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BJIATOJAPHOCTU. Hacrosmee uccieaoBanue MpoBOAWIOCH NMpU noaaepxkke U B pamkax npoektoB PROTHETS
(Prognosis and Therapeutic Targets in the Ewing Family of Tumors — npornosupoBanue u TepaneBTH4YeCKHe MUILIEHU MPU
onyxousax FOunra; kourpakt Ne 503036) u EuroBoNeT (European Network to Promote Research into Uncommon Cancers
in Adults and Children): Pathology, Biology and Genetics of Bone Tumors — EBpomneiickas ceTb B HOIIePKKY HCCJIeI0BAHMIA
PEIKUX BHIOB ONyXO0JIeid y B3POCJIbIX U eTeii: MaToIornyecKue, 0M0JOrHiecKre  reHeTHIeCKue acleKThl OImyXoJieil KoCTH;
KoHTpakT Ne 018814) 6-ii pamouHoii uccen0BaTeIbCKOI MporpaMmbl EBpocoro3a.

Kinmnuko-naronornieckasi KiacCu(UKanusi CApKOM B [EJIOM M CAPKOM MSATKHUX TKaHeil B YACTHOCTH MOCTOSIHHO YCJIOXK-
HSIETCSI HE TOJILKO 0JIAroaaps BbISBJIEHHIO B MOCJIETHNE TO/IbI BO3PACTAIONIET0 KOJMYECTBA HOBbIX BHIOB ONMyXOJieil, HO H
BCJIEICTBHE TOTO, YTO OOJIBIIMHCTBO 3THX HOBOOOPA30BAHMII NIMeeT OOILYI0 Me3eHXMMAJIbHYIO IPHPOIY. DTH OMYXOJH MOTYT
UMETDb PA3JIMYHbI (YEHOTUII C MHOTOYHCIIEHHBIMH TMCTOJOrMYECKUMH PA3HOBUIHOCTSIMU H COBNAIAIOIMMH NPU3HAKAMH, YTO
3arpyauser ux uaeHtudukamo. IToaTomy B 10n0/HEHHE K JTIOOOMY IHCTOJOTHYECKOMY HCCIEIOBAHUIO HY2KHO IIPOBOIMTH
UMMYHOTHCTOXMMHYECKHIA AHAJIN3 M 3JIEKTPOHHO-MUKPOCKONNYECKOE MCCJIeI0BAHNE, A TAKKE UCIOJIb30BATh HOBbIE BCIIO-
MoraTeJibHble METOIMKH, TAKNe KAK IUTOreHeTUYECKHii AHAM3 U B 0COOEHHOCTH MOJIEKYJISIPHO-0M0JI0rMIeCKHe HCCIIeo-
Banusi. Taknum 00pa3om, B HACTOsIIIEe BpeMs J1Jisl MOJTy4eHUs SICHOU KAPTHHbI ONpe/e/IeHHOi CAPKOMBI M MPOTHO3UPOBAHHUS
ee UCX0/1a HeO0XO0MMO COYETATh XAPAKTEPHCTHKY KIMHHYECKO# CTAIMHA, THCTOJIOTHYECKOi CTeNeH: 3JI0KA4eCTBEHHOCTH,
TUCTOJIOTMYECKOi PA3HOBUIHOCTH OMYXOJIM U UMMYHOTMCTOXUMHYECKYIO XapaAKTEePUCTHKY.

Kpome Toro, ¢ no3unuu MTOreHeTHKK ¥ MOJIEKYJISIDHOI OHOJIOTHH BBIIEJISIOT IB€ 04EBUIHO PA3JIMYHbIE MOATPYIIbI CAPKOM:
K NIepBOii rpyIie OTHOCUTCS He0OJIbIIOE YHCIO CAPKOM, XapaKTePU3YIOIUXCS Cenu(pUIeCKUMU XPOMOCOMHBIMH ¥ TeHETH-
4eCKHMM TPAHCJIOKANMSAMU; BTOPasi IPYINA NpeCTaB/ieHa 00Jiee 3HAYMTETbHBIM KOJIMYeCTBOM HOBOOOPA30BaAHMI, BO3HUKA-
OIIIX BCJIEJICTBHE KOMIUIEKCHBIX MEPeCTPOEK KAPHOTHIIA M MHOTOYNCJ/ICHHBIX TeHeTHIeCKUX OTKJIOHeHHii. XOTs1 Cpeu 3TUX
TeHeTHYECKHUX TePeCTPOEK JHUIIb HEMHOTHE UMEIOT JAONOJHATEIbHOE 3HAYEeHHE LISl TPOTHO3UPOBAHMS HCX0/1a 3200J1eBaAHMS,
uH(OPMAIIMS 0 HUX NMO3BOJISIET MOCTPOUTD G0Jiee TOYHYIO KiIacCU(UKANNIO, TONOJTHUTH OObIYHbIE THCTOJIOTHYECKHE HCCJIe-
JIOBAHMS U OTHOBPEMEHHO CO3/aTh HOBbIE BO3MOKHOCTH ]ISl TAPreTHOM Tepanuu.

B HacTosmeM 0030pe JaHHBIX 0 CAPKOMAX MATKMX TKAHel MpeCTaBJIeHbI MOCJ/IeIHIE OTKPBITUS B 3THX 00J1ACTAX, 2 TAKKE
paccMaTpuBaOTCS KJIMHMYECKHE CTA1H, THCTONATOJIOTHYECKHE, HMMYHOTHCTOXMMIYECKHE M MOJIEKY/ISIPHO-0U0JI0rIeCcK1e
XapPAKTEePUCTHKH OCHOBHBIX THIOB OMyXO0JIeli MATKIX TKaHel no kiaccudukanun BecemupHoii opranu3anum 31paBooxpa-
Henns (BO3).

1. Brenenue HUU TeMaTOKCUJIMH-203MHOM, UMEET OrpaHUYCHHYIO
MPOTHOCTUYECKYIO IIEHHOCTh M B OOJBITMHCTBE CIIy-
yaeB TpeOyeT MPMMEHEHUS BCTIOMOTaTeTbHBIX METOIOB
HcclieIoBaHus. 3a MOCIeIHNUE FOJbl ObLIO MPEIIOKEHO
HECKOJIBKO HOBBIX MOAX0m0B. K HacTosIieMy MOMEHTY
MOATBEpKAeHA BaxXHOCTh UMMyHorucroxumuu (MI'X)
IUUISI TUCTOIIATOJIOTMYECKON TMAarHOCTUKM OOJBIIOTO
KOJIMYeCTBa paKoOBbIX 3a00jeBaHuii. C MOMEHTa BHE -
penus UT'X B Havane 1980-x rr. 3TOT MeTOA paccMmar-
puBaJics IJIaBHbIM 00pa3oM KakK BCIIOMOTaTeJbHbIN
meton nuarHoctuku CMT. UT'X uMmeer 3HaueHue misd
KJ1accuduKauuy 3TUX OIMyX0Jieit, onpeaeaeHus crene-

Capkomnbl Msarkux tkaneir (CMT) — 3Tto HeomHO-
pOIHAas rpyIia HOBOOOpa30BaHUIA, KOTOPBIE TTOPAXKAIOT
He TOJIbKO MSITKHME TKaHU, HO U COJIMIHbIE OpraHbl 1
4acTO MMEIOT CXOXU I TMCTOJIOTUYECKU I (PEHOTHU, UYTO
3aTPYIHSIET MOCTAHOBKY MPaBUJIBHOTO JUarHo3a, He-
00XOIMMOTO KaK JiJIsl OIpe/iesIeHNs TepareBTUIECKOTo
MoJXo/1a, TaK U ISl TPOrHO3UPOBAHUST KITMHUYECKOTO
ucxona. Mopdosoruueckasi Kiaccupukauusi Capkom
MSITKMX TKaHei, OCHOBaHHasl TOJIbKO Ha OKpalluBa-
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I/I3yquI/Ie CapKOM MATKUX TKaHEW: OT UMMYHOTUCTOXUMUHU 110 MOJIeKyJIHpHOf/JI O1OJIOTUU. HpaKTH‘IeCKI/Iﬁ noaxoq

clIeayeT pacCMaTPUBATh KaK BCIIOMOTaTeIbHBIN METO,
KOTOPBI HE MOXKET 3aMEHUTh IJTAHOBOE UCCIEAOBAaHUE
METOAOM ONTUYECKOI MUKPOCKOITMY CPE30B, OKpallIeH-
HBIX TeMaTOKCUJIMH-203WHOM [1—5].

Kpome Toro, st ucciaenoBaHUsl capkoM OO0JIbIIOE
3HAUYEeHUE TIPUOOPENIN IIUTOTEHETUKA U MOJIEKYJISIpHAsI
LIMTOTEHEeTUKa, Jarole MHHOBALIMOHHYIO UH(hOpMa-
LI1I0 O OMOJIOTUM U TUCTOTEHE3€e OITyX0JIeli. DTH HOBBIE
MOAXOAbl PACUIMPSIIOT BO3MOXHOCTU CTaHIapPTHBIX
TMCTOJIOTUYECKUX, UMMYHOTMCTOXUMUYECKUX U IJIeK-
TPOHHO-MUKPOCKOIIMYECKUX METOAOB MCCIeN0BaHNUS,
MPUMEHSIBIIIMXCS 10 HacTosiero BpemeHu. biarogapst
STUM COBPEMEHHBIM TEXHOJIOTMYECKMM METOIaM MOsI-
BWJIACh BO3MOXHOCTb MAESHTU(PUIIMPOBATh U OXapaK-
TepU30BaTh HEKOTOPHIC HOBEUMIINE SKCIPECCUU WU
CTPYKTYpHBbIE U3MEHEHUS I'€HOB, CeLU(UIHBIC IS
KOHKPETHBIX HOBOOOpa3zoBaHMii. Takxke ObLT omucaH
psii XapaKTEPHBIX JISI CApKOM T'€HEeTUYECKUX TPaHC-
JIOKALIMi, neJeluii U aMIIM(UKALIUIA, YTO TTO3BOJISIET
JIy4lllie IIOHUMATh IIPUPOAY BOZHUKHOBEHUS OIIYXOJIH, €€
TMCTOJIOTHIO Y KIIMHUYEeCKU# ucxon [1—5].

DTa HOBasi MH(MOPMaIIMS TTPOTPECCUBHO MHTEIPU-
pyeTcsl B IUIAHOBBIE NMAarHOCTUYECKME IIPOLICAYPHI,
U HOBBIC KylacCU(UKALIMU OTyXOJeil HEU3BECTHOTO
TUCTOTeHe3a ObLIM agaIllTUPOBAHBI COOTBETCTBEHHO
JTaHHBIM BbIIIEyKa3aHHbBIX METOIOB UCCIECIOBAHMSI.

Bonee Toro, reHeTnyecKme U3MEHEHUS YYUTHIBAIOT-
Cs1 TIpY pa3pabOTKe HOBBIX TEPAIIeBTUYECKUX CTpaTeT Ui,
OCHOBaHHbIX Ha OTKPBITUU CITeLU(PUIECKUX XUMEPHbIX
0eJIKOB, aKTUBMPOBAaHHBIX OHKOT€HOB, 3JI0KAaYECTBEH-
HbIX HOBOOOPA30BaHUIi, CBSI3aHHBIX C (DAKTOpaMU POC-
Ta, WIX ITOBBIIIEHHON 3KCIIPECCUU TeHa Cyunuaa. DTo
KacaeTcsl TAaKXKe psiia FTeHOB, yYaCTBYIOIIMX B IIEPEHOCE
CUTHAJIOB Ha yyacTKaX, KOHTPOJb KOTOPbIX BO3MOXEH
C MOMOIIIbIO TAPTETHOM Teparuu, Kak B cilyyae ¢ abep-
PaHTHBIM MyTeM, aKTUBUPYEMbIM TUPO3MHKMHA30M,
MPU HEKOTOPBIX capKoMax XeJyIouYHO-KUIIEeUHOro
TpakTa [6]. B HacTosiIeM 0630pe paccMaTpUBaETCs P
CapKOM U MOrpaHUYHbIX 3JI0KAYeCTBEHHbIX HOBOOODA-
30BaHUI MSITKUX TKaHEl, MOp(hOoornueckue JaHHbIE O
KOTOPBIX JIOTIOJIHSIIOTCSI pe3yJibTaTaMUu UCCeI0BaHUN
M0 HOBEMIIMM MEeTOAaM, TaKUM KaK IIUTOreHeTUuKa 1
MoJieKysipHasi ouosorus [7].

2. ITaronornyeckue mexannsmol CMT:
o0mmue 3aMevYaHus

OnHUM U3 IJIaBHBIX BOIPOCOB B NMaTOJOTUHU OMYX0-
JIet siBJisieTcs rtucTojiornueckas kinaccugukamus CMT
MO CTENEHM 3J10KAYeCTBEHHOCTU. BbIIo MmpemioxkeHo
HECKOJIBKO CHMCTeM KJaccupUuKaluu, OIHAKO eTUHOTO
MHEHMSI Ha UX CYET O CUX ITop He cyliecTByeT [8]. Ha-
nbosiee U3BECTHHI ABe ccTeMbl Kinaccudukaunuu CMT,
OIHa 13 KOTOPKIX ObLIa pa3paboTaHa HalmoHaabHBIM
uHctutytoM paka (NCI — National Cancer Institute),
JIpyras Oblia npeaioxeHa MpaHiy3ckoii deaepaim-
el OHKOJIOTUYECKUX LIEHTPOB IO JICUCHUIO CapKOM
(FNCLCC — French Federation of Cancer Centers

Sarcoma Group). B o6eux cucremax o1ileHUBaOTCS TPU
IJIaBHbBIX MapameTpa: nuddepeHumnanus KieTok, mpo-
TSDKEHHOCTB HEKPO3a 110 pe3yJIbTaTaM MUKPOCKOITHH 1
KOJIMIECTBO MUTO30B (YMCIIO MUTO30B Ha 10 TTocenoBa-
TeTBHBIX, BBIOPAaHHBIX CTyJYaifHBIM 00pa30oM yJacTKax,
pPacCMOTPEHHBIX noa MUKpocKoroM ¢ 400-KpaTHBIM
yBenuueHueMm, s3kBuBajgeHTHBIM 0,1734 mMm). Kpome
TOTO, TIPY UCCIIEIOBAHNN HEKOTOPBIX BUIIOB OITyXOJIei
TaKKe YYUTBIBAETCS KJICTOUHBIN TIIeOMOP(U3M 1 HAChI-
IIEHHOCTH KJIeTKaMu. HeKoTopbie capKOMBI, TaKMe Kak
capKoMbl FOMHTa/TPUMUTUBHBIE HEMPOIKTOIE PMAITh-
HBIE OTTYXOJIN, CHHOBUATbHBIE CAPKOMBI I paOIOMITHBIE
OITyXOJIM, CIMTAIOTCS OTYXOJSIMU BBICOKOM CTETIEHU
3JI0Ka4eCTBEHHOCTH, HE3aBMCHUMO OT BBIIIIEYKA3aHHBIX
napaMeTpoB (0oJee MoapoOHO 00 3TUX CUCTeMaX KJlac-
cudukanum cM. B paborax Kocra u coanr., 1984, u Iity
u coast., 1997) [9, 10].

AMepUKaHCKHAI O0BeTUHEHHBIN KOMUTET T10 M3Y-
yeHuto paka (AJCC — American Joint Committee
on Cancer), a Takxxe BO3 ¢ knaccudukaumeit TNM
(tumor-node-metastasis — pazMep OITyXOJIU, ITOpaxKe-
HUEe TUMGATUIECKUX Y3JI0B, HAIMYME OTHaJIeHHBIX
MEeTacTa30B) ULl CTAAMPOBAHUS OIyXOJieil KocTeil u
MSTKHMX TKaHe# paccMaTpUBalOT KJIacCH(UKAIINIO U3
4 cTemeHel, KOTOPbIE MOXHO COKPATHUTh IO ABYX —
BBICOKas M HM3Kasl CTEIEHb 3JI0KAYeCTBEHHOCTH.
GX — crenedp guddepeHIMALIMK OITYXOJIN HE MOXKET
obITh onipeaeneHa; G1 — xopoio nugdepeHpoBaH-
Has omyxojib; G2 — ymepeHHO nuddepeHInpoBaH-
Has onyxoib; G3 — mioxo guddepeHIpOBaHHAS
omyxoib; G4 — mioxo auddepeHIpoBaHHAS WIX He-
mvddepeHIMpoBaHHasI OITyXojb. IlepeBomn moboii crucTe-
MBI 13 3 KJTaccoB (Takoi Kak cuctema DpaHITy3cKoit
(eneparnm OHKOJOTMYECKUX IIEHTPOB 1O JICUCHUTO
CapKOM) B CICTeMY M3 4 KITaCCOB (CHCTeMBI CTaIPOBa-
HUS, pa3padoTaHHbIe AMEPUKAHCKUM 00beIMHEHHBIM
KOMHUTETOM 10 U3YIeHUIO paKa Wi MeKIyHapOIHBIM
MPOTUBOPAKOBBIM COIO30M) JTOJIKEH OCYIIIECTBIISITHCS
ciaenyrolmuM odpa3zom: crerieHb 1 coorBeTcTBYeT G1;
crerneHb 2 cooTBeTcTBYeT G2; cTeneHb 3 COOTBETCTBYET
G3u G4. 910 03HAYAET, YTO CTEIEeHD 2 IO KiIaccuguKa-
i HanmoHamsHOTO MHCTUTYTA paka 1 PpaHIry3cKoit
(beneparnm OHKOJOTMYIECKUX IIEHTPOB 1O JICUCHUIO
CapKOM CUMTAETCS «BBICOKOH CTETIEHBIO 37T0KaYeCTBEH-
HocTW» B 1eisix TNM-cTanupoBaHus.

Yto KacaeTcs CTaaAMpoOBaHUS OIYXOJIEH, TO IMPOTO-
KOJIBI PEKOMEHIYIOT MCTIOJIb30BaTh CUCTEMY CTaIlpO-
BaHMS 1O pa3MepaM OITyXOJIM, TTopaXkeHWIo JTumMda-
TUYECKUX Y3JI0B Y HATMIMIO OTHAJIEHHBIX METAaCTa30B
(cuctemy TNM-cTagupoBaHus), pa3pabOTaHHYIO
AMEPUKAHCKIM OOBEIMHEHHBIM KOMUTETOM 10 U3Y-
yeHuto paka (AJCC) u MexmyHapogHBIM IIPOTUBO-
pakoBbIM coro3oM (UICC — Union Internationale
Contre le Cancer). B ciygae ¢ capkoMaMu MSITKUX
tkaHei cucteMa AJCC/UICC nenut capKoMbI BEICOKOI
CTETIEHM 3JI0KaYECTBEHHOCTU Ha 2 OTAEIbHbIE CTaIUN
(II u III cranuu) Ha OCHOBAaHUM KOMOWHAIIUM TaKMX
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CapKoMBbI MITKUX TKaHei

ImapaMeTpoB, KaK pa3Mep OIyXOJIM MeHee MIu Oojiee
5,0 cM u riyOMHa MHBa3uu omnyxoju. Ilo cucrteme
cTaavpoBaHus, pa3padoTaHHO OOIIECTBOM IO U3y4e-
HUIO paka KOCTHO-MbIIeuHO# cuctembl (MSTS —
Musculoske-letal Tumor Society), Bce capKOMbI MSITKHX
TKaHe HU3KOM CTeTIeH! 3JI0Ka4eCTBEHHOCTH CUMTAIOT-
¢ oITyXosiMu | ctanmu, a Bce capKOMBI MSITKIX TKaHE
BBICOKOI CTENEHHU 3JI0KaYeCTBEHHOCTHU CUMTAIOTCS
onyxonsmu Il cragum, He3aBUCUMMO OT UX pa3Mepa u
[JIyOMHBI UHBA3WU.

TeMm He MeHee B 3TUX KJIacCU(MUKALIUSIX OCTAIOTCS
OTKPBITBIMU HECKOJBKO BOIIPOCOB, HAIIpUMep, OTpe-
NeJIeHre cTaTyca TpaHUIl OITyXoau. B pekoMeHmammsx
Accolmaluy CeluaarucToB B 00J1aCT aHATOMUYECKO
U xupyprudeckoit nmarojoruu (1998 r.) mpennoureHue
OTJaeTCs UBMEPEHUIO PACCTOSIHUSI OT OMYXOJU 10
0003HaYEHHON I'paHUIIbl, OHAKO 3TOT MOKa3aTelb He
YUUTBIBAETCS B HOMeHKIaType. OH MOXeT UCMOJIb30-
BaThCs AT 0003HAYCHUSI TPpaHUII (KpaeBoe MCCeUeHNE
WJIY ITMPOKOE UCCEUYEHUE ), OMHAKO B OCHOBE €TI0 JICKUT
He KOJIMYECTBEHHOE U3MEPEHME TKaHU, OKPYXKaoIIei
omyxoJb (MeHee vwiu 6osee 2,0 cM), KakK IpearoaaraeT-
¢Sl B IPOTOKOJIE, a CKOpee KaueCcTBeHHasl OlleHKa TKaH!
BOJIM3U IPaHULIbI OITYXOJIH.

Kak yrmomMuHaioch BhIIIE, IIUTOTEHETUKA U MOJIe-
KyJIsSIpHasi TeHETUKA MPUOOpean 0OJIbIlIoe 3HaUYeHUe
s uccaenosanuss CMT, npegocTtapisisi JaHHbBIE O
OMOJIOTUM U TUCTOTeHE3e ATUX OIyXOJiei. DTU HOBbIE
MOAXOJbl PACHIUPSIOT BO3MOXHOCTU CTaHIapTHBIX
TMCTOJIOTMYECKUX, UMMYHOTHCTOXUMUUECKUX U IJIeK-
TPOHHO-MUKPOCKOITMYECKIX METOIOB UCCIIEIOBAHUS,
MIPUMEHSIBIITUXCS O HACTOSIIETO BPEMEHU.

CMT pengrcs riaBHBIM 00pa30oM Ha ABE I'PYIIbI
MO MIPU3HAKY KOMILJIEKCHOCTU T€HETUYECKUX U3Me-
HeHuit [11]. K nepBoii rpymnre oTHOCSTCSI CapKOMBbI
co cren(pUIECKUMHI TeHETUUECKUMH U3MEHEHUSIMM
1 TIPOCTBIMU KapMOTHUIIAMHU, XapaKTEePU3YIOITUMUCS
crelnduIecKuMy TPAHCIOKALIMSIMM WIN TOYSUHBIMU
MyTalMSIMU, HaJTMIMe KOTOPBIX MpearnoaraeT Hayajio
Mpoliecca OHKOTeHe3a U SIBJSIETCS] BaXKHOM MUIIIEHBIO
JUJISI MOJIEKYJISIDHOM IMarHOCTUKM. DTa TpyIia BKJIova-
eT B ce0s1 25% capKoM, Jalile BCTpeUaroImnxcs y aeTeit
1 TIOAPOCTKOB U COCTOSIIINX M3 OMMHAKOBBIX MEJTKUX
arpeccuBHBIX KieToK [11]. Bo BTOpylo rpyrmy BXOAST
MPEUMYIIECTBEHHO IJIcOMOpGHbBIE CAPKOMBbI, IS KO-
TOPBIX XapaKTEePHbI CJIOKHbIE KAPUOTHUITbI 0€3 CIeLM-
(ruecknx reHeTUueckux u3MeHeHuii. K atoii rpynre
otHocATca octaBimecs 2/3 Bcex CMT, koTopbie yaliie
pa3BUBaIOTCA y B3pocbIX [11].

ITpu CMT BbIAeAsIETCS MSATh OCHOBHBIX TUIIOB P -
OOpeTeHHBIX MyTaLMiA. Jeseyus — 3To r00ast moTepsi re-
HETUYECKOTo MaTeprasia MeHbIIIe pa3Mepa XpOMOCOMBI.
Henerss MOXeT TTPOMCXOINUTD C TIIIEYOM XPOMOCOMEI,
FeHOM WJM HEeCKOJbKUMU HYKJIeOTUuaaMu. Amnau-
@ukayus — 2TO HAJTMYME HECKOJBbKUX KOMUI OTHOTO
reHa, CTPYKTypa KOTOPOTO B OCTaJJbHOM OTHOLIEHUU

HOpMaJlbHa U BEeJIET K MOBBILIEHHOI SKCMPECCUU T'eHa.
Tpancaokayus — 3T0 OOMEH T€HEeTUYECKOro MaTepua-
Jla MEXIy IBYMSI HETOMOJIOTUYHBIMUA XPOMOCOMAaMHMU.
Hneepcuss — 5T0 pe3yabTat IByX pa3pbiBOB XPOMOCOMbI
C mocienyloueil BCTAaBKOM BHYTPEHHETO ydyacTka,
pasBepHyToro Ha 180°. Toueunas mymauyus — 3TO TUI
MyTalluU, TP KOTOPOM OJTHO OCHOBaHME B MOJIEKYJIE
JHK 3ameHsieTcst npyrum.

C noMo11IbI0 MOJIEKYJISIPHO-TEHETUYECKMX UCCIIe0-
BaHuii CMT ObLIY BBISIBJI€HBI OTJIMYUTEIbHBIE MOJIEKY-
JISIpHBIE TIPU3HAKU OITyXOJIE OT TOYEUHBIX MYyTalIUiA 10
XPOMOCOMHBIX TpaHcaoKalmii. MHpopMaLms, mojaydeH-
Hasl B pe3yJibTaTe 9TUX MCCIIEI0OBaHNIA, Oblia TPUMEHEHA K
JIMarHOCTUYECKHUM, MPOrHOCTUYECKUM 1 TepareBTuiec-
KHM acIleKTaM BeIeHHUsI OHKOJIOTMYeCKMX OOJIbHBIX [11].

[IpencraBiaeHHBI HUXE 0030p HE IPEeTeHOyeT Ha
3BaHME MCUYEPIBIBAIOLIECTO 1 He MTOKpbIBaeT Bce 100 Bu-
JIOB OIyXOJIE€M MATKMX TKaHEl, cpely KOTOPHIX BbIIE-
JISIIOTCS JOOpOKaYeCTBEHHbIE, TTOTY3/I0KaYeCTBEHHbIE,
MCEeBA03JI0KAYEeCTBEHHbIE CAPKOMBI, CApKOMBbI MPO-
MEXYTOUHOI (hOPMBI U CApPKOMBI BBICOKOI CTEIIEHU
3JI0Ka4yeCTBEHHOCTHU. JInuilaM, 3aMHTEPECOBAHHBIM B
yIJIyOJIEHHOM MCCIeIOBAHUU 3TOTO CJIOXHOTO, HO
MHTEPECHOTO aCIeKTa MaToJ0TUM, MOXHO IMTOPEKOMEH -
JIOBaTh psiJi KHUT U nocaeaHux o630pos [8, 9, 11-30].
Ilo cyrtu, manee moiineT pedb TOJABKO O Haubojee
pacrpoCTpaHEHHBIX 3JI0KaY€CTBEHHbBIX OITyXOJIsiX, B
KJaccU(UKALINIO KOTOPHIX HOBbIE TEXHOJIOTUU BHECTU
3HAYUTEIbHBIN BKJIA.

3. Anasm3 CMT Ha ocHOBaHMH UX THCTOJIOTHYECKOI
KOH(UTypanuu

3.1. ®udpomnacTuyecKue U MUOMUOPOIIACTHIECKHE
Onyxo.11 (ONMyX0JIH, COCTOSIIME IIABHBIM 00pa3oM
U3 BEPETEHO00PA3HBIX KJIETOK)

HMMMmyHOTHCTOXMMUS MMeeT OOJIbIIOe 3HAYCHUE
IIJISE METOAA OKPACKU IeMaTOKCUJIMH-203MHOM B 1a-
THOCTHKE BEPETEHOKIIETOYHBIX HOBOOOpa30BaHUi. MBI
paccMaTpuBaeM HEKOTOPBIE M3 HUX, YYUTBIBAsI TO, UTO B
HacTosIIIIee BpeMsl K HUM OTHOCSITCSI HOBOOOPAa30BaHUSI
C OYEeHb pa3HOOOpa3HBIM I'McTOreHe3oM. bojee Toro,
HEKOTOpPbIE U3 3TUX OITyXOJIEH, TAKME KaK JIeroMuocap-
KOMa WIX BepeTeHOKJIETOYHAsI JIUIIOMa, IIpUHAIJIeXaT
K IPYTMM TMCTOT€HETUYECKUM KaTeTOPUSIM OITyXOJIeH.
CreneHb 3JI0KAY€CTBEHHOCTA MHOTHUX U3 3TUX OIYXO-
JIeit onpeiesisieTcsl He TOJIbKO Ha OCHOBAaHUU TMCTOJIO-
I, a TpeOyeT MPUMEHEHUsI IPYTYX, BCIOMOIraTeIbHbIX
METOIOB MCCAEIOBAaHUS IJIs YTOUHEHUS AUArHo3a.
Takzke HYy>KHO y4ecThb, YTO MHOTME BEPETEHOKJIETOUHbIS
OITYXOJIA UMEIOT arpPeCCUBHBIN TMCTOIOTUIECKUI THUTI,
OHAKO JTeMOHCTPUPYIOT JOOPOKaYeCTBEHHOE KIMHM-
yecKoe IoBeAeHMe, KaK, HallpuMep, TaK Ha3blBaeMbIe
IICEBIOCAPKOMBI M Apyrye ITorpaHnYHbIe oImyxomu [20,
25, 31-34].

Bpoxnennas ¢pubpocapkoma BcTpeyaeTcsl y AeTeid
MIPEeNMYIIECTBEHHO Ha IIEPBOM I'OAY XKM3HU 1 BO MHOTHX
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CJTy4yasix BBISIBJISIETCS YKe ITPU POXKIACHUN. DTa OMyX0JIb | YeCKOM XpOMOCOMHOM nepectpoiikoii t(12;15)(p13;q25),
pacTer 1o TUIIMYHOMY JUISI CAPKOMBI CLIEHAPHUIO U Ha- | KOTOpasi BeleT K causiHuio reHoB ETV6-NTRK3. Takoe
nomuHaet pudpocapkomy y B3pocibix (puc. 1J). [Tpo- | ciuanume reHos erko oGHapyXKuBaeTcsl B CBEXKE3aMO-
Jmdepanusi BEpeTeHOOOPa3HBIX KIETOK MOXET OBITh | poskeHHOM MM 3aJIUTOM rapadnHOM MaTepuaie rias-
CBsI3aHA C OYaraMi MUKCOVIHOM TKaHU WK C MEKH- | ypiv 06pasoM C MOMOILLBIO 0GPATHON TPAHCKPHIILIUNI
MM KPYTJIBIMU KJIETKaMU, TMOJOOHBIMU KJIETKAM Ie- | noMMepasHoil enHoit peakimu (OT-TILP). Dra

MaHTHUOIICPULIMTOMBI. HpI/I 3TOM MOXET HaOJII01aThCs Ipolenypa BaxkKHa JUIS ,Z[I/ICI)(I)CpCHLII/IaIILHOfI JMArHOC-
odarosasd nim ,I[I/I(b(I)YBHaH BOCHATNTC/IbHAA HH(bI/UIB_ TUKU, YTOOBI OTJIMYUTH 3a00JI€BaHUE OT JPpYyrux HOBO-

Tpauus. IuddepeHnmanbHas IMarHOCTUKA OCHOBBIBA - .

" 00pa3oBaHUii, TaKMX Kak (prubpocapKoma B3pOCIIbIX MU
eTcs Ha rojioxkutenbHoit MI'X-peakiiuym Ha BUMEHTUH 16 TOBDOKAUCCTECHHBIE OMVXOL. OCTDOCHHELS
(puc. 1L) u NTRK3 (reH peuenropa HelipoTpoduHa-3, Py JLObp YXOJH, p

U3 KJIETOK (hMOpOOIACTHOTO TUTIA U BCTpeYalolIrecs B

trkC); no 30% oryxoJieil JaIOT MOJIOXKUTEIBHYIO peak- - . -
LIMIO Ha aKTHH ¥ B HEKOTOPBIX CYUasiX AecMuH, uto | OTOM K BO3PACTHON rpymine, BKIoast MHMAHTWIBHBIA

CBUIETENBCTBYET 0 MUOGUOpoGnacTHoi nddepen- | PuOpomaros m muodubdpomaros [4, 8, 20, 25, 35].

anuu [4, 8, 20, 25, 35]. HNuarHo3 ¢gubpocapkomMa B3pOCJBIX CTaBUTCS TO-
[TOMUMO MMMYHOTHCTOXMMUYECKUX MPU3HAKOB | PAa3l0 pexe biaaronaps KiaccubuKauum OONbIIOTO
BpOXIeHHas HUGPOCApKOMA xapakTepuayeTcs crieldu- | KOIMYECTBA HOBBIX BUIOB ONYXOJICH, COAEPKALINX
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Puc. 1. A. Monoda3nasi CHHOBHATbHASI CADKOMA, OKPACKA FeMaTOKCHIIMH-203UHOM, yBesmuenue B 20 pa3; B. Monoda3nas cunoBnaibnas
capkoma (CK+), yeamuenue B 40 pa3; C. Monogdasnas cunoBuaibHas capkoma (EMA+), ysemuenue B 40 pa3; D. MuoduoépodiacTas
CapKoMa, OKpacKa reMaTOKCHJIMH-303MHOM, yBemdeHue B 40 pa3; E. MuoduopotaactHas capkoma (SMA+++), yseimuenue B 40 pas;
F. Muoduépoodaactaas capkoma (ALK++), yBenmnyenue B 40 pa3; G. CBeT/IOK/IeTOYHAS CAPKOMA, OKPACKA TeMATOKCHIMH-303UHOM,
yBesmmuenue B 40 pa3; H. Ceeriokierounas capkoma (S100+++), ysesmuenue B 40 pa3; I. Ceeriiokneroynas capkoma (HMB-45+++),
ysexmmuenue B 40 pa3; J. Bpoxaennas (pudpocapkoMa, OKpacka reMaTOKCHIHH-303HHOM, yBemdenue B 20 pa3; K. dudpocapkoma B3pociibix,
OKpaCKa reMaTOKCHJIMH-2031UHOM, yBemdyeHue B 20 pa3; L. Bpoxaennas ¢puodpocapkoma (Bumentun+-++), ysenmuenue B 40 pa3
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CapKoMBbI MITKUX TKaHei

¢ubpobmacTl 1 MUOPUOPOOIACTHI U 00IaTAIOIINX
cneudrUUecKUMMU UMMYHOTUCTOXUMUYECKUMU Xa-
paKTEepUCTUKAMU U OTIpeNeJeHHbIM KIMHUYECKUM
nopegeHWeM. B cBSI3M ¢ 3TUM BO MHOTHMX CJydasx
JNIMArHO3 CTaBUTCS METOJOM WCKJIIOYEHUS, HA OCHO-
BaHUM MMKPOCKOTIMYECKOTO MCCIEA0BaHUS CPE3OB,
OKpalleHHbIX TeMaTOKCUJIMH-303UHOM, 1 Hel0CTaTKa
SKCMPECCUU APYTUX MApKEPOB, KPOME BUMEHTUHA.
ITox MUKPOCKOTIOM BUIHBI BEPETEHOOOPA3HBIE KIETKM,
pacmnoJioKeHHbIE B BUIE TUTTMUHOM «€JT0UKU» WU TIJIe-
teHus (puc. 1K). DT KIeTKr UMEIOT IIPOA0JIrOBaThie
TEMHbIE OKpallMBalOLIKeE sIipa U CKYIHYIO [IUTOTLIa3MY.
®ubdpocapKoMbI 60JIee BEICOKOM CTEIIEH! 3JI0KAYeCT-
BEHHOCTH MOTYT UMUTHUPOBATh 3JI0KaUeCTBEHHYIO (h1b-
PO3HYIO TUCTUOLIUTOMY, IEMOHCTPUPYS MHOTOSIIEPHbBIE
TMTaHTCKUE KJIETKHU. MUTO3bl OOBIYHO HAOII0AAI0TCS
B 0OJIBILIOM KOJIMYECTBE, U MOBbILLIEHHAsI 9KCITPECCUST
Ki67 accoumnupyercst ¢ 60jiee BLICOKOM CTENEHbBIO
3510-KadecTBeHHOCTU. PubpocapKoMbl HU3KOM CTe-
MEeHU 3JI0KaYeCTBEHHOCTU HEOOXOIMMO OTJIMYaTh OT
MCEBAOKAPLMHOMATO3HOTO Y3€JIKOBOro (hacuuTa uin
MOBEpXHOCTHOTO (hubpomaTosa 8, 13, 15, 20].

Penxoii pa3HOBUIHOCTBIO (PIOPOCAPKOMBI SIBJISICTCS
CKJIepo3upyomas snurenonanas ¢pudpocapkoma, Ko-
Topyto onucanu Meiic-Kunnoiaom n Kungomom. OHa
COCTOUT M3 MUTEIMOUIHBIX KJIETOK, PACTOJIOKEHHbIX
COJIMAHBIMU OCTPOBKAMU B BUJE THE3/ UM PO3ETOK U
CMEIIaHHBIX ¢ (PUOpPOCapKOMAaTO3HBIMU BEPETEHOO00-
pPa3HBIMM KJIETKAMU; KPOME TOTO, OCTPOBKHU KJIETOK
OTZIeJIEHBI APYT OT Apyra OOIIMUPHBIM cKiepo3oM. OHuU
MOTYT pacroJjaratbcs o MO NMEPULIMTOMbI, MHOTIA
C MUKCOMIHBIM KOMIOHeHTOM [36]. EnnHcTBeHHOM
PErYJSPHO BBISIBISIEMOMN MOJOXUTEIbHONM peaKuein
SIBJISIETCSl peakiisl Ha BUMEHTUH, TOTAA KaK peaKue
SMNUTeNUaTbHbIEe MapKepbl MOTYT YKa3blBaTh Ha MpU-
CYTCTBUE SMUTEIUOUIHBIX KJIETOK.

DTU OMyXoJu UMEIOT TEHIEHIIUIO K MECTHOMY pe-
LIMMBUPOBAHUIO U 00Pa3yIOT OTAAJIEHHbIE MeTacTa3bl
y 50% manueHToB.

HckmoueHneM SBIISIETCS TaK Ha3biBaeMasl BBIOY-
xawmas aepmarogudpocapkomMa, pa3BUBalomIascs B
J1yOOKOM CJIoe IepMbl M UMEIoI11asl BEpPETEHOKIIETOU-
HYI0 KOH(pUTypaino. DTa onyXojb UMEET MOCTOSH-
HBI UMMYHO(EHOTHUII C IOJOXUTEIbHON peaKIInei
Ha BuMeHTUH 1 CD34, nomo0HO 100poKaYeCTBEHHOM
ME30TeTMOME.

[IuToreHeTnyeckue Uccie0BaHUS BbISIBUIM B KJIET-
Kax BbIOyxalolieil nepMaTod@rOpocapKoMbl cieugpu-
YecKue aHOMaJIMM, TaK1e Kak pelunpoKaibHas TpaHC-
Jokauust xpomocoM 17 u 22, t(17;22), u no6aBoYHBIE
KOJIbLIEBbIE XPOMOCOMBbI, COCTOSIIIIME U3 PACCESIHHbIX
MOCJIe10BaTETbHOCTE N HYKJIEOTUIOB IMCKOB XPOMOCOM
17(17922) u 22(22q12). B pe3yabraTe 3TUX IIepeCTpO-
€K MPOUCXOJIUT CIAUSIHUE TeHOB 0-1 yenu Konracena
Imuna (COL 1A1) v 6-uenu mpombouyumapnoeo haxmopa
pocma (PDGFB, c-sis KJI€TOYHbBIII IPOTO-OHKOTEH BU-
pyca capkoMbl 00e3bs1H). [IpomMoTOp KoJl1areHa CTUMY-

JIMpyeT o0pa3oBaHue XUMepHOTo Oesika reHoB COL IA 1
u PDGFB. XuMepHblii O€10K 3aTeM IIpeBpalllacTcs B
GYHKUMOHAIBHBIN 0etoK TeHa PDGFB ¢ ocieayommuM
B3aMMOJIEICTBUEM C PELIENITOPOM TPOMOOLIMTAPHOTO
(hakTOpa pocTa Ha MOBEPXHOCTH KJIETOK BbIOYyXatolleit
nepMatodudépocapKoMbl. AKTUBALIUMS TUPO3UHKHU -
Ha3bl pelenTopa TPOMOOLUMTapHOIO (pakTopa pocTa
WHULIMUPYET Npoaudepalnio KJIeToK BblOyxatolei
nepMmatodudpocapkoMbl [37]. bbuto moka3aHo, 4TO
9Ta reHeTUYecKasi aHoMasusl TIPUCYTCTBYET TPU BCEX
noaBuaax BeIOyxatolieit nepmatocpudpocapkomsl [38] u
YTO e¢ MIeHTU(PUKAIINS TAKXKe UMEeT TeparieBTUIeCKIe
TTOCJIEICTBUSI, TJIABHBIM 00pa3oM TpU MPUMEHECHUM
MMaTUHMOA B HEOAIbIOBAHTHOM pEXMME B Heorepa-
OeIbHBIX caydasx [23].

C Ipyroii CTOpOHBI, BepeTEHOKJIETOUHASI pa3HOBU/I-
HOCTb FaCTPOMHTECTHHAIBHBIX CTPOMAJIBHBIX OMyXOJIei
(T'MCO) nnarHocTupyeTcss Ha OCHOBAHUM DKCIIPECCUM
rena c-kit (CD 117) wm PDGFRa, CD 34 u DOG |6, 39].
HecmoTps Ha KIMHUKOTIATOJOTUYECKUE Pa3InuMs,
reHerudecku 'MCO xapakTepu3yloTcs MyTalUsIMU
reda KIT mnu 6-uenu tpombouuTapHoro akropa
pocta (PDGFRA), 1mo3ToMy OHM HE4yBCTBUTEIbLHBI K
MMaTHHUOA Me3UJIaTy — MHTUOUTOPY TUPO3MHKINHA3HI
KIT u PDGFRA. CyliecTByIOT IIepBUYHBIE MyTallu1
redoB KIT nmnu PDGFRA, cBsI3aHHBIE ¢ TTaTOTeHE-
3oM 'MCO, 1 BropuuHble MyTallMK, BbISIBISIEMbIE BO
BpeMsl JIeueHUs] UMaTUHUOOM M BbI3bIBAKOIIME pa3-
BUTUE JIEKAapCTBEHHOU pe3ucTeHTHOCTU. Haunbonee
pacmpoctpaHeHnsl myTanuu reHa KIT B 11-Mm sk30He,
mpu 3ToM Jokanu3oBaHHbIe B xkenyake [MCO c nene-
UMM B 11-M 9K30He 00Jiee arpeCCUBHBI, YEM OITyXOJIU
¢ mucceHc-myTtaumein. Tun myranuu reHoB KIT wnm
PDGFRA sBasetrcss nHbOpMaTUBHBIM TTOKa3aTeaeM
JIJISI TPOTHO3MPOBAaHMS OTBETA Ha JieueHue. Tak, maiu-
EHTHI ¢ MyTarueli B 11-M 9K30He XOpOIITo OTBeYaoT Ha
Tepanuio MMaTUHUOOM, TOTJa KaK IMallMeHTHl C MeHee
pacnpoctpaHeHHoit Ala502 Tyr503dup myTauueii reHa
KIT B 9-M 3K30He, HabMOAaMOIICHCS TPEUMYIISCTBEH-
HO Mpu JoKanuzoBaHHbIX B KuieuHuke [ MCO, meHee
YyBCTBUTEIbHBI K UMaTUHUOY. 3ameHa Asp842Val B
18-M BK30HeE sIBJIsIeTCSl Haubosiee pacrpoCcTpaHeHHO!
myrtauueit reHa PDGFRA, n TUCO ¢ TakumMu myTa-
LUSIMU PE3UCTEHTHBI K UMaTUHUOY. MyTauuu reHa
PDGFRA cBg3aHbBI ¢ JIOKAJIM30BAHHBIMU B KEJTYIKE
'MCO, nMeomnMy 3ITUTETNOMIHYI0 MOP(OJIOTUIO
U MEHee 3JI0KaueCTBeHHOe TeuyeHue. BropuuHbie
myTtauuu reHa KIT 3aTrparuBaioT riaBHBIM 00pa3oM
9K30HHI 13—17, KOoTOpHBIE, B CBOIO O4Yepedb, OoJice
YYBCTBUTEIbHBI K IPYTOMY UHTUOUTOPY TUPO3MHKUHA-
3bl — cyHUTHHUOY. TMCO mnipencTaBisitoT co00it Xopo-
I IPUMEP TOTO, HACKOJIbKO BaXKHO TeHOTUITHPOBA-
HUe JJ11 IMarHOCTUKM 1 OLIEHKU YYBCTBUTEJbHOCTU K
WHTMOUTOpaM TUPO3MHKMHA3bl. [TogpoOHBIA 0030p
“HGbOpMalMK 110 3TOMY BOIPOCY MPEJICTABJIEH B Clie-
ayrolei padore [6].
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BocnaauresibHbie NCeBA0ONYX0JIM WM BOCTIAIUTEb-
Hble MuOGHOpodIacTHBIE omyxom (BMO) (Trma3zmMokite-
TOYHas TpaHyJeMa 1 BOoCcIauTeIbHas (rudpocapkoma)
XapaKTepusyloTcs Ipoiudepanneii Gudpo0IacToB U
M10o(pHUOPOOIACTOB BEPETEHOKIETOYHOI KOH(pUTypa-
LMY C OOWIJIBHBIM BOCTIAJIMTEIBHBIM MH(MWIBTPATOM,
COCTOSIIITUM TIPEUMYIIIECTBEHHO U3 KJIETOK TUTa3MBI 1
muMdounToB (puc. 1D). BeperenHooOpa3Hbie KIETKU
BMO Taxke oxkpamuBaioTca BuMmeHTuHoM, HHF35 u
SMA [13, 15, 20, 31—-33] (puc. 1E). Menee niocrosiHHa
MOJIOXKUTENIbHAS peakiuust Ha necMuH (50% ciryuaeB)
u snutenuanbHbie Mmapkepbl AE1/AE3 u CAM 5.2
(mpumepHo 1/3 cimygaeB) [13, 15, 20, 31-33]. Kpome
TOTO, HAaOIIOMAeTCs BhIpaXKeHHasl TTOJIOXKUTENIbHAS pe-
akums Ha CD45 n CD68 B ipucyrcTBrn TMMQOLIUTOB
1 TUCTHOIIUTOB.

Heonnactuueckas npupona BMO noarsepxaeHa
BBISIBJICHUEM TTOBTOPSTIOIIMXCS KJIOHAJTBHBIX abeppariii
B XpoMocoMe 2p23, Tog0OHBIX BISIBISIEMBIM TP aHA-
TJIaCTMYECKOM KPYITHOKIIETOUHOM TuMdome. [Tpumep-
HO B 50% ciry4aeB Ipy OITyXOJISIX BBISIBIISICTCS] MyTallHst
reHa ALK, BciencTBre 4yero HadJIrogaeTes MOJIOKUTETb-
HOe MMMYHHOe okpaiuuBanue st ALK- 1 (puc. 1F) uan
p80[13, 15,20, 31—34]. ITpu BMO o6b1uHO Hab10ma€TCSA
LIMTOIUIa3MaTUYECKOe OKpallliBaHWe, TOraa KakK IpHu
aHAIUIACTUYECKOM KPYITHOKJIETOUHOM TMM(POME OHO MO-
JKeT OBITh KaK SIIePHBIM, TaK M IIUTOTUIA3MATHUECKIM.

OpHako oKpallvBaHUE MpPU BbIsBIeHUU reHa ALK
B BEPETEHOKJIETOYHBIX OIYXOJISIX HE SIBJISIETCS CIEIIN-
¢raHbIM TOIBKO 11t BMO. OHO OBL10 TaK3Ke OMCaHO
TIPY 37T0KAYeCTBEHHBIX OITyXOJISIX 000JI04YeK Meprudepn-
YeCKHUX HEPBOB, JIESIOMHUOCApKOME M pabIOMHOCapKOME
(PMC) [34].

3/10KaYeCcTBEeHHAS ONMyXO0Jb 000J1049eK nepudepuyec-
kux HepBoB (3OOITH) pa3BuBaeTcs U3 IMIBAHHOBCKUX
KJIETOK VT UMEIOIITUXCS HeiipohnOpoM 1 IeMOHCTPH -
pPYET MPOYHYIO B3aMMOCBS3b ¢ HeliponbpoMaTo3omM
I Tuma. DTH OIyX0aIM r'MCTOJIOTNYECKU Pa3HOO0pa3HbI
(puc. 3G, 3H) u MoryT cogepxaTh 3JI0Ka4eCTBEHHEIE
YYaCTKM HEOTHOPOMHOM muddepeHIInany Me3eHX -
MaJTbHBIX KJIETOK. /IMarHOCTHKA 3THX OTTyXOJIei JoJDKHA
OCYIIIECTBIISITBCSI HA OCHOBAHUU TTOJOXUTEIBHOM pe-
akumu Ha S100 (50—70% ciygaes) (puc. 31) u npyrue
Hu3KocneuruduuHbie Mapkepbl, Takue kKak HNK-1
unmn PGP 9.5, BeIsIBIsIEMbIE TaK3Ke TIPU APYTUX Bepe-
teHokJIeTouHbIX CMT. TeM He MeHee mpr HEKOTOPBIX
mwioxo auddepennupoanHbix 30OITH pesyabraTsl
MMMYHOTHCTOXUMUIECKOTO UCCIIEIOBAHMS MOTYT OBITH
HeyOemuTeIbHBIMU. [1pr 5TOM MOTYT ITPUCYTCTBOBAThH
EMA u CD34, oxkpamuBaioiiue IepuHeBpalbHbIe
KJIEeTKM (ToJ0XuTeabHas peakuusa Ha EMA) u sHmo-
HeBpaJIbHbIE (PMOPOOIACTHI (TTOI0XKUTEIbHAS peaKIINs
Ha CD34). KpoMe TOro, IOJIOXXUTEIbHAS peaKius Ha
EMA upe3mepHO BbIpaxkeHa IIpU SIUTEIMOMIHBIX IN
Kkene3uctbix 300ITH. 310 00CTOSITENBCTBO 3aTPYAHSIET
ux nuddepeHIINANTbHYIO0 TUaTHOCTUKY OTHOCUTETHHO
CUHOBUATLHON CapKOMBI, TP KOTOPOU TaKxKe WHOT-

Ja HabIIomaeTcs TMOJIOKUTETbHAs peakIns Ha 0eoK
S-100. ITpu 300I1H ¢ pabmomuocapKoMaTO3HOM A~
(bepeHIIManIMEt, M3BECTHON TaKXkKe KaK 37T0KauyeCTBEH-
Hasl TPUTOH-OITyX0JIb (puc. 7A, 7B), IporHo3 xyxe, 4yeMm
npu kiaccuueckorr 300TTH, u 11 mocTaHOBKY Mpa-
BWJIBHOTO MTHMAarHO3a HEOOXOAMMO M3YdeHUE MCTOPUU
00JIe3HNM 1 3HaHUSI, Kacaloluecs camoro auarHo3sa [40].
[eTeporeHHbIlI KOMIIOHEHT, TaKOI KaK pabmo0JIacThl,
aKcrpeccupyet necMuH (puc. 7C) M aKTUH WIN ApYyrue
MapKephbl MBIIIIEYHBIX KJIETOK [4, 8, 20, 41].

Menkoxnerounsiit BapuanT 30O0ITH, momoOHbII
capkoMme FOuHra, oTIM9aeTcss OT MCTUHHON Tepude-
puYecKoil HeliposkToaepManbHoit ommyxonau (ITHDO)
Gmarogapst oTCyTcTBUIO 3Kcmpeccun DC99, CD57 u
HelipodunamenToB. Peakius Ha 6enok FLI1 Takke
oTpunareabHas. MoJIeKyIsIpHbIE CIUSIHUSI TEHOB
EWS/FLI1 He BbIIBISIOTCSA. 3710Ka4YeCTBEHHbBIC IIEPU-
HEeBpaJIbHBIE OTTYXOJIM BCTPEYAIOTCS UPE3BBIYATHO pPell-
KO, HO IEMOHCTPUPYIOT MOJOKUTETHHYIO PeaKIInio Ha
AHTUTEH STMUTENMABHBIX MeMOpaH EMA u kinaynuH- 1
[4, 8, 20, 41].

MuogudpocapkoMa HU3KOil CTeNeHH 3JI0KaYecT-
BenHoctu (MHC3) nipesacransieT coboil penkuit BUa
OMYyXOJIM MATKUX TKAHEM, 4acTO JOKAJIMU3YIOUIMICS B
o0Omactu royioBsl 1 ier. MHC3 MoryT ObITh MOXOXMUMU
Ha LeJIbIH psii JOOpOKauYeCTBEHHbBIX OITYXOJIE U OIyX0-
Jielt HU3KOU CTETTeHU 37T0Ka4YeCTBEHHOCTH, BCJICICTBHE
Yero AMarHo3 MOXET OBITH IMOCTaBlIeH HeBepHO. I1o
TUCTOJIOTUYECKUM XapaKTepUCTUKAM 3TU OIYXOJH
HaXOISATCS MEXIY OOBIKHOBEHHOM (hrOpocapKoMoit 1
JIEHOMIOCapKOMOI, UMEIOT ITyYKU BEpeTeHOOOPa3HbIX,
3Be3MYATHIX WM HAOYXIINX KJIETOK, BEpETCHOBUIHBIC
3y0JaThie Be3WKYJSIPHBIE snpa W OJIETHYI0O 303MHO-
(punbHy0 MTOIIIa3My. MUTOTHUUYECKAs] aKTUBHOCTh
BapbupyeT oT 1 10 15 Muto30B Ha 10 MUKpocKonuyec-
KUX TT0JIEN 3pEeHUS.

C TOYKHU 3peHUST UMMYHOTUCTOXUMMU, OIYXOJe-
BbI€ KJIETKM aKTUBHO 3KCIIPECCUPYIOT BUMEHTHUH, a
TakKe TJaIKOMBIIIEYHBI aKTUH, CIIeIn(pUIecKuit
MBIIIIEYHBIN aKTUH, KAITTOHWH U (UOPOHEKTUH, TOTIA
Kak peakims Ha h-KamxmecMoH oTpularenbHas. Ha-
OJIfomaeTCsT HU3KMI YPOBEHDb KCIIPECCUU AeCMUHA 1
oTpunaTeabHas peakiuus Ha ALK.

HuddepeHunaabHas IMarHOCTUKA IIPOBOAUTCS B
CpaBHEHMHU C BOCHAJIMUTEIbHON MMO(PUOPOOIaCTHOMI
OITYXOJIBIO, KOTOPAst UMEET ITOXO0KME TUCTOJIOTUIECKIE
XapaKTePUCTUKH, HO He 00JIaaeT CITOCOOHOCTHIO 9KC-
npeccupoBath 6eoK (40% ciaydaes) [20, 33].

Cunosuanbnas capkoma (CC) — a0 HOBOOOpa3oBa-
HHE HEM3BECTHOTO MTPOUCXOKICHUST, 00s13aHHOE CBOMM
Ha3BaHUEM CXOJCTBY C ME30TeIMeM, TTOKPHIBAIOIINM
CMHOBMAJIbHBIE 0007109KH1. OTHAKO B HACTOSIIIIEE BPEMSI
0OIIIEeN3BECTHO, YTO 3TOT BHUJI OIYXOJHU MOXET BCTpe-
YaThCs 3a IMpeaesiaMy CYCTaBOB U MSITKHX TKaHEe, Tae B
COJIMIHBIX OpraHax, TAKUX KaK TTOYKH, JIETKUE IV CEPILIC.
[cTonornyeck BHISIBIIIETCS HE MEHEe TPEX pa3HOBUII-
Hocreit CC: oudasnnie, MoHOMa3HbIe (puc. 1A) 1 Henud-
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dbepennpoBaHHbIe. XKene3ncThIii KOMITOHEHT MOXET
OBITH OYeHDb OOMIJIBHBIM M B HEKOTOPBIX CITydasiX UMH-
THPOBAaTh METACTATUUYECKYIO aleHOKapIIMHOMY (pucC.
5D, 5E), omHaKo OH OOBIYHO IIPUCYTCTBYET B MEHBIIIEM
KOJIMYECTBE, YeM ME3EHXUMAaJTbHBIN KOMITOHEHT, COIep-
KAl BepeTeHOOOPa3HbIE M ATTUTETMONIHBIE KJIETKH.
MoryT IpHCyTCTBOBATh YY4aCTKH CKIIEP03a, MUKPOKaTb-
KAy U TeTepoTornHoi occudukanum. ITomoxmu-
TeTbHasl peakIIns Ha BUMEHTUH B BEPETCHOKIIETOUHOM
KOMITOHEHTE OYeHbB SIPKO BBIpaxkeHa, W TIPH HAJTNINHU
akcnpeccun EMA (puc. 1C), nutokepaTtuna (puc. 1B),
Cam).2 (TakKe JIOKaIM30BaHHOTO B HEOOJIBIINX IPYII-
TTax SMUTETNONIHBIX KIETOK) U IIUTOIIa3MaTHIeCKOM
okpacku CD99 MoxHO pacro3HaTh 3MUTEJIUATbHYIO
muddepeHnnanuo. beuii Takke peaioXeHbl IpyTUe
MapKephl, cpeard KOTopeIX E-KamrepwH, B-KaTeHWH,
Bcl-2, EGFR 1 SALL-2 [42—44].

Dkcnpeccust reHHoro npoaykra c-MET u ¢gakropa
pocra renaTouuToB/paccenBatolero pakropa (OPT/PD)
Habmogaercs B oudazHbix CC ¢ 00Jblieil THTEHCUB-
HOCTBIO B COJIMIHOM SITUTEINATBLHOM MW STATETNO-
WIHOM KOMITOHEeHTe. TakKe cBsi3aHa C SIUTEIUaTbHON
muddepenunanmeii axcanpeccus CD44 u ero nuzopopm
(CD44v3-v10). B HeKoTOphIX ciydyasx HaOmomaeTcs
04aroBoe SIIepHOE OKpalMBaHue Ha 6eok S-100, kak
npu 300I1H [43, 44]. DnuTtenuaabHble Me3eHXUMAIIb-
HbIe MapKepbl TPAaH3UIIMU OBLTN HETaBHO IPOAHAIM-
3UPOBAHBI B IMTyOJIMKAIINN, N3MaHHON HaIllel TpymIoi
U ocBellalleir Bormpoc akcnpeccun E-kanrepuHa u
aCCOIIMUPOBAHHBIX MOJIEKYJI, TAKMX KaK TMyTH aKTH-
BallMM TPAaHCKPUIILIMOHHEIX (pakTopoB Snail, Slug,
JIMCcaarepruH, KOMIIOHEHTOB (hakTopoB Wnt/wingless u
PI3K/AKT B 6u(a3HbIX U MOHO(A3HBIX CHHOBUATBLHBIX
capkomax. Ilpu moHoMa3HbBIX (UOPO3HBIX CUHOBU-
aJTbHBIX CapKOMax ITOBBIIIIEHHAS 9KCIIPEeCCHST aKTHBa-
1 Wnt curHaibHoro nytu dpakropamu Snail, Slug u
MHACaarepruH 3HAYUTEIPHO KOPPETMpPOBaia C MHAKTH -
BUpPOBaHHOI1 3Kcrpeccueil E-kanrepumna. Hanpotus,
COXpaHMBIIASICS B XKeJIE3MCTOM KOMITOHEHTE OM(pa3HBIX
CMHOBHAJIbHBIX CApKOM 9KcIipeccust E-kaareprna Oblia
CBsI3aHa CO 3HAYUTEIbHOM IMMIOHWKEHHOM 9KCIIpeccuein
¢axropoB Snail u nucaarepuH. boiee Toro, akTuBaIKsI
Wnt u PI3K/AKT He Obl1a cBsI3aHa ¢ MHAKTUBALIEH
Oua3HbIX CUHOBUAJIBHBIX capkoM E-kaarepuHowm.
B HameM mcciaemoBaHUM TOBBIIIEHHAS dKCITPECCUs
¢dakTopoB Snail, Slug u nucaarepuH M aKTUBALIUSI
CUTHAJIBHBIX IyTeit Wnt (abeppaHTHas sepHast akKKy-
MyJISLMsI B-KateHuHa 1 akcnpeccuss GSK38/pGSK3B)
u PI3K/AKT, cBsizaHHasi ¢ ”HAKTUBUPOBAHHOM 3KC-
npeccueit E-kanreprHa B BepeTeHOOOpa3HBIX KJIETKaX
MOHOMa3HBIX (PMOPO3HBIX CMHOBUAILHBIX CAPKOM, TTO -
TBEPXKIAET TOT (PaKT, YTO 3Ta Pa3HOBUIHOCTH CHHOBH -
ATBHBIX CAPKOM, BO3MOXKHO, pa3BUBAETCS TTOCPEICTBOM
HEOTJIACTUYECKOW 3MUTETNATBHO-ME3€HXUMATbHOU
TPaH3ULINN.

B Hemud depenmpoBaHHBIX MeNTKOKIeTOUHbIX CC
SKCIIPECCUPYIOTCS Te XKe MapKephl, YTO W TIPU CapKo-

Max KOumHTa/MIpUMHUTUBHBIX HEHPOIKTOAEPMATBHBIX
omnyxoisax. boyee 3HaUNTETbHOE KOJTUIECTBO KIIETOK,
okpammBaromuxcs Ha EMA unu uutokepaTuH, o0Jier-
qaioT TuddepeHIINANTBHYIO TUaTHOCTHKY, OTHAKO IS
OKOHYATEIbHOM MAEHTU(UKALIMHI OITyX0JIeii HEOOXOIM -
MO HCITOJIb30BaHUE BCTIOMOTATEIbHBIX METOIOB.

BobIMHCTBO CHHOBHATBHBIX CAPKOM XapaKTepu3y-
1otcst anHomanmeit t(X;18)(pl11.2;q11.2), B pe3ybrare Ko-
TOPOI MPOUCXOAUT CUIHUE Mexkay TeHoM SS18(SYT) B
18-11 xpoMmocoMe 1 OTHUM U3 FeHOB SSX B X-XxpomocoMe
C IIOSIBJICHUEM XMMEPHBIX TeHOB SS18-55X1, SS18-S5X2
wi SS18-55X4 [25]. Bo MHOrux oT4eTax BhICKa3bIBa-
IOTCS TTPEAITOJIOXEHNUS O HATUIUM OTNpeaeeHHOMN
B3aMMOCBSI3M MEXIy MOP(MOIOTMUECKUMI TTOIBUAAMU
CHMHOBUAJIBHBIX CAPKOM M TUIIOM XWMEPHBIX T€HOB.
B pa6ote JlamaHOTO U COABT. TOBOPUTCS O TOM, UTO
THUIT CIIMSTHUSI TEHOB TMIPU CMHOBHMATBHBIX CapKOMax
HMMeJT IPOTHOCTHYECKOe 3HAYeHUE U UTO TIPU CIUSTHUHT
SYT-S5X1 oryxonau 06Ut MOHOMAa3HBIMU WM Oudas-
HBIMM, TOTAA KaK Ipu caussHum SY7T-SSX2 6onbiimnHCc-
TBO omyxoJieii 0butn MoHOga3HbIMU [45]. OgHako B
00J1ee HOBBIX MCCIECIOBAHUSIX OBIJIO YCTAHOBJICHO,
yrto ciausiHue SS18-SSX He MposIBIsieT CTaTUCTUIECKU
3HAYMMOM KOPPEJISALIMH C TUCTOJOTUISCKIM TTOITUTIOM
OITYyXOJIW WJIHA TTIPOTHO30M [46, 47].

3.2. OnyxoJ/iM MBIIIEYHbIX KJIETOK

JleiiloMmuocapkoMbl MATKHX TKaHeil BCTpe4yaloTCs
MPEeUMYILIECTBEHHO B 3a0PIOIIMHHOM MPOCTPaHC-
TBE, TJIYOOKUX CJIOSIX KOXHW U KPOBEHOCHBIX COCYaXx.
KoMnakTHble y4yKM CUTapOBUIHBIX MPOJOJITOBAThIX
siIep pacriojiararoTcsl B BUIE TUIETEHUSI ¢ KPYTOBbIM U
MEePULIMTHBIM pacripefenieHueM. MoxeT oTMedaTbCs
CKJIEpO3, MUKCOUAHbIE ydyacTKu (puc. 2J) uau Bocra-
JIUTeJIbHAsl peakiusi. ATUIIU3M U MUTO3 BapbUpYIOT B
3aBUCUMOCTH OT CTETNEHU 3JT0KAaY€CTBEHHOCTH OITyXOJIU
[20]. UMMyHOTHCTOXMMUYECKHE NCCISAOBAHMS IT03BO-
JISIOT OTJIMYUTH OTU OIYXOJIU OT IPYTUX BUIIOB BepeTe-
HOKJIETOUHBIX HOBOOOPA30BaHU C TOMOIIIBIO TAHEN
AQHTUTEJ, BKIIOYAIOLIMX IECMUH, TJIaIKOMbIILIEYHbI aK-
TUH, MBILLIEUHBII aKTUH U h-KangecMoH (puc. 2K, 2L)
(puc. 3E, 3F). MbI ucrioib30Bajiv BCe BILIEYTTOMSIHY-
Thle aHTUTeNa 1 IuddepeHIMaTbHON TMarHOCTUKA
9TUX OMyXOJeil OTHOCUTEJIbHO IPYIMX BUIIOB BepeTe-
HOKJIETOUHBIX OMYXOJieil, TaKuX Kak Muoguopoodac-
THBIE OMYXOJU MSITKUX TKaHEeil, KOTOPbIE YacTO DKC-
MPEeCCUpPYIOT, XOTS U B MEHbIIIeH CTeNeHU, HEKOTOpbIe
n3 3tux aHTutea. AuddepeHanbHass IJMarHOoCTUKA
UMeeT OOJIbIIOE 3HAUEHME, TTOCKOJIbKY JIeioMrocap-
KOMBI 00Jiee arpecCuBHBI, Y4eM MUO(PUOPOCAPKOMBI
HU3KOM cTerneHu 3J0KayecTBeHHOocTU. Kpome Toro,
Ipu IU10X0 Ar(hepeHLIMPOBAHHBIX IeOMIOCapPKOMaX
9KCIIPEeCCHUs JeCMIUHA MOXKET OTCYTCTBOBATh [48].

B otuume ot npyrux CMT neiiomMmuocapkoMbl He
OTJIMYAIOTCS CIelM(pPUIECKUMU TeHETUUYECKUMU MyTa-
LIMSIMU Y IPUHAJIEXKAT K TPyTIie CapKoM, 00J1a1aiomx
CJIOXHBIMU KapuoTUIiamMu. B pe3yibraTe HEKOTOPBIX
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Puc. 2. A. MukcouaHasi JMIOCapKoMa, OKPacKa reMaTOKCHJIMH-303WHOM, yBeundenue B 40 pa3; B. MukconnHas jaunocapkoma,
OKPACKa reMaTOKCHJIMH-303UHOM, yBeinueHue B 40 pa3; C. Mukcounnas sunocapkoma (S100+), yeamyenue B 40 pa3; D. Mukcouanas
3/10KaYecTBeHHAs1 (MOPO3HAsI THCTHONMTOMA BBICOKOW CTENEHH 3JI0KAYeCTBEHHOCTH, OKPACKA TeMaTOKCWIMH-I03UHOM, yBeJIMYeHHe B
40 pas; E. 310kavecTBennas ¢puoposnas ructuonuroma (CD68+++), ysenmuenue B 40 pa3; F. 310kavecTBeHHas (puOPO3HAS THCTHOLMTOMA
(CD34+), yBenmnuenue B 40 pa3; G. MuKcouaHas 3/i0Ka4ecTBeHHAs (DUOPO3HAS TMCTHONMTOMA HU3KOM CTENEHH 3JI0KAa4eCTBEHHOCTH,
OKPAaCKa TeMaTOKCWINH-3031uHOM, yBejumdenue B 40 pa3; H. Mukcounnas 310kadecTBenHasi (puOPO3HAS] THCTHOLMTOMA HU3KOI CTEeHn
3JI0KAY€CTBEHHOCTH, OKPACKA réeMaTOKCHJINH-303UHOM, yBemdenne B 40 pa3; I. Mukconanas 310kavyecTBeHHass puOpPo3HAs THCTHONMTOMA
(BumMeHTHH++), yBeqmueHune B 40 pa3; J. MukcouaHas J1eiioMHOCAPKOMA, OKPACKA reMaTOKCUJIMH-203UHOM, yBejudyenue B 40 pa3s;
K. Mukcounmnas geiiomnocapkoma (SMA+++), yseimuenne B 40 pa3; L. Mukconnnas Jeiiomrocapkoma (necMun+), ypejmdenue B 40 pa3

WCCIIeIOBAaHMIA, OCHOBAHHBIX Ha MPOGWISX TeHHOM!
SKCIPECCHH Ha OMOYMTIAX, ObIIIO YCTAHOBJIEHO, YTO I1J1€0-
MOp(dHbBIE CAPKOMBI, ITPeACTaBICHHbIE ITABHBIM 00pa3oM
3JI0Ka4eCTBEHHBIMH (DUOPO3HBIMI TUCTUOLIUTOMAMI/He -
b depeHLIMPOBaHHBIMU TNTEOMOPMHBIMU CAPKOMAMU U
JIeliOMHOCapKOMaMU, XapaKTePU30BaICh HEOTHOPOIHBI-
MU TIPOMUIISIMH, XOTSI TeHbI, CBSI3aHHBIE C TUTTOKCUEN 1
3a[eICTBOBaHHbBIE B KJICTOUHOM LIKJIE, TTPOrdepalni,
aJire3nu, TiepeMeILieHUH, pa3IoXeHNN OeJIKa, TOMeocTase
Y MMMYHHOM OTBETE, UTPAIOT BAsKHYIO POJIb BO BCEX ITJI€0-
MopdHbIx noarunax (puc. 3D, 3E, 3F) [21].
Paonomuocapkoma siBisieTcst HauboJiee YaCThIM 3J10-
KayeCTBEHHBIM HOBOOOpa30BaHUEM MSITKUX TKaHEH Y
JIeTeil Y MOJAPOCTKOB U PEIKO BCTPEUAETCS Y B3POCIIBIX.

Cpenu rucTONOTUYECKUX TTOATUIIOB BBIACISIOTCS OOT-
PUOMIHBIN, d9MOpHOHANBHBIN (prc. 6D), mieoMopd-
HBII, aTbBEOJSIPHBIA (OOBIKHOBEHHBIN M COJUAHBIN
BapuaHTbl) U BEPETCHOKJICTOUHBIN TUIIBI, U3 KOTOPHIX
yalie APYruX BCTPEYaloTCs aJdbBEOJISIPHBIA U 9MOpHU-
OHaJIbHBIN. [1neoMopdHbBII TUIT Yallle BCTpevaeTcs y
B3POCJIbIX U TTOXOX Ha 3J10Ka4eCTBEHHbIC (POPO3HBIE
ructuounToMbl. KpoMe Toro, kinaccugukanus padao-
MHOCApKOM, TaHHAs B XOJI€ MEXTPYIIIIOBOTO UCCEI0-
BaHUS, BKJIIOYAET TaK Ha3blBaeMble IMOPUOHAbHbBIE
CapKOMBI, MOJ KOTOPbIMU MMEIOTCS B BUIY ClIydyau
C HEAOCTAaTOYHBIM MUOTIE€HE30M, MOATBEPKIACHHBIM
MOP(DOJIOTUYECKUMU UM UMMYHOTUCTOXMMHUYECKUMU
mapkepamu [8, 11, 13, 20, 49].
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Puc. 3. A. ILreomopduas 310KayecTBeHHAss (PUOPO3HAS THCTHOLUTOMA, OKPACKA reMaTOKCHIMH-303HHOM, yBeaumyenue B 40 pas;
B. I1eomopduas 3n0kavecTBeHHAs (pOPO3HAS TACTHOLUMUTOMA C THTAHTCKUMH KJIETKAMH, OKPACKA FeMATOKCHJINH-303UHOM, YBEJIMYEHHE
B 40 pa3; C. [lneomopduas 3n0kadecTBenHast ¢pudpo3Has ructuonuroma (BuMeHTHH+++), yBemmdenue B 40 pa3; D. I[lneomopduas
JIeiOMHOCAPKOMa, OKPACKA reMaTOKCHIIMH-303UHOM, yBemdeHue B 40 pa3; E. [1neomopduas neiiomuocapkoma (SMA++), yBenmyenne
B 40 pa3; F. Ilneomopduas neiiomuocapkoma (h-kannecmon++), ysenuuenue B 40 pa3; G. 310kauecTBEHHAS OMYX0Jb 000J0YKH
nepugepnyeckoro Hepsa (3OOITH), okpacka reMaToKCHIHH-3031MHOM, yBeamdenne B 40 pa3; H. 30OOITH ¢ nieoMophHbIMHA KJI€TKAMH,
yBeamyenne B 40 pa3; 1. 300ITH (S100+++), yBeamuenue B 40 pa3; J. [LlneomopdHasa ruaMHU3HPYIOMIAS AHTHIKTATHYECKAS OMYX0JIb
(IITAO), okpacka reMaTOKCWINH-3031HOM, yBennmdeHue B 20 pa3; K. [ITAO, okpacka reMaTOKCHJIMH-303MHOM, yBelmdeHue B 40 pa3;

L. IITAO (CD68+++), yBenmuenue B 40 pa3

Meton UT'X oueHb mosie3eH 1151 KiaaccuuKalum
9TUX CAPKOM U TTIO3BOJISIET C BLICOKO TOUHOCTBIO OTJIN-
YyaTh UX OT APYTUX BUJIOB 3710KaU4€CTBEHHbIX HOBOOOpa-
30BaHuii. HabmonaoTcst mojIoXKuTeIbHbIE peakiMK Ha
HECKOJIbKO MapKepOB, B OCOOEHHOCTU Ha IGCMUH, CIe-
HUdUIECKUit r1aaKOMbIIIEYHbI aKTHH YeJI0BeKa, cap-
KOMEPHBI MUO3UH 1 HEKOTOPbIE LIMTOIJIa3MaTUUECKUE
HEHUTEBUIHBIE OEJIKU: MUOTJIOOWH, KPETUHKUHA3Y-M,
IUCTpo(UH, TUTUH, OBICTPBIII MUO3UH U TPOIIOHUH.
Taxcke mpucyTCTBYIOT siiepHble 6e1ku MyoD1 u muore-
HuH. [TonoxxuTenbHas peakliys Ha JECMUH BbISIBJISIETCS
B 95% caydaeB padbnoMuocapkoM (puc. 6F), uro mo3so-
JISIET CYUTATh IECMUH HanOoJiee MOoJe3HbIM aHTUTEJIOM.
DMOpUOHaTbHbIE PAOIOMUOCAPKOMbBI 9KCIIPECCUPYIOT

muorenrH 1 MyoD1 (puc. 6E) mpumepro B 90% city-
yaeB. TUTUH sBAsIETCS crielU(PUUECKUM MapKepom
BEPETCHOKJIETOUHOI pabmoMuocapkombl. Peakiius Ha
OCTaJIbHbIE aHTUTEJIA, B YAaCTHOCTU Ha crieliupuiecKuit
[JIaIKOMBIILIEYHBII aKTHH YesioBeKa (MOHOKJIOHAIbHOE
anturesao HHF-35), ObiBaeT MoaoKuTeIbHOM B pa3ind-
HOM KOJIMYECTBE CllyyaeB, KoTopoe gocturaeT 90% mist
Bcex padbgomuocapkoMm [8, 11, 13, 20, 49].

Ha ocHoBanuu cnusHusi reHoB PAX3/FKHR cne-
JIAaHO BaxKHOE€ pa3jinvyve MeXIy IUIoxo auddepeHiu-
POBaHHBIMU SMOPHOHAIBHBIMU pabIOMHUOCAPKOMAMU
U COJMIHO-aTbBEOISIPHBIMU pabIOMUOCAPKOMaAMU
[22]. AnbBeonsipHble pabJOMUOCAPKOMBI XapaKTepU-
3YIOTCST IByMST TTATOTHOMOHWYECKUMU TPaHCIOKAIIUSI-
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mu — t(2;13)(q35;q14) u t(1;13)(p36;q14), BoIsIBISIE-
MbIMU B 80% u 15% cilydaeB COOTBETCTBEHHO, TOTIA
KaK JUIs1 SMOpHOHAIbHBIX padJOMIOCAPKOM He XapaK-
TepHBI MHOTOKPATHBIC CTPYKTYPHBIE XPOMOCOMHBIE
nepecrpoiiku [50].

3.3. OnyxoJiv KUPOBO# TKAHU

B nmarHocTmke HOBOOOpA30BaHMIl XXMPOBOM TKa-
HU HamboJjiee MOJIe3HBIM WHCTPYMEHTOM SIBJISICTCS
OKpalllMBaHKE T'eMaTOKCUJIMH-303MHOM, TOrIa Kak
MMMYHOTUCTOXVUMHUS W 3JIEKTPOHHAST MUKPOCKOITHUS
WUrpaloT BCIIOMOTaTeNIbHYIO poJib. 2KUPOBBIE KJIETKU
JEMOHCTPUPYIOT SIIEPHYIO MTOJIOXUTEIbHYIO PEAKLIUIO
Ha 6es10Kk S100 (puc. 2C), ogHAKO 3TOT MapKep MOXET
MOTEPSIThCSI Ha (POHE aHAILIACTUYECKUX alUIIOLUTOB,

Jiesiasi HEeBO3MOXKHBIM OTpejie/ieHue ux mprpobl. Bepe-
TEHOKJIETOYHAS JIMMOMA,/TIJIeoMOpP(HAS JIMTIOMA U BepeTe-
HOKJIETOYHAS JIMIIOCAPKOMA SIBJISTIOTCS TUCTOJIOTUYECKHU
OJIMBKUMMU BUJAMMU C MEPECEKaIOIIUMUCS TMCTONIOTH -
YEeCKMMU XapaKTepucThuKaMu. BepeTeHOKIeTOUHbII
KOMITIOHEHT 3THX OIyxoJieii okpammuBaeTcs Ha CD34
n 6enok S100. OxkpammBanue Ha CD34 MoxeT OBITh
MOJIE3HBIM JIJIsI TIpOBeaeHUs U depeHInaIbHOM qua-
THOCTUKU OTHOCUTEILHO IPYIUX BEPETEHOKIIETOYHBIX
JINTIOM/JTUTIOCApPKOM, KOTOPbIE IEMOHCTPUPYIOT Hera-
TUBHYIO peakuuio. [TomoxurenbHas peakuust Ha Ki67
MO3BOJISIET MOATBEPAUTD AUArHO3 BEPETEHOKIETOUHOM
JmnocapkoMbl. Xopowo auddepeHMpoBaHHbIe JIUNO-
capkombl (XIJIC), ¢ npyroii CTOpOHbI, AEMOHCTPUPYIOT
TOJIbKO 04aroBO-T0JIOXUTEbHYI0 peakunto Ha CD34 B

Puc. 4. A. 'emaHruonepuuuTOMa, OKPacKa reMaTOKCHJIMH-303UHOM, yBeaudeHue B 20 pa3; B. emanrnonepunuroma, okpacka
reMaTOKCHIMH-303uHOM, yBenmdeHue B 40 pa3; C. lemanruonepunmroma (CD34+++), ysenmuenue B 40 pa3; D. AHrnocapkoma BbICOKOi
CTemneHH 3JI0KAYeCTBEHHOCTH, OKPACKA reMAaTOKCHJIMH-303WHOM, yBeqmdenne B 40 pa3; E. Aurnocapkoma (CD34++), yBeamuenue B
40 pa3; F. Aarnocapkoma (VE-kaarepun++), ysenuuenue B 40 pa3; G. AHrHOMATOMTHAS THCTHOLUTOMA, OKPACKA NéeMATOKCHJIMH-303MHOM,
yBenmyenne B 40 pa3; H. Aurmomaromanas rucruonuroma (Ki-67++), ysenmnuenue B 20 pa3; I. AuruomMarouanasi ruCTHOIUTOMA
(CD68+), yBemmuenne B 40 pa3; J. DnureamonnHas reMaHTHOIHIOTEIMOMA, OKPACKA reMATOKCHJIMH-I03UHOM, yBendenne B 40 pa3;
K. Dnuremnonanas remanrnosnaoresmoma (CD34++), ysennuenue B 20 pa3; L. DOnurennounnasa remanruosnnoreanoma (CK+++),
yBesmuenue B 40 pa3
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Puc. 5. A. DnuremonaHas capKkoMa, OKpacka reMaTOKCHJIMH-203HHOM, yBesimdenue B 40 pa3; B. Dnuremmonanas capkoma (CK+++),
yBeamyenne B 40 pa3; C. Dnureanonanas capkoma (SMA+++), yBeamyenne B 40 pa3; D. DnuremonHas CHHOBHAJIbHAS CapKoMa,
OKPACKa reMaTOKCHJIMH-303MHOM, yBeaudeHue B 40 pa3; E. Dnurenmmonnnas cuHosuanbHas capkoma (CK+++), yBennuenue B 40 pa3s;
F. 3nokauecTBeHHas1 pabaOMIHAS ONMYX0JIb, OKPACKA reMATOKCHJIMH-I03UHOM, yBemdenne B 20 pa3; G. 310kauecTBeHHAS PAOIOUIHAS
OMyX0JIb, OKPACKA TeMaTOKCIWINH-3031MHOM, yBeamdenue B 40 pa3; H. 3nokauecTsennas padaounnas omyxoib (CK++), yBenuuenue B
20 pas; 1. 3n0kavyecTBeHHas padaonanHas onyxoib (EMA+++), yBeauuenue B 40 pa3

BEepPETEHOOOPA3HBIX KJIETKAX, TOTIA KaK B HE3PEIBIX JIM-
nobJiactax peakuusi orpuuarenbHast [8, 11—13, 20, 51].
[Tpu Bcex aTUX OMyXOJSIX KIMHUYECcKass MH(popMalus
00 1X pacIIOIOXEHUH SIBJISICTCS pelIaolnM (haKTOpOM
nuddepeHINaTbHON IMarHOCTUKMU.

IIneomMopdubie TUNOCAPKOMBI TPYIHO TOANAIOTCS
TMCTOJOTUIECKOI TMarHOCTUKE, BOCOOCHHOCTH TOTIA,
Korjga HOBOOOpa3oBaHUE J€MOHCTPUPYET BbICOKYIO
CTereHb MIeOMOPGOHOCTU U TTIOX0KE Ha IJIeOMOPGhHYIO
capkoMmy (paHee Ha3bIBaBILIYIOCS IJIEOMOP(hHOI 310Ka-
yecTBeHHOI (hrubposHoii ructuouutomoit). Ha gone
KpaiiHe mieoMopdHOM MHOTOSIIEPHON KJIETOYHOM
OITYXOJIY C OOJIBIITM KOJIMIECTBOM MUTO30B 1 pEaKTHUB-
HBIX BOCITAJIUTEJIbHBIX KJIETOK C TMCTUOLIMTAMU MOXKHO
YBUAETb TOJBKO pelKre U30JMPOBAHHBIC aTUITMUHbBIC
nuno6nacTel. B Takux omyXxoJisix Apyrue MapKephl,
Takue Kak CD68, necMUH 1 IUTOKEPATUH, MOTYT 00-
Hapy>XMBaThCsS B €AMHUYHBIX KieTKax. beaok S-100
MOXET OTCYTCTBOBATh WJIM IPUCYTCTBOBATH TOJHKO B
OoJiee 3peJibiX JIUIoOIacTaXx.

CymectBoBanue XJ1JIC, cBsg3aHHBIX ¢ TIeoMopd-
HBIMM CapKOMaMU C JUMoOJacTaMy UJIM APYTUMU
ME3eHXMMaJIbHBIMU aHAIIACTUUYECKUMU KJIETKaMU,
TaKMMU KaK TMCTUOLIUTBI, pabao0aacTsl Uian Jeioo-
JIACTHbIE KJIETKHW, OTpeaesisieT TMCTOJIOTHUeCKre Xa-
pakTepucTuky AeaudepeHInpoOBAHHBIX JHIIOCAPKOM,
XapaKTepU3YIOIMXCS HATUIMEM PEe3KOTO Tepexona
oT Xopouro nuddepeHIMPOBAHHBIX JTUMOCAPKOM K
HenuddepeHIMPOBAaHHBIM HEJTUTIOTeHHBIM CapKoMaM
(MpeuMyIeCTBEHHO MOAOOHBIM 310KAUECTBEHHOM
(hubposHoii ructrorutome). s nuddepeHmanbHO
muarHoctuku XJ1JIC u peguddepeHInpoBaHHBIX M-
OCapKoM ObLIO MPeaIoKeHO UCIIoab30BaTh MDM?2 u
CDK4. XJ1JIC skcrpeccupyroT oba MapKepa, TOraa Kak
B JOOPOKAYECTBEHHBIX JTUITOMATO3HBIX OIYXOJSIX, Kak
MPaBUJIO, HE KCIIPECCUPYETCSI HU OAUH U3 HUX. Takxke
HWHTEPeCcHO To, uTo, Koraa X IJIC nuddepeHiupyercs B
JINTIOCAPKOMY BBICOKO CTETIEHU 3J10KaueCTBEHHOCTH,
KOMITOHEHT C BBICOKOM CTEIeHBIO 37T0Ka4YeCTBEHHOC-

42

CapKOMBI KOCTel, MATKUX TKaHel 1 oImyxoJiu Koxku Noe 1-2010



I/I3Y‘ICHI/IC CapKOM MATKUX TKaHEW: OT UMMYHOTUCTOXUMUHU 110 MOJICKyJIprHOﬁ O1OJIOTUU. HpaKTI/I‘-ICCKI/Iﬁ Ioaxon

L'

)
(‘pL il

=% - =
Sa o= - 1
s P o 53 B i e e Qs = « & - S
" '-e'“"e.ﬁ?s“""""" - - - 5t . . - -
e e ey :"..-G?\,‘. 5 - = I 3 A - se 2
FrC e W Tl (2 s Rt 1T - o - ~ F g
P, . E e -

Puc. 6. A. Ilepudepuyeckas HeiipodkroaepmaibHas onyxos/ITHDO, okpacka reMaTOKCHIMH-303UHOM, yBejaudenue B 40 pa3s;
B. Capkoma IOunra, oKkpacka reMaToKCHINH-303HHOM, yBesmuenue B 40 pa3; C. Capkoma IOunra (CD99+++), yBeamuenne B 40 pa3;
D. PabnomMuocapkoma, OKpacka reMaTOKCHINH-303MHOM, yBeudenue B 20 pa3; E. Paonomuocapkoma (MyoD1+++), yBennyenue B
40 pas; F. Pagnomuocapkoma (necmun+-++), ysenndyenue B 20 pa3; G. HeiipodiacToma, OKpacka reMaTOKCHJIMH-203UHOM, YBeJIM4eHHE
B 20 pa3; H. HeitpooaacTtoma (NB84+++), yemmuenne B 20 pa3; 1. HeiipodsiacToma, 371eKTpOHHAS MEKPOCKONHS (HEiPOCEKPETOPHbIE

rpaHyJbl), yBenudenue B 40 pa3

TU OOBIYHO COXPAaHSET TMOJOXMUTEIbHYIO peakirio Ha
MDM2 u CDKA4.

Mukcounnsie (puc. 2A, 2B) U KpyrJIoKJIeTOYHbIe
JINTIOCAPKOMBI IEMOHCTPUPYIOT ClIMsiHUE reHOB FUS—
DDIT3(CHOP), Bo3HuKalolIee B pe3yjibrate aHOMaJIuu
t(12;16)(q13;p11), wu causinue renoB EWSRI—-DDIT3,
BO3HUKalollee B pe3ysbrate aHoManuu t(12;22)(q13;q12)
[25]. CuuraeTcs, 4To 3TU CAUSIHUSI TEHOB SIBJISTIOTCS TIPU-
YUHOU BO3HWKHOBEHUS MMKCOUITHBIX/KPYTIOKIETOU-
HBIX TuIocapkoM. OmgHako aeauddepeHIMpOBaHHbBIE U
xopouio nuddepeHIIMPOBaHHbIE TUTTOCAPKOMBI UMEIOT
HEKOTOpbIE 00IIIME MOJIEKYJISIPHO-LIUTOTEHETUUYECKIE
XapaKTEPUCTUKU, TaKUE KaK HAJIUYME KOJBLIEBbIX WA
TUTAHTCKUX XPOMOCOM, 00pa30BaHHBIX M3 yJIacTKa
ql3-15 12-i1 XxpoMOCOMBI, a B pe3yJibrate aMruinpuKka-
1IMY 3TOTO yyacTKa MPOUCXOAUT aMIUTUMUKALIAS TEHOB
MDM2, CDK4, SASu GLI [14, 52]. LluToreHeTUYECKI
nenddepeHIMPOBaHHbBIE JTUITOCAPKOMbBI JEMOHCTPHU-
PYIOT MHOXECTBEHHbIE KOMIUIEKCHBIE XPOMOCOMHbIE

MEPECTPOUKU B NOMOJHEHUE K HATAYUIO KOJIBIIEBBIX
WIV TUTAHTCKUX XPOMOCOM, COAEPXKAIIUX 3JIEMEHTBI
12-i1 XpOMOCOMBI, UTO BBISIBJISIETCS C TOMOILIBIO MHOTO-
LIBETOBOM (hy1yopeclieHTHOW TMOpUAN3aLIVY ik Sifu UIn
CTIEKTPATBHOTO KapUOTUTTUPOBAHUSI.

3.4. IIneomopusie CMT

Brinenenue mieomMopdHbIX HOBOOOpa3zoBaHUM
U3MEHUJIO MpeAcTaBjieHue 0 OO0JIbIIOM KOJUYECTBE
3JI0KaY€CTBEHHBIX OMyX0Jieil MSITKUX TKaHeil, paHee
CUMTABIIUXCS 3J0KAYeCTBEHHbIMU (PUOPO3HBIMHU TUCTH-
onuroMaMi. [10CKOJIbKY COTJIaCHO HOBBIM PEKOMEH-
nauusim BO3 aToT Bua omyxoJiell ObUT UCKITIOUEH U3
rucrojornuyeckoit knaccudukanuu [20], BO3HUKIA
HEoO0XOMMMOCTb NIEPECMOTPETh KIaccuduKauio 3Toi
HEOJHOPOJHON TPYIIbl ONyxojell Ha OCHOBAaHUU
aJTbTepHATUBHON METOMOJIOTUY M3-3a UX PA3TUIHOTO
arpeccuBHoro teueHus. [Ipumenenune meroma UI'X
TO3BOJIJIO TAKKe MTPOSICHUTH HEKOTOPbIE BOITPOCHI, Ka-
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carolrecs Tak Ha3blBaeMoli rieoMophHO 3710Kauec-
TBEHHOU (PMOPO3HOM TUCTUOLUTOMOM, Y IIEPEKIACCH -
¢upoBaTh 00JIBIIMHCTBO BUAOB OMYXOJIEN COTIACHO
nx guddepenumnanuu. Meton MI'X taxke sBisiercs
BaKHBIM MHCTPYMEHTOM ISl YCTAaHOBJIEHUS pa3Inuuii
MEXY TIJIEOMOPMOHBIMU cCapKOMaMU U aHaIlJlacTuyec-
KMMM capKoMaMH (B KOTOPBIX aKcrpeccupyercss EMA
/WA TUTOKEPATUH), TUM@poMaMu (3KCIIPECCUPYIO-
mumu CD45+, ALK+, B/T kieTouHble MapKepbl) U
MenaHomamu (aKcrpeccupytoimumu S100+, menan A+
n HMB 45+) [17].

Wnentudukanms mieoMophHOI pabaoMruocapKOMbI
OUYEHb BaXKHA B CUJTY €€ UPE3BbIYaiiHO arpeCcCMBHOTO MTOBE-
neHust. JInarHos ctaBUTCSl HA OCHOBAaHUM SKCITPECCUM Jie-
cMMHa, akTHa, MyoD 1, MuornoomnHa u MuoreHuHa [53].
ITieomopdHbIe TMNIOCApKOMBI MPOSIBISIIOT TEHASHILIUIO
HeraTUBHOM peakinu Ha 0e1oK S100, 1 mx amarHocTrkKa
OCHOBBIBAETCS TJIABHBIM 0OPA30M Ha MIIEHTU(DUKALIMHY OT-
JIEJIbHBIX TOBTOPSIIOLLIMXCS JIMTIO0JIACTOB. B 3TOM KOHTEK-
CTe LIMTOIIa3MaTHYeCKOe OKpallIMBaHUE TOTIOM30MEpPa3bl

II-anba onmcaHo Kak BaxKHBIIE MHCTPYMEHT PacIio3-
HaBaHMS JIMTIOOIACTOB, HE YUTEHHBIX ITPU pa3paboTKe
TIpeTapaToB, OKPAIIeHHBIX TeMAaTOKCHIMH-303MHOM, 1
MapKep IMarHOCTUKHU JIUITocapKom [54].

KaBeonH- 1 BBICOKO3KCITPECCHPOBaH B TEPMUHAIb-
Ho b depeHITMPOBAHHBIX ME3EHXMMAIBHBIX KJIETKAX,
B TOM UYHMCJIE ATUTIOLINTAX, SHIOTEINATbHBIX KJIETKaX 1
TJIAIKOMBITIIEYHBIX KJIETKAX, ¥ €T0 9KCIIPeCCHsT CHIXKa-
€TCsI UTH TePSIeTCS TIPU TaKUX CapKOMaxX MSITKUX TKaHEeH,
KaK JIMTTOCAPKOMBI, JISHOMHOCapKOMBI, (hrbpocapko-
MBI, aHTUOCAPKOMBI M CUHOBHUAIbHBIE capKOMBI. Cy-
IIECTBYET TUTIOTE3a, YTO KaBEOJIMH- | MOKET BBICTYIIATh
B KauecTBe Ir'eHa-CcyIpeccopa CapKoM y yejoBeka [55].

B cBs131 ¢ 3TUM B X0/I€ IPYroro ucciaeaoBanus [56]
OblTa MPOJAEMOHCTPUPOBAHA BBICOKAs 3KCITPECCHs
3TOTO OeJTKa B TPYIITIE TUTIOCAPKOM M JIEHOMHUOCAPKOM,
CBUIETEILCTBOBABINAS O COMHUTEIBHOCTH TOTO, YTO
MOHUWXAIIAs perysains KaBeoJuHa CloCOOCTBYET
MTaTOTeHe3y 37TI0KaYeCTBEHHBIX aaUTIOLMTHBIX W TJIad-
KOMBIIIIEYHBIX OITYXOJIeH.

- —_——
- 5 | o
—l y " - -
Zm t - £
— e - - -~
. iy -
-— - = . -
- N A S - i o —
= - 2 - -
= T
> = . - )
- o - ‘
. - ” —t -
) - - \ e -
= -
- .
- - —
- -
- S
i 4 A
3 - a T
& ’ ’
4 v
. »7s
b g - (34
-
- . .
.l
) .
¢ »
P
» ]
-
‘ »
-
. -
- .
4 * o v y
5l D ” .
L -
o p -
- aw
od, .
v ST
-l .
¥
A
.
>

aler =
- - - sTr
~ -, ~
- o,
K 3
- C— :
= Sl At » -
o s
e e
- p—
" b 3 - -
T - ~——
> = -f
‘F'
B L T - = C o
4 - = - ~
o "
o Ve 3 :
e
i J
0~
.
d
o I' .
LN 4 L 1 -
- 1 .. L
e
-~ .
L ]
. . .
. . -
o
; .
- g . o~

Puc. 7. A. TputoH-omyxo.ib, OKpacKa reMaToOKCHUJINH-303UHOM, yBeaudeHue B 40 pa3; B. Tpuron-onyxoss (S100+++), yBeanyenue B
40 pas; C. Tpuron-onyxoub (necMun++), ysennuenne B 40 pa3; D. MukcouaHas XOHAPOCapKOMa, OKPACKa reMaTOKCHJIMH-303HHOM,
yBesmuenne B 20 pa3; E. Mukconanas xonapocapkoma (S100+++), ysemruenne B 40 pa3; F. Mukconanas xonapocapkoma (Ki-67+),
yBeamdenue B 20 pa3; G. JlecMoniacTuueckas MeJKOKpyIIoKieTouHas omyxo.b (JIMKQO), okpacka reMaTOKCHIMH-303UHOM, YBeJIMYEHHE
B 20 pa3; H. IMKO (CK++), yBemuenue B 20 pa3; I. IMKO (aecmun+++), yBesmuenue B 40 pa3

CapKOMBI KOCTel, MATKUX TKaHel 1 oImyxoJiu Koxku Noe 1-2010

44



l/l3yquI/Ie CapKOM MATKUX TKaHEW: OT UMMYHOTUCTOXUMUHU 110 MOJIeKyJIHpHOi/JI O1OJIOTUU. HpaKTI/I‘IeCKI/Iﬁ noaxoq

HemuddepennupoBanubie nieoMopgHbie CapKOMbI
HEYTOYHEHHOI MpUpojbl (paHee U3BECTHbIE KAK II€O-
MopcHbIe 1 U3BHINCTHIE 3JI0KaYeCTBEHHbIE (PUOPO3HBIE
TUCTHONHMTOMBI). TepMUH «3JI0KauyecTBeHHBbIE (huUO-
pPO3HBIE TUCTUOLIMTOMBI» KaK BO3MOXKHBI CTHOHUM
TepMuHa «HeaubdepeHIMpOBaHHbIE TIJIEOMOP(hHbIE
CapKOMBI» OBUT BBEIEH B TEKYIIEH KiracCupUKaIluu
BO3 ot 2002 r. [20] mist mpu3HaHUsI CYILIECTBOBAHUS
HenudhepeHInpyeMoii, HekaccuuLupyemMoit Kate-
TOPUHU TUIEOMOPMHBIX CAPKOM U OTIPEIeTICHHS TPYTITTHI
TJIEOMOP(HBIX CAPKOM BBICOKOI CTETIECHM 37I0KAYeCT-
BEHHOCTH 0e3 auddepeHInamy. DTo 03HAYaeT, 4TO
IMarHOCTUKA OCYIIIECTBIISIETCS METOIOM UCKITIOUCHMSI.
Panee GOBITMHCTBO 3THX CITydyaeB OTHOCUJINCH K Ka-
TETOPUU NACOMOPPHBIX U UBBUAUCIIBIX 310K AHECNBEHHBIX
@ubposnoix eucmuoyumom (puc. 3A, 3B). B Hacrosiee
BpeMs1 Ha HeauddepeHInpoBaHHbIE TJIEOMOPQHEBIE
CapKOMBI TIPUXOIUTCS He OoJiee 5% BCeX BBISIBISIEMBIX
Y B3POCJIBIX CAPKOM, YaIlle TTOPaKaloInX KOHEYHOCTH
(rmaBHBIM 00pa30M HMKHME) ITOXWJIBIX ITAllMeHTOB.
[IpumepHO y 5% nalMeHTOB Pa3BUBAIOTCS OTIAJICHHbIE
MeTacTasbl (yaille Bcero B Jierkue). [Tpu Mukpockomnu-
YECKOM MCCJIETOBAHNY 3TH OIYXOJIM TeMOHCTPUPYIOT
BBICOKYIO CT€NIEHb HEOJHOPOJHOCTHU, HO MPOSIBISIOT
BBIPAXXEHHBIN MTOJIUMOPHU3IM ¢ MHOTOUMCICHHBIMU
TUTAHTCKUMM KJIETKaMM, CMEIIAaHHBIMUA C BepEeTeHO-
00pa3HBIMU KJIETKaMU, Pa3IMYHBIM KOJIUIECTBOM
TMCTUOIIMTOB W BOCTIAIMTEILHBIX KOMITOHEHTOB. [1pu
MUMMYHOTHCTOXUMHUIECKOM HCCIEIOBAHUN OOBIYHO
BBISIBJISIETCS TIOJIOKUTEbHAST peakIlis Ha BUMEHTUH
(puc. 3C) u peako Ha INIaAKOMBIIIEUHBIN aKTHH, a
TaKXe IMOJIOKUTETbHAsI peaKIIs OTACIBHBIX KJIETOK Ha
EMA u uutoKepaTuH.

I'uraHToKJeTOYHbIE ONMYXO0JH MATKMX TKaHeM
(I'KO-MT) pa3BuBaioTcsi Kak epBUYHbIE HOBOOOpa-
30BaHMS B MATKUX TKaHAX. KimmHmueck u Mopdoaoru-
YECKU OHM MACHTUIHBI THTAHTOKJIETOYHBIM OTTYXOJISIM
KocTelt. [MCcToMOrnyeckKn 3T OMyXOJIU COCTOSAT U3
CMeCU MOHOHYKJICAPHBIX KJIETOK C BE3UKYJISIPHBIMU
SIPaMM OT KPYTJION 10 OBaJTbHOM (POPMBI I OMHOPOITHO
pacripeieJICHHBIX OCTEOKJIACTOITOIOOHBIX MHOTOSIACP-
HBIX THTAHTCKUX KJIETOK. MOTYT BBISIBIISITHCSI OUarOBBIE
CTpoMaJIbHBIe KPOBOTEUEHUsI, 00pa30BaHMUSI KOCTH U3
HAaIKOCTHUIIBI M YIACTKM, TIOXOXHE Ha COJTUTAPHYIO
KHUCTY KOCTU. MuroTudyeckue urypbsl oOHapyK1Ba-
10TCS penko. MOXeT BBISIBISITHCS COCYIMCTas MHBa-
3Us1, OMHAKO HU OJHA M3 3TUX OIYXOJICH He TIPOSIBIISICT
BBIPaXXEHHOM KJICTOYHOI aTUITNHY WM TIIeoMopdu3Ma
[8, 20]. MecTHbIe peuMAWBLL M1 METacTa3bl B JIETKHE
BCTPEYAIOTCS YPE3BBIYATHO PEIKO.

Anrnomaronanbie GpruOPO3HbIE THCTHOMUTOMBI TIPEI-
CTaBJISTIOT COOOI Me3eHXNMaJIbHbIe HOBOOOPA30BaHUS
C HU3KUM TIOTEHIINAJIOM 3JI0KaYeCTBEHHOCTH, 3JT0Ka-
YECTBEHHOCTBIO CPETHEH CTETICHN M HEOTIPEIeICHHBIM
riucroreHe30M. OHM Yaliie BCETo MopakaloT KOHEUHOCTH
JETel ¥ MOJIOIBIX B3POCITBIX U XapaKTePU3YIOTCSI TTPOJIH -
(bepanmeit TMCTUOLUTOMIHBIX KIIETOK C TUM(POUTHBIM

UHUIBTpaTOM U (UOPO3HOM MCEBAOKAIICYIOM, a
TakKe OOJIBITMMU TIPOCTPAHCTBAMM, 3aITOJTHEHHBI-
mu sputpouutamu [8, 20] (puc. 4G). Dtu omyxoau
WMEIOT HEIOCTAaTOYHO CIMeIUPUICCKU MMMYHO-
rucroxummudeckuii npopuns (puc. 4H, 41), ogHako
comepxar 3 Buaa TpaHciaokanwmii: t(12;16)(ql3;pll),
B pe3yJIibTaTe KOTOPOM MPOMCXOMUT CIAUSHUE TEHOB
FUS/ATFI; t(12;22)(q13;q12), B pe3yabTaTe KOTOPOi
npoucxonut ciausiHnue reHoB EWSRI/ATFI, n t(2;22)
(q33:q12), B pe3ynbraTe KOTOPOIA IPOUCXOIUT CIIUSTHUE
renoB EWSRI/CREBI [57]. He nabmiogaercsa oue-
BUIHOM KOPPEISIIN MEXIY TUTIOM CIUSTHUS T€HOB 1
KITMHUKO-TIaTOJIOTMYECKMMHM XapaKTepUCTUKaMu. Tem
He meHee 1P B peanbHOM BpeMeHHU U (DIIyOpPECILIEHT-
Hasi TMOpuAU3auMs in situ SABIASIOTCS LUEHHBbIMU Jua-
THOCTUYECKMMU CPeACTBaMU 11 M hepeHIINPOBAHUS
ATHUX OMYXOJIeH C APYTUMHM OITYXOJISIMU MSATKUX TKaHei
WA MeTacTa3aMM.

ITneomopHbie rHATMHUUPYIOIIME AHTHIKTATHYECKHE
onyxosu (IITAO) npencrasisitor codboil penkue HOBO-
00pa3oBaHUs HU3KOM CTEMEHU 3JI0KaYeCTBEHHOCTH
C aTUIIMYHBIMHA CTPOMAJIBHBIMU KJIETKaMU, COIepXKa-
UMY TeMOCUIEPUH, TPOMOMPOBAHHBIMU SKTaTUIEC-
KHUMM COCYIaMH ¢ TTieprdepruIecKol THaTMHA3ane 1
pa3zHOOOpa3HBIMU BOCTIAIMTELHBIMM KOMITOHEHTaMU
(puc. 3J, 3K, 3L). ITo cytu, 3Tu OnyxoJu UACHTUYHBI
TeMOCHUIEPO3HBIM (DUOPOTUCTUOIIMTO3HBIM JTUTIOMA-
TO3HBIM OTyXOJIsIM. Ha OCHOBaHMM TMCTOJOTUYECKUX
COBITaJICHUI MeXX 1y paHHUMU U Kitaccuueckumu [TTAO,
npucyrctBueM paHnHux I1TAO Ha mepudepun Kiaccu-
yeckux I[ITAO u cMecu 000uX BUIOB B paMKax OIHOM
omyxonu I1TAO cnemyer cumTaTth Me3eHXUMaJIbHBIMUI
OITYXOJISIMU CPEeIHEM CTEIMeHM 3JI0Ka4eCTBEHHOCTH,
VUUTHIBAsE MX BBICOKYIO YaCTOTY MECTHBIX PEIIUINBOB
(vHOTHA arpeccUBHBIX) [58—60].

XOT1 3710KaYeCTBeHHbIE (POPO3HBIE TUCTUOLIUTOMbBI
BBICOKOI CTETICHU 37T0KAYeCTBEHHOCTH IEMOHCTPUPYIOT
MHOXXECTBEHHBIE KOMITJICKCHBIE XDPOMOCOMHBIE OTKJTO-
HeHMs 0e3 cnennduIecKrx abeppalinii, OH1 4acTo IIPo-
SIBJISTIOT IATOT€HETUYECKUE TTPU3HAKU aMIUTU(pUKaLIMK
TeHOB, TaKKe KaK OMHOPOIHO OKPAIIeHHBIC YIaCTKU 1
JIBOITHBbIE MUKPOXPOMOCOMBI, a TaK:Ke Jo0aBiieHue (19p)
[25]. CpaBHUTEIbHAS TeHOMHASI TUOPUAM3AIINS ITOKA-
3aj1a BEICOKYIO cTernieHb amimndukannu 12q13-g21, ko-
TOpasi ObLTa TOATBEPXKACHA C TTOMOIIIBIO (DITyOpecIIeHT-
HOI TMOPUANU3ALINY in Situ. DTU Pe3yNbTaThl IIOKa3alu,
YTO OMHOPOIHO OKpaIleHHBIC YUaCTKU COCTOSIIA U3
aMIUIM(pUIPOBaHHBIX TTocaenoBaTenbHocTel JIHK 13
12q. AMmmdukanust 12q13>q15 9acto BeISIBISETCS TIPU
CMT, B TOM YHKCJI€ IPU 37I0KaYECTBEHHBIX (POPO3HBIX
ructuonuToMax [25]. Kpome Toro, mpu 310KadyecT-
BEHHBIX (POPO3HBIX TMCTUOLIUTOMAX ObLIU BbISIBJIEHbI
AMIUTMKOHBI TEHOB YeJIoBeUYecKoro romosora MDM?2,
HUKJIMH-3aBUcuMOil kuHa3bl 4 (CDK4), capkomHoit
aMIIn(pUIIPOBaHHON mocieaoBaTeabHOCTU (SAS)
U O0enka BeicokoMoOunabHo# rpynnsl IC (HMGIC),
JIOKQJIM30BaHHBIE HA 3TOM yJacTke [25].
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B pabote Takaxacu u coasr. [61] ObL1a mpeanpuHsITa
MOMBITKA BbIAETUTDb IMarHocTuyeckre Mapkepbl CMT
Ha OCHOBAHWH TaHHBIX MMPOMMIMPOBAHUS SKCIIPECCUN
reHoB B 20 ciyyasix 3710KaueCTBEHHBIX (hMOPO3HBIX
TUCTUOLMTOM U 15 ciydasx mukcogpudpocapkom ¢
MIpUMEeHEeHNEeM MeTona (PUIbTpallii B paMKaX IPOeK-
TUBHOM amanTUBHON Pe30HAHCHOMN TEOpUU. ABTOPHI
TIPENITOIOKIIIN, UTO BRIOPAHHBIE TEHBI, CPEI KOTOPHIX
MIF, CYFIP2, HSPCB, TIMP3, LDHA, ABR n RGS3
MOTYT HUCTIOJIb30BaThCS B KaUeCTBE MUIIICHEH TTPU MO-
JIEKYISIPHON TMaTHOCTUKE W JICUCHUU.

3.5. MuKcouaHbie OMyXO0Ju

Onyxoyu XUPOBOI TKAHU SBJISIFOTCSI CAMBIMU pac-
MMPOCTPAHEHHBIMU OMYXOJISIMU MSTKUX TKAHEI, MOTYT
pa3BUBATHLCS B JIIOOOM BO3pacTe U UMETh MPAKTUIECKU
JIIOOYI0 aHaTOMUYECKYIo Jokaiau3aiuoo. CyliecTByeT
HECKOJbKO PAa3HOBUIHOCTEN 3TUX OMYXOJEH, KakK
JI0OpOKAYEeCTBEHHBIX, TaK U 3JI0KAYE€CTBEHHBIX, UYTO
3aTpyIHsIET UX AMarHoctuky. [1pu nuddepeHipona-
HUWU 3TUX OITyXOJIEW OT IPYIUX MEJIKOKPYIJIOKIIETOYHBIX
OITyX0Jieit HEOOXOAMMO YUUTHIBATh TOJIBKO 2 pa3HOBU/I-
HOCTU: MUKCOUJHBIE U KPYTJIOKJIETOUHBIE JTUIIOCAP-
KOMBI, TOCKOJIbKY 00a 3THUX BUIa UMEIOT OJMHAKOBbIE
KJIMHUYECKUE U MOP(OJOTUIECKUE XapaKTePUCTUKI
C OJJMHAKOBOU TEKCTYPOW M 4YacTO COCYIIECTBYIOT B
paMKax ogHOTO HoBooOpaszoBaHMs. COMMAHBIC THE3Ia
KPYIJIbIX KJIETOK CYIIECTBYIOT BMECTE C 04araMu MUKCO-
WUJHBIX KJIETOK B TECHOM CBSI3U APYT ¢ ApyroM. Aundde-
peHLMAaNbHAS IMATHOCTUKA MOXKET ObITh COMPSIKEHA C
MpobJieMaMu, TIOCKOJIbKY MUKCOUIHYIO PA3HOBUIHOCTh
STUX OIYXOJIEH ClielyeT OTANYATh OT MUKCOUIHBIX
3JI0Ka4eCTBEHHBIX (PUOPO3HBIX TMCTUOLIMTOM (puc. 2D,
2G, 2H) nuam MUKCOUAHBIX XOHApocapkKoM (puc. 7D,
7E, 7F), Torma Kak KpyrjoKJIeTOYHbII MOATUI NHOTIA
OLIMOOYHO MPUHUMAIOT 3a JUMGOMBI UM OIyXOJIu
IOuHra/mpUMUTUBHBIE HEMPOIKTOAEPMAJIbHBIE OITY-
xonu [12, 13, 15, 20, 25].

UTI'X-uccnenoBanue odieryaet nuddepeHIaIb-
HYI0 JMArHOCTUKY: BCE OMYyXOJeBble KIETKU OKpa-
IIMBAIOTCSI Ha BUMEHTUH UM Oenok S100, a peakmus
Ha CD99 Bcerna orpuuarenbHas. HegaBHO ObLIN
OIMCaHBbl IpyTUe MapKephl, Takue Kak Ret, perientop
WHCYJIMHOIOA00HOTO (pakTOpa pocta 1 U MHCYJIMHO-
MomoOHBIN (PaKTOp pocTa 2, ciayxXKallye MPOTrHOCTH-
YeCKMMU MHAMKATOPaMU TIJIOXO0M BRIXKMBAEMOCTH 0€3
MeTacTa30B MPU MUKCOMUAHBIX JIUITocapkomax [S1].
Kpome Toro, mpu 3TUX OMyXoJisX He OOHAPYKUBAIOTCS
JIpyrue Mapkepbl omnyxoJjeit KOuHra/mpuMUTUBHBIX
HellpoaKToAepMalbHBIX Olyxojeii. MuKcoumaHbie
3710KayeCcTBeHHbIE (PUOPO3HBIE TUCTUOLIMTOMBI 3KC-
MpeccupyloT ToJbKo BUMeHTUH (puc. 2E, 2F 2I) u
nHorpa maHaktuH HHF35, Tornma xak MUKcouaHBIE
pasHoBuaHOCTHU JeitomnocapkoMm u 300ITH skc-
MPECCUPYIOT 3TU MapKepbl B BEPETEHOKJIETOUHBIX
KOMITOHeHTaX. MUKCOUIHBIE XOHAPOCAPKOMBI TaKKe
skcnpeccupyoT S100, HNK1 n SOX9 [18].

Hpyras penkasi pa3HOBUIHOCTb OIyXOJiell ¢ MUK-
COMITHBIMM XapaKTepPUCTUKAMU — (UOPOMHUKCOMITHAS
CapKoMa C HU3KOii CTeNneHbI0 3J10KA4eCTBEHHOCTH. DTa
OIyXOJIb MPOSIBASIET TUTTMYHbIE (DUOPO3HbIE U MUK-
COUJHbIE YEPTHI C PE3KUM IEPEXOJOM OT OJHUX K
npyrum. VX HaChIIIEHHOCTb KJIeTKaMU BapbUpPYeT OT
HU3KOM 10 YMEPEHHOM, Sapa UMEIOT CPETHUIA pa3Mep
U TIpaBUJIbHYIO (hOPMY C YMEPEHHO BbIPa’K€HHbBIMU
LIMTOJIOTUYECKUMU XapakTepuctukamu. C mo3uumit
MMMYHOTMCTOXMMUU KJIETKU 3TUX OTTYXOJIEN IKCIpec-
CUPYIOT INIaBHBIM 00pa30M BUMEHTHH, Ha OTAEJIbHbIX
y4JacTKax — akKThH [62].

3.6. CocyaucTbie HOBOOOPA30BaHNS

MNTI'X-uccaenoBaHus TO3BOJISIOT ONPEACIUTD COCY-
MUCTYIO TMHUIO TU(hGEPeHIIMPOBKU, B OCOOCHHOCTH
pu m10xo aucdepeHnpoOBaHHBIX AHTHOCAPKOMAX (puC.
4D, 4E, 4F) u cocynMCTbIX OITyXOJIsIX, TOXOXMUX Ha 311 -
TeTMaNbHBIC (SIMTUTETNOMIHYIO TeMaHTMOIHIOTEIMOMY
(puc. 4], 4K, 4L) 1 3anIUTEIMOUAHYIO aHTHOCAPKOMY).
K 9acTo mcrmonb3yeMbIM COCYIMCTBIM MapKepaM OT-
Hocarcsa dakropsl VIII, CD34, CD31 n FLI-1. XoTs
¢axrop VIII BeIcOKOCTIEIMMDUYEH TSI SHAOTEINS, OH
00agaeT MEeHbIIEH YyBCTBUTEILHOCThIO, yeM CD31,
U Tpy/AHEe MOAIaeTCsl MHTePIpeTalluu BCIAeICTBUE €ro
MIPUCYTCTBUS B CHIBOPOTKE KPOBHU, UTO MOXKET TPU-
BECTU K (pOHOBOMY OKpaIllIMBAHWIO HEKPOTUUECKUX U
remMopparnueckux tkaHeit [12, 13, 20, 63]. IMomoxu-
TeJibHAsl peaklus Ha aHTUTEH IeMaTOMO3TUYECKUX
kJeTok-TipeauecTseHHUL CD34 Hab1101aeTCs TOJIBKO
B 50% cinyuaeB aHrnocapkom. Haubosee 4yBCTBH-
TeJIbHBIM MapKepoM aHTuocapkoMm siBisiercsi CD31,
TTOJIOKUTETbHAS PeaKIIns Ha KOTOPBIN HAOII0IaeTCs B
6omnee yem 90% cayuaes [12, 13, 20, 63]. Creuundunya-
HOCTb MEeTOJla BbICOKA C PEAKUMMU COOOIIEHUSIMU O
CD31-nonoxuresibHbIX KapuuHoMmax. HegaBHO ObLT
MpeIToXEH SHIOoTeMaTbHbIN Mapkep FLI-1, KkoTopbrii
TaKKe UCTIONB3YeTCs IS TMarHOCTUKY oryxosieit FOuH-
ra/MIPUMUTUBHBIX HEHPOSKTONEPMAJIBHBIX OITyXOJIeit
(cM. Huxe). Ero ciettnruyHOCTh M UyBCTBUTEJIBHOCTD
nocrurait 100% npu auddepeHLralibHOR IMarHoc-
THKe cocyaucThix omyxoueit. Apyrue FLI-1-momoxu-
TeJbHBIC OMyX0ou (omyxonu FOuHTra/TpUMUTHBHBIC
HEMPO3KTOAEpMaIbHbIE OITYXOJIU U TUMPOMBI) MOpdo-
JIOTUYECKU TOBOJIGHO Y€TKO BBIACIISTIOTCS, ¥ UX OOBITHO
He MPUHUMAIOT 3a COCYIUCTHIE OMYXOJIH.

AHTHOCAapKOMBI XapaKTepPU3YIOTCs dKCIIpeccueit
COCYOMCTBIX MapKepoB, Takux Kak CD31 (cambiit
YyBCTBUTEJILHBIN U CIIEUM(MUUHBIN 3HIOTEIMAaTIbHBII
mapkep), CD34 (puc. 4E, 4K), nextun Ulex 1 HegaBHO
npemnoxeHHbIit FLI-1[63]. [Tpu nuddepeHnmanpHOM
MUAarHOCTUKE YCTAaHABIMBAIOTCS Pa3IUIUsI MEXIY Te-
MaHTHUOIEePULIMTOMOM U OIYXOJISIMU C OJOOHBIMU €1
xapaktepucTukamu (puc. 4A, 4B, 4C).

HenaBHo ObL1 Oony0JMKOBAaH OTYET OO0 MCHOJIb-
30BaHMM HOBOrO Mapkepa JUM(MaTUYeCKOro 3HA0Te-
mst D2-40, Mr 40 000 O-cBI3aHHOTO CHaJIOTJINKO-
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I/I3yquI/Ie CapKOM MATKUX TKaHEW: OT UMMYHOTUCTOXUMUHU 110 MOJIeKyJIHpHOf/JI O1OJIOTUU. HpaKTH‘IeCKI/Iﬁ noaxoq

MpoTeENHA, OKpallnBaHUe Ha KOTOPLI HabIonaeTcs
TakKe npu capkoMe Karmomy M HEKOTOPBIX BUIAX
aHruocapkowm [64, 65].

3.7. DnuTeMonIHbIE CAPKOMBI

HecmoTpss Ha pa3HOPOAHOCTh LIMTOJOTUYECKUX
XapaKTePUCTUK HECKOJBKUX Pa3HOBUIHOCTEHN STHUX
OITyXOJICH, SIMUTEIMOAHBIC CAPKOMBI SIBJISIIOTCSI OCHOB-
HBIMU TMPEJACTABUTEISIMU 3TON TPyMIIbl Ojaromapsi ux
cnenunduieckoin Mmopdonoruu (puc. SA), B TOM yuciie
TUMMYHBIM O4YaraM HeKpo3a U KJIETOYHOMY oOpamJie-
Huto [66]. UTX-ucclienoBaHus IOMOTal0T YCTAHOBUTD
TOUHBIN IuarHo3, skcnpeccupys EMA, LiutokepaTtuH
(puc. 5B, 5C) u CD34 (B 60mee yeM 50% ciydaes),
OTCYTCTBYIOILIWI MPU KaplLIMHOMAaX. DIUTEINONIHbIE
BapuaHThI JeiioMmuocapkom, 30O0OITH u anruocapkom
TaKXe IKCIIPECCUPYIOT IIUTOKEPATUH ITOMUMO COOC-
TBEHHBIX CMIeLIU(PUUECKUX MAPKEePOB. DIUTEIUOUTIHbBIC
BapuaHThl 300ITH crnenyer otinyaTh OT MeJaHOM,
JaIoLIMX ITOJ0XHUTEIbHYI0 peakinio Ha HMB45 n
MeJaH-A [66].

3.8. Padmonanbie capKoMbl (II0Ye€UHbIE, BHETIOYEYHBIE,
ATUNHYHbIE TEPATOUIHbIE)

DTHU ONYyXOJIU IIPEJCTaBISIOT COO0M HOBOOOpa30Ba-
HUsI, cofiepKalllie KPYIHbIe SIUTEINONIHbIE KJIETKU C
BKCUEHTPUYHOM 203MHO(MWILHOM IIUTOIIA3MOM, BE3U-
KYJISIPHBIMU SIIpaMu, 3aMEeTHBIMU siapbIlKamu (puc. SE,
5G) ¥ 3epHUCTHIMU/BOJIOKHUCTHIMHU TTapaHyKJIeapHbI -
MM BKJIIOYEHUSIMU, CTPYKTYPHO COOTBETCTBYIOIIUMU
My4yKaM MPOMEXYTOUYHBIX MUKPOGUIAMEHTOB. DTHU
KJIETOYHBIE HAaXOAKU ObLIM MEePBOHAYAIbHO OMUCAHbI
MPU 3TOKAYE€CTBEHHOUW paOIOUIHON OMyX0JIW MOYKHU 1
ObL1M Orpe/ie/ieHbl KaK pabJOMIHbIE HA OCHOBAHUU UX
cxojcTBa ¢ pabaomuobaactaMu. OMyXoau 3TOro TUIa
MOT'YT UMETb BHETTOUYEUHYIO JIOKAIM3al1I0, YTO BbI3bIBa-
€T 3HaYUTEJIbHbIE CLIOPbl OTHOCUTEJIbHO UX HOMEHKJIA-
TYpHI U TUcTOTeHe3a [67—70]. CyIecTByeT MHOXECTBO
MOJATBEPXKIEHUM CyllIeCTBOBAHUS PAOIOUIHBIX OITyX0-
JIell Kak caMOCTOSITeJIbHOTO BUJla, TAK U BTOPUYHOIO
MOpGOJI0TMYEeCKOro (peHOTUIIA, HAOII0AAIOIIETOCSs IIPU
psie OIyXOJIeH pa3IMYHbIX TUIIOB U YKa3bIBAIOIIIETO Ha
LIMTOJIOTMYECKY1O0 aHar1a3uio. Hanbosiee u3BeCTHbIMU
BUJaMU SIBJISIOTCS 3JJ0KAYeCTBEHHbIE PaOIOUIHbIE
OITyX0JI1 (ITOYE€YHbIC M BHEMOYEUYHbIC (POPMBI) U aTU-
MMMYHBIE TePATOMIHBIC/padbaonIHBIC OITyXouH [67—70].
O0a 5TuX BUia ONyXOJIeN yallle BCTpevaroTes y AeTeit u
XapaKTepU3YIOTCSl arpeCCUBHOI OMOJIorneil 1 HU3KOoMn
BbIKMBAEMOCTbIO, a TAKXKE TUITMYHBIMU JIeJICLIUSIMU 1
MyTalUsIMU (COMaTUYECKUMU WM TeHEPATUBHBIMMU),
3aTparmBalIlMMU TeH-cynpeccop onyxoseid INI1/
hSNF5 B xpomocome 22q11.2.11,15—24. DnexrpoHHas
MUKPOCKOTIUSI AEMOHCTPUPYET OOJIbIIOE KOJIUYECTBO
MPOMEXKYTOUYHBIX MUKPO(PUIAMEHTOB B LIUTOMNIa3-
M€ B BUJIE MapaJlJIEJbHbIX 3aBUTKOB WJIU arperaTon C
snuTeaMaibHON quddepeHranei, 1eCMOCOMHbBIMU
COEMHEHUSMU U TTPUMUTUBHBIMU y3JIOBBIMU KOMII-

nexcamu. OOHapyXMBAIOTCSI peIKKe TUIOTHBIE HEHpo-
CEKPETOPHbIE IPaHyJbl. B X0/1€e HEAaBHO MPOBEIEHHOTO
Hccaea0BaHUs ObLIO clieJlaHO MPEAIoaoXeHue, YTo
yrpara dyHkuuu INI1/ASNFS5 Bnusier Ha aKTUHOBBIN
LIUTOCKEJET, AaBasi BO3BMOXHOE 00bsICHEHUE pabaouI-
HOI MOP(OIOrur Kak TakoBoii [67—70].

NMMYHOTMCTOXMMHUYECKHU OOJIBIIMHCTBO 3JI0Ka-
YEeCTBEHHBIX PaOJOUIHBIX OIYyXOJield U aTUMTUYHBIX
TepaTOUAHBIX/PabIOUIHBIX OMYXO0JIEi UMEIOT Moaude-
HOTUITMYECKU UMMYHHBIH Mpodnib, BKIIOYAIOLINH] B
ce0s1 MOJI0XKHUTENbHYIO peaklio Ha EMA, BUMEHTHH,
JIaAKOMBIIIeYHbIN akTuH 1 CD99, a Takxke pa3inyHylo
WUMMYHHYIO PEaKTUBHOCTb Ha LIMTOKEPATUHBI (PUC.
5H, 51I), rauaiabHbIi KUCIbI (UOPUIUISIPHBIN OeI0K
(FrK®Bb), cunanrtodgusnH, HeiipoduUIaMeHTHI, O0eJIOK
S100 u gecMuH. DayopecLieHTHAS TUOPUANU3ALIUS in
Situ 1151 BBISIBJIEHUS AeJiellMid B 22q SIBJsIeTCSl IEHHOM
METOAUKOU nuddepeHIalbHON IUarHOCTUKU 1 MO-
JKET IPUMEHSIThCS K 3aDUKCUPOBAaHHBIM (DOPMaTMHOM
U 3aJIATHIM TTaparHOM TKaHsaM [68].

3.9. MeJKOKPYIIOKJIETOYHbIE OIyXOJIH

K 3y1okayecTBEHHBIM MEIKOKPYTJIOKJIETOUYHBIM
OIYXOJISIM OTHOCSITCSI OTYXOJIM, COCTOSIIINE TTPEUMY-
IIECTBEHHO M3 MEJKMX KJETOK, HE3aBUCHUMO OT MX
MPOUCXOXIEHUS U CTENEHU 3JI0KauecTBEHHOCTU. OHU
MMEIOT MOXO0XK1e TMCTOJOTUYECKUE XapaKTepUCTUKH,
1noatomy auddepeHiimanbHas IMarHoCTUKa SBJSeTCS
00s13aTeIbHOM /151 OTIpeieJIeHU S KITMHUYECKOI KaTero-
puH, KOTOpast MOXKET UCITOJIb30BAThCS HE TOJILKO B IPO-
THOCTMYECKUX LIeJIIX, HO U IS aIeKBaTHOM Teparuu.
KonnuecTBo TakMxX OIMyXxo0Jeil TOBOJIBHO BEJIMKO, O3~
TOMY Mepell CO3AaHUeM CUCTEMbI MX UACHTU(DUKALINY,
OCHOBaHHOI Ha UMMYHOTHCTOXUMUYECKOM (DEHOTHTIE,
00513aTeTbHO JOJIKEH ObITh JOCTUTHYT OIpeaeeHHBIN
YPOBEHb MPEbIAYIIeil KaTeropu3au Ha OCHOBaHUH
MUKPOCKOMUYECKON TMCTOJIOTMU, YTO ITOMOXKET 3HAUM -
TEJBHO COKPATUTDb KOJIMYECTBO TECTUPYEMbIX AHTUTEII.
ITocTaHOBKa TOYHOTO MMAarHO3a OYeHb BaskHA IS TTpa-
BWJIBHOTO JICUCHMUSI.

Omnyxoum FOuHra/IpuMATHBHBIE HEPOIKTOIEPMAITD-
HbI€ OIYXO0JIM — TO rPYTIIa Ype3BblUaiiHO arpeCCUBHbBIX
3JI0KAYeCTBEHHBIX CAPKOM, BBISIBISIEMBIX HE TOJBKO B
MSTKUX TKaHSIX, HO U B KOCTSIX M COJIMIHBIX OpraHax.
DTH OITYXOJI COCTOST M3 MEJIKUX KPYTJTBIX OMHOPOTHBIX
KJIeTOK. OTMrcaHbl TOJIBKO HECKOJIBKO PAa3HOBUIHOCTEH
TaKWX oIyxoseil. UMMyHOTUCTOXMMUYECKN TTOBEPX-
HOCTHOKJIETOUHBIN TKornpotrenH p30/32, mpoayKT
redHa MIC2 (anturena O13, MIC2u HBA71), obinagaer
BBICOKOM YyBCTBUTEIBLHOCTHLIO [19, 27, 71]. OnHako 3TOT
AHTUTEH HE SBJSETCS CIeU(PUIECKIM, ITOCKOIBKY
TTOJIOKUTETbHAS PeaKIMs Ha HEero BBISIBIISIETCS TaKKe
mpu pabgoMuocapkomax, JUM@OoOJacTHBIX TUMQO-
MaX, CHHOBHUAJIILHBIX capKoMax M Me3eHXMMaJbHBIX
XOHIpocapkoMmax. Bropoe aHTUTENO I BBISIBICHUS
ATOrO TUIIA OMYXOJiell — 3T0 TeHHbI! mpoaykT FLI-1,
okpamuBatoinit siapa. OnHako FLI-1 Takke o6Hapy-
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JKABAETCS ITPU COCYINCTBIX HOBOOOPa30BaHUSIX, PabIo-
MHOCapKOMax 1 CMHOBHATBHBIX capkoMax. KaseommH-1
OITMCAaH B Ka4eCTBe HOBOWM npsiMoit MutieHn EWS/FLI1,
Ype3MepHO IKCITPECCUPOBAHHON B KIIETOUHBIX TUHUSIX
capkoMbl FOuHTra 1 00pasiax oImyxoJieii 1 HeoOXOIMMOM
IUIST OHKOTeHe3a capkoM FOumHTa.

B xome HemaBHero mMccieqoBaHUsI, TTPOBEICHHOTO
Halleu rpymnoi [ 28], Mbl IIpoaHaIM3UPOBaIA OOJIBIIIOE
KOJIMYECTBO capKoM KOWHTa/TIpUMUTUBHBIX HEHPOIK-
TOIEPMaTBHBIX OITyXOJIEH 1 TTOIyYMIIN TTONTBEPXKICHIE
HEOTHOPOTHOCTH UX TUCTOJOTUICCKMX XapaKTePUCTHUK
1 HaIW4Us M0 MEHBIIeH Mepe 3 TMCTOJIOTUYECKUX
denoTnnoB: 00bYHBIX capkoM fOunra (puc. 6B), mpu-
MUTUBHbBIX HEPOIKTOAEPMAILHBIX OITyX0J1ei (puc. 6A)
W aTUMUYIHBIX capkoM FOwunra. KnmuAamdeckuii mcxom
MTOCJIETHUX XYK€ B CPaBHEHUH C 2 TIPEABIAYIINMU (e-
Hotumnamu. KpoMe Toro, "MMYyHOTUCTOXUMUYECKHI
aHaJIN3 TTOATBEPANII IMaTHOCTUIECKYIO IIeHHOCTE CD99
(HBA-71) (puc. 6C), HNK1, FLI-1 u CAV1, koTopsie
MOTYT MCITOJIb30BAThCS IJII TMAaTHOCTUKM B OOIIeit
cioxHocTh 6oee 99% omyxoneii. Bo Bcex cimyJasx Ha-
Ourronanach IMOJIOXKHUTETbHAS pEeaKITNs IT0 MEHbIIIEH Mepe
Ha 3 13 4 IpUMEHSIBIIMXCSI aHTUTEI. TakuM o0pa3om,
KOMOWHAIINS 3TUX 4 aHTUTE TTO3BOJISIET IIOATBEPANTD
MarHo3 «capkoma FOuHTa/mpuMHUTHBHAS HEHPOIKTO-
JiepMaTbHasT OITyXO0JIb», OCHOBAaHHBIM UCKITIOUUTEIHHO
Ha MTaHHBIX MUKPOCKOITMYECKOTO aHaim3a, 0e3 Tpu-
MEHEHMST JOTIOJIHUTETLHBIX METOIOB MCCIIeIOBAaHUS,
TakMX Kak yryopeclieHTHasi TMOpUan3aLius in Sifu Uav
[11IP B peanbHOM BpeMEHU.

Heiipo6aacTHble omyXxoJid 3aHUMAIOT CBOE MECTO B
nuddepeHITNaTbHON TMaTHOCTUKE METKOKPYTIIOKJIE-
TOYHBIX oryxoseii (puc. 6G, 61). Ux ommmunTe IbHBIMU
Mpu3HaKaMHu siBJsteTcst akcrpeccust NB84 (puc. 6H, 61)
U oTpulaTesibHas peakius Ha CD99 [29].

Dcre3noneiipodaactomsl (DHB) — 310 penkue,
crenpUIecKy JTOKAIM30BaHHBIE OITyXOJU BBICOKOI
CTETIeHM 3710KauYeCTBEHHOCTH, pa3BHMBAIOIINECS U3
MIPUMHUTUBHBIX KJIETOK OOOHSTEIBHOTO STUTEIUS U
JIOKAJU3YoIIecs TJIaBHBIM 00pa3oM B CBOJIE HOCA.
Haub6onee nuddepeHunpoBaHHBIE TUITBI 3TUX OTTYXO-
JIelf IYMUTHUPYIOT KJIACCUYECKYIO HEMpoOIacToMy, ToTaa
Kak HeaubdepeHIMPOBaHHbIE TTPOSIBISIOT XapaKTep
MEJTKOKPYTJIOKJIIETOYHBIX OIyXOJIei, TUCTOIOTUIECKHU
HammoMMHasl TUToXo AuddpeHInpoBaHHbIE HEHPOIH-
TMOKPUHHBIE KAPIIMHOMBI, PaOIOMMOCAPKOMBI JTH cap-
KoMbI FOMHTa/TTPUMUTUBHEIE HEIPOIKTONEPMATTbHBIE
ormyxond. [1py THCTOJIOTHIECKOM MCCIIEIOBAaHUY B 3TUX
OITYXOJISIX BBISIBIITIOTCS XOPOIIIO 0003HaYeHHBIE THE3Ia
KJIETOK MJTV IOJTBKH pa3TMIHOTO pa3Mepa, OKpY>KeHHBIE
BOJIOKHUCTOM COCYIMCTOU COCAUHUTEIbLHOU TKAHBIO.
Kietku o6pasyrot po3etku [Tomepa-Paiita mim uctuH-
Hble po3eTkn DrekcHep-Bunrtepmraitnepa. MHorna
MIPUCYTCTBYIOT TAaHTJIMOLIUTBI. MUTOTHYECKAsT aKTUB-
HOCTb BBICOKAsI, y9aCTKM HEKPO3a MHOTOUYMCIICHHEI.

MUI'X-uccnenmoBaHue No3BOISIET OTIMYUTD 3TU OITy-
XOJIM OT HEMPOSHIOKPUHHBIX KapIIMTHOM, pabmoMuocap-

KOM (3MOPHMOHAIbHBIX WJIM COJIMIHBIX AJIbBEOJISIPHBIX) 1
capkoM FOrHTa/MTpUMUTUBHBIX HEMPOIKTOICPMATBHBIX
ormyxoseit. Bo Bcex cirydasix BBISIBIISIETCS TTOJIOKUTETb-
Hasl peaklisl Ha HEMPOH-CcneundUIECcKylo 3HoJa3y, a
peakiiusg Ha CD99 (Myc?2) Bcerna otpuliatenbHas. Pe-
aKIIMs Ha CMHANTOMU3WH M XpOMOTPaHWH ITOYTH BCeraa
MOJIOXKHUTEJIbHA B OOJBIIMHCTBE KieToK. benok S100
BBI3BIBACT OKpAIIMBaHWE TTOAMEPKUBAIOIINX KIETOK,
PacCTONIOKEHHBIX 110 TTIeprdeprH T0JIeK WX BHYTPU HUX
1 CMEIIIaHHBIX ¢ 6JIACTEMHBIM KOMIIOHEHTOM, KOTOPBIi
JaeT OTPULIATETHHYIO peakiinio. MoxeT HaOMIoIaThCs
0YaroBoe OKpalIMBaHNEe HEKOTOPBIX KJIETOK Ha IIUTO-
kepatuHbl CAM 5.2 unu AE/1/AE3. KieTtku umeror
BBICOKMI1 TIpoTMhepaTUBHBIN MHICKC, TIOJIOKUTEIbHAS
peakuus Ha Ki67 na6monaercs moutu B 50% ciydaes.

HeiipoanaokpunHas kapuuHoMma nuddysHo moso-
KUTEJIBHO OKpallBaeTCs Ha IIUTOKEPATHHBI, TOTIA
KakK TTOJIOKUTEIbHAS peaKIIns Ha HeMPpOSHIOKPUHHBIE
MapKepbl, TaKie KaK XpOMOTpaHUH 1 CUHANTO(GU3VH,
HaOJII0MaeTCs TOIBKO B OTHEIbHBIX KiaeTKax. Omm-
OOYHO MPUHSITH 3TU OIYXOJU 3a pabIOMUOCAPKOMBI
HEBO3MOXKHO OJyraromapsi OTpUIIATEILHOM peakiny Ha
MapKepbl MBIIIIEYHBIX KJIETOK [27, 29].

JecMomiacTuyecKue MeJKOKPYIVIOKJIETOYHbIE OMy-
xou (JIMKO) (puc. 7G) oTHOCSATCSI K METKOKPYIJIO-
CHHEKJIETOYHBIM OIIYXOJISIM, KpaifHe arpecCUBHBIM 1
MMEIOIINM HEOTHOPOIHYIO nnuddepeHumnanuo. Yaiie
BCETO 3TH OITyXOJIN JIOKAIU3YIOTCS B OPIOITHOM MTOJIOCTH
1 00pa3yloT 00bEMHYIO MacCy, KOTopasi 3aHMMaeT CO00i
TTOJIOCTh Ta3a M 3a0pIOIIMHHOE TTPOCTpaHCTBO. B nm-
TepaType TakKKe MMEIOTCST COOOIIEHMS O JIOKATN3aIuT
3TUX OMYXOJIe B HEKOTOPBIX APYTUX aHATOMUYECKUX
obnactsax. OTIUMYNTEIbHON YePTOIi HOBOOOPAa30BaHMIA
STOI TPYMIIHI SIBISETCS MX MOMU(PEHOTUITHAS TIPUPOIA
C TIUTENNATbHBIMUA, HEHPOHHBIMU U MUOTEHHBIMU
cTpyKTypamu [72].

IIpn UI'X-uccienoBaHuU BBISIBIASIETCS OTHOPOI -
Hasl CTPYKTypa C MYJIbTU(MEHOTUITHON 3KCIIPECCUETA.
Bo Bcex 3TMX OTyXOJSIX MPUCYTCTBYET KEpaTuH U
rpoucxonuT nuddy3Hoe MUTOTUIa3MaTUIECKOe OKpa-
mmBaHue (puc. 7H). B 6obIioM KOJMYeCTBe ClIydacB
HaOII01aeTcs MoJIoKUTeabHasl peakius Ha EMA. Bo
BCEX CJIyJasiX BO3HUKACT TOJOXUTEIbHAS peaKIIns
Ha necMuH (puc. 71) B BUIe TOYEYHOrO LIUTOILIa3Ma-
TUYECKOTO OKPAITMBAHUS; TO XK€ caMoe HaOIfoaaeTCs
C B-T1aaAKOMBIIIEYHBIM aKTUHOM. B OOJbIIMHCTBE
oITyxoJieil HabogaeTcs MOJOXKUTEIbHAs peakiins Ha
HeposKTomepMaTbHbIe MapKephl, B OCOOEHHOCTH Ha
NSE, PGP 9.5, u cunantodusux. Pexxe HabI00aeTCs
nojioxutenbHas peakimsi Ha CD99 u HNK-1. O1u omy-
XOJI UMEIOT BBICOKYIO ITPOS(epaTUBHYIO aKTUBHOCTD
C MTOJIOXKUTELHOM simepHoi akcpeccueii Ki-67 n p-53.
benox WT-1 coOTBETCTBYET IPOAYKTY CAUSIHUS TEHOB
EWS 1 WT-1 u skcnipeccupyeTcs B orryxosisix Bunbmca.
Hanuuue sToro 6eika B siapax KJIETOK 3TUX OITyXOJIei
OBLIO TTPOAEMOHCTPUPOBAHO B paboOTaX HECKOJBKMX
aBTOPOB. DTOT MapKep 00eCTeunBacT BICOKOCTICIIN-
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I/I3yquI/Ie CapKOM MATKUX TKaHEW: OT UMMYHOTUCTOXUMUHU 110 MOJIeKyJIHpHOf/JI O1OJIOTUH. HpaKTH‘IeCKI/Iﬁ noaxoq

(buaHOE 7151 JAHHOM TPYTIITBEI CApKOM UMMYHHOE OKpa-
mmBaHue. Kpome omyxoiieit Bunbmca 00 akcnpeccun
3TOTO 3ITMTOITIA COOOIIATOCH TOJIBKO B CITyJastXx Me30Te-
JIMOM U IIPU HEKOTOPBIX JielikeMusix [72].

JduarHocTrKa METKOKPYTJIOKIIETOUHBIX OIyXOJIeit
yacTo OBIBaeT 3aTpyAHEHA M3-3a TepeceKarommxcs
TUCTOJIOTUYECKUX 1 UMMYHOTUCTOXMMUIECKUX XapaK-
TEPUCTUK. B Takux crydasix peKOMEHIYeTCS BBISIBIISITD
crennuIecKre IS 3TUX OITyX0JIeil XpOMOCOMHBIE
TPaHCJIOKAIINN U CJIUSTHUS TeHOB C TTIOMOIIIBIO (hTyopec-
LIEHTHOW TUOPUIN3AIINH iX Siftu 1 00OpaTHOM TPaHCKPUTII-
UK 1 noauMepa3Hoit nernHoi peakuuu (OT-TIILIP) B
3aJIUTHIX B mapacuH obpasuax [11, 30].

Capkomnl cemeiictBa FOuHra xapakrepusyoTcs
ciussaueM EWS unu FUS ¢ psimioM TeHOB ceMelicTBa
TpaHCKpUIMIKMOHHBIX (pakTopoB ETS, cocTosiiero u3
FLI1, ETVI, FEV, ETV4u ERG [49]. B 85—90% ciy4aeB
capkoM FHOuHTa BBIABISIETCS XPOMOCOMHAsI TPaHCIO-
karms t(11;22)q24;q12) u npoucxojsiiiee B pe3yjbrare
Hee cnusgHue reHoB EWS-FLI1, XOTsi TOUKU pa3pbIBOB
XPOMOCOM paclpenesieHbl B YeThIpeX WHTPOHAX reHa
EWS u miectu untpoHax reHa FLII, 4T0 MOXET JaTh
00JIbIII0E KOJINYECTBO NMPOAYKTOB ciustHust EWS-FLI 1.
Kpome Toro, B HEKOTOPBIX ClIydyasix Mpu capkomax
FOunra BoisiBsII0TCS 4 peakue TpaHcaokauuu (t(2;22),
t(7;22), 1(17;22), u t(21;22)), npu Kotopeix EWS me-
HSETCS MeCTaMM ¢ TeHaMU, KOIMPYIIIUMA 4 TeHa
ceMelicTBa TpaHCKPUITLIMOHHBIX (hakTopoB ETS (FEV,
ETVI, ETV4wu ERG cootBeTcTBeHHO) [25]. Takxe mipu
HeKOTophIX capkoMax FOuHra HabrogaeTcs ClausHue
reHoB FUS-ERG B pesynbrate t(16;21)(p11;q22). Hamm-
Y1e TAaKOTO OOJIBIIIOTO KOJTMIECTBa BAPMAHTOB CITUSTHUS
TeHOB MPEACTaBSIET MPAKTUUYECKYI0 TPYAHOCTD IS
MOJICKYJISIPHO-TEHETUYECKOM TUAaTHOCTUKU CapKoM
IOunra ¢ nomompio OT-IIIP u dayopecueHTHOI
rubpunuzaunu in situ [30].

Kak u apyrue MejiKOKpYIJIOKJIETOUHbIE OMYXOJIH,
AMKO xapakTepusyroTcsl TpaHcaokauueit t(11;22)
(p13;ql12) 1 mpoucxonsIIM B pe3yabraTe Hee CIIUsI-
HueM reHoB EWS-WT1 [26]. B GonbIIMHCTBE Caydyaen
AMKO ciussnne EWS-WT1 3arparuBaet riepBble CEMb
9K30HOB reHa EWS 1 mocnenHue Tpu 3K30Ha (3K30HbI
8—10) rena WTI1 (EWS-WTI 7/8) [73]. OnHako Obuin
OTMCaHbI M HECKOJIBKO aTbTepHATHBHBIX TOYECK Pa3phiBa
TpaHcnokanuu t(11;22)(p13;q12) [74].

3.10. CemiokiieTouHas capkoMa (MeJIaHOMA MATKUX TKaHeit)

DT capKOMBI OTHOCATCS K TPYIIe HEHPOIKTO-
JIepMajibHbIX oryxojieii. OHU pa3BUBAIOTCS TIPEUMY-
LLIECTBEHHO Y MOJIOZIBIX MY>KUMH (B Bo3pacte 20—40 jieT),
rmopaxasl Iri1aBHbIM 00pa3oM KoHeuyHocTu. IIporHos
MPY 3TUX OMYXOJSIX HeOJAronpusITHBINA C YaCThIMU
MECTHBIMM PEIIMINBAMUA W TUCTATHLHBIMUA MeTacTasa-
MU Jaxe Toc/e JIUTEIbHBIX MepUoI0B OTCYTCTBUS
oonesnu [1-5].

[ucTonmornyecku 3THU OMYyXOJIU NEMOHCTPUPYIOT
WHGWIBTPUPYIOIIN JOJIBKOBBINM POCT, OrpaHUYEHHBIN

BOJIOKHUCTBIMU MeMOpaHaMU, OKPYKalOIIMMU THE31a
CBETJIBIX BePETeHOOOPA3HBIX MJIM MOJUTOHAIBHBIX
KJIETOK C KPYTJIBIMUA WJIA OBAJTbHBIMHU SIIPAMM M XOPO-
110 3aMETHBIMU SIIPHIIITKaMU. MUTOTHYeCKUE PUTYPBI
BCTpEYaloTCs peaKo. BuIIBICHME MUTOIIa3MaTHIeC-
KUX BKJIIOYEHMH TJIMKOTEHA W TPaHYJISIPHBIX CTPYKTYD
MeJIaHWHA TIOATBEPKIAeT OTHECEHUE TUX OITyXOJeit
K 3JIokayecTBeHHBIM (puc. 7G). UI'X-ucciaenoBaHue
J1aJ10 JajibHENIIIMe MOATBEPXKIEHUS 9TOMY, TPOJAEMOHC-
TPUPOBAB MOJOXUTEJbHYIO peaKIIMI0 HA MEJTAaHUH, KaK
MPU 3JI0KAYECTBEHHOI MeJIaHOME KOXKU (IMOJTOXKUTEb-
Has peakius Ha BumeHTUH, NSE, NKI-C3, MARTI,
HMB 45, HNK-1 u 6enok S100) (puc. 7H, 7I). Takxxke
OblTa OIMcaHa TMOJIOXKUTEIbHAs peaKIns Ha HU3KOMO-
JIeKysipHbIi utokepatnid CAM 5.2 [75]. CiopHbBIM SIB-
JISIETCH BOIPOC, KACAIOLIUIACS TUTIOTETUYECKON MUOTEH-
HOW MPUPOAbI AJIbBEOJSIPHBIX CAPKOM MSITKUX TKAHEM,
MOCKOJIBKY COOOIIan0Ch 00 3KCIPECCUU MBIIIEUYHBIX
MapKepoB, TAKMX KaK AeCMMH, aKkTUH 1 MyoD1.

DTU capKOMbl OOBIYHO CBSI3aHbI C TPaHCIOKAlMe
t(12;22), B pe3ysibraTe KOTOPOU MPOUCXOIUT CIAUSIHUE
reHa EWSRI ¢ ATF1, KonupyloluM IeH U3 CeMeicTBa
TpaHCKpUILMOHHBIX (pakTopoB CREB [25]. B pabote
AHTOHECKY 1 COaBT. COOOIIIAeTCsI O HOBOM BapHaHTeE
ciausinust reHoB EWSRI v CREBI, BbISIBIEHHOM MpU
CBETJIOKJIETOYHOI CapKOMe KeJIyTOIHO-KUIIEYHOTO
tpakTa [76]. CREBI — 310 TeH Ha y4yacTke 2q32, KO-
JUPYIOLIUKA APYroro 4jieHa ceMelcTBa TPaAaHCKPUII-
HUOHHBIX (pakTOopoB CREB, CBI3aHHOIO B BBICOKOM
creneHu ¢ ATFI. B HegaBHeil pabote X13a0Ky 1 COaBT.
ObLIIO MpoaHaJU3MPOBaHO 33 ciyyasi CBETJIOKJIETOU-
HOM capKoMbl MsATKuX TKaHeil metogoMm OT-IILP ¢
HUCII0JIb30BaHUEM (PUKCUPOBAHHBIX (hOPMATUHOM,
3aJIUThIX NapaprHOM 00pa31I0B TKaHEe ; ObLIN BhISIBJIC-
Hbl TpaHCKpUNTEl EWSRI-ATF1 (31/33) wnu civsiHue
reHoB EWSRI-CREBI(2/33) |24]. UnTepeceH TOT (DaxT,
YTO B CBETJIOKJIETOUHBIX CAPKOMaX CO CTUSTHUEM TeHOB
EWSRI-CREBI, o KOTOpbIX CO0O0IIIaJIOCh B padboTe
AHTOHECKY U COaBT., AU hepeHIIalNs MeJIaHOLIUTOB
OblJ1a HU3KOM MJIM OTCYTCTBOBAJIa, TOTAA KaK B OITyXO-
JISIX, OIIMCAHHBIX B pa00Te X13a0KYy 1 COABT. U IECMOHC-
TPUPYIOLIUX MOJOXUTEIbHYI0 peakuuio Ha HMB45,
MITF u menaH-A, oHa ObL1a 0YeBUIHOI [24].

3.11. AnbBeosipHasi capkoMa

AJIbBEOJIIpHAsi CApKOMa — 3TO PEAKUI BUJT OTTYXOJIH,
BCTpPEYAIOIIMIACSH Y MOIPOCTKOB U MOJIOJBIX B3POCIbIX.
OTa 0MyX0Jib COCTOUT U3 ONMHAKOBBIX KPYITHBIX MTUTE-
JIMOMAHBIX KJIETOK C OOMJIbHOI 303UHOMDUIIBHOM rpaHy-
JIIPHOM LIMTOIUIA3MOM, pacojiararoiiyxcs B BUIE THE3]
1/VJIW aTbBEOJISIPHBIX CTPYKTYP, Pa3AeJeHHBIX MEXIY
cO00Mi COeTMHUTEIbHOI TKAHbIO C CUHYCOUIAIbHBIMU
COCYJIMCTBIMM KaHaJlaMU; OTCIOla U Ha3BaHUE «ajibBe-
oJisipHbie». OTAeNbHbIE KJIIETKH OMYXOJU UMEIOT 00JIb-
1I0¥ pazMep, MOJUTOHAIbHYIO WX KPYIyio (hopMy U
HE3HAUYUTEIbHO OTJIMYAIOTCS APYT OT APYTa [0 pa3Mepy
U popMe. DNUTEITMOUIHDBIC KIETKH COAEPKAT XOPOIIIO
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3aMETHBIC SIpa U SAPBILIKKY. nepHas aTUIus BCTpe-
YyaeTcsl pelIKo, KaK 1 MUTOTHYecKue ¢purypsl [77—81].
Kirerku yacTo cogepkaT poMOOBUIHBIE UJIX ITAJIOUKO-
BUIHBIE KPUCTAJUTNYECKIE BKIIIOYEHUST, KOTOPHIE MOTYT
JlaBaTh CUJIbHYIO TTookuTenbHY0 Lnk-peakiuio. Ha
VJIBTPaCTPYKTYPHOM YPOBHE ITPUCYTCTBYIOT apaHyKJIe-
apHbIe arperaThl, MeTJI1 MPOMEXKYTOYHbBIX (PUJIAMEHTOB
U IEPUOINIECKIE KPUCTAJINYECKIE BKIIIOUEHUSI.

DTUM OMyXoJIIM MPUITUCHIBAETCS MUOTECHHAsI TIPY-
poJa, MOCKOJbKY MPU HUX YacTO HaOJomaeTcs Mmo-
JIOXKUTEeNIbHAs peakluus Ha AecMUH. MHorma takxke
HabJlo1aeTCcsl OKpalllMBaHWe Ha TJaJKOMBbIIIEYHbBIH
aKTHH, TOTAa KaK okpairBaHnve Ha MyoD 1 1 MuoreHuH
He rporcxoauT. MHoraa mporcxoauT OKpalrBaHUe Ha
oenok S100. HaGmomaeTcst MMMYHOTMCTOXMMUYECKOE
okpamuBaHue Ha 0emok TFE3. Dkcnpeccus 6enka
TFE3 Habironaercst mpu ajibBEOJISIPHBIX CAapKOMaX MsIT-
KMX TKaHEW U IPYTUX OIMyXOJISIX, COIPOBOXKIAIOIIMXCS
causinueM reHoB ASPL-TFE3 [77—81].

B mocnenHue roanl pu aabBEONISIPHBIX capKoMax
MSITKUX TKaHEH BbISIBJISIIACh XapaKTepHasi TpaHCI0Ka-
mus (X;17), B pe3yJibTaTe KOTOPO ITPOMCXOAUT CIIMSTHIC
reHoB ASPL-TPE3. DTo cliusiHUE T€HOB HE SIBJISIETCS
crieuM(UYHBIM JJIsl aJIbBEOJISIDHBIX CAPKOM MSITKMX
TKaHEe# 1 BBISIBJISIETCS TAKXKE IPU IMTOYESUHOKIECTOYHBIX
KapuuHoMax y aeteit [77—81].

XOTsI OCHOBOI AMAaTHOCTUKU CApPKOM MSTKMX TKa-
HEH IO-IIPEXHEMY OCTAECTCS TPALULIMOHHBIA METOM
OKpalllvBaHUsI TeMaTOKCUJIMH-3031MHOM, TPUMEHEH1e
MMMYHOTMCTOXUMUYECKMX U MOJIEKYJISIPHO-OMOJIOTH -
YECKUX METOJI0B UCCaeI0BaHUS ITpy AuarHoctuke CMT
IIOMOTAeT ITOJTYIUTh LIEHHYIO JOTIOTHUTEIbHYIO MH(pOP-
Mauuo. 9ta nHGopMalus BakHa, TTOCKOJIbKY MHOTHE
CMT umerot HeaubhepeHIIMPOBaHHYIO MOPGhOJIOTHUIO
1 XapaKTePUCTUKU, COBIAIAIONINE C XapaKTEPUCTUKaAMU
JIPYTUX OITyXOJIel, YTO He MO3BOJISIET TOCTABUTh TOUHbIM
Y BEPHBIA AMarHO3 TOJBKO HA OCHOBAHUHU ONTUYECKOMN
MUKPOCKOTIHMU.
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The cinicopathological classification of sarcomas in general, and specifically of soft tissue sarcomas, is becoming more
complex, due not only to the increasing number of new entities identified in recent years, but also to the fact that most of these
neoplasms have a common mesenchymal cell origin. Thus, these tumors might express a divergent phenotype with numerous
histological varieties with overlapping features, producing confusion in their identification. Therefore, any histological study
needs to be complemented with both immunohistochemistry and electron microscopy as well as with new ancillary techniques
such as cytogenetics and especially molecular biology. Thus, nowadays it is mandatory to combine the clinical stage, histological
grade histological variety and immunohistochemical characterization in order to obtain a clear pattern for a given sarcoma
and its prognostic outcome.

Additionally, cytogenetics and molecular biology identify two clearly different subgroups of sarcomas: those presenting mainly
a small number of rearrangements with specific chromosomal and genetic translocations against a second, larger group of
neoplasms harboring complex kariotype reorganizations and numerous genetic imbalances. Although few of these genetic
reorganizations provide any additional value for establishing predictive or prognostic outcome for the patient, they have opened
up new ways to obtain more precise classification, complementing conventional histology and simultaneously creating new
possibilities for targeted therapy.

This review on soft tissue sarcomas provides the most up-to-date findings in these fields, reviewing the clinical stage, histopathology,
immunohistochemistry and molecular biology of the major soft-tissue tumor types based upon the WHO classification.

52 CapKOMBI KOCTel, MATKUX TKaHEel 1 oImyxoJu Koxku Noe 1-2010



