https://doi.org/10.26442/18151434.2021.4.201069

@) BY-NC-5A 4.0 Ob30P

ConutapHasa ¢ubpo3Haa onyxosb:
0COGEHHOCTU KNIMHNYECKOro TeYeHus,
ny4yeBO N nabopaTopHON ANArHOCTUKN, Tepanus

H.A. Ko3nog, A.B. Libirankoga, A.T. A6gynnaes™
OTBY «HaunoHanbHblii MeAMUMHCKKIA UcCneAOBATENbCKMIA LEHTP OHKonorum um. H.H. bnoxina» Munzapasa Poccuu, MockBa, Poccus

AHHOTaUMA

ConutapHaa ¢ubposHaa onyxonb (COO) ABNAETCA CPaBHUTENBHO PEAKMM Me3eHXUMaNbHbIM HOBOOGpPa3oBaHMeM, NpernmylLle-
CTBEHHO MOpaxaloLmnm cepo3Hble 060MI0UKN U MATKME TKaHW. Ee oTnnyaloT MHoroneTHee TeueHue, BapnabenbHbI pUCK meTa-
CTa3npoBaHMA, BO3MOXHOCTb BO3HWKHOBEHVSA B N06OI aHaTOMUUEeCKO 0611acTy, a TakKe ManocneympryHoe rucTonornyeckoe
cTpoeHue. Mpuuem nocnegHue fee ocobeHHocT COO ABNAIOTCA OCHOBHBIMY MPUUYNMHAMM AMArHOCTUYECKMX OWNOOK Npu Mopdo-
noruyeckon seprdurKayum HoBoobpaszoBaHus. HecmoTps Ha To, uto B XX B. COO ynommnHanacb B Hay4yHoW iMTepaType AOBOJIbHO
penkKo v, Kak NpaBuio, B BUAE eAnHNYHbIX HabnoheHni, B nocneaHme 2 AecaTuneTnsa 6narogaps WMPOKOMY pacnpoCTpaHeHNo
HOBbIX MOJIEKYIAPHO-TEHETUYECKNX METOAOB NCC/IeJOBaHNA U BbIABIEHWIO cneuudruHbIX MyTauuii B Me3eHXUMasbHbIX OMyXo-
NIAX 3aMeTHO BO3POC/IN KayecTBO U TOYHOCTb MOCTAaHOBKM AMarHo3a. Kpome Toro, HakonneHHble B nocneaHne AecaTuneTsa B
HeManoM KonmnyecTse KNnMHUYecKne HabniogeHns no3sonunnm 6onee AeTanbHO OLEHNUTb KIIMHUKO-MOPdONornyeckre napameTpsl
CDO, accounrpoBaHHble C PUCKOM Pa3BUTKA MECTHOTO peulnanBa 1 NOABEHUA OTAANEHHbIX MeTacTa3oB. B HacToAwelh cTaTbe
NpoBeAeH aHaNN3 COBPEMEHHON NUTepPaTypbl, MOCBALEHHOW 3NUAEMUONIOTN, MONEKYNAPHON NaTonornum, 0CO6eHHOCTAM Ny-
yeBoW 1 Mopdonornyeckor ANarHOCTNKK, acneKkTam reHesa conmTapHon GrbpPOo3HOM ONyxonu, a TakxKe BbIGOPY ONTUMANIbHOro
fleYeHnn NaLneHToB.
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Solitary fibrous tumor: features of the clinical
course, radiation and laboratory diagnostics,
therapy: A review
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Abstract

Solitary fibrous tumor (SFT) is a relatively rare mesenchymal neoplasm, mainly affecting serous membranes and soft tissues.
It is distinguished by a long-term course, a variable risk of metastasis, the possibility of occurrence in any anatomical region,
as well as a low-specific histological structure.Moreover, the last two features of SFT are the main causes of diagnostic errors
in morphological verification of a neoplasm. Despite the fact that in the twentieth century SFT was mentioned in the scientific
literature quite rarely and, as a rule, in the form of single observations, in the last two decades, due to the widespread use of
new molecular genetic research methods and the identification of specific mutations in mesenchymal tumors, the quality and
accuracy have significantly increased. making a diagnosis. In addition, the clinical observations accumulated in recent decades
in a considerable number of cases made it possible to assess in more detail the clinical and morphological parameters of the SFT
associated with the risk of local recurrence and the appearance of distant metastases. This article analyzes the modern literature
on epidemiology, molecular pathology, features of radiation and morphological diagnostics, aspects of the genesis of solitary
fibrous tumor, as well as the choice of optimal treatment for patients.
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BBepeHune

Conurapaas ¢ubposnas omyxons (COO) mpencraiser co-
0011 Me3eHXMMalIbHOe HOBOOOpa3oBaHue ¢ puoOpoOIacTHIECKOi
I depeHInpoBKOil, HHPMIBTPATUBHBIM POCTOM, HU3KOH Ha-
CTOTOH METacTa3MpOBaHUS, CKIOHHOCTHIO K MAaJTHTHU3AIUH U
XapakTepHoH nepectpoiikoit rena NATB2-STAT6 [1-3].

Brepsrie 0 COO ynomunaercs B 1870 1. B pabote E. Wagner,
ofgHako Ooiyiee MOAPOOHO ATy OMYXOJdb OMHCaN JUIIb B 1931 1.
P. Klemperer u coaBr. [2]. 3a 6onee yem 100-neTHuii nepuox u3-
yuenuss COO npuobpena 60ib110€ KOTUIECTBO HA3BaHUMU, KO-
TOpBIE B Pa3HBIE TOABI OTpakaly MOHUMaHUe 0 THHHUH Judde-
PEHIIMPOBKY, aHATOMHYCSCKOH JIOKATH3aIHH U OUOIOTUIECKOM
noTeHIuajze HoBoobpaszoBanus. Cpenu Hanboee 4acThIX U He-
PEKOMEHIIOBaHHBIX B HACTOSAMIEE BPEMs K HCIIOIb30BAHUIO CH-
HOHUMOB MOJKHO OTMETHUTH CIIETyOIIHe: TeMaHTHOePUIIUTOMA,
¢bubpo3Hast Me30TeInoMa IIeBpbl, pudpoma mieBpsl, cydcepos-
Hasg GuOpoma, TUTAaHTOKICTOYHAS aHTHOPHOpOMa, JIOKAIH30-
BaHHas (GUOpo3Has omyxois, foopokadectBeHHass COO [3, 4].

STunonorva n MoONeKynApHaa naTonorna
Otuonorus COO B HacTodAlIee BpeMsi OCTAETCS HEBBIICHEH-
Hoii. Tak, He MOATBEPKAeHA CBA3b Mk Ay pa3BuTreM CPO u oT1-
JEeTBHBIME ()aKTOpaMH OKpYyXKarommieid cpensl, TabaKoKypeHHEM
1 Bo3zelicTBrueM acbecta [2, 3]. Tem He MeHee HCCACIOBAHUS T10-
CIIETHUX JIET TOKAa3bIBAIOT, YTO epecTpoiika rena NATB2-STAT6
saBasgercst s COO npaiiBepHON OHKOreHHOW MyTanuen [5].
B nacrosmee Bpems onucaHo okosio 40 BapuaHTOB AaHHOM Ie-
pectpoiiku B CDO [6]. Kpome Toro, BEISIBICHa B3aMMOCBS3b
MEXJY pa3JIMYHBIMH BapuaHTaMu nepectpoiiku NAB2-STAT6
u anatomuueckoi mokanuzarueir COO (NAB2ex4-STAT6ex2/3
XapaKTepHa JJIs IUIEBPOIYIbMOHAIBHBIX omyxoseil, NAB2ex6-
STAT6ex16/17 — omyxoneii rmy6OKMX MSTKHX TKaHEH M MO3-
roBelx oboiouek) [6, 7]. Bropuunyro pons B paszsutuu CPO,
KaK T0JIaTaloT UCCIEAO0BATENH, UTPAET THIEPIKCIPECCHS TEHOB
ALDHIAI, EGFR, JAK2 v THCTOHOBBIX jearieTuiaas [8].

nupemuonorns

Cpenu Bcex Me3eHXHMMaJbHBIX HOBooOpasoBanuit nons COO
00bIyHO He mpesblmaeT 5% cinyuaeB [5]. HauGonee wactbiMu
aHaroMuueckuMH Jokamm3anusimMu COO ABIAIOTCS cepo3HBIE
obomnouku (muespa u OpromuHa — 60—70% Bcex ciydaes), HO-
BEPXHOCTHbIE U IIyOOKHE MATKHE TKaHH TYJIOBHUIA U KOHEUHO-
CTel, BHyTPEHHHE OpTaHbl 1 MO3ToBbIe 000109KkH. [Ipn 3 TOM Ha
nomo COO rayboknx Markux tkaned npuxomurcst 70-90% cu-
tyauuit [8]. OnHa M3 yHUKaNbHBIX ocobeHHocTe CPO — cro-
COOHOCTH BO3HHKATH B JIOOOM OpraHe WM TKaHAX (mapaopOu-
TaJbHBIE MSATKHE TKaHM, CIIMHHON MO3T, IIUTOBUIHAS XKeie3a,
CJIIOHHBIE JKeJIe3bl, MOYEBOH Iy3bIPb, BHJIOYKOBAS XKeje3a, Hal-
MOYEYHUK, CTEHKA XKEITyAOUHO-KHUIIETHOr0 TPAKTA, MOYKA, MPEea-
cTaTenbpHasl XKeJe3a, CCMEHHON KaHaTHK, SIMYKO, BYJIbBa) [2].

Hecmotps Ha 1O, uto CPO sBisieTCS TUIUYHBIM 3abolie-
BAaHUEM B3POCIBIX JHUI[ (BO3PAacCTHOHM [HANa30H COCTABISAET
20-70 net, muk 3a00JeBaeMOCTH — 45—55 n1eT), UMEIOTCS peIKHe
onucanus COO y nereit u noapocTkoB. Paznuuus B 3a0oseBae-
MOCTH CPeI MYXYHH U *eHIUH 17151 TunugHoit COO He oOHa-
py»eHbl, ogHaKo JunoMaro3Hblii Bapuant COO BcTpedaercs B
1,5 pa3a yame y Mmy>x4uH [1, 2].

KnuHnuyeckas KapTmnHa

B ciyuae cumnromatnaeckoro tedenus COO nposBneHus 3a-
OoJIeBaHUST HOCAT HECTIEM(UUSCKUI XapaKTep B BH/E JIOKAIb-
HOM OTeYHOCTH M OOJH, BBI3BAHHBIX CIABJICHHEM CMEXKHBIX
CTPYKTYp MeIJeHHO pacTymeil omyxomu. Oxomo 30% ciyda-
eB COO (mpenMyIecTBEHHO IIEBPAIbHBIE U NEPUTOHEAIBHBIC
JIOKAJIM3AIMN) JUTUTSIBHOE BPEMs MPOTEKAOT OECCUMIITOMHO H
MOTYT SIBUThCS CllydaiiHOM Haxonkoi. B 2—-4% cutyanwuit poct
OITyXOJIM MOXKET COIIPOBOXKIATHCS pa3BUTHEM NTapaHeOoIIacTHyIe-
CKOf THITOTTIMKEMUH U aKpOMETaJIONAHBIX n3MeHeHnd (Doege—
Potter syndrome), BbI3BaHHO# MPOAYKIMEH OIYXOJIEBBIX KJIETOK
HWHCYJIMHONON00HOTO (hakTopa pocrta 2-ro THna [2, 9].

Makpockonuyecku neputoHeanbHass CPO mano oTivuUMa
OT TUIEBPATBHOI0, MATKOTKAHOT'O MJIM BUCIIEPAIBLHOTO aHAJIora
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U IpeacTaBisieT co00i pacTyIIMii Ha IPOTAKEHUH HECKOJIBKUX
JIET COIMTAPHBIN y3€I]I ¢ YeTKOH TpaHuIel 0e3 Karcybl Juame-
TpoM 1-42 cMm (B cpenneM 5-8 cm). CDO 1ureBpsl M OPIONIHHEL
OOBIYHO MMEIOT OOJNIBIINE pa3Mephl 10 CPABHEHHIO C OITYXOJIsi-
MU KOHEYHOCTEH, BHyTPEHHUX OPraHOB, TOJIOBHI U mren. Hecmo-
Tpst Ha YeTKocTh rpanun, COO obnamaeT MHOUIBTPATUBHBIM
POCTOM U He MOXKeT ObITh BhUTyIIeHA. [loBepxHOCTE cpeza CDO
4acTO UMEET MyJIbTHHOAYJISAPHBII B, BOIOKHUCTYIO CTPYKTY-
pY, 0eneco-po30BEIi I[BET, KOHCUCTEHIIUS BapbHPYeT OT ILIOT-
HOJIACTUYHOH JI0 PBIXJION IPU BBIPAKEHHBIX MUKCOMIHBIX U3-
MEHEeHUsX [2, 4].

Ilo xapakrepy TeueHuss CPO OTHOCHUTCA K IPYIIIE PEJKO Me-
TacTa3UPYOLUIUX ME3CHXMMaJIbHBIX HOBOOOpa3zoBaHuil. Merta-
crazupoBanre COO nmpakTUIeCKH BCET]a HOCUT TeéMaTOTeHHBII
XapakTep — Hauboiee 4acTo BTOPHYHEIE OYard JIOKATH3YIOTCS
B JIETKHX, Ne4eHH U KocTax [2]. B 8,0-22,5% cinyuaeB CDO co-
MPOBOXKIAETCA TIOSIBIICHUEM JOKAIBbHBIX PEIUIUBOB JaXe CITy-
cta 14-20 net noce onepaTUBHOrO BMelarenscTsa [4, 9, 10].

B 10-16% cutyauuii nepBuuHbslii ouar wiu metacraz COO
MOJBEPracTCs 3JIOKAuYeCTBEHHOH TpaHcdopmanuu (310Kade-
crerHass C®O), BciaeacTBHe 4Yero KIMHHYECKOE TEUEHHE 3a-
GoyeBaHMs HE OTJIMYAETCSl OT THUIMUYHOW CApKOMBI, a 4acToTa
MeTacTa3upoBaHMs 3aMeTHO Bo3pacTaeT. Ha paspese 3mokaue-
crBerHass COO 3a4acTyio COXEPHKUT MAaKPOCKOITNIECKH Pa3IIH-
YHMBbIe OYard HEKpo3a U KPOBOM3IIUSHUS, HE BCTPEUYAIONIUecs B
Heo3nokauecTBieHHoi CDO [2].

B 0,8-4,3% ciyuaes CDO moxsepraercst aeanddepeHnupos-
Ke, 4TO BEIET K Pe3KOMY YXYALICHHIO IIPOrHO3a, COIIOCTABUMOMY
C TEUYCHHEM BBICOKO3JIOKaYeCTBEHHBIX IIICOMOP(HBIX capkoM [3].
Ipornecc neauddepeHnrpoBKH MOKET BOSHUKHYTH KaK B IEPBUY-
HOM OITyXOJIW, TaK U B JIOKAJIbHOM pElUAUBE WK MeTacTase [9].
Yacrora pacnpenenaeHust 1 muk AenuddepeHInPOBKH B LIETIOM CO-
BIAJAIOT ¢ TakKOBEIMHU y 00brqHON CPO. Henb3s NCKITIOUHTE, YTO
nporecc neaudhepeHInPOBaHNU SBISETCS BPEMSI3aBUCHMBIM de-
HOMeHOM [9]. MakpocKkonnieckue 1 Ty 4eBble pu3HaKu qeandde-
permmpoBanHoi CPO HISHTHYHBI TAKOBBIM IIPU IIIIEOMOPQHBIX
capKoMax BHE BIMSHUS aHATOMHUYECKOM Jlokanu3anuu [11].

JlyueBaa gnarHocTuka

Pagnonornueckue mpusHaku CPO HocaT Manocmenupud-
HBIN xapakTep. Tak, OIyXoJsb 3a4acTylo MpeAcTaBiIeHa SKCIIaH-
CHBHO PacTyILIMM KPYNHOOYTI'PUCTBIM Y3JIOM C YUETKUMH IPaHU-
LlaMH, COJIMJIHOM CTPYKTYpOH M XOpolled BacKyJsipu3anuei,
«MBIIICYHO» IIOTHOCTBIO, IOPOH C 3aMETHBIMHU ITHTAIOIIUMH
COCyaMHU WJIM BKJIIOYEHUEM XKHPOBOro KoMIoHeHTa [3]. Jlyue-
BbI€ IPHU3HAKH, ACCOLMUPOBAHHBIE ¢ MaUTHU3anuei/nexudde-
PEHIMPOBKOH OITyXOJIH, BKJIIOYAIOT OBICTPO BO3POCIINH pa3Mep,
HEOAHOPOAHYIO MHTEHCUBHOCTL CUTI'HAaJIa U HeO)IHOpOl]HbIﬁ 3a-
XBaT KOHTpacTHoro npenapara npu MPT, BbelpaxeHHyI0 UHBa-
3HI0 CMEXHBIX CTPYKTYp [11].

Mopdonornueckas n moneKynapHo-
reHeTn4yeckKaa gnarHoCTuMkKa

Hpyroii ocobenHocThio CPO siBisieTcsl ManocnenupuaHoe
THUCTOJIOTHYECKOE CTPOEHHE, B pANE CIydaeB 3aTpyXHSIONIEe
MOCTAaHOBKY HPaBUJIBHOIO AMAarso3a. Tak, Ha BCEM IPOTSDKE-
Huu kaaccuyeckass COO npeacTaBieHa XaOTHYHO PACIIONIOKEH-
HBIMU OTHOCHTENBHO APYT ApyTa BEPETCHOBUIHBIMHE U OBOHJI-
HBIMHU KJIETKaMH JOOPOKa4eCTBEHHOTO BHJA, ()OPMHUPYIOIINMHI
JepeyIoLINecs] TUIIO- U TUIIEPKIETOYHbIE 30HBI 3@ CUET BapbU-
pyrormero oobemMa rpy0o0if KOJIareHOBOH CTPOMBI B COYETaHUH C
KPYIHBIMH BETBSIIMMHUCS COCYJaMH, HAIOMHHAIOIIUMHU CBOUM
npoduieM GpparMeHTHI OJICHBUX poroB (staghorn pattern). B ot-
JUYHe OT 37I0Ka4eCTBEHHOTO U e} depeHpoBaHHOTO Bapy-
anToB THnuyHas COO He COXEPKUT 09aroB KOAryJssIHOHHOTO
HEKpo3a, a MUTOTHYECKasi aKTUBHOCTh HE MpeBbIimaeT 3—4 ¢u-
ryp B 10 penpezentaTuBHBIX moisix 3peHus (PII3) [1, 2]. Kak ot-
Medanock, rucrojorudeckas kapruHa COO obnamaer HU3KOM
crieniu(pUIHOCTBIO U (hOKATBHO MOXKeT Habmonarscs B 15% Me-
3eHXHMAaJBbHBIX OIyXoJseH, BKIrodas neauddepeHnpoBanHyo
JIUIIOCAPKOMY, CHHOBHAJIBHYIO CApKOMY, ME3€HXHMATbHYIO XOH-
npocapkomy, pubpocapkomy nercrtsa [11].
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KnuHunko-mopdonoruyeckue
napameTpbl

Ta6nuua 1. Cxembl cTpaTndMKaLum pucka arpeccuBHoro teyenua COO
Table 1. Risk stratification schemes for an aggressive course of solitary fibrous tumor

E. Demicco (2017)/WHO 2020

S. Salas (2017)

S. Pasquali (2016)

M. Diebold (2017)

B <55 <60
03pacT, net 555 =60 He yuutbiBaeTcs He yuutbiBaeTca
<4,9
Pa3mep onyxonu, cm . He yunTbiBaeTca He yuntbiBaeTca N
p onyxonu, 10-14,9 y Y >10
>15

. KoHeuHocTn
TNokanu3auus NepBrUYHOI onyxoni He yunTbizaetca Vnas He yuuTbiBaetcs He yuntbisaetca
MwuTOTUYECKIit NHAEKC (x10 PT3) 1?3 <4 0-4 <4
# >4 >4 >4 >4

KneTtouHocTb He yunTbiBaeTca

Huzkan

He yunTbiBaeTca
y MoBblWweHHas/BblICOKas

He yunTbiBaeTca

Cnabblit
Mneomopdr3am KneTok onyxonu He yuutbiBaeTca He yuutbiBaeTca M . He yuutbiBaeTca
YMepeHHbI/BbICOKNI
Hekpo3 <10% He yunTbiBaeTca He yuntbiBaeTca Her
P >10% y Y Ectb
. <10%
WHpekc Ki-67 He yunTbiBaetca He yunTbiBaeTca He yuntbiBaetca >10%
. OueHb HU3KUN
Husknin . . .
. Husknin Hunzkun Husknin
Ipynnbl pucka MNpomexyTouHbIN o o .
o Bbicokuin MpomeXXyTouHbINn Bbicokui
Bbicokuin o
Bbicokui

INomumo Tunnynoit CPO B nocneHUE IECATUTIECTUS OTUCAHBI
€e JIMIIOMAaTO3HBI! U THTAHTOKJICTOYHBIH BapHAHTEI, HU OAHH W3
KOTOPBIX HE 00J1aaeT KIMHUYECKH 3HAYMMBIMH OTIMYUSIMHU B
TEUYeHHH U IPOTHO3E.

I'ucronorudeckn 3nokadectBeHHas CDO, kak mpaBuio, He-
OTIMYMMa OT OOJBIINHCTBA KPYTJIO- MM BEPETEHOKIETOUHBIX
capkom, a neauddepenupoannas COO umeeT cTpoeHHE TH-
MUIHON TIIeOMOP(HHOH CapKOMBI ¢ KPYITHBIMH O9araMH HEKPO-
3a U OYEHb BBICOKOM MUTOTHUYECKOI akTUBHOCTBIO [11]. Tem He
MEHee Ja)ke TOclie 3JI0KaueCTBEeHHON TpaHC(hOpPMaIUK UK Jie-
mupdepenuupoBk COO B oTanyue OT OONBIIMHCTBA CAPKOM
He TpeOyeTcsl MPOBOAUTE THCTOIOTHYECKYIO Tpaalliio CTele-
HU 3710KadecTBeHHOCTH omyxonu no cuctreme FNCLCC BBuny
HeapdextuBHOCTH mocieaneit [10]. Kpome toro, mpeacraBnen-
HBIE B HACTOsIIEe BpeMs Ha NpaKTHKe KIMHUKO-Mopdoioru-
YecKue M MOJIeKyJsipHble (akTopsl mporHoza COO obnanaioT
CHOPHOH 3P PEKTUBHOCTHIO U JHUIIECHB KOHCEHCYCHOTO CTaTyca
0 HEOOXOAMMOCTH MpUMEeHEHUs [4].

B pa3zHble roJipl MHEHHE IKCIEPTOB O KIMHUKO-MOpdooru-
YEeCKUX MapaMeTpax, OTPaKaIoI[UX 3JI0KAYeCTBECHHBIN MOTEH-
nuan COO, HeOAHOKPATHO MEHSJIOCh. Tak, COrjaacHO Kaccu-
¢ukaruun BecemupHoii opranuzanuu 3npaooxpanenus (BO3)
omyxoJieil KocTell U MATKUX TKaHer (pemakums 2013 r.) 31m0-
kxadecTBeHHass COO 0OBIYHO SBIAETCS TUNEPKIETOYHON OIy-
XOJBI0 C MHTOTHYECKMM HHIeKcoM Oonee 4/10 PII3, Bapu-
a0esbHOIl KJIETOYHOW aTUNuEeH, odaraMu HEKpo3a H/Wiu
HHOUIBTPATUBHBEIM POCTOM; IPHUEM U3 BCEX IIPU3HAKOB TOJIb-
KO MHUTOTHYECKHH HHJEKC Hanboee acCOMUPOBAH C MPOrHO-
30M [2]. B cBOIO o4epenn B mocieqHel pegakuuu kiaaccuuka-
nun BO3 (2020 r.) mpuHSUIH penieHre B3aMeH MHOTOJIETHETO
pasznenenus COO Ha HE3JI0KAYECTBEHHYIO M 3JI0KauYeCTBEH-

HYHI0 HCIOJB30BaTh CTPAaTH(GHKALMIO MO TPYHHaM HH3KOro,
IPOMEYTOYHOTO U BEICOKOT'O pUCKa MeTacTazupoBanus. Kpo-
Me TOro, HAacCTOAIIas cxeMa CTpaTH()UKALMKM PEKOMEHJO0BaHa
BO3 a5 OLIeHKH pucKa METACTa3HPOBAHHUS B3aMEH TPaJHIU-
OHHOT'O CTagupOBaHUA B 3aBUCHUMOCTH OT aHATOMMYECKOH JI0-
Kanau3anuu [8].

B Tab6n. 1 nmpusenensr 4 Hanboee pacpocTpaHeHHbIE IIPOTHO-
CTHYECKHE CXEMbI, 00J1a1al0IIX pa3HOH MarHUTY10# 3 dekTrB-
HOCTH OLEHKH pucka meractasupoBanus CDO, mpenioxeHHbIE
S. Pasquali u coasr. (2016 1), S. Salas u coasr. (2017 r.), M. Diebold
u coaBT. (2017 r.), E. Demicco u coart. (2017 1) [8, 10, 12, 13].

BBuny Ttoro, uro rucronmorumueckoe crpoeHne CPO ormm-
4gaeTcsi O4eHb HU3KOH CHenn(UIHOCTBIO, a P ME3CHXUMallb-
HBIX OIYXOJIei CHOCOOEH CoiepKaTh y4acTKH, HAIOMHHAIOIIHE
COO, mudpdepenunaapHbIi TUArHO3 IO Majiol Ouoncun 6e3 10-
MOJTHHUTEIBHBIX METOJIOB HCCIICIOBAHUS B YACTH CIIydaeB HEBO3-
MoxeH [1, 2].

HNmmynorucroxumuueckue (UI'X) npusnaku CPO noBoasHO
CKY/HBI M MaJIOCTICHIU(UYHBL: KIIETKH OIYXOJIH JIEMOHCTPUPYIOT
nuddysnyto sxcnpeccuro CD34 (90-95%), yka3pIBaIOIIYIO HA UX
¢$ubpobracTHIeCcKOe MPOUCKOKACHHE, HETTOCTOSHHO IKCIIPECCH-
pytot B-xkarenuH (40% — snepuas skcmpeccus), EMA u SMA
(20-30%), a Taxxe manocnenupuunsii CD99 u bel-2; He ske-
MPECCUPYIOT HJIM JAIOT JHIIb OYaroBYIO PEaKIHIO ¢ IIUTOKepa-
trHamMH, o6muM aktuHOM (HHF35), necmunrom, S-100, kanbpe-
tuauHOM, CDI117, GFAP, NSE [2, 3]. luarnoctrueckuii npouecc
B 3HAYMTEIBHOIN CTENEHU OCJIOXKHACTCS HAJIMYMEM MHOXKECTBA
CD34-n03uTHBHBIX THUCTOJIOTHYECKHX HMHUTAaTopoB CDPO du-
6po06IacTHYECKOro, HEHPOreHHOT0 U COCYIUCTOTO IPOUCXOXK e~
HHSI, CPEAM KOTOPBIX MOXKHO OTMETHTh raCTPOUHTECTHHAIBHY IO
CTPOMAJIBHYIO OITyX0JIb, BBIOYXAIOIIYI0 IepMaToGubpocapkomy,
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MuouOpoOIacToOMy, BEpETEHOKJICTOUHYIO JIHIIOMY, IIBaHHO-
My, nenuddepeHnrpOBaHHYIO JINIOCAPKOMY, 37I0KadeCTBCHHYIO
OIyX0JIb 000JI0uUeK nepudepuuecKux HepBroB [2, 3].

Heo0xoauMo OTMETHTB, YTO 3KCHPECCHS €AUHCTBEHHOTO OT-
HocuTenbsHO crienupuaaoro mapkepa COO (CD34) pesko ocna-
OeBaeT MJIM IMOJHOCTHIO MCYE3aeT B O4arax 3JI0KayeCTBEHHOI
TpaHchopManuu uin aeanpepeHInPOBKH, YTO 10 HEAABHETO
BpPEMEHH AETaJI0 MMMYHO(CHOTHIIHPOBaHHUE 3TUX (OPM OITy-
X0y abcomoTHO HeapGekTHBHBIM [3]. OTMedeHo, uTo I ae-
nuddepenupoBannpix COO TunHUHO mosiBiaeHue AnpPy3HON
SIIePHOM dKcTpeccud p53 u pl6, KoTopast OTCYTCTBYET B THUIIHY-
HOI1 u 31mokauectBeHHOM CDO [6, 11].

BrisBnenue nepectpoiiku rena NATB2-STAT6 B CPO no3Bo-
JIWJIO CHHTE3UPOBATh HanboJee crienpUIHBINA H BBICOKOAPEK-
tuBHbIN UI'X-Mapkep STAT6, obnanaromuii ydiei 4yBCTBH-
TENBHOCTBIO M crieluUIHOCTHIO N0 cpaBHenuo ¢ CD34 [11].
Taxk, B uccnenoBanuu E. Demicco u coaBT., BKIIIouaBIeM Oosee
2 ThIC. ME3EHXUMAJIBHBIX OIyXO0Jei, nokazano, 4ro 8§6% CPO
nuddysuo sxcnpeccupoanu STAT6 [8]. Onnako aBTOphI 00HA-
pyxunu, uto 12% cmydaeB BbICOKOANU((PEPEHINPOBAHHBIX/IE-
muddepeHUpoBaHHEIX JTUIIOCAPKOM, 8% — IeCMOMITHOro (u-
OpomaTosa, 5% — HelipopuOpPOM M CBETIIOKJIETOYHBIX CapKOM,
a Taxoke 24% — py6uoBoii Tkanu OpuH Taxke STAT6-no3nTHB-
HBI, YTO yKa3bIBaeT Ha HEOOXOANMOCTh OCTOPOKHOIM HHTEpIpe-
Tauuu pesyasratoB UI'X-uccnenoBanus.

[IpuHuMas Bo BHUMaHUE OrpaHUUYEHHbIE BO3MOXKHOCTH MT'X
U BEPOSATHOCTH JIOKHO-TIO3BUTHUBHON OSKCIPECCHH, «30JIOTHIM
CTaHIapTOM» BbIABIEHUs nepecTpoiku NATB2-STAT6 siBns-
I0TCS TaKMe METOABI, KaK (hII0OpECHeHTHAass THOpUAM3aIHs
in situ (FISH), mommMepa3Has memHast peakiust ¢ oOpaTHOI
TPAaHCKPHUITa30il U cekBeHHUpoBaHue. Kpome Toro, BhIsIBICHHE
nepectpoiitku NATB2-STAT6 ¢ nomompto FISH nnu monume-
pa3HOH IEeTHON peakIHH MOXET ObITh €MHCTBEHHBIM CII0CO-
6om Bepudukaiuu neauddepenupoannoit CPO (rucrono-
THYECKH HEOTIWYHMa OT IUIEOMOPGHBIX CapKOM), JHIIEHHOMH
KaK TUIHMYHBIX Y4YacCTKOB CTPOEHHUs, Tak U skcupeccun CD34
u STAT®6 [11].

JleyeHne

Breibop Taktuku nedeHus CPO omupaercs Ha HEMHOTO-
YHCIIEHHBIE CBEICHHUS W3 JHUTEPaTypbl, B OCHOBHOM IIOCBS-
IICHHbIC ONHMCAHUIO OTAENBHBIX KIMHUYECKUX HAONIONCHUI B
CHITy PEIKOCTH MaTOJNOTHH. XUPYyPrudecKoe JICUeHHE SBIIeT-
Csl METOIOM BBHIOOpa C 00S3aTENIEHBIM JOCTHIKCHUEM YPOBHS
RO-pesexuun. Tak, obmast 10-1eTHAS BBKHUBAEMOCTb IPU BbI-
noraeann RO-pesexnuit mpu COO cocrasnsget ot 54 no 89%,
a cpemHee BpeMs 0e3 mporpeccupoBanus — 117 mec (MHTepBal
33-169 mec) [14, 15]. XoTs BepoATHOCTh peLuINBa U MeTacTa-
3upoBaHus st nanueHToB ¢ CPO mocne panukaabHOR omepa-
MU Maja, BCe PaBHO HEOOXOIUMO TIIATENIEHOE IOITOCPOYHOE
nuHamuueckoe Habmronaenue. B uccnemosanuu A. O’Neill mpo-
BEJICH aHaJIU3 Pe3yIbTaToB JeueHus 139 nanueHToB ¢ Mopdoo-
TUYECKH HOATBeP K IeHHBIM fuarHo3oM CPO, n3 Hux y 82 6omib-
HBIX OINyXOJb JIOKAJIHM30BaJiaCh JKCTpaTopakaibHO. OTMEYEHO,
4TO Tocie nedeHus y 35% manueHToB (n=49) B mocuenyomemM
pa3BIIINCH MeTacTasbl B CpemHeM depe3 124 mec (uHTEpBan
66—195 Mec); HapsAy ¢ TAKUMH (HaKTOpaMH IIPOrHO3a, KaK MUTO-
TUYECKUH MHJEKC U Pa3Mep OITyXOJIH, Jallle BCET0 METacTa3upo-
BaHME IPOUCXOAUIIO IIPH SKCTPATOPaKaIbHOM NoKaau3anuu [16].

OcTaercsi CIOPHBIM BOIPOC O HEOOXOAMMOCTH HMPUMEHEHHS
nyuaeBoit Tepanuu (JIT) B neuenuu CDO [14]. B psaae pador no-
Ka3aHo, YTO IpoBeeHue nocieonepanuonHoil JIT He crocob-
CTBOBAJIO JIOCTOBEPHOMY YBEJIHYEHHUIO OOIIEeH BHKMBAEMOCTH
6onpHBIX ¢ CDOO B CpaBHEHUH C MAIIUCHTAMH, MOJTYYaBIIUMHU
TOJIBKO XHpyprudeckoe jedenue [5, 17]. Onnako 11 G0IBHEIX,
KOTOPBIM HEBO3MOXKHO BBHINIOJHUTH PaJMKAIBHYIO OIEpaluIio,
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JIT moxet ObITE 3¢ dexTrBHON. B padote S. Kawamura u coasr.
coobmaeTcs 00 ycrnenrnom ucnonb3osanun JIT B goze 50 r y ma-
[HEHTa C THTAHTCKOW OIYXOJIbIO B MaJIOM Ta3y W MeTacTazaMu
B JIETKHX, paHee MOIYYHBIIEr0 XUMHOTEpanuio 6e3 3HauuMoro
addekra: yepe3 12 mec mocne nposeaeHus JIT orMedeHo 3Ha-
YHUTENIPHOE YMEHBILICHHE pa3MepoB INepBUYHON omyxoiu [18].
ITpu 3TOM B NHTEpaType BCTPEUYAIOTCS OMMCAHUS CIIydaeB, Ilie
Ha ¢oune JIT npu COO nabmomaiace OmyxoieBas Mporpec-
cust [19]. M3-3a HE3HAYUTENBHOTO YHMCIA KPYMHBIX HCCIEIO-
BaHUIl BBUAY pEeIKOH BCTPEUAEMOCTH OIYXOJH B JINTEpaType
HeT yOeauTeNIbHbIX JaHHBIX 0 BiusHuM JIT Ha OmyXoib Takoro
tuna, ogHako JIT MoxkeT ObITh IPUMEHEHA Y MAlUEHTOB, KOTO-
PBIM M3HAYAJIFHO HEBO3MOXKHO IIPOBECTH XHPYPrudecKoe jede-
Hue. OcraeTcs JUCKyTa0eNbHBIM U BOIIPOC IPUMEHEHHS JIeKap-
CTBEHHOH Tepanuy B JICYCHUH THX MAIMEHTOB. B HacrosIee
BpeMs B JIUTEpaType ONUCAHBI ciydan dPPEeKTHUBHOCTH KOMOH-
Haluii TeMo3onamMuaa U GeBaumsymaba, copadenuda, CyHUTH-
HuOa u nazonanuoba [11], a Takke HHTHOUTOPOB PELENTOPOB HH-
cynuHononobHoro dakropa pocta IGFIR [20-22].

MporHos

[lokazano, yto 5- u 10-meTHAs Oe3peunIuMBHAS BBIKHBae-
MOoCTh 00JbHBIX ¢ CDO cocrasiseT 74 u 55% COOTBETCTBEHHO,
a 5- u 10-netHss obuas BepkuBaeMocTs (OB) — 89 u 73% [2, 3].
Ilo nanueM S. Salas u coaBT., 10- u 20-netHs1ss OB 60MBHBIX paB-
Hsinack 77 u 52%, 10- u 20-1eTHAS YyacTOTa JIOKAJIBHBIX peLHU-
nuBoB — 19 u 38%, 10- u 20-neTHss yacToTa METacTa3upoBa-
Hug — 31 u 50% coorBercTBeHHO [10]. Meanana OB GonbHBIX
co 310kauecTBeHHOU CPO BappupyeT ot 59 1o 94 mec [3]. Me-
JUaHa BBDKMBAaeMOCTH O00JbHBIX ¢ MeTacTazaMu CPO HaxoauT-
cs B mpexpenax 22—46 mec. MenuaHa BEDKHBAeMOCTH OONBHBIX
C JIOKaJIM30BaHHOW N MeTacTu4eckoi neauddepeHnpoBanHOI
C®O cocrasnster 73 u 8 Mec cOOTBETCTBEHHO [11].

Cpenu Begymux (GpakTOpOB MPOTrpecCHpOBaHus 3a001eBaHUS
OTMEYEHHI 3JI0KaYeCTBEHHBIH moTeHIuan (MuTo3sl >4/10 PII3),
nenuddepenmpoBka, anatomuueckas mokanuzamnus (COO
CpenoCTeHHs], OpIOUIMHBI, 3a0pIOIIMHHOIO IPOCTPAHCTBA U
MO3TOBEIX 000JI0YeK IPOTEKaroT Oosee arpeccusHo, yeM COO
MSATKHX TKaHeW KOHe4HocTel), R2-craTyc kpaeB pesexuuw,
Oomnpiine pa3mepsl onyxonu (>10 cM), Bo3pacT OOIBHBIX CTap-
me 55 5eT, mapaHeomacTHYecKasi THIOTTHKEMHs], THIIEPIKC-
npeccus pS3 [2, 4, 9, 10].

B mocienHue roxabl TakKe MPOBENM aHAIM3 T€HETHYECKHUX
MapkepoB nporHoza COO. B yacTHOCTH, BBISIBIIIN B3aUMOCBSI3b
MeXIy MyTanueid npomoropa rena TERT (Bctpeuaetcs B 10%
C®PO) u OGonpmIMMH pa3MepaMH OIYXOJH, 3JI0KaueCTBEHHON
Mopdooruei, pocToM YacTOTH JIOKATBHBIX PEIHIUBOB, PH-
CKa MaJHUTHU3aIuHu ¥ aenuddepeHInpoBKY, CHUXKEHUEM 0e3-
pEeLMINBHON BEIXKMBAEMOCTH HE3aBUCHMO OT JIOKaJIN3aLUH Mep-
BUYHOH omyxonu [6, 8, 23, 24]. MccnenoBanus, MOCBSIIEHHBIE
orneHke nepecrpoiiku rena NATB2-STA6, B HacTosiLiee BpeMst He
00Hapy UM B3aUMOCBSI3H MEXJy BapHAaHTOM IEPECTPONKU U
mporHosow [5, 7, 25].

3aknioyeHune

B cBsi31 ¢ TeM, YTO BEPOSATHOCTH JIOKAJIBHOI'O PEIIUIUBA U Me-
TactasupoBaHus Wi manueHToB ¢ CPO, mepeHecmnx paiu-
KaJbHYIO ONEPAIHI0, COXPAHIETCS Ha MPOTSKECHUN MHOTHUX JIET,
HEOOXOJUMO TIIATEIbHOE U JOJTOCPOYHOE AMHAMHYECKOE Ha-
GJIroZIeHHE C KOHTPOJIEM YPOBHS INTIOKO3bI KPOBU M OHOTICHEN HO-
BBIX METACTaTHMYECKUX 0YaroB JJs UCKIoueHus neauddepeH-
IUPOBKH.

PackpbiTne mHpopManmun. ABTOPHI 3asBISIOT 00 OTCYT-
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