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B cmamwe npedcmaenen  KIUHUKO-NAMONOSUYECKUTI  AHANU3
ANbBEOIAPHOU MASKOMKAHHOU CapKombl, eé ocobenHocmetll u xapaxmepa
3ab01e6aeMoCcmu €10 Yel06eKda.

BBenenne: Anveeonapnasn capxoma mackux mxaneti (ACMT) — 310
OYeHb peAKHi ThUm capkoMbl MArkux TkaHedl (CMT) ¢ HecKoIbKHMH
HEOOBIYHBIMH O0COOEHHOCTSIMH, TaKUMH KaK MUK 3200JIEBa€MOCTH B OYCHB
MOJIOZIOM BO3pacTeé M 4YacTO€ METacTa3WpOBaHHUE B TOJOBHOM Mo3r [1].
Cocrasmuss menee 1% ot Bcex CMT, oHa nopaxkaer mo4TH BCe YacTH Tela,
MIPEUMYIIECTBEHHO TYJIOBHIIEC M IPOKCHUMATBHBIEC OTACIB KOHEYHOCTEH [2—
5], u oObyHO BcTpevaercs y manueHTOB Mojoxe 40 net [5]. Hazsanue
«anveeonspHas» ObBUIO JaHO M3-3a TNCEBJOAIBBEONIIPHOTO BHEIIHETO BUJA
CTPYIITUPOBAHHBIX MOJMIOHAIBHBIX KJIETOK, HE HMECIONIMX ICHTPaJIbHON
cBA3U [4].

OnyXxoiib COAEPKHUT CHEUUPHUYECKYI0 XPOMOCOMHYIO TPAHCIIOKAIIUIO
der(17)t(X;17)(p11;925), wacto ¢ motepeit xpomocoMHoU obmactu 17925
(2,5). Ota TpaHcnoKays npuBoANT K ciausHUIo TeHa TFE-3 (koxupytomero
¢axTop TpaHckpunimu) Ha xpomocome Xpll u rena ASPL (RCC17) na
xpomocoMme 17q25. Tlomyuennslii B pesynsrate ASPL-TFE3-onkonporens
BbI3BIBAET AKTHUBALMIO aHOMainbHOW TpaHckpunuuu [3]. CunvHas
nonodcumenvras — ummynopeakyusi na TFE3  (oxkpawueanue s0ep)
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xapaxkmeprna 0 ACMT [1]. Takke ObLIM OMHUCAHBI APYTHE XPOMOCOMHBIC
aHOMaJINH, TaKhe KaK Tpucomus 7, MoHOcoMus 8 1 MoHocomus 18 [6].

B xauectBe nuddepeHnInanbHOr0 IUarHo3a, B YaCTHOCTH, CIIEAYET
paccMaTpuBaTh Memacmasbl NOYeYHO-KAeMOYHOU KaApYUuHOMbl, YIUTHIBAS,
yTo e€ MeTacTasbl OOBIYHO Jaf0T TIOJNOXKUTENBHBIA pe3yiabTaT Ha
OUTOKEPATHH W BUMEHTHH TPH UMMYHOTHCTOXHMHYECKOM HCCIICIOBAHIM.
Hpyrue nuddepeHnnanbHbIe  ITHATHO3BI  BKIIOYAIOT —MaparaHTIIHOMY,
KOPKOBYIO KapIMHOMY HaJIIOYEYHHKOB, T'€aTOLEIUIIOSIPHYIO KaplHHOMY,
AIBBEOJSIPHYIO  pabZOMHOCAapKOMY, 3JIOKAYECTBEHHYIO MeEJIAaHOMY U
TPaHyJSIPHOKIICTOYHYIO ONYyX0Jdb. [lapacanenuoma TaxkKe MOXKET HMETh
QIBBEOJIIPHBIE  CTPYKTYpBI,  HO, B OTIMYHE OT  HUX, HpHU
UMMYHOTUCTOXMMHYECKOM  HCCIICIOBAHUM  Ha  XPOMOTPaHHMH U
cuHanTopm3uH (HEHPOIHAOKPUHHBIE MAapKephl) NaéT IIOJIOKUTENBHBIN
pe3yabTaT M He UMeeT KPUCTAIUTMYECKIX [UTOIDIa3MaTHIECKAX BKITIOYCHUH.
Memacmazsuvl KOpKOBOU KAPYUHOMBI HAONOYEYHUKO8 U 2eNAMOYELTIONAPHOU
KapyuHoMbl MOTYT OBITH HCKIJTIOYEHBI c MOMOIIBIO
MMMYHOTUCTOXUMHYECKOTO  WCCIeNOBaHUA  (MenaHO-A-TiepeKpEcTHas
PEaKTUBHOCTH NMpPU KOPKOBOHM KaplIHMHOME HaarnodeyHukoB, HepPar mpu
TemaToNeIUTIONAPHON KapiHoMe)[1].  Anvseonspuas paboomuocapkoma
JIEMOHCTPUPYET IU(PPEPSHIMPOBKY CKEJIETHBIX MBIIIL, YTO MOXET OBbITh
HOATBEPXKIEHO UMMYHOTUCTOXUMUYECKUMH PEaklMsIMH Ha crienupuyeckue
MapKepsl CKEIEeTHBIX MBI (MuHOreHHH, Myo D1). 3noxauecmsennvie
MenanHomsl  (0ocobeHHO Memacmamuyeckue) WMEIOT XapakTep pocCTa,
HATIOMUHAIOIINH aTbBEOIISIPHBIE CTPYKTYPHI, HO SIBIISTIOTCSI
MOJIOKUTENBHBIMA IO MEJaHOUUTApHBIM Mapkepam, TakuM kak S-100 u
HMB-45 (uépnast menanoma uenoBeka-45). 3epuucmo-kiemoynas onyxons
HE COJEPKUT KPUCTAJUIMYECKUX ITyYKOB U, B oTiinuue oT ACMT, sBasiercst
MOJIOKUTEIBHOM 1o Oenky S-100.

CoracHO TUTEpaTYPHBIM JIaHHBIM, Y OOJIBIIMHCTBA MAIIMEHTOB OYaru
paspacraiuch 10 OOJBLIMX OIYyXOJEBbIX MAcC, HE BbI3bIBAs Cle(pUIecKUX
CHUMIITOMOB B TE€UEHHE IIUTEIHHOTO BPEMEHH, U B OCHOBHOM PAcCIIOJIarajinch
B Iry0okux TKaHAX 6enpa [3—5]. ToT ¢akT, 4To BCe OImyXou pacioiaraiuch
BHYTPH MBIIIIIBI WIH OJIM3KO K HEH, MOKET IMOATBEPKAATH TE3UC O TOM, YTO
mpoucxoxaeane ACMT sBusercss MHOTEHHBIM [6, 2], XOTS, B CBSI3U C
HEAaBHAMHU  TCHETHYCCKUMH  OTKPBITHIMH, MUOTCHHAs  JIMHHSA
muddepeHIMPOBKN KaxkeTcs: ManoBeposiTHOH [7]. HTepecHO, uTO pasmep
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NEPBUYHOI OITyXOJHM HAa MOMEHT IIOCTaHOBKHM JMarHo3a, Io-BUIANMOMY, HE
BJIMSIET HA UCXOJI, IIOCKOJIBKY Y MAIMEHTOB, yMEPILIUX OT ATOr0 3a00JIeBaHMs,
pasMep TNEpBUYHON OITyXONu OBII MEHBIIE CPEIHEro pasMepa OITyXOJH
TaKOTo THUIIA.

[NonHas pe3exnynsi MEPBUYHON OIMYXOJIH, & TAK)KE PEIHUANBUPYIOLIETO
OITyXOJIEBOTO 00pa30BaHUs, MO-BHIUMOMY, HEOOXOAMMa JUIS JIOKAIEHOTO
koHTpons [3-5], HO He Mmoocem npedomepamumv  OMOANEHHOE
Memacmasuposanue 6 ciyuae parHe2o PAacnpocmpanerusl.
PernuBupytomee 3aboneBanne, Kortopoe B 90% cioyd4aeB MOXXHO
NPEIOTBPATUTh JIOCTATOYHBIM IIEPBUYHBIM JIEUSHHEM, caMO 10 cebe
SA6NAEMCA  HE2AMUBHbIM — NPOSHOCHMUYECKUM — (Pakmopom,  BEpOSITHO,
YKa3bIBAIOI[MM Ha arpecCUBHYIO OHOJIOTHIO OIyXOJIH, MOCKOJBKY Yy BCEX
MAIMEHTOB C PEIMAVBUPYIONIMM 3a00I€BaHUEM TAaKKe OBIIM OTHAIEHHBIC
MeTacTasbl. MHTEpecHo, 4To0 MeTacTasbl MOSBIIINCH 10 MECTHOTO PEIMIHBA.
B atux ciydasx npeonoumumensHoll nociedo8amenrbHOCmbio NPOsGLeHUs
CMAHOBAMCS 1€2KUe, 20N08HOU MO32 U NeyeHb, TIO3TOMY pEHTreHorpadus
WIN KOMITBIOTEpHAsT TOMOTpadusi JIETKUX JOJDKHBI OBITh BKJIIOYEHBI
B mocnenyromue obcnenoanus npu ACMT [9]. Takoit xe mnoaxon
pexomerayetrcs npu MPT wim KT OpromHOW TONOCTH IS BBISBICHUS
METacTa30B B IeUeHH (3a uckmoueHneM Y3U), KoTopsle MpOBOIATCS HpU
IUTAaHOBBIX o0OcienoBaHusAX. V3-3a OTpaHMYEHHOrO 4YHCIAa TAlUEHTOB C
ACMT HeBO3MOXHO CO 3HAUUMOW yYBEPEHHOCTHIO TOBOPUTH O BO3MOXKHOU
M0JIb3€ HEOAJbIOBAHTHOW WMJIM aJbIOBAaHTHOM Tepanuu. Teopus o TOM, 4TO
o0JTyueHne KaKk eAMHCTBEHHBIN BU TEPAITUH MTOJIC3CH IPH METACTATHIECKOM
TTOpa)KeHNH TOJIOBHOTO MO3Ta, 00/ CHA Oblmb NOCMABNIEeHA NOO COMHEHUe,
MTOCKOJIBKY OHO, TO-BHIMMOMY, CIIOCOOHO B JIyYIIEM CIllydae 3aMeJIUTh
POCT, HO HE BBI3BIBACT 3HAYUTEIHHOTO yMEHbBIICHHUS omyxonu. Jlaxe y
MAllMeHTOB,  TOJYYaBUIMX  HEOAJbIOBAHTHYIO  XHMHOTEpANUIO  MpU
HepBUYHOM 3a00JIeBaHUM, OBUIO IMOATBEPXKAEHO TeM, uto Ooixee 70%
OITyXOJIM OCTaBaJIOCh )KU3HECIIOCOOHBIM B 00pa3lie Mocie Pe3EKIHUH.

Heabp padoThl: POAHAIU3NPOBATH XaAPAKTEPHBIE OCOOEHHOCTH
ACMT, npuurHbl €€ BOSHUKHOBEHHS U MEPHI IS 00JIET9eHUs CTPalaHuil 1
TIOBBIMICHHUS KAYECTBA KU3HHU YEJIOBEKa.

Pe3yabTaThl HcciaeqoBannii M ux odcy:kaenme: [lnoTHbIE, XOpOIIO
BacCKyJSIpH3MpOBaHHbIE  omyxonu  (puc.l)  uMennm  XapakTepHBIH
QIBBEOJIPHBIA  (MJIM  TICEBJOAILBEOJISIPHBINA) XapakTep pocta (puc.2);
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OITyXOJIEBbIE KIIETKH OBUIM SIHUTEIUAIbHBIMH W  TOJUIOHAJIbHBIMHU, C
903MHOQWILHON LUTOMJIa3MOM, BE3UKYJSIPHBIMHU SIIPaMH W 3aMETHBIMHU
SIPBIIKaMU. B mwromnasMe MOXHO OBUIO OOHAPYKHUTH POMOOBHIHBIC
KpUCTAJUIMYECKHAE BKIIOYEHHWS. B HEKOTOphIX omyxonsx (puc.3) Obuia
BBISIBJICHA MHBA3MsI B COCY/BI, UTO SIBIIICTCS THIMYHBIM Ipu3HakoM ACMT.

B OompmmHCTBE oOIyXoned MO0 COBCEM OTCYTCTBYeT, IHOO
HaONMIomaeTcss JMIIb HE3HAYNTEIbHOE KOJMYECTBO KOATYISIIMOHHOTO
HEeKpo3a. MUTOTHYECKasi aKTUBHOCTh OOBIYHO HU3KasI.

Kpucrammmueckne BriIOYeHHS OOHapyxuBarTcs B 50% ciyuacB
ACMT. Ilpym HMMMyHOTHMCTOXMMUYECKOM HCCIEIOBAHMU HaOJIONAIOTCS
pa3iIuyHble UMMYHOTHCTOXUMHUYECKHE peakiuu: Ha S-100, Ha necMuH, Ha
axtul 1 Ha HCD (Heiiponcnenupuueckas sHoa3a). Hu B 01HOM OIyX0H HE
OBUTO BBIABICHO peakuuu Ha nutokepaTwHbl, HMB-45 (u€pHas memaHoma
yenoseka-45), muoreanH, CD-31 (xmactep muddepenmmposku-31), CD-34
(xmacrep muddepenmuposkn-34), dakrop VIII (anTHreMOdMIBEHBIN
rJI00YIIMH) M CHHANTO(QH3HH.

Puc. 1. Maxkpockonuyeckasi KapTHHA ACMT,
JAeMOHCTPHMPYIOLIAs  [JOBOJbHO IUIOTHYI0  ONYXOJEeBYH0  Maccy,
PAacHoJIoKeHHYI0 B MATKUX TKaHsaX. Hekpo3 He siBJsieTCA XapaKTepHbIM
MaKpOCKONMMYEeCKHM MPU3HAKOM 3TOi CAPKOMBI.

2076



Marepuanst IX MexkayHapoaHoii cTy1eH4ecKoi Hay4yHoii KoH(pepeHuMH
«B MHpe Hay4HBIX OTKPBITHII»

5

Puc. 2. T'ucronartosiorusi ACMT - poct xapakrepu3syercsi morepeit
KJIETOYHOH CBSI3W B ULEHTPAJbHBIX J0JIX (MCEBA0ATbBEOSIPHAS
cTpyKkTypa). Kpyribsie omyxosieBble KIETOUHBIE AOJbKH, OTpaHUYEHHBIE
(UOPO3HO-COCYTUCTBIMU ~ TIEPETOPOJIKAMH,  COJEpIKAIUE  OMYXOJIEBbIE
KIETKA OKpYIJIOW WM TOJNHUrOHaJIbHOW (OpMBI € 303MHO(UIBHON
LIUTOIIA3MOM, BE3UKYJISIPHBIMU SJIpaMH U 3aMETHBIMU SJIPBILIKAMHU.

Xo \ qarenge Ll <K

zl_ ] “. hugg, I . ';.‘ - ‘ ;
Puc. 3. Ilnoxo quddepenmmposannbiii caydaiit ACMT ¢ obmeii
J0JIbYATON CTPYKTYPO# PacnososkeHHus1 OMyXoJeBbIX KIeTOK.
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3akarouenne: B ciyyae  yIOBIETBOPUTENBHOIO  COCTOSIHUS
NallMeHTOB W  JOMyCTHMMOM  CTeNEeHM HMHBAJUIHOCTH IOAXOJ K
peUMANBUPYIOLIEMY 3a00JICBaHUIO WJIM PE3EKTAa0ENbHBIM OJHHOYHBIM
METacTa3aM 3aKIIOYacTCsl B XUPYPIUYECKOM HCCEYEHHH C MOCIEAyIoNeH
JTy4eBOH Tepamued ¢ IeNbl0 YIyYlIeHHs OOIIero KadecTBa >KU3HH.
XuMHoTepanus peKOMEHIYETCsl TOJIBKO B CIydasX C JUCCEMUHHPOBAHHOM
3a0omeBannu. M3ommpoBaHHas mepdy3us KOHEYHOCTH MOXET OBITh
JIOTIOJIHUTEIBHBIM TePaneBTUIECKUM METOAO0M, TI03BOJISIOLINM IOATOTOBUTh
ycnoBust it Oonee 3(PQeKTHBHON pe3eKIMH M YIYYIIUTH JIOKAJIbHBINA
KoHTpoJb mpu ACMT koHeuHOCTEH.
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ALVEOLAR SOFT TISSUE SARCOMA: CLINICAL AND
PATHOLOGICAL FEATURES
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the article presents a clinical and pathological analysis of alveolar
soft tissue sarcoma, its features and the nature of human morbidity.
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