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ITlpumumuenas mMukcouonas me3eHxumanrvHas onyxons maadenyes (IIMMOM) — aepeccusnas onyxoab ¢ 8biCOKOU YaACMOMOU A0KANbHBIX
peuuousos, pedKum omoaieHHbIM Memacmaszuposanuem, HA0Xum Omeemom Ha XUmMUomepanu.

TIMMOM seasemcs pedKoii MACKOMKAHHOU CAPKOMOIL Nepe020 200a JHCU3HU, Gbl0eAeHHOU U3 2DYNNbL UHGaHmuabHbx udpocapkom (UD)
u muoguoépobracmuneckux onyxonei. Ona omauvaemcs om Opyeux onyxoaeil KAUHUMECKUM MeHeHUueM, MOpPhoaocuHecKumy Hepmamu
U 6 nepayio ouepeds MOAEKYASAPHO-eeHemuteckumu usmenenuamu. ns UD xapaxmepna nepecmpoiika eena ETV6-NTRK3, ne evisnsnse-
mas Hu'y o0Hoeo nayuenma ¢ [IMMOM. Y 6oavubix ITMMOM o6uapyscena enympennss mandemuasn dynauxauus BCOR (BCOR ITD),
Komopas no3eoasem bloeaums 0aHHy onyxoas uz epynnsi HP.

B Hacmosauee epems He onpedenenvl eOutble N00X00bl K Ae4eHuto Imoil onyxoau. PaduxkaivHoe xupypeuveckoe yoaierue s18451emcs npeo-
noumumenvrvim memooom mepanuu. BCOR ITD cayscum mepanesmuueckoii muuieHvr0. B Hacmosuee pems udem nouck mapeemHlx
npenapamos, Komopule, 03M0JICHO, peuiam npoonemy reverus [IMMOM.
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Primitive myxoid mesenchymal tumor of infancy (PMMTI) is an aggressive tumor with a high rate of local recurrence, rare metastasis and
poor response to chemotherapy.

PMMTI is a rare soft-tissue sarcoma that preferentially affects infants. It is isolated from the group of infantile fibrosarcomas or myofibroblastic
tumors. PMMTI differs from other tumors in the clinical course, morphological features and primarily molecular genetic changes.
ETV6-NTRK3 gene fusion is characteristic of infantile fibrosarcomas. However, it is not detected in patients with PMMTI. BCOR ITD had
been described in patients with PMMTI and it allowed to define this tumor from the group of infantile fibrosarcomas.

Unified treatment approaches have not been identified for this tumor yet. Radical surgical removal is preferred treatment. BCOR ITD
is a target. Nowadays search for targeted drugs is ongoing and it could help to solve the problem of PMMTI treatment.
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Bgenenue

MSITKOTKaHHBIE CAPKOMBI IO YaCTOTE BCTPEUAEMOCTH
3aHMMAIOT 5-€ MEeCTO Cpeau BCeX OITyXOJiell JIETCKOro
Bo3pacTta. DTO Ype3BbIUAHO IeTeporeHHasi Tpyrra omy-
XOJIeil, cpeny KOTOPBIX Yallle BCero BCTpedaeTcsl pabio-
muocapkoma [1].

CapkoMbl MSITKMX TKaHEl y JeTeld epBoro roua Xu3-
HU TIPEJCTABIISIIOT CO00i1 0COOYIO TPYTIITY, OTIIMYAOIILYIOCS
00JIBLIMM pa3HOOOpa3rMeM rMCTOJIOTMYECKUX BapUaHTOB,
KJIMHUYECKUM TEUYEHUEM, CTEeIeHbI0 3JI0Ka4eCTBEHHO-
CTU M MpOorHo3oM. CaMbIMU YacCTbIMU MSTKOTKaHHBIMU
CcapKoOMaMU MJIQJICHIIEB SIBJISIIOTCS 9MOpHUOHAIbHasT pad-
JomMuocapkoMa, WHbaHTwIbHas ¢dudpocapkoma (D)
u HenudbepeHIMpoBaHHas capkoma [2].

B teuenue mociaennux 10 jer HaMETWICS 3aMETHBIN
MPOTPecc B MOJIEKYJISIPHO-TEeHETUUECKUX MCCIIeTOBAHMSIX
MPU MITKOTKAHHBIX CapKOMax, YTO TPUBEJIO K BbIIEJe-
HUIO HOBBIX HO30JIOTUYECKMX I'PYIIII.

[MpuMuTUBHAS MMKCOWTHAs Me3eHXUMaJbHasl OITy-
xojb MaaaeHueB (IIMMOM) — aTo peakasi OMyXoJib,
Brepsble onucaHHas B 2006 . R. Alaggio et al. [3]. Ho
5TOr0 BpPEMEHM OHa paccMmaTpvBajach KakK BapuaHT

HenuddepeHIIMPOBaHHOW capKoMBbl, Mo3aHee Kak WD,
Nmes mopdonornyeckre, HUMMYHOTUCTOXUMUUYECKUE
U KJIMHUYECKUE OCOOEHHOCTH, OTJINYAIOIIMECS OT APYTUX
onyxouieii, TMMOM nonyunna HazBanue UD-nionooHO
ontyxoau [4]. IMMOM umeeT npomMeKyTOUHbI OMOJOrU-
YECKUI MOTeHLUAN, XapaKTepU3yeTCsl BBICOKOI 4acTOTOM
JIOKQJIBHBIX PELIUANBOB U HU3KUM MHIEKCOM OTIAJIE€HHOTO
MeTacTa3upoBaHusi, B TO Bpemsi Kak D — omyxob HU3-
KOl cTerneHu 3j1oKkayecTBeHHoOCTH [1, 5]. TIporHos 3aboJe-
Banust [IMMOM 3HauuTenbHO XyXe, yeM rpu D [6].
MuKpoCcKONMUYECKHU: HeOITacTUYecKasi TKaHb C MHBA-
3UBHBIM XapakTepoM pOCTa, MOCTpoeHa U3 AU(dY3HbIX
MoJiel MEeJIKUX MPUMUTUBHBIX OBAJIBHBIX U BEPETECHOBU/I -
HBIX KJIETOK, PACTIOJOXEHHBIX CPEAU MUKCOUTHOTO MEX-
KJIETOYHOTO BEIIECTBa, C HAJIUYMEM MHOTOYUCIEHHBIX
TOHKOCTEHHBIX BETBSILLIUXCS KPOBEHOCHBIX cocynoB. Kie-
TOYHOCTb BapbUPYET, 0YArOBO MOTYT OTMEYaThCsl YUYaCTKU
HOIYJISIPHOTO W MYYKOBOTO CTPOEHUSI, a TakKXkKe MeJKue
KHUCTO3HbIE MOJOCTU 0e3 BhICTWIKU (puc. 1-3). Knetku
OMyXOJW C YHUMDOPMHBIMU TUIEPXPOMHBIMU SIApaMu
C MEJKOIUCIIEPCHBIM XPOMATUHOM, 0€3 BbIpaXXEHHbBIX
SIIPBIIIEK W BapuadeJbHbIM KOJIWYECTBOM Cj1ab0303u-
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Puc. 1. Tkano onyxoau HepagHomepHOU KAEMOYHOCMU, ¢ 04A208biM (hop-
MUPOBAHUEM MUKPOKUCMO3HbIX cmpykmyp. OKpacka 2emamoxcuiuHom
u 203uHoMm, X 40

Fig. 1. Tumor tissue of uneven cellularity, with focal formation of microcystic
structures. Stained with hematoxylin and eosin, x 40

Puc. 2. Kiemku pacnonodcenvt MeaKumu Ry4Kamu cpeou MUKCOUOHOO
MampuKca, 6U3yaruUpYIOmcs. MHOOYUCACHHbIE MOHKOCMEHHble Gemesi-
wuecs KpogeHocHvle cocyosl. OKpacka 2eMamoKcuaunom u 203unom, % 100

Fig. 2. The cells are located in small bundles among the myxoid matrix,
numerous thin-walled branching blood vessels are visualized. Stained with
hematoxylin and eosin, x 100

HO(MUIBHOI, a B YaCTU KJIETOK — BaKyOJIM3MPOBAHHOM
uToruia3mel (puc. 4) [3, 7].

[Tpu UMMYHOTHCTOXMMUYECKOM HCCIEIOBAaHUN KIIET-
KU OIyXOJIM HE AEMOHCTPUPYIOT CelU(bUIECKOTr0 UMy-
HO(hEHOTUIIa, OTHAKO, KaK MPaBUJIO, B HUX ONPEaeIsieTCs
skcnpeccus BumeHtHa, CD56, CD117, NGFR, nuknu-
Ha D1, TLEI, SATB2 (puc. 5). Peakuusi ¢ Mmapkepamu
SHAOTEIMAIbHON, MBIIIEYHOU, (udpodIaCTUIECKH-
MUOoGUOPOOIACTUYECKOM, IMUTEINAIBHON, HEHpOHAaIb-
Hoit muddepeHuupoku (CD34, Desmin, Myogenin,
MyoDI1, SMA, Calponin, S100, Lmo2, Beta-catenin,
PanCK, EMA, CD68, CD99, GFAP) Bcerna HeraTuBHasl.
YpoBeHb nponudepaTuBHON aKTUBHOCTH IO 9KCIPECCUU
Ki-67 no 15—-20 %.

B 2016 r. B xxypHaze “The American Journal of Surgical
Pathology” 6bu1a ony0IMKOBaHa paboTa TPYMITbl YYEHBIX,
B KOTOPOI MPU MOJIEKYJIIPHO-TEHETUUYECKOM MCClIe10Ba-
Huu [IMMOM o6HapyxkeHa myrtauus BCOR-ITD (BHy-

Puc. 3. Yuacmok eunokaemourozo cmpoenus, 6epemeHo8uoHble U 0mpoc -
uamele 31eMeHmMbl ONYXO0AU PACHOA0ICEHbI Heynopsdouento. Okpacka cema-
MOKCUAUHOM U 03UHOM, X 200

Fig. 3. The site of the hypocellular structure, the fusiform and processional elements
of the tumor are located irregularly. Stained with hematoxylin and eosin, X 200

Puc. 4. Knemku onyxoau eepemenogudnoii u 060udHot gopmol, ¢ 6azopuib-
HoLMU A0PaAMU ¢ MeAKOOUCHEPCHbIM XPOMAMUHOM U CAA00I03UHOPUABHOL
YUMONAA3MOIL € HAAUYUEM UHMPAUUMONAAZMAMUYECKUX BAKYOACH 8 Hacmu
Kaemok. OKpacka eemamoKcuAuHoM u 203unom, % 400

Fig. 4. Tumor cells are fusiform and ovoid, with basophilic nuclei with finely
dispersed chromatin and weakly eosinophilic cytoplasm with the presence of
intracytoplasmic vacuoles in some of the cells. Stained with hematoxylin and
eosin, x 400

TPEHHSISI TaHAEMHAasI TYTUIMKAIIWS), TaKWe XK€ TeHeTHYe-
CKME€ U3MEHEHMS ObLIM HaMIEeHbl TPU CBETJOKIETOYHOMI
capKoMe MOYKM M BbICOKO3JIOKAY€CTBEHHON HEUpoarnu-
TEIUAJTbHOM OITyXOJIMW LIEHTPAJIbHON HEPBHOM CHUCTEMBI.
DTH uccaenoBaHUs TIPOBOAMINCH Ha TPYIIIE TAIIMEHTOB
JIETCKOTo Bo3pacra [6, 8].

DNuUIeMNONIOTHIecKe TaHHBIE OTCYTCTBYIOT W3-3a
YpEe3BbIYAMHO HU3KOW YaCTOTHI BCTPEYAEMOCTU MAHHOU
onyxoau. Ha MoMeHT HanucaHusi 0030pa B JIMTEpaType
ormicanbl Bcero 30 cayyaeB [IMMOM [1, 5, 9]. JJokann-
3aLIMST OITYXOJIM MOXKET OBITh pa3nuaHoit. OImyOIMKOBaHbI
BapyUaHThl TMEPBUYHONM JIOKAIM3alMM B MSITKUX TKaHSIX
tynoBuma [1], koHeuHocteil [10], OpIOLIHOI TTIOJIO-
ctu [11], romoBsl [12], opoutsl [9] m mpyrux obmacTeii.
DTU OIMyX0Ju MMeIN pasHble pa3Mmepsl (oT 1 mo 15 cm),
Hepenko 0e3 yeTkux rpaHuil [1, 13, 14]. Bo Bcex cayyasx,
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a 7
Huknun D1 BumenTtun
Cyclin D1 Vimentin
6 el
TLEI SATB2

Puc. 5. Ummynogpenomun IIMMOM, % 200: a — sxcnpeccus yuxauna D1;
0 — skcnpeccus gumenmuna; 6 — sxcnpeccust TLE1; e — sxcnpeccuss SATB2

Fig. 5. Immunophenotype of PMMTI, x 200: a — expression of cyclin D1;
0 — vimentin expression; 6 — expression of TLE1; e — expression of SATB2

KpoMe 5, 3abojieBaHME OTMeYaJloch Yy JeTell Milajiie
1 rona, MearaHa Bo3pacTa coctaBuia 6,6 Mec (ot 0 10 36 Mec).

Tepanueit BbIOOpa TpU JaHHOM MATONOTUU SIBIISIETCS
MOJIHOE XUPYyPTUUECcKOoe yaajieHue oopa3oBaHus. Y mauu-
€HTOB C HeollepabeJbHBIMM OIYXOJISIMU JIydllasi CTpaTe-
TYs JIeUeHUSI 10 CUX TTop He onpeneneHa [1, 11].

MoueKyasipHble ACMEeKThl NMPUMHTHBHOW MHKCOMIHOIA
Me3eHXHMAJIbHOI OIyXO0.JIM MJIaJIeHIIeB

MonekynsipHo-reHeTn4ecKast nuarHoctuka Md Bpis-
BMJIa TeHeTUYeCcKue moioMku B Buae t(12;15)(p13;q25) [6].
XapaKTepHBIM MOJIEKYISIPHO-TEHETUYSCKUM MTPU3HAKOM
O gsasiercst cnustaue (fusion) 2 renos: ETV6 u NTRK.
Xumepubiii rparnckpunt ETV6- NTRK3BctpevaetcsiB90 %
cayyaeB D, npu BpoxkIeHHOU Me3001acTHOM Hepome
U CEeKPETOPHOI KapLIMHOME MOJIOYHOM XKeJie3bl. OgHaKko
B Ipyimie Tak HasbiBaeMbix M®D-1TOg0OHBIX OImyXoJieit
JIaHHOE FeHeTUYeCKOoe U3MEHEHNE He ObLI0 OOHApPYKEHO
HU B OJHOM ciay4ae (taou. 1) [6].

Kaxk ormeuanock Bbiie, B 2016 1. omyOJMKOBaHBI
JIaHHBIE 0 TeHeTnueckoit monomke BCOR-ITD, xotopas
ObL1a BBISIBJIeHA MeToAaMU (DJIyopeCclieHTHOM Tnopuamn3a-
LUK in Situ U TIOJIMMEPa3HOM LIEMHOU peakluyu ¢ oopat-
HOM TpaHCKpUILMeil y 6 u3 7 nccieayeMbIX MMalyieHTOB
¢ I[IMMOM u He oOHapyXeHa HU Yy OJHOTO OOJIbHOTO
c UMD [6, 8]. B mocnenyromux ucciaenopanusix BCOR-1TD
OIpeAeIISUICS METOIOM CEKBEHUPOBAHMSI HOBOTO MTOKOJIE-
Hus [5].

Takum obOpaszom, AeTaJbHOE M3yUyeHUE 3TOM OITyXOJu
C MCITOJIb30BaHUEM JOMOJHUTEIBHBIX METOIOB 1 HOBBIX
MOJIEKYISIPHO-TEHETUYECKUX HCCICIOBAaHUI ITO3BOJIM-
JIO yXe ¢ OosblIeil TOYHOCThIO BhIAEAUTE [IMMOM u3
o6uieit rpyrmsl UD.

Kax u3BecTHO, TymMOporeHe3 3aBUCHUT OT IOCJIEI0-
BaTeJbHO IIPUOOPETECHHBIX TEHHBIX MYyTalldii W/WIN
MoTepu OHKOCYIpeccopHoil (yHkuuu. HeanmekBaTHas
9KCIpeccusi KaK OHKOI'€HOB, TaK U OHKOCYIIPECCOPOB
MOXKET UTPaTh KIIOUYEBYIO POJIb B BOSHUKHOBEHUU 3JI0Ka-
YECTBEHHOTIO 3a00JIeBaHUS U €TI0 IIPOrPECCUN.

Ta6mma 1. Xapaxmepucmuxu [IMMOM u H® [6]
Table 1. Characteristics of PMMTI and IF [6]

| IIMMOM 1 Henena M:E;iie:;e_ + _
PMMTI 1 week X
Paraspinal
) IMIMMOM 9 MecsileB CniuHa o _
PMMTI 9 months Back
3 IIMMOM 8 MecsueB MI;I;?T:’QTC- . _
PMMTI &8 months .
Paraspinal
4 [IMMOM 13 mecanes MZ;Z‘?}?:C_ + _
PMMTI 13 months X
Paraspinal
5 IIMMOM 2 Mecdla CrynHs . _
PMMTI 2 months Foot
1 no 4 mecsina Ilneuo _ N
IF 4 months Upper arm
) no 6 MecsIieB Hora _ "
IF 6 months Leg
3 no 12 mecsiiieB Ilneyo _ o
IF 12 months Upper arm
4 no 7 MecALEeB lea _ "
IF 7 months Neck
5 o 5 Heneb Iles _ "
IF 5 week Neck
6 no 8 MecslLeB Pyka _ .
IF & months Arm
7 no 3 Mecsua Tpenruieune _ "
IF 3 months Forearm
g no 6 MecsI1eB Benpo _ "
IF 6 months Thigh
9 no 7 Hepnenb CrynHs _ .
IF 7 week Foot
10 no 5 Hepenb Kuctp _ .
IF 5 week Hand
1 no 9 Mecs1eB Tpenruieune _ .
IF 9 months Forearm

BCOR — reH, nokanu3oBaHHBINM Ha 10-if XxpoMocome
(pl1.4), saBasiercst KoperpeccopoM (MHTUMOUpPYET BKC-
npeccuto TeHoB) TeHa BLC6, KOTOPBIiI B HOPMAaJIbHBIX
YCJIOBUSIX OTBEYAET 3a MpoayKuumio 6eaka BLC6 [15, 16].

IlomoGHbIe reHeTHYecKre W3MEHEHMST ObLIM Takxke
OTMEYEHBI Y 3 U3 4 MallMEHTOB CO CBETJIOKJIETOYHOI cap-
KOMOI TTOUKM U Yy 9 13 22 601bHBIX ¢ HeaubbepeHIu-
POBaHHOI MEJKOKJIETOUYHOI capKoOMOMi. ABTOPBI TakKe
HazbiBatoT [IMMOM B03MOXHOI MATKOTKAHHOM BepCcu-
el CBETJIOKJIETOYHOM capKOMBI TTOYKH [§].

T. Santiago et al. B cBoeit paboTe MOATBEPXKIAIOT ITOT
(akT 1 ToBOpsIT 0 TOM, uTO BhIsiBieHue BCOR-ITD 1o3Bo-
et otnuddepenuposate [IMMOM ot U®D. B stom
uccaenoBaHuu y 17 uz 18 nauuenros ¢ [IMMOM ObL1a
BoIsiBiIeHa BCOR-ITD, vn y omHoro 6oisHOTO ¢ UMD oHa
He oOHapyxeHa. Takke aBTOPbI YIIOMMHAIOT O BO3MOX-
HOIl OMOJIOTMYECKOW pOJM TUMEPIKCIpeccuu Oenka
BCOR/BLC6 B 3THX peIKIX ME3¢HXUMAJIBHBIX OITyXOJIsiX [6].
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B Hacrosiiiee Bpems myranuss BCOR-ITD saBnsgetcs
OIHMM M3 IJIABHBIX KPUTEPUEB B IOCTAHOBKE AMArHo3a
[IMMOM u nuddepeHIINaTbHON TMAaTHOCTUKE C IPYTH-
MM OITYXOJISIMU.

Kimaugeckue nposiBieHust

B nHOCTpaHHOI1 TUTEepaType MBI HalIX naHHBIE 0 30
maryeHTax ¢ guariozom [IMMOM (Ta6i. 2).

CpenHuii  BO3pacT IIOCTAHOBKM JWarHo3a ObLI
6,6 Mecdla, MPUYEM Y 5 MaLIMEHTOB OITyXO0JIb OblIa THa-
THOCTMPOBaHAa B MECSTYHOM BO3pacTe 1 TOJIBKO Y 5 00JIb-
HBIX 3a0oyieBaHMEe MaHM@ecTUpoBajgo mociie 1 ropaa.
YacTora mopaxkeHusl MaJbUMKOB U I€BOYEK OblLIa Omu-
HaKOBOM.

Knuaunyeckue mposiBieHUsT 3a001eBaHUS y TallMeH-
ToB ¢ [IMMOM 3aBucenu or JoKaIu3allMu U pa3Mepa
omnyxoiu. Jlokaau3auu TMepBUYHOTO MOPAXKEHUs ObLIN
Ype3BbIYATHO Pa3HOOOPAa3HbI: MITKKME TKAaHU TYJIOBMIIA —
56 %, MATKIE TKaHU KOHEYHOCTeN — 24 %, MATKIE TKAaH!
e — 15 %, npouue nokanusanuu — 5 %. Cpenu onyxojeit
tysoBuia 40 % ObUIM JIOKAIM30BaHbI [TapaBepTeOpalIbHO,
WHBa3Msl IO3BOHOYHOTO KaHaja Oblja 3aperucTpupoBaHa
B 2 ciyyasx. DTU MalUEHThl UMEJIM HEBPOJOTMUECKUE
OCJIOKHEHMSI: Mape3 HIKHUX KOHEUYHOCTel, HapyIleHre
(GYHKIMKM Ta30BBIX OpraHoB [6]. OmucaHbl eIMHUYHBIE
cllydyad BOBJICUEHUSI MSTKUX TKaHEW OpOUTHI, TPyIHOM
KJIETKM, TBEPAOT0 Heba, KpecTLOBO-KOMYMKOBOM o0a-
ctu [7, 9, 20, 21]. Tpu mamueHTa MMeEIM OTHAJCHHBIC
MeETacTa3bl B TOJIOBHOM MO3I, CIIMHHOW MO3I, II€YEHb,
KOCTH, TuMbaTtndeckue y3isl [3, 6, 14].

B OonbIIMHCTBE ciiyyaeB oTMevascsi MH(PUIBTpaTHUB-
HBIII XapakTep pocTa, 4TO, IO-BUAMMOMY, U TIPUBEIO
K JIOKQJTbHOMY PELIMIMNBY.

IToaxompl K Jie4eHHIO W IPOTHOCTHYECKHE (DAKTOPBI

W3 npencraBiaeHHBIX B IUTepaType AaHHBIX 0 30 mauu-
eHTax cyapba 10 meTeil He U3BEeCTHA, JOCTYITHBI aHAIM3Y
ncropuu 6ose3Hu 20 60IbHBIX [6].

CemHannath 13 20 MauMeHTOB MOJYYUIU XUPYPIU-
YyecKoe JieueHue B |- TMHUM Tepanuu, 2 ObLIN MPOOoIie-
pUpOBaHbl U TMOJYYMIM ambloBaHTHYIO XT, 1 OoibHOI
C MeTacTaTu4ecKoii (hOpMOit TTOJYUYMIT TOJBKO XMMUOTE-
pareBTUYECKOE JICUCHHE.

JIBa manmeHTa IOCJe OIlepallid He HMMEIM MaKpo-
U MUKPOCKOIMYECKM OCTAaTOYHOM OITyXOJU M KUBHI,
nepuoj HabmoaeHus coctaBui 18 u 24 mec. CeMb 00JIb-
HBIX HMMEJIM MUKPOCKOIMYECKHA OCTAaTOYHYIO OITyXOJIb,
6 13 HUX KMBBI O3 NTPU3HAKOB 3a0oJieBaHus, 1 ymMep oT
nporpeccupoBaHus. [1Th maliMeHTOB UMEIU MaKPOCKO-
MMUYECKU OCTATOYHYIO OITyXOJib, 3 M3 HUX XXHUBBI C OCTa-
TOYHOM omyxoibio. ONMH MallMeHT ¢ TTopaXeHUeM TBep-
noro Heba mepBuYHO moaydand XT, oTBeTa Ha KOTOPYIO
HE 3aperucTpMpOBaHO, 3aTeM ABaXKAbl ObUT OMEPUPOBAH
U K1B 0€3 OCTaTOYHOI OITyXOJIH.

XT B 1-ii tMHUM Tepanuu OblIa TIpUMEHEHa TOJBKO
y 3 13 20 maumueHToB, HO BO 2-i1 M 3-i1 TUHUSIX LIUTOCTA-
TUYECKOE JICUeHNEe MCIOJIb30BaJIOCh 3HAYNTEIBLHO Yallle.
OCHOBHBIMM XMMMOTEPANEBTUUCCKUMM TpernapaTamu

ObUIM BMHKPHUCTUH, IIUKIODOChaH, aKTMHOMMIMH D,
ndocdamua, TonorekaH, fokcopyournH. OTBeT Ha mep-
BUYHYIO XT ObUT MUHUMAJbHBIM, JYYIIUN OTBET UMEIN
MalMeHThI, TTOJIyYaBIIe TOKCOPYOUILIMH B MOHOPEKUME
WM B KOMOMHALIMHU C IPYTUMHU TIpenapatamu [5].

IIpu aHanu3e pe3yabTaToOB JICUCHUS MPEACTaBICHHOMN
TPYIIIBl CTAHOBUTCSI OYEBMIHBIM, UTO XMPYPTAYECKUI
METOJ JICUCHUS SIBJIIETCSI OCHOBHBIM M PaIMKaJIbHOCTh
orepalny oIpeaessaeT MporHo3 3aboneBaHust. K coxa-
JICHUIO, B JAHHOM I'PyIIIIe OTMEYEH HEBBICOKUI MPOLIEHT
paguKaidbHBIX omnepauuii. Ilo-BuaumMomy, 3TO CBsSI3aHO
C MHOWIBTPATUBHBIM POCTOM OITYXOJIH.

XT B 1enoM 6nU1a Mato3(hGEKTUBHOM, OTHAKO HaM-
oonblieil 3(P(PEKTUBHOCTHIO OTIUYAIMCh KOMOMHALIMU
LIUTOCTAaTUKOB, CONIEPKAIIMX JOKCOPYOUILIUH [5, 21].

JlokanwHas JIT mpoBomuiack 2 maiMeHTaM B ITOCTIe-
orepaliMoOHHOM Tiepuone B mo3e o 59,4 Ip [11, 14].
¥V onHoro u3 Hux yepe3 30 Mec BO3HUK MECTHBIN peLu-
IUB 3a0oJieBaHUSI B OOJIy4eHHOU obmacTtu. Iucromoru-
YecKoe HCClIeIOBaHME PELMIMBHON OIYyXOJIM IOKa3aao
tpanchopMmaruio [IMMOM B HenubbepeHITMPOBAHHYIO
capkoMmy. B oTimume OT mEepBUYHOI T'MCTOJIOTMYECKOI
KapTUHBI OITyXOJb MMeJa BHICOKYIO KJIETOYHOCTb, BBICO-
KMIA MUTOTUYECKMU MHIEKC (mo 12 MUTO30B), MHIEKC
npomdepauun (Ki-67) 40 %. Ponp JIT B 3T0ii TpaHCc-
dopManuu gBnseTcs aucKyradenbHoit [14]. TlpoBectu
OoJiee meTalbHBIN aHAIM3 XapaKTepa U o0beMa JIieueHMUs
9TUX IMAIMEHTOB HE TPEACTABISICTCS BO3MOXHBIM M3-3a
HenocraTka nHdopMaluu. B HacTosiee BpeMsi TJIaBHBIM
MPOTHOCTUYECKUM (DaKTOPOM SIBJISIETCS XapaKTep orepa-
TUBHOTO BMeIIIaTeIbCTBA.

B anammsupyemoit rpymme MOJeKyJIsSpHO-TeHeThYe-
ckoe uccienoBanue c¢ omnpeneneHuemM BCOR-ITD 6buio
BBITIOJIHEHO TONBKO y 14 u3 20 maumenTtoB. B 13 u3 14
cayyaeB BCOR-ITD 6bu1 110J0XUTENbHBIM. [laHHOE TeHe-
TUYECKOE COOBITUE SIBISIETCS TJIaBHBIM TMArHOCTUYECKUM
MapKepOM.

BoiBoasl

B nactosiee Bpems [IMMOM BhifeneHa B OTOCb-
HYIO HO30JIOTMYECKYIO TPYIIY MSTKOTKAHHBIX CapKOM,
Omaromapss OCOOEHHOCTSIM KJIMHUYECKOIO TEYECHMS,
MOP(OJOTUYECKUM, MMMYHOTMCTOXUMHUYECKUM XapakK-
TEPUCTUKAM U B MEPBYIO OYEPEIb MOJIEKYISIPHO-TEHETHU -
YEeCKMM U3MEHEHUSM, a MMEHHO — HAJIWMYHUI0O MYyTalluu
BCOR-ITD.

Comarmyeckre mytauuu BCOR BBISIBIEHBI BO MHOTHX
OIYXOJICBBIX MOATPYMIaX. XMMEepHbIE TPAHCKPHUIITHI OOHA-
PYXEHBI B TAKMX PEIKUX OIYXOJISIX, KaK HeauphepeHLIMPOo-
BaHHas KpYITHOKJIETOYHasl capkoma mitaaeHies, [IMMOM,
CBETJIOKJICTOUHAsI capKoMa ITOYKH, BBICOKO3JIOKAYECTBEH-
HBIC HEUPOANUTEIMAIBHBIC OIYXOJIM LIEHTPAILHON HEPB-
Hoi1 cucteMbl. Takke n3meHeHust B reHe BCOR Obliu onpe-
JIeJIEHBI B psiae TMMbOIpoIrdepaTUBHBIX 3a00I€BaHMIA.

Iny6okue 3HaHUS PYHKIIMOHAJBHOM POJIM Pa3TUYHBIX
W3MEHEHU, CBI3aHHbIX ¢ TeHOM BCOR, B omyxoJsix u3
ME3eHXMMAaJIbHBIX, TE€MOIIO3TUYECKUX, HeWpOosMnuTe -
aJbHBIX KJIETOK ITO3BOJISIIOT YCTAHOBUTH ITYyTHM OHKOTE-
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Ta6muma 2. Xapaxmepucmuxu I[IMMOM u H® [6] (hauano)
Table 2. Characteristics of PMMTI and IF [6] (beginning)

10

11

12

14

15

16

17

18

19

20

21

22

23

2

N

R. Alaggio,
2006 [3]

R. Alaggio,
2006 [3]
R. Alaggio,
2006 [3]
R. Alaggio,
2006 [3]

R. Alaggio,
2006 [3]

R. Alaggio,
2006 [3]
L. Muligan,
2011 [17]
J. Lam,
2010 [18]
Q. Gong,
2012 [19]

Q. Gong,
2012 [19]

T.C. Su,
2013 [12]

A. Saito,
2013 [20]

D.W. Cuthbertson,
2014 [7]
N.A. Cipriani,
2014 [10]

M.C. Guilbert,
2015 [14]

J.H. Foster,
2016 [21]
Y.C. Kao, 2016
[8]

Y.C. Kao, 2016
[8]

Y.C. Kao, 2016
[8]
Y.C. Kao, 2016
[8]
Y.C. Kao, 2016
[8]
S.L. Cramer,
2017 [11]
T. Santiago,
2018 [6]
T. Santiago,
2018 [6]

TpynHas KieTka, 1esi, X1BOT,

HoBoposkneHHBbIi CITMHHOMO3TOBOW KaHaJT
Newborn Chest, neck, abdomen, spinal
canal
HoBoposkneHHbIit Hanxmrounynas o6iacts
Newborn Supraclavicular region
2 Mecsila MHTpaBepTeOpaibHO
2 months Paraspinal
2 Mecsila TIpenruieune
2 months Forearm
1 mecsig Bezfpo
1 month Thigh
+ Mts
15 nHeit Toprans
15 days Larynx
8 mecsiiieB JlagoHHast MOBEPXHOCTh KUCTU
8 months Palmar surface of the hand
3 mMecsiLa CnuHa
3 months Back
S MecsiLeB Iles
5 months Neck
. TMosicHnyHO-KpecTHOBas
HoBopoxneHHbII
Newborn obsacth _
Dorsal-lumbar region
3 Mecdua Bostocucras 4acTb 1o10BbL
3 months Scalp
KpecTioBo-KonmunKoBas
19 mecsiuieB
19 months obaacte .
Sacrococcygeal region
3 rona Tsepnoe HeOO
3 years Hard palate
15 mecsuen Jlonbrkka
15 months Malleolus
7 MecsiLeB Les
7 months Neck
+ Mts
3 Mecsiia IpynHas crenka
3 months Chest wall
9 mecsitieB BpromHas crenka
9 months Abdominal wall
3a0pIolIMHHOE
6 Mecs1LEeB
6 months l'[pOCTpa..HCTBO
Retroperitoneum
10 mecsitieB BproniHas mojsoctb
10 months Abdominal cavity
4 Mecsa IMapaBepTeOpaibHO
4 months Paravertebral
1 ron Benpo
1 year Thigh
13 mecsieB CIMHHOMO3TOBOI KaHaI
13 months Spinal canal
14 nHeit WHTpaBepTeOpaibHO
14 days Paraspinal
9 MecsiLeB CniuHa
9 months Back

NA

NA

NA

NA

NA

NA

NA

NA

NA

NA

NA

NA

NA

NA

Onepartyst
Surgery

Onepanus
Surgery
Onepanus
Surgery
Onepanus
Surgery
Omneparust, XT
Surgery, CT

Omnepanust, XT
Surgery, CT
Ornepanus
Surgery
Ornepauus
Surgery
Omneparyst
Surgery
Ornepanus
Surgery
Onepanus
Surgery
Onepanus
Surgery

Onepauus
Surgery
Omneparyst
Surgery
Onepartusi,
XT/AT
Surgery, CT/RT
Ornepanus
Surgery

NA

NA

NA
NA

NA

Omnepanus, JIT
Surgery, RT

NA

NA
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Ocra-
TOYHAsK
CMepThb OT cericrca
OTIYXO0JTb L .
. Dead with disease (sepsis)
Residual
disease
+ NA
NA NA
Bes npusHakoB 3a001eBaHuUs
No evidence of disease
+ Bbes npusHakoB 3a00s1eBaHus
No evidence of disease
" Kus c 3a0o1eBaHrEM
Alive with disease
+ Bbe3 npusHakoB 3a00s1eBaHuUs
No evidence of disease
Bbes npusHakoB 3a00s1eBaHus
No evidence of disease
+ Kug ¢ 3aboseBaHrEM
Alive with disease
+ NA
Be3 npusHakoB 3a001eBaHUs
No evidence of disease
Bbe3 npusHakoB 3a00s1eBaHuUs
No evidence of disease
+ Bes npusHakoB 3a001eBaHuUs
No evidence of disease v
bes npusHakoB 3a001eBaHus E
No evidence of disease =
®
o Kus ¢ 3aboseBaHrEM -
Alive with disease E
=
bes npusHakoB 3a00s1eBaHus ;
No evidence of disease ;
Kus c 3a0oneBaHrEM -~
+ ~
Alive with disease ~
NA NA
NA NA
NA NA
NA NA
. bes npusHakoB 3a00neBaHusA
No evidence of disease
NA NA
NA NA
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Ta6mma 2. Xapaxmepucmuxu [IMMOM u H® [6] (okonuanue)
Table 2. Characteristics of PMMTI and IF [6] (end)

T. Santiago, 8 MecsileB MHTpaBepTeOpaibHO
2018 [6] 8 months Paraspinal
2% T. Santiago, 13 mecsiueB MHTpaBepTeOpasibHO
2018 [6] 13 months Paraspinal
27 T. Santiago, 2 Mecsia Crona
2018 [6] 2 months Foot
)8 A.A. Saeed, 2 roma Hj;:()
2018 [13 2
[13] years + Mis
29 D. Chacon, 7 MecsiLieB ToHKMIT KUIIEYHUK
2018 [22] 7 month Small bowel
R.A. Hayes, Opbura
30 2020 [9] NA Orbite

+ NA NA NA
+ NA NA NA
+ NA NA NA
Omnepanus, XT
+
NA Surgery, CT NA
Onepanus
NA NA NA
Surgery
n Onepanus NA NA
Surgery

Ilpumenanue. NA — nem dannvix; Mts — memacmasvi; XT — xumuomepanus; JIT — ayueeas mepanus.

Note. NA — not available; Mts — metastasis; CT —

He3a MpU JaHHBIX 3aboyieBaHuUsIX. [MCTONOrMYEeCKU pas-
Hbl€ OMYXOJM MOIYT MMETb OAMHAKOBbIE F€HETUUECKUE
MOJIOMKM U HYXIAThCSl B OJMHAKOBBIX JIEYCOHBIX IOIXO0-
JIax C MCIOJIb30BaHMEM TaPreTHHIX MpernapaToB.

B Hacrosiiiee BpeMst UCIIOJIb3yeMble METO/bI JIeYeHUsI
IIMMOM gsnsiorcs Mano3(GGeKTUBHBIMM.

Kak #3BeCTHO, CEromHsl, COIIACHO BbISIBIEHHBIM
reHeTU4ecKnM ocobeHHOoCTsIM UMD, cexpeTopHast Kapiiu-
HOMa MOJIOUHOM KeJie3bl, Me300JIacTHast HeypoMa MOTYT
OBITh 00beaHEeHbI B rpyry N7TRK-TIO3UTUBHBIX OITyXO-
JIel U B MX JICYEHUU MOTYT UCIOJIb30BaThCSl MUHTUOUTOPHI
TUPO3UH-perienTopHoit kmHa3bl (TRK).

Takue e MoAX0abl MOTYT PACCMATPUBATLCS U B OTHO-
LIeHUM Apyrux rpynm omyxoieir — [IMMOM, Henud-

chemotherapy; RT — radiation therapy.

(epeHLIMPOBAHHON KPYITHOKJIETOYHOI CapKOMBI MJa-
JIEHIIEB W CBETJOKJIETOYHOU CapKOMBbI MOYKHU, UMEIOLIUX
BCOR-ITD.

Ecnu tapretHbIil Tpemapar cTaHET I MalMEHTOB
JNIOCTYIHOM oOMuLueil Tepanuud, TO OHMU AOJKHBI OymyT
JIUUTHCS OJMHAKOBO HE3aBMCUMO OT JIOKAJIU3alUUu
W TUCTOJOTMUECKOUW KapTWHBI OITyxXoju. B Hacrosiee
BpeMs mpernaparta Jjsl 5TO MUILEHU HET, HO MHOTOYMC-
JIEHHBIE MCCJIeAOBaHUST OOHaAeXUBaoT [6, 23].

Bbnaromapst ycmexaM MoJIEKyIIpHOI TeHETUKH, B YaCT-
HOCTH BBISIBJICHUIO CITeIIU(PUUISCKUX TeHETUIECKIX U3Me-
HEHUM B OMyXOJISIX M CO3JaHUIO TApreTHBIX MpernapaToB
K 3TUM MUIICHSM, BO3MOXHA TIEPCOHATU3ALINS Jedeo-
HBIX ITOAXOA0B.
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