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CapkoMa npaBoil 6ejpeHHON KOCTWN C reTeporeHHo Mopdosiorven,
CXOXeN C MMO3NUTENNaIbHOW KapLMHOMOIA

N amnnudukalmen reHa EWSR1 y Manbunka 15 ner.
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Capkoma HOuHra (CHO) sBnsieTCs OAHOW M3 CaMblX YaCTbIX MEPBUYHbIX OMyX0Neid KOCTe M MMeeT Mof CO6O0M XOPOLIO M3YYeHHYHO
1 U3BECTHYIO ANArHOCTMYECKM Ba>KHYIO reHe TUyeckyto nogonneky. OfHaKo BCTpeyatoTCca NepBMYHO-KOC T Hble KpYTNOKNe TOUYHbIE ONYX0Nu
C aTUMNYHOIR MOPONOrnein, OTANYHOIW OT KOHBeHLMOHanbHoin CHO, onyxonu ¢ nepecTPoiKoi reHa EWSR1 ¢ reHamMu napTHepaMu He 13
cemeiicTBa reHoB ETS, onyxonu ¢ He06bIYHbIMU U3MeHeHMAMM reHa EW SR 1 no Tuny amnandukaLmm uav geneumm, 4o MoXKeT Bbi3blBaTb
3HaUYMTENbHbIE ANArHOCTWNYECKNe TPYAHOCTW. B AaHHON cTaTbe HAMU ONWUCaH Cyvait NepBUYHON KOCTHOWA ONYyXOAu C HETWUMWNYHON
MOPCHONOrnein, CXOXKell C MWUO3NUTENMANbHON KapuMHOMON, rae 6Gbina BbisiBNeHa amnaudukauns reHa EWSR1. Mo COBOKYMHOCTW
MOPJIONOrNYECKUX, UMMYHONOTNYECKNX, TEHETUYECKUX W KAWHWYECKMX NPWU3HAKOB [aHHas onyxonb Oblna KnaccuuumposaHa Kak
capkoma u3 rpynnbl EWSR1::nonETS KpyrnokneTOYHbIX CapkoM, a WMEHHO capkoma c nepecTpoiikoin EWSR1::NFATC2, Bnepsble
(hopmanmsoBaHHas B KnaccugukaLlnm onyxoneinl MArkux TKaHeid BceMupHoii opraHusaLnm 3gpaBooxpaHenmns 8 2020 T.

Kntouesble cnosa: EWSR1, EWSR1::non-ETS,NFATC2, «HOMHIOMOLO6HbIE» CApKOMBbI, HeAn(hepeHLMpoBaHHasA KpYT/IOKIETOUHas
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Sarcoma of the right femur with heterogeneous morphology similar to myoepithelial carcinoma and amplification
of the EWSR1 gene in a 14-year-old boy. Clinical observation and literature review

L.V. Sidorovl A.S. Fedorova2 E.l. Konopleval A.S. Sharlail D.M. Konovalovl

Dmitry Rogachev National Medical Research Center ofPediatric Hematology, Oncology and Immunology, Ministry ofHealth ofRussia;
1 Samory Mashela St., Moscow, 117997, Russia; Faculty of Fundamental Medicine at M.V. Lomonosov Moscow State University;
Bld. 1, 27 Lomonosovskiy Prosp., Moscow, 119192, Russia

Ewing sarcoma (ES) is one ofthe mostfrequentprimary bone tumors and has a well-studied diagnostically important genetic background.
However, there are primary bone round-cell tumors with atypical morphology differentfrom conventional ES, tumors with rearrangement
of the EWSR1 gene with partner genes notfrom the ETS genefamily, tumors with unusual changes in the EWSR1 gene (amplification or
deletion), which can cause significant diagnostic difficulties. In this article, we will describe a case ofa primary bone tumor with an atypical
morphology similar to myoepithelial carcinoma, where an amplification of the EWSR1 gene was detected. According to morphological,
immunological, genetic and clinical signs, this tumor was classified as a sarcomafrom the EWSR1::non-ETS group ofround-cell sarcomas,
namely a sarcoma with EWSR1::NFATC2 rearrangement, firstformalized in the WHO classification ofsoft tissue tumors in 2020.
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BBepneHune

BnepBble rpynna capkoM C MepecTPOWKoi reHa
EWSR1 ¢ reHamu-napTHepamMu He u3 cemelicTBa ETS,
6blna 0603HayYeHa B KnaccugMKauum onyxonein KocTen
M MATKMX TKaHelk BcemupHoli opraHusauum 34paso-
oxpaHeHus (BO3) 2020 r. CtouT cpasy OTMeTUTb, UTO
peyb He 1AeT 0 paHee U3BECTHbIX OMyXONAaX U3 YCNOBHOM
rpynnsl EWSR1-nepecTpoeHHbIX, Hanpumep, MUO3Nu-
TenuanbHOl KapuuHOMe, aHTMOMaToOUAHON (hrbpo3Hoi
rMCTUOLWNTOME W T. f., NOTEHUWANbHO CMOCOOHbIX BO3-
HUKaTb MepBUYHO BHYTPUKOCTHO [1, 2]. [pynna capkom
EWSR1:nonETS Ha CerofHAWHWA AeHb O(ULMANbHO
BK/IHOYAeT [Be OMyX0/iM, a WMEHHO: CapKoMy C rnepe-
CTPONKON EWSR1::PATZ1 n capKOMy C MepecTPOIKOM
EWSR1:NFATC2. 3T 2 onyXonu ABNAKOTCA COBEPLUEH-
HO pasHbIMW MO CBOWM NOKaNN3aLMOHHbIM, 3MULEMUO-
NOTUYECKUM, MOP(OIOTUYECKMM Y UMMYHOJIOTUYECKUM
XapakTepucTukam. B OTHOLWEHWM WMMYHONIOTMYECKUX
NPM3HaKoB 06e CapKoMbl UMEIT YHUKaNbHbIA (heHOTH:
4N PATZ1-nepecTPOEHHOM capKOMbl XapakTepHa KO3KC-
npeccms TNWOHENpPasbHbIX W MUOTEHHbIX MapKepos,
B TOM yuc/e U agepHbIX, Takux kak MyoDI, Myogenin,
YTO MOXET C03faBaTb 3HaYMTeNbHble TPYLHOCTU B AND-
(hepeHUManbHON [MarHOCTUKE C pPabjoMMOCapKOMOIA.
Capkoma C nepecTpoiikoi reHa NFATC2, nomumo CD99
n PanCK, 3akcnpeccupyet LOBO/LHO pefKue MapKepsl,
Takme Kak NKX3.1 1 AGGRECAN u BO3HMKaeT rpe-
MMYLLECTBEHHO B KOCTfX, YTO TaKX€ MOXEeT Bbl3BaTb
LMarHocTmyeckme ownbKm.

KnunHunyeckunin cnyyvaii

B Bo3pacTe 15 neT y pebeHKa BO3HWUKNM Xanobbl Ha
60n1 B NpaBOii HUXHEWH KOHEYHOCTW, YMEPEHHO# WHTeH-
CUBHOCTMW, Gecnokosliume B BeyepHee Bpema B nokoe. Ha
(hoHe cMMNTOMATMYECKON Tepanum 0TMe4anocb ycunenue
60n1€BOro CUHAPOMA, NPUCOEANHUNOCH MPUXPaMblBaHWe npu

xoAb6e. Mo pesynbTaTampeHTreHorpaduv npaBoil HUXHe
KOHEYHOCTMU y pebeHKa BbIABNEHO KNCTO3HOE obpa3oBaHue
NpoKCMMAanbHOro oTAena npasoil 6eapeHHoR kocTu. B uenax
YTOYHEHNA XapakTepa o6pa3oBaHUsd BbIMONHEHA MArHUT -
HO-pe3oHaHcHas Tomorpacus (MPT) npaBoil GefpeHHON
KOCTMU C 3aXBaTOM 2 CMEXHbIX CYyCTaBOB C KOHTPACTHbIM
ycuneHuem, no pesynpbTaTam KOTOpoOi y pebeHka nog-
TBEPXAEHO Hannune o6bemMHOro o6pasoBaHua NpokcUManb-
HoromeTagunadusa npasoil 6epeHHO KOCT W CNpU3HaAKamMu
nepnocTanbHONW peakLmum, sKCTpaoccanbHOro KOMNOHEHTA,
a Takxe naTONOTNMYECKOro nepenoma KOCTW Ha YypoBHe
obpa3oBaHua. B uUenax OLeHKM pacnpocTpaHeHHOCTU ony-
X0N1EBOr0 npolecca NauuMeHTy NpoBefeHbl KOMMbITepHas
Tomorpacgua (KT) opraHoB rpygHoit kKneTKNW C KOHTpacT -
HbIM YCWNEHWEM, NO3UTPOHHO-IMUCCUOHHAA Tomorpadusa/
KT Bcero Tena, KOCTHOMO3roBble MYyHKLMU M3 4 TOUeK.
BbinmonHeHa oTKpbITas 6uoncma obpasoBaHua npokcUManb-
HOro 0T fena npaBoil 6eApeHHON KOCT U.

Mpn Moponornyeckom uccnefoBaHnu onpegensanca
WHBA3WBHbIN POCT B pe3nayanbHYl KOCTHYH TKaHb NaTo-
NOTUYeCcKO TKaHW NpenMylLecTBEHHO COMMGHOTO CTpoO-
eHus (puc. la), rge kneTku He o6pas3oBbIBaNM Kakux-nm6o
rMCTOMOrNYeCcKUX CTPYKTYp. O4aroso kneTkn popMmuposa-
NV OfHO- U ABYXPALHble TOHKMe Tpabekynbl UNK LEenouku,
KOTOpble pacnonaranucb B COeAUHUT ebHOTKAHHON CTpo-
Me ¢ MuKcomaTo3oM (puc. 16). KneTku onyxonum umenu
cpefHuit pasmep, Heb6onblwoe KOIMYECTBO 303NHODNALHOI
rpaHynAapHO LWTONNa3Mbl U OKPYr/ble TMNEpPXpoMHbIe Agpa.
Hekpo30B BbIABEHO He 6bIN0. YUYNTbIBAA BbILEONUCAHHYIO
MOP(ONOTNYECKy KapTUHY AnddepeHynanbHo-guario-
CTUMYECKNIA pAL BKNKYAN MUOINUTENNANbHYI KapLUHOMY,
capkomy HOuHra (CH ) cHeTuUnu4YHO Mopdonoruei, apyrue
TaK HasblBaeMble «HOUHIONOAOOHbIE» CAapPKOMbI, OMyX0/M
3HAOTENNaNbLHOro rucToreHesa. Mpum UMMYHOTUCT OXUMUYE-
CKOM 1cc/efoBaHum nonyyeHbl HeraTusHblepeakuynn cCD31,
CD34, SATB2, S100, EMA, BCOR, TLE1, p63, SMA,
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Puc. 1. Mopdonornueckas KapTUHA KPYrNoOKNeTOYHON capKOMbl C nepe-
cTpoiikoii EWSR1::NFATC2: a — 0oTMeuaeTCcs CONMAHOE PACMONO>KeHNe
KNeTOYHbIX 31EMEHTOB OMNyX0AW, & TakXKe BUAEH WHBA3VWBHbIA pocT
Bpe3nayanbHyr KOCTHYI TKaHb, X 200; 6 —pacnono><eHve KneTOK B B1Ae
TOHKUX Lenoyek U Tpabekyn cpean MUKCOWAHOA CTPOMbl HanoMuHaeT
MUO3NUTeNnanbHyto KapunHomy, x 400

Fig. 1. Micrograph of round-cell sarcoma with EWSR1::NFATC2
rearrangement: a — there is a solid arrangement of the cellular elements
of the tumor, invasive growth into the residual bone tissue, x 200;
6 —the arrangement ofcells in theform ofthin chains and trabeculae among
the myxoid stroma resembles myoepithelial carcinoma, x 400

Calponin. Bbina BbifiBNeHa aKkcnpeccus kneTkamu Oonyxonu
CD99, PanCK (dot-like), NKX2.2, WT1 (agepHblii nokyc,
cna6o), ETV4, CyclinDI, ERG (puc. 2). Takum obpasom,
yuuThbIiBAA UMMyHO(heHOTHUN (Koakcnpeccus ETV4, WT1L),
nepBoHayanbHO AWarHos 6bin CPOPMYINPOBAH KaK «OUHIO-
nogo6Has» capkoma, Haubonee BepoATHO, C NepecTpPOiiKoii
reda CIC. N3-3a Hu3koro kayecTsa [ H K nposecTwn mone-
KyNnspHoO-reHeTUyeckoe WccnejoBaHne He yganocb. [Mpu
npoBefeHnn hnyopeclueHTHo rubpuansayun in situ (FISH)
Oblna BbiABNEHA aMmnnngukauus rena EWSR1 (puc. 3), nocne
4ero Obls10 BLIMOHEHO UMMYHOTUCT OXMMUYECKOe uccnegoBa-
Hue c aHTuTenom npoTus NKX3.1, nonyyeHa no3nTusHasa
peakuus (cm. puc. 2). YunTbiBas MOp(oaorui onyxonu,
KoTopas 6bifa Cx0Xa C MUOINUT eNnanbHO KapLuMHOMOIA,
ee UMMYHOMEHOTUN W NoKanu3auuio, amnandgukaLmio reda
EWSR1, guarHo3 6bin U3MEHEH Ha «KPYrnokneTo4yHas cap-
Koma c nepecTpoilkol EWSR1:NFATC2».

Ob6ceyxaeHune

SHVI,quI/IOHOFI/IFI nnokanunsaymna

KpyrnokneTtouHble capkombl ¢ EWSR1::nonETS-ne-
pecTpoiikamn no cpasHeHuto ¢ CHO ABAAIOTCA peaKnMM
onyxonamu (no AaHHbIM Ha 2018 r.) [3], onucaHo Bcero
HECKO/IbKO AecATKOB cny4aes (13 cnyyaes € nmepecTpoii-
KO EWSR1-NFATC2, OAHaKO 3TO He eAWUHCTBEHHbIi

2022

TOM/VOL. 9

Puc. 2. Pe3ynbTaTbl UMMYHOrMCTOXMMUYECKOTO WCCNeA0BaHWNA TKaHW
onyxonu, x 400

Fig. 2. Results ofimmunohistochemical examination oftumor tissue, x 400

Puc. 3. MukpocoTorpagusa pesynbTata FISH ¢ AHK-30HA40M K reHy
EWSR1. JHK-30Ha — ZytoLight SPEC EWSR1 Dual Color Break Apart.
MpokcumanbHblii (5*) KoHey EWSR1 —kKpacHblii, gucTanbHblii (3) KoHew,
EWSR1 —3eneHblil. BbisiBneHa TpaHCN0KaLmMs ¢ BOBNEYEHNEM NOKyca reHa
EWSR1 B coueTaHuun c amnaudmkaymein 5’koxHua, x 1000

Fig. 3. Micrograph ofthe results ofa FISH with a DNA probe to the EWSR1
gene. DNA Probe — ZytoLight SPEC EWSR1 Dual Color Break Apart.
The proximal (5%) end of EWSR1 is red, the distal (3) end of EWSR1 is
green. Translocation involving the EWSR1 gene locus in combination with
amplification ofthe 5’end was revealed, x 1000

BapUaHT XMMEPHOro TPaHCKPUMNTa, BO3MOXHbIA B 3TOM
Tmne onyxoneii). OfHAKO CTOMb HEBOMbLIOE YMC/O CBA-
3aHO He TONbKO C PeAKOCTbIO OMYXO0/M, HO U C TeM, YTO
OHa 6bln1a onucaHa Tobko B 2009 r. B otnunuuve ot CHO,
KpYrnoknetouHas capkomMa ¢ EWSR1:nonETS-ne-
pecTpoiikamy nopaxaeT MPenMYLLEeCTBEHHO NOgel
6onee crapliero BospacTa — NOAPOCTKOB W B3POC/bIX
(cpepHwuii BO3pacT NAUWEHTOB C OMYXOMSMU, HECYLLUMHU
nepecTpoitkm EWSR1:NFATC2 M FUS::NFATC2, cocTas-
nset 32,3 roga [4—6], nepecTpoiiky EWSR1::PATZ1 —
42 roga [7], HO B LLeNOM ONyXO0/ilb MOXET 0OHapyXXunBaTb-
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cs y nauneHTOB N06Oro Bospacta). B cnyyae onyxonei
C nepecTpoiikamm EWSR1:NFATC2 #M FUS:NFATC?2
npeo6nagatoT nuua My>XCKOro nona (CooTHowweHue 5:1)
[4—6], npn nepecTpoiike EWSR1::PATZ1 pacnpegeneHue
no nosny paBHomepHoe [7].

Capkoma ¢ nepecTpoiikoii EWSR1:NFATC2, Kak
n CHO, nopaxaeT npevMyLIeCTBEHHO MeTaju3bl U Auna-
(hn3bl OJMHHBIX KOCTeli KOHeyHocTeld [8]. Takke BO3-
MOXHa N0Kanu3auns B MATKAX TKaHAX rO/0Bbl, LUew,
rPYAHOW CTeHKM, XmBoTa [9—12]. KpyrnoknetoyHas
CapKoMa C NepecTpolikoii FUS::NFATC2 onucaHa To/bKo
B A/IMHHBIX KOCTAX [5, 8, 13]. Ansi PATZ1-nepecTPOeHHON
CapKOMbl KOCTHas /I0Kanu3aLmns KpanHe pefka, onyxosb
BO3HWKAET MPENMYLLECTBEHHO B MATKMUX TKaHAX [14].

Moponornyeckasn kapTHUHa

Mopdgonorus KPYTNOKNETOYHbIX CapKoM
¢ EWSR1::nonETS-nepecTpoiikamy 60/iee reTeporeHHa,
yem y CHO, uto 06bEeAMHSAET ee C ApYrMMM TaK Ha3blBa-
EMbIMW  «HOMHTONOA06HbIMU» capkomamu [15]. [ucto-
Nornyeckas KapTuHa B OT/MUYME OT KOHBEHLMOHANbHOW
CHO xapakTepusyeTcs BapMaTUBHOCTbHO, Peam30BaHHOM
60NblWMM pa3sHoobpasMeM CTPOEHUS U WX COYeTaHu-
eM. Ans capkombl ¢ EWSR1:NFATC2 B 60/bLUNHCTBE
HabnoAeHN XapaKTepHa MOPJOIOrus, cxoxasa ¢ Muo-
anuTeNnnanbHOi KapunHomoi. CTpoma ubporunanmHo-
Bas MM MWKCOrMannHOBas, COAEPXUT B cebe OKpyrible
NN BePETEHOBUAHbIE KNETKMW, OPraHN30BaHHbIE B TAXW,
HebonblIMe rHe3da, Tpabekynbl UM NceBfoalMHapHble
CTPYKTYpbl. MoOryT BCTpeyaTbCs KpyMnHble 3NuUTenuo-
niHble KneTkn. HabnogaeTcs BbICOKas BapuaTMBHOCTb
no opme v pasmepy faep, KoTopble MOryT 6blTb MOHO-
MOP(HbLIMU, MOTYT 6bITb BbIPAXXEHHO NJEOMOPMHbLIMY,
C HEPOBHbIMU KOHTYpamu, NAOTHbIM TMNEPXPOMHBLIM UK
BE3UKYNAPHBbIM XPOMATMHOM, MAEHbKUMWU WU APKO
BbIP@XXEHHbIMU fiApbIlKamMu. CapKOMbl C NepecTPOiKoi
EWSR1::PATZ1 TaKXe COCTOAT U3 MENKUX OKPYIbIX
MNN BEPeTEHOBMAHbIX KNeToK. CTpoma 4acTo CKyfHas,
COCTOMT U3 COEAMHUTENbHOM TKaHW. MuToTuueckas
aKTUBHOCTb HEMOCTOAHHA, OT OTHOCUTENbHO HU3KOM [0
BbICOKOI B PasfMYHbIX Cly4asX, BbIPAXXEHHOCTb HEKPO-
30B TaKXe pas/inyHa, OT pefKUX POKYCOB f0 OOLUMPHbIX
reorpaguyeckux oyaros [6, 16—19].

VlMMyHOFVICTOXVIMI/Il—IECKaH KapTWHa

KpyrnokneTtouHble capkombl ¢ EWSR1::nonETS-ne-
PecTpoiiKkamMu XapakTepm3yrTca HEMOCTOSHHOW aKcnpec-
cueii CD99. YacTtoTa BbISBIEHMS 3TOF0 MapKepa B CapKo-
Max ¢ nepectpoiikamm EWSR1::NFATC2 n FUS..NFATC2
Habnogaetca B nHTepsane ot 50 % [16] fO BbIpaXXEHHOW
anddysHoli akcnpeccum B 100 % cnydaes [3, 20, 21].
Mpwn aToM B capkOMax C NepecTpoiikoii EWSR1::PATZ1
akcnpeccussi CD99 HabnwogaeTca He BO BCEX Chydasx
[16]. B capkomax c mepecTpoiikamm EWSRI1:NFATC2
N FUS:NFATC2 TakXe MOryT akcnpeccuposatbcs PAX7,
NKX2-2, NKX3.1, AGGRECAN, CD138, CD10, EMA,
CD117, BCL-2, BcTpeuaeTcs PoKanbHas ToueyHas LuTo-
nnasmatuyeckasa akcnpeccus (dot-like) kepatnHa AE1/
AE3 [5, 15, 20, 22—24]. B uenom yHukKasnbHbIMU B gua-
FHOCTUYECKOM MJj1aHe ABNSETCA COYeTaHMe 3KCnpeccuu
NKX3.1, AGGRECAN [25]. B capkomax C MepecTpoiiKoli
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EWSR1::PATZ1 BbIABNSAETCA Pa3NnyHan CTeneHb KOIKC-
npeccun muoreHHolx (Desmin, Myogenin, MYOD1)
1 HeporeHHbIXx (S100, SOX10, MITF, GFAP) mapKkepos,
TakXXe BO3MOXHa akcnpeccua CD34 [7, 12—14].

MeHe TUYeCKne 0COGEHHOCTN

K XWMepHbIM reHam, KOTOpble MOrYT BbISBAATHCA
B KPYT/IOK/ETOYHbIX capkomax ¢ EWSR1::nonETS-ne-
pecTpoiikamn, OTHOcATCA EWSRI1:NFATC2 ((20;22)
(913.2;q12)), FUS:NFATC2 (1(20;16)(913.2;p11.2)) nnbo
EWSR1:PATZ1 (inv(22)(gl12; ql2)) [17]. B capkomax
C MepecTpoinikoin EWSR1::PATZ1l onucaHbl [LOMNOMHMU-
TenbHble feneunn CDKN2A, CDKN2B, amnnngukayms
MDM2 [7].

J11060MbITHO, 4YTO B CAyYasx C TpaHcaoKaumen
EWSR1:NFATC2 (1(20;22)(913.2;912)) Habnwogaetcs
4acTO NOBTOPAKOLWMIACA aMNANPUKALUOHHBLIA NATTTEPH
XWMEPHOTO reHa, KOTOpblli, BEpOsATHee BCero, cauge-
TeNbCTBYET O C/I0XHOM MeXaHW3Me MepecTPoiikn Mexay
20-7 1 22-i XpoMocomamu.

BbllleonncaHHas 3aKOHOMEPHOCTb (amnaunukalums
XVMEPHOIO reHa) ABNAeTCA HeobblUHbIM ABMEHUEM AN15
Onyxofieil, acCcoLMMPOBAHHbIX C TPAHCMOKALMAMU FeHa
EWSR1, M Ha [aHHblIi MOMEHT OMMcaHa TOMbKO A4S
cnyyaeB ¢ EWSR1:NFATC2, UTO MOXHO CuuTaTb fua-
FHOCTUYECKN 3HAYUMMbIM MPU3HAKOM B KOHTEKCTe 3TOi
HO30M10rMKN. AMAANQUKALNA MOXET 6biTb OTBETCTBEH-
Ha 3a 3(heKT JO03bl TeHa, YKa3biBasd Takum 06pasom Ha
noTeHunanbHO 6onee cnabblii  TpaHCHOPMUPYHOLLUIA
NoTEeHLMan ONMCaHHOW XPOMOCOMHOI abeppaunu.

[MporHos

Ha HacToflmii MOMEHT B CBA3M C ManbiM KONMYe-
CTBOM CflyY4aeB WU OrpaHMYeHHbIM CPOKOM HabfloAeHus
nocfie NOCTAHOBKW AMarHo3a AaHHble 0 NPOrHO3e Heof-
HO3Ha4HbI U eLle TpebytoT Koppekummn. OgHaKo yxe cei-
Yyac MOXHO CKa3aTtb, 4TO B oTamyune ot CHO Kpyrnokne-
TOYHble capkombl ¢ EWSR1::non-ETS-nepectpoiikamu
LEMOHCTPUPYHOT XYALINIA OTBET HA XMMMoTepanuto [6, 7].

3akntoueHne

YCNoBHO BblAeNEHHbIE B O4HY rpynny B Knaccugukawmm
BO3 2020 r. capkoMbl C nepecTpoiikamm EWSR1:PATZ1
M EWSRL:INFATC2 SBAAIOTCA COBEPLUIEHHO pa3HbIMU
HO30/10MMAMMN KaK B OTHOLUEHWW CBOEro GMONM0rmyeckoro
NoBeAeHUs, TaK U B OTHOLLEHWNIN CBOUX /IOKANIN3ALMOHHBIX,
MOP(ONOrNYECKNX N MMMYHONOTUYECKNX XapaKTepUCTUK,
[OCTOBEPHO OLEHWUTb MPOrHOCTUYECKME MPU3HAKM Ha
CErOAHAWHNIA [LeHb 3aTPYAHMTENbHO M3-3a He6O/bLIOr0
KOnmuecTBa cnydyaeB. HeCOMHEHHbIM «MPenMyLLecTBOM»
B AMArHOCTMKE 3TUX 2 OMyXOsnieil ABISETCHA, N0 KpaiHei
Mepe, WX YHUKanbHas MMMYHO(EeHOTUMNMYECKas KapTu-
Ha, 0 YeM OblfI0 CKa3aHo Bbllle, a B OTHOLLEHWNN CApKOMbI
C EWSR1:NFATC2 TakuM «MPeMMYLLECTBOM» MOXET
CNYXWTb ee MOP(oNornyeckas KapTuHa (HanomuHaroLLas
MWUO3MUTENNbHYIO KapLWHOMY) B COBOKYMHOCTU C /I0Ka-
nusaunein (4VMHHbIE KOCTW KOHEYHOCTEN) M OnpegeneH-
HbIMW TEHETUYECKUMMU aHOManuaMu  (aMnaugukauus
reHa EWSR1 B yacTu cny4aes). KoppekTHas AMarHoCTuKa
M HaKOMMEHWe OMbiTa 06 3TUX OMYXONAX KpaliHe BaXKHbI
O4NA fanbHenwen onTuMmnsaLum Tepanmm.
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