEeCMBOM U302HYMbIX 8eMEAUUXCA KPOBEHOCHBIX
cocyodos (puc. 3, 4). Hmeromcs apmepuonst ¢ nepusackyasp-
HboiM pubposom. Onyxonesvie KiemKu NPeUMYU,eCMBEEHHO
eepemeHosudHble. SI0pa onyxonesvix Kaemok meaxue, Kie-
mouHble epanulbl He onpedeastomces. Jlunobaacmog u mumo-
308 He 8bisigneHo (puc. 5). Hekposel npedcmasaenst meakumu
edunuunbimu  okycamu. Onyxons pacnpocmpausemcs
3a npedensvl NCe8OOKANCYAbL 8 OKPYICAIOUYIO MKAHD.

Tpu ummyHOUCIMOXUMUHECKOM UCCACO08AHUU PEaKYUs
onyxonesvix Kknemok ¢ aumumenamu kK SMA, EMA, CDK4,
MDM ompuyameavua. Ilepecmompenvt npenapamol

Puc. 5. Illepusackyaspuotii pubpos

Fig. 5. Perivascular fibrosis

yoaneuHot peyudusroti onyxoau 2011 e., komopas umeem
auanoeuuHoe Mopghoroeuteckoe cmpoetue.

Ha eucmonoeuveckux cpesax ¢ napaghurogvix 610K08,
coenacHo npomokony Habopa das npooonodeomosku POSEI-
DON Fish Digestion Kit Kreatech, nposedeno FISH-
uccaedosanue (payopecyenmunas eubpuouzayus in Situ,
Sfluorescence in situ hybridization) ¢ IHK-30ndamu DDIT3
(12q13) Break FISH Probe Kreatechu MDM?2 (12q15) FISH
Probe Kreatech (Leica Biosystems, Hudepaandet). [Ipenapamot
AHAAUBUPOBANU C NOMOWBIO (PAYOPECUCHMHO20 MUKPOCKONA
AXIO Scope Al (Karl Zeizz, lepmanus) c ucnoavsoganuem
KomnblomepHoli npoepammet Isis (MetaSystems, CIIIA). Tpanc-
Aokayuu ¢ osnevenuem aokyca eena DDIT3 (CHOP12q13)
He 8biséneHo (puc. 6), ommeuaemcsi Haauuue OONOAHUMENbHBIX
konuii om aokyca eeva DDIT3 (CHOPI12q13) om 2 do 4.

Puc. 6. ON DDIT3 (12q13) Break FISH Probe Kreatech, unmepgaznoe sdpo
¢ 2 donoanumenvubiMu Konusgmu aokyca eena DDIT3, x 1000

Fig. 6. ON DDIT3 (12q13) Break FISH Probe Kreatech, interphase nucleus
with 2 additional copies of the locus of DDIT3 gene, x 1000
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Puc. 7. ON MDM?2 (12q15) FISH Probe Kreatech, nenepecmpoennoe umn-
mepghasroe s0po ¢ 2 kpacuvimu cuenasamu, * 1000

Fig. 7. ON MDM?2 (12q15) FISH Probe Kreatech, unconfigured interphase
nucleus with 2 red signals, x 1000

XapakmepHoii 015 AUROCAPKOMBL, MUKCOUOHOU CaPKOMbL AM-
naugpuxayuu noxyca eena MDM?2 (12q15) (puc. 7) He 6vis6-
Aexo. Huaenocmuueckuii nouck npodoaxcer ¢ JIHK-30n00m
LSI FUS (16pll) Break Apart FISH Probe Kit (Abbott
Laboratories, CIIIA), nockoavky 0CHOBHbIM UumozeHemu4e-
cKkum cobvimuem 6 namoeeneze OMCHC3 seasemces mpanc-
AoKayus ¢ goeneqeruem aoxkyca eena FUS (16pl11).
JHK-30n0 LSI FUS (16p11) Break Apart FISH Probe
Kit — 3010 0251 6bIs161EHUSA NEPecCMPOUKU 2eHA 8 MOYKe pa3-
puiea. 3010wl Break Apart obaadarom gvicokoii cheyuguuno-
CMbI0 U MOYHOCMbIO. YuacmKu eena, npunesaroujue Kk mouxe
paspeléa, oKpauiensl pasHbiMu garoopoxpomamu: 5° — KoHey,
eena FUS — 3enenvim, 3° — koney eena FUS — kpacuoim.
B HOpMme KpacHblil U 3eaeHbLil CUSHAbL, PACNOAONCEHHbIE PS-
dom, caugaromces, U 6 pe3yrbmame HenepecmpoeHHblil 2eH

Puc. 8. LSI FUS (16p11) Break Apart FISH Probe Kit, abeppanmuoe sdpo:
2 causnbix (ceamoix) (2F) u 1 3enenniii (1G) cuenanst, x 1000

Fig. 8. LSI FUS (16p11) Break Apart FISH Probe Kit, aberrant nucleus: 2
drain (yellow) (2F) and 1 green (1G) signals, x 1000
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Puc. 9. LSI FUS (16p11) Break Apart FISH Probe Kit (Abbott Laboratories,
CIIIA), abeppanmuoe s0po: 4 caushbix (Hceamoix) (4F) u 2 zenenvix (2G)
cuenana, x 1000

Fig. 9. LSI FUS (16p11) Break Apart FISH Probe Kit (Abbott Laboratories,
USA), aberrant nucleus: 4 drain (yellow) (4F) and 2 green (2G) signals, x 1000

ceemumcs ceamuim ysemom. llpu nepecmpoiike eena sncen-
mblil cueHan pacnadaemcs Ha 0MOeAbHO Aedcauyue KPacHblil
U 3e/eHblil CUSHANbI.

B pesyavmame uccaedosanus 6 92 % npoanaruzuposar-
HbIX UHMepgha3Hbix 0ep ommeveHo HecmanHdapmuoe pacnpe-
denenue cuernanog: 1 causroil (uceamniii) u 1 3enenniii (1FIG),
2 causHulx (dceamnix) u 1 uzoaupogannulii 3enenviii (2FI1G),
4 causnbvix (nceamuix) u 2 uzoauposantsix 3eaenvix (4F2G)
(puc. 8, 9). OonopodHocms HecmandapmHoeo pacnpedeneHus
cuenanos (Haauvue donosHumenvrozo 1 uau 2 uzoauposan-
HbIX 3€e1eHbIX CUSHAN08) NOOmMEepycodem Ux KAOHAAbHYIO
npupooy.

Mopdgonoeuueckas kapmuna, UMMyHOpeHOMUN U KAU-
HUveckKoe meueHue uccaedyemoll onyxoau He XapaKmepHol
0ns mukcoudnoii aunocapxomst (MJIC), umo noomeepicoa-
emcsi pe3yabmamamul MOAEKYAPHO-2eHeMU1ecK020 Uccaedo-
6aHus (mpancaokayuu c¢ eoseaeveHuem eena DDIT3
(CHOP12q13) ne svisi6aeno), a coomeemcemayrom DMCHC3.

OBCYXJIEHWE

Kak 0ObL10 cka3aHO BblllE€, WUCTUHHAs 4YacToTa
OMCHC3 HeusBecTHa, TaK KaK 3a4acTylO 3Ta OIMyXOJb
CKpPBIBAETCS TIOJ APYTUMU IuarHo3aMu. B mipencraBieH-
HoM ciiyyae @®MCHC3 Ha npotsikeHnu Gosee 30 jieT
pacueHuBaIM Kak umnocapkomy. [IpuunHoii aTomy, ¢ on-
HOI CTOPOHBI, SIBJISIJICSI TOT (DaKT, 4YTO OIMyXoub y 19-7et-
Hell MallMeHTKY BIIepBhIe OblIa BBIsIBIeHA 3a 10 JIeT 10 To-
ro, kak H.L. Evans BnepBble omumcan PMCHC3.
3a mpoureniiee BpeMsl TPOU30IIENT TPOPHIB B AMATHOCTH -
K€ OITyXO0JIeil MIATKUX TKaHel, 00YCIOBIEHHBII MOSIBJIEHU-
€M [IOTIOJTHUTEIbHBIX METONOB MMATHOCTUKU, TaKWUX
KaK UMMYHOTMCTOXMMHWYECKOE U MOJIEKYJISIPHO-TEHETH -
YECKOe UCCIIENOBAHMSI, KOTOPbIE HA TOT MOMEHT OTCYTCT-
BoBasiu. C npyroii cropoHbl, ®MCHC3 umeer psia cxon-
HBIX Tipu3HakoB ¢ MIJIC, TakuMx KakK JIOKaJW3allusI
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B MSITKMX TKaHsIX KoHeuHocTel (>30 % ciiydaeB — MBILILIBI
O6enpa), MperMMYILECTBEHHO MOJOIOM BO3pacT OOJIbHbIX,
HECKOJIBKO cXoxXast Mopdostormaeckast KapTuHa. OmHaKo
romaBrstIoniee 0ompmmHCTBO MJIC BO3HMKAIOT B BO3pacTe
40—50 set, B TO BpeMs Kak ®PMCHC3 — y MoI0aBIX T1a-
ureHToB (>20 % wmonoxe 20 net). MJIC uMeeT TeHIeH-
LU0 MEeTAacTa3MpoBaTh B HEOOBIYHBIC MECTa: MSTKHUE
TKaHU, PETPOICPUTOHEYM, IPOTHBOITOJIOXHYIO KOHEU-
HOCTh, ITOAMBIIIKY, KOCTH M JIeTKMEe. boJjbloe 4mcio
6o0pHBIX MJIC MMEIOT CHHXPOHHBIC WJIM METaXpOHHBIC
MyJIBTU(OKAIBHEBIE OIyXx0iu. HeoObprdHasT KITMHIYeCKasT
MaHubecTanus 3a00JIeBaHIS MOXET BBIPAXKATHCS B BUIIE
reMaTOreHHBIX MeTacTa3os [1, 9].

Maxkpockormyecku 1 MJIC, 1 ®MCHC3 4geTko or-
paHmueHsbI, omHakKo MJIC MyIsTUHODYISIPHA M Ha pa3pese
MMeeT OJISCTSIIYIO XeJIJaTHHO3HYIO ITOBEPXHOCTh, B TO Bpe-
M kKak DM CHC3 uMeeT TOJBKO y4acTKM ¢ OJecTsiueit
KeJTaTUHO3HOM TOBEPXHOCTHIO. MUKPOCKOITMYECKHA MUK-
connnble 30H6I @PMCHC3 moryr HanmomuHate MIJIC,
0COOEHHO B cTydae ¢ XOPOIIO pa3BUTOM TIeKCU(MOpMHOI
cocymucroii cetbio, Ho B ®MCHC3 HeT 1mIobiacTosB,
1 TIPU aJIcKBAaTHOM B3SITUM Ha MCCJICIOBAHIE TOCTATOTHO-
ro uncia pparMeHTOB OIYXOJIM BBISIBIITIOTCS (POPO3HEBIE
noist. O0br9HO B MJIC OTCYTCTBYIOT SIIEPHBIN MTOJTMMOP-
(13M, TUTAHTCKIE OIYXOJIEBBIE KIIETKI, BEPETEHOKIIETOU-
HBIE YJaCTKM WM BBICOKAsT MHUTOTHYECKAasT aKTUBHOCTD,
yro comrkaeT ee ¢ DMCHC3, B TO ke BpeMs B Heil BbI-
SIBJITIOTCST MEJIKHE JIMTIO0JIACTHI, Topa3ao Oojiee pa3BUTA
COCYIMCTAsI CETh B BUJIE «KYPUHBIX JIATIOK», 4aCTO SKCTpa-
LIEJUTIOJIIPHBIA MYLIMH (hOpMUPYET KPYITHBIE 03¢pa, CO3Ia-
01 MUKPOKHMCTO3HBIC TMM(PaHTHOMOIIOTO00HEIE 00Ia-
ctu (Tak Ha3bBaeMast (hopMa pocTa B BHUIE «JIETOYHOTO
oTeKa»), yero Hukoraa He 6eiBaet B PMCHC3 [1, 3, 9].

Knunnueckoe Teuenne MJIC oLieHUTD TPYAHO, TTOTO-
MYy 9TO OTCYTCTBYIOT OOINME KpUTepuu ee muddepeHImn-
aIbHOW JMArHOCTUKU C APYrUMU (bOpMaMu OIyXOJIeid,
MMEIOIINX KPYTJIOKJIETOYHBIN KOMITOHEHT. [1py mimTens-
HoM HabmoneHun y 20—40 % GoJIbHBIX OTMEYAIOTCS MeTa-
craszpl. MJIC mMeeT TeHIESHITNIO MeTacTa3upoBaTh B IIEPH-
depudeckue MATKIE TKAHU, B CBSI3U C YeM BCTAET BOIIPOC
0 TIEPBUYHOI MHOXKECTBEHHOCTH OITYXOJIM MJI MeTacTa-
THYECKOM ITTOpaXeHWH. [eHeTHmdecKoe cpaBHEHUE KIIO-
HaJIBHOTO TIPOMCXOXKICHNS B TAKUX CITydasiX MOATBEPKOA-
€T MeTacTa3bl pexe, 9eM MHOXECTBEHHBIC He3aBCHUMBbIC
OITyX0JIn. MeTacTa3pl B JIETKME U TIEUYCHb BCTPEUAIOTCS
penko. ITpu @®MCHC3 meTtacTasbl TakKe TPOSIBISIOTCS
CIIyCTS JUITMTEIIBHBIA TIepUOa BpeMEHU, HO, B OTINYHE
ot MJIC, HanboJiee 4acTo B JIETKUX U TIJIEBpE.
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pearance. Am J Clin Pathol
1987;88(5):615—9. PMID: 3673943.

Cryyati u3 npakmuku

HHTepripeTamus pe3yabraToB UCCIICIOBAHMIA, BBITTON-
HEHHBIX B IIPEICTaBJICHHOM BBIIIIE CJIydae, OCHOBBIBAJIACH
Ha omnyonukoBaHHbIX G. Papp, D. Mihaly u Z. Sapi [16]
manHbix FISH-anammza 301 capKoMBl MSITKUX TKaHEH,
IarHO3 KOTOPBIX OBUT ITONTBEPXKICH MOJIMMEPAa3HOM IIeTT-
HOI1 peakimeii ¢ oopaTHoi TpaHckpurueii, 53 MJIC n 6
DOMCHC3 ¢ ucnons3oBanunem JHK-3onmoB DDIT3
(12q13) u FUS (16pll). B 66,7 % cnysaes ®MCHC3
TIpY UCcenoBaHuM ¢ uctoiab3oBanneM JHK-3ouma FUS
(16p11) Break Apart FISH Probe ormeuanocs HecTaHaapT-
HOE pachpelneicHNe CUTHAJIOB. CIMBHBIC (KenThbie) c 1
/WM 2 U30JIMPOBAaHHBIMU 3¢JCHBIMU. JIpyTre aBTOPHI
[17—19], ocHOBBIBasICh Ha UCCETOBAHUSIX METOIOM IT0-
JIMMepa3HOM MEeITHOM peaKIInK ¢ 00pPaTHOM TPaHCKPUIIIIV-
eif, MoKa3ajI, 9TO OTCYTCTBHE KPAaCHOTO M30JIMPOBAHHOTO
CHUTHAJIa ¥ HaJIMIMe M30JIMPOBAHHBIX | MJIM HECKOIBKUX
3¢JICHBIX CUTHAJIOB MOXET OBITH CBSI3aHO C 00pa30BaHUEM
IOITOTHUTEIBHOI KOIBIIEBOI XpOMOCOMEI, CKPBIBAIOIIIEH
B ceOe TpaHCIOKAIIMOHHYIO XPOMOCOMY, COIEpKaIlylo
Marepuan XxpomocoM 7 u 16. BuIsgBieHME XMMEPHOTO
tpanckpunta FUS/CREB3L2 B KOJNBLEBOI XpPOMOCOME
TOATBEPXKIAET 3TY TUIIOTE3Y.

IMonyyeHHnle B HameM ciydae pesdyiabraTthl FISH-
aHaAJIM3a COTJIACYIOTCSI C ONYOJMKOBAaHHBIMU JTaHHBIMU
WCCIIEIOBAaHMS, YTO CBUIETEILCTBYET O BOBIICUCHUH B TIC-
pecTpoiiky jokyca reHa FUS (16pl1).

B mipencraBieHHOM cilydae MOJIOHOI BO3pAacCT TallM-
€HTKW Ha MOMEHT MaHubecTanmu 3a00yieBaHuss, MOpdho-
Jjorm4yeckass KapThHa (HU3Kas KJIETOYHas IUIOTHOCTB,
CKyIHas BacKyJisipu3aliysi, Gndopo3npoBaHHBIC apTepHo-
JIBI, OTCYTCTBHUE JINTIOOJIACTOB K MATO30B) CBUICTEHCTBY-
oT B noaply ®MCHC3. MosekyasapHO-TeHeTU4eCKOe
HCCIIeIOBaHME TAKKe BBIIBUIIO HApYIIIEHMS, O0JIee XapaK-
tepHble W1 DMCHC3, 1 oTcyTCTBHE TeHETUUECKUX CO-
ObITHI1, XapakTepHbIX w1 MJIC.
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CKYIO KapTUHY, TMMYHOTUCTOXUMUIECKII IPOMUIIb OITy-
xomu. OmHAKO OKOHYATEIbHYIO TOYKY BO MHOTHX CITyJdastx
MOXKHO TIOCTaBUTB TOJIHKO TTOCIIC BRITTOTHEHUS MOJICKYJISIP-
HO-TEHETMYECKOro ucciemoBaHusa. Ho maxke mpu sToM
HCCIIeIOBAaHUM MOXHO BEISIBUTH HECTaHIAPTHBIE MOJICKY-
JIIPHO-TEHETUIECKIE COOBITHSI, KOTOPBIE CJIeAyeT MHTEp-
MIPETUPOBATH C YIETOM HAKOIJICHHOTO MUPOBOTO OIIBITA.

3. Weiss S.W., Goldblum J.R., Enzinger EM.
Enzinger and Weiss’s Soft Tissue Tumors.
Mosby, 2001. 1176 p.

4. Lane K.L., Shannon R.J., Weiss S.W. Hy-
alinizing spindle cell tumor with giant



Cnyyad us npakmuku

rosettes: a distinctive tumor closely resem-
bling low-grade fibromyxoid sarcoma.

tions. Cambridge: Cambridge University
Press, 2010. 1116 p.

Tom 1
Volume 1

ONCOPATHOLOGY

Mol Genet 2003;12(18):2349—58. PMID:
12915480. DOI: 10.1093/hmg/ddg237.

OHKOITATOAOT M S

Am J Surg Pathol 1997;21(12):1481-8. 10. Mastoraki A., Strigkos T., Tatakis E.P. 15. Panagopoulos I., Moller E., Dahlen A.
PMID: 9414192. et al. Recurrent low-grade fibromyxoid et al. Characterization of the native

5. Folpe A.L., Lane K.L., Paull G., Weiss S.W. sarcoma of the neck: report of a case and CREB3L2 transcription factor and the
Low-grade fibromyxoid sarcoma and hya- review of the literature. Indian J Surg On- FUS/CREB3L2 chimera. Genes Chromo-
linizing spindle cell tumor with giant ro- col 2015;6(3):296—9. PMID: 27217684. somes Cancer 2007;46(2):181-91.
settes: a clinicopathologic study of 73 ca- DOI: 10.1007/s13193-015-0429-5. PMID: 17117415. DOI: 10.1002/gcc.20395.
ses supporting their identity and assessing 11. Cowan M.L., Thompson L.D., Marino E.L., 16. Papp G., Mihaly D., Sapi Z. Unusual sig-
the impact of high-grade areas. Bishop J.A. Low-grade fibromyxoid sar- nal patterns of break-apart FISH probes
Am J Surg Pathol 2000;24(10):1353—60. coma of the head and neck: a clinico- used in the diagnosis of soft tissue sarco-
PMID: 11023096. pathologic series and review of the litera- mas. Pathol Oncol Res 2017;23(4):863—

6. Nielsen G.P,, Selig M. K., O’Connell J.X. ture. New York: Springer Science & 71. PMID: 28108880. DOI: 10.1007/
et al. Hyalinizing spindle cell tumor with Business Media, 2015. $12253-017-0200-z.
giant rosettes: a report of three cases with 12. Soma S., Bhat S., Shetty S.K. Low grade 17. Panagopoulos 1., Storlazzi C.T., Fletcher C.D.
ultrastructural analysis. Am J Surg Pathol fibromyxoid sarcoma of the palate: a case et al. The chimeric FUS/CREB3L2 gene
1999;23(10):1227—32. PMID: 10524523. report. J Clin Diagn Res is specific for low-grade fibromyxoid sar-

7. Hashimoto M., Koide K., Arita M. et al. 2015;9(10):XD01-2. PMID: 26557602. coma. Genes Chromosomes Cancer
A low-grade fibromyxoid sarcoma DOI: 10.7860/JCDR/2015/14670.6557. 2004;40(3):218—28. PMID: 15139001.
of the internal abdominal oblique muscle. 13. Guillou L., Benhattar J., Gengler C. et al. DOI: 10.1002/gcc.20037.
Case Rep Surg 2016;(2016):8524030. Translocation-positive low-grade fibro- 18. Mezzelani A., Sozzi G., Nessling M. et al.
PMID: 27247823. myxoid sarcoma: clinicopathologic and- Low grade fibromyxoid sarcoma: further low-
DOI: 10.1155/2016,/8524030. molecular analysis of a series expanding grade soft tissue malignancy characterized by

8. Konecna J., Liberale G., Haddad J. et al. the morphologic spectrum and suggesting a ring chromosome. Cancer Genet Cytogenet
Diffuse intra-abdominal low grade fibro- potential relationship to sclerosing epithe- 2000;122(2):144—8. PMID: 11106828.
myxoid sarcoma with hepatic metastases: lioid fibrosarcoma — a study from the 19. Bartuma H., Moller E., Collin A. et al.
case report and review of the literature. French sarcoma group. Am J Surg Pathol Fusion of the FUS and CREB3L2 genes
Int J Surg Case Rep 2015;(14):40-3. 2007;31(9):1387—402. PMID: 17721195. in a supernumerary ring chromosome
PMID: 26217915. DOI: 10.1097/PAS.0b013e3180321959. in low-grade fibromyxoid sarcoma. Cancer
DOI: 10.1016/j.ijscr.2015.06.022. 14. Storlazzi C.T., Mertens E, Nascimento A. Genet Cytogenet 2010;199(2):143—6.

9. Miettinen M. Modern soft tissue patho- et al. Fusion of the FUS and BBF2H7 genes PMID: 20471519. DOI: 10.1016/j.cancer-
logy: tumors and non-neoplastic condi- in low grade fibromyxoid sarcoma. Hum gencyto.2010.02.011.

Bknaa aBTopos

H.A. Topbanb: pa3paboTka nn3aifHa McclieA0BaHMSI, HAIMCAHNE TEKCTa M peIaKTUPOBAHNE PYKOIINCH;

W.B. KneuHna: pa3zpaborka nu3aiiHa ucciaegoBaHus, cOop 1 o00paboTKa Marepuraa, HalMcaHUe TeKCTa PyKOIUCH;
V.A. CearuBona, M.C. Ileuepckas, A.M. @enociok, O.B. MnbpnHa: coop 1 00paboTKa MaTepuana.

Authors’ contributions

N.A. Gorban’: developing the research design, article writing and editing;

I.V. Kleina: developing the research design, collecting and processing of the material, article writing;

E.A. Svyativoda, M.S. Pecherskaya, A.M. Fedosyuk, O.V. II’ina: collecting and processing of the material.

Kond KT HHTEpecoB. ABTOPHI 3asIBJITIOT 00 OTCYTCTBUU KOH(IMKTa MHTEPECOB.
Conlflict of interest. The authors declare no conflict of interest.

NudopmupoBannoe cornacue. [TaimeHTka noanucana MHPOPMUPOBAHHOE COTIacue Ha MyOJMKALIMIO CBOUX JaHHbIX.
Informed consent. The patient gave written informed consent to the publication of his data.

Crarbsa nocrymmia: 12.02.2018. Ipunara K myommkamam: 12.03.2018
Article received: 12.02.2018. Accepted for publication: 12.03.2018

39



