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Infantile fibrosarcoma (IF) is a rare soft tissue sarcoma that occurs with a frequency of 1% of all cases of malignant neoplasms in children
in the first year of life. IF most often affects the soft tissues of the upper and lower extremities. Rare localizations include the trunk, the head
and neck, and the gastrointestinal tract. The article describes a rare clinical case of congenital IF of soft tissues of the chest wall in a newborn,
as well as a literature review.
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Beenenne

3n10kayecTBeHHBIe HOBooOpa3oBaHus (3HO) y nereit
TMEPBOTO roJIa JKU3HU UMEIOT CaMblii BBICOKUI TTOKAa3aTelb
3a00JIeBAEMOCTU CPeu JeTeil BCeX BO3PACTOB U COCTAB-
JsioT 20—25 cayyaeB Ha 100 000 [1]. K peakum omyxosisim
MEPBOro ToJa XXU3HU OTHOCUTCS MH(PAHTWIbHAS (PUOpo-
capkoma (M®), BosHuKamwIias ¢ dacroroir 1 % Bcex
cayyaeB 3HO B mannoit nonyasuuu [1, 2]. U® oGHa-
pyxuBatorcs npu poxzaeHur B 30 % ciydyaeB u B 80 %
HaOMIONEHUIT pa3BUBAIOTCS Ha TEPBOM TOAY XM3HU [2].
HawnbGoiee yacTo 3TOT BU, capKOM TTOpakaeT MITK1e TKa-
HU BEpXHUX M HUKHUX KOHeYHocTel [3].

B crathe ommcaHO peakoe KIMHUYECKOE HaOmoae-
Hue BpoxaeHHON MM MArkmx TKaHeil rpyaHOI CTEHKH
Yy HOBOPOKIEHHOTO.

Kinmaugeckwmii coryqaii

Pebenox U., poduncs om xceHujuHol 24 nem 6e3 coma-
mu4eckol namoaoeuu, om 2-ii 6epeMeHHOCmU, NpomeKae-
weil gusuonoeuuno (1-s bepemenHocms — cpoumnvie podul,
manvuuk 2 nem, 30opos). Podopaspewenue onepamuenoe,
Ha 38-il Hedene eecmayuu (6 83U C @bIBACHHOU ONYXONbIO
8 obaacmu epyoHoil cmeHKu y naoda Ha 30-il Hedene eecma-
Yyuu, ¢ OHK0A020M He KOHCYabmupogaaucs). Macca mena npu
pooicdernuu — 3500 e, oruna mena — 52 cm. Oyenka no wkane
Aneap 6/7 6aanos. Cocmosnue pebenka npu podxcoeHuu pac-
YeHeHO Kak msdcenoe 3a cuem ObiIXAmMeabHbiX HApYUleHU.
Ilpu ocmompe H0B0OPOICOCHHO20 8 POOUNLHOM 3aie Ha 3a0He-
00K060II NogepxXHOCMU 2PYOHOU CMEHKU CAe6a Bbls8AEHO
OonvuUX pasmepog 00seMHOe 00pa3oeanue, 6 Ce:a3u ¢ Yem
6 nepevle CYmKU JHCUZHU MAAbYUK Nepeseder 6 omoeneHue
DeaHUMauuy U UHMEHCUBHOU mepanuu HOB0POJICOEHHBIX NO
Mecmy JHcumenbcmada, 2de 8blnoaHeHo 00caedosanue.

Ha komnoromepnoii momoepaguu (KT) msexux mraneii
MYA0BUWA BbIAGACHO 00BeMHOE 00paA308aHUe, Npedcmas-
Asoujee coboil MaccugrHoe 00pa306aHUe MAeKUX MKaHell
3a0He00K0680I N0BEePXHOCMU 2DYOHOU CMEHKU Ha YPOoGHe
11-20 u 12-20 pebep, pasmepamu 6,8 X 6,4 x 6,0 cm (005-
em — 135cmd).

Ha 4-e cymku JcuzHu 6 cmayuoHape no Mecmy Jcument-
CMmea BbINOAHEHA OMKPbIMAs OuUoncus HO800OPA308aHUS
epyonoii cmenku. lucmonoeuueckoe 3axaiouerue (NOAY4eHO
Ha 16-e cymKu Jcusnu, 2ucmonsoeuteckuii Mamepuan KoH-
CYABIMUPOBANCS 8 2 NAMOMOPPOA0SUYECKUX AADOPAMOPUSX
2. Mockebl): onepayuontblil mamepuan npedcmasneH gpae-
MEHMOM HEeUHKANCYAUPOBAHHOU COAUOHOU ONYXO0AU C UHBA-
3UBHBIM POCMOM 6 OKpYIcarouue mxkanu. Heonaacmuueckas
MKAHb YMEPeHHOU KAeMOYHOCMU (OMMeHaemcs <«30HaAb-
HOCMb» — HepedosaHue y4acmKoe ¢ 60aee 8bicoKoll U boaee
HU3KOU KAeMOYHOCMbI0), NPe0CmagneHa epemeH08UOHbIMU
2NEMEHMAMU C YMEPEHHbIM KOAUHECBOM CAA00I03UHODUNL-
HOU YUMONAA3Mbl, PACNOAOICCHHBIMU CPeOll KOANAEHUZUPO-
BAHH020 MEJNCKAEMOYHO20 Mampukca. Aopa oeanvHoil aubo
BLIMAHYMOU (hOPMbL, ¢ OUCHEPCHBIM XPOMATNUHOM, IOPbIUKU
He onpedeasomcs. Kiemku obpazyrom nepecekaroujuecs
NYUKU U KOHUEHMpUYecKue CKONAeHUs OKpYe GemMBAUUXCS
KPOBEHOCHBIX COCYO08, 8 pe3yabmame 4eeo npoceem cocyoos
Mecmamu RPUHUMAe Weae8UOHYI0 AUO0 NOAYAVHHYIO hopMY.

Mumomuueckas akmusnocms — 3 ¢pueypst mumosa 6 10
noasX 3peHus npu ygeauuenuu muxkpockona x 400.

Ilposedeno  ummyHocucmoxumuueckoe Ucciedo8anue:
8 Kaemkax o0pasoéanus eviseieHa sxcnpeccus Vimentin
(Bumenmun) u ghoxanvuas sxcnpeccus SMA (enadkomviuien-
Hblll aKMUH) 8 eUNOKAemo4HbiX 30Hax. Sldepnas sxcnpeccus
INI1 coxpanena 6o écex kaemkax. Ypoeerv npoaugepamus-
Holl akmuenocmu no sxcnpeccuu Ki-67 eapsupyem om 2 do
15 %. Peaxuyus ¢ ocmanvHolMu aGHMUMENAMU 8 KAeMKax
ONYX04U He2amueHas.

SakatoueHnue: dughgepenyuanvrHas ouaeHoCMuKa npogo-
dunacv mencdy muoguopomoii/muoguopomamoszom u HUD.
Tucmonoeuueckas Kapmuna u UMMYHOGEHOMUR COOMEen -
cmeyiom UD.

Yuumuieas peszysvmamol eucmonoecu4eckoeo 3axarye-
HUs, 045 danbHeluleeo 00cAe008aHUS U ONpedeneHUs] MAaK-
MUKU CHeUUanbHo20 AeHeHus pPeOeHOK e0CNUmanru3upoean
80 2-e xupypeuueckoe omodeneHue onyxoaeil mopaxkoadoo-
munanvrot nokaauzayuu HUH demcioii onxonoeuu u eema-
monoeuu PIBY «HMHUI] onxonoeuu um. H.H. Baoxuna»
Mun3zdpasa Poccuu.

Ilpu nocmynaenuu 6 omoeneHue: 603pacm NAUUEHMA
30 Oneil, cocmosiHue pacyeHeHo Kak msaxceaoe o OCHOGHOMY
3a604e6aHUI0, CBA3AHO C HAAUUUEM OONBULUX PAZMEPOE HOBO-
00pazosanus y MecsuHoeo pebenka éecom 5 ke. JlokanvHulil
cmamyc: Ha 3a0He00K080l NO8epXHOCMU 2PYOHOU CIMEHKU
cresa onpedensemcsi 00seMHOe 00paA306aHUe, PA3ZMEPOM
10,0 x 10,0 cm, npu nasvnayuu naomHoe, bezbone3HenHoe,
HenodeudicHoe, Kodica He uzmeHeHa (puc. 1).

B ycaosusx cmayuonapa nayuenmy npogeoeHo Kom-
naekcHoe obcaedogatue.

Onpedenenue KOHUEHMPAyuil OHKOMAPKEpo8 6 Kposu:
anvga-ghemonpomeur,  HelpoHcheyugpuueckas eHoaasa,
Oema-xopuoHu4ecKuli 20Ha0OMpPONUH Yea08eKd, eppumuH,
AaxkmamaoeeudpoeeHaza — 6 npeoenax 603pacmHoll Hopmbol.

KT opeanos epyoHoil nosocmu He bi6UA0 GMOPUHHBIX
usmenenuil. I1o daHHbIM MUEA0SDAMMBL AMURULHBIX KACTHOK
He HaildeHo.

Maenumno-pesonancnas momoepagpus (MPT) msexux
MKaHel mya08uwa ¢ GHYMpPUEEHHbIM OOAOCHBIM KOHMPA-
cmuposanuem: na yposre Th9-1L4 nozeonkos caesa onpede-
ASeMCsL MHO20Y31080€ 00pA308aHUe ¢ YeMmKUMU KOHMYPAMU,

Puc. 1. Buewnuii 6uod nayuenma. Cmpeakoil yKazaHo 603gvluiaroujeecs
obpazosanue, ucxoosujee U3z MseKux mkaueil 3a0He60K080l NOGepXHOCMU
2pYOHOI CMeHKU

Fig. 1. The appearance of the patient. The arrow indicates a rising formation
coming from the soft tissues of the posterolateral surface of the chest wall
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pasmepamu 7,4 x 7,0 x 7,5 cm (obsem — 202 cm?). Cmpyk -
mypa 00pazoeanusi 00HOPoOHas, coaudnas. Ommeuaemcs
UHMEHCUBHOE HEePABHOMEDHOe HAKONAeHUe KOHMPACHHO-
20 npenapama onyxoavto. Obpasoeanue pacnosazaemcs
uHmpa- u 3KcmpamopaxanvHo, §—12-e pebpa onpedens-
omes 8 moaule onyxoau, 0ecmpykmueHo U3MeHeHbl, pas3-
pyuiensl. Ommeuaemcs UHDUABMPAUUS ONYXOAbIO Medicpe-
bepHbixX, nepednell 3y04amoil MoluY, WUPOYATiUed MblUlbl
CRUHbBL, MbIUIUbL, BLINPAMASIOWEL] NO360HOUHUK, BHYMPEHHEel
U HAPYICHOU KOCbIX MbIULL, HCUBOMA CA€8A U NOOKOICHO-JICU -
poeoii kaemuamku. [lamonoeuueckue mkanu npuaedxcam
Kk menam u oyyuckam Th9-11 nozeonkos cresa, be3z yode-
dumenvubix npusHaxos decmpykuuu. Ha yposne Thil0-11
NO360HK08 4epe3 pacuiupeHHoe MedCno360HOUHoe Omaeep-
cmue Onyxoab PpAacnpocMpaHsemcs UHMPAKAHAAbHO HA
npomsxcenuu 0,8 cm, be3 npuznaxkoe coaeauearus oypanb-
H020 Mewka. MHmpamopakanshslil KOMHIOHEHM NPUAEICUM
K neebim omdenam duagpazmel, cmeuiaem HUNICHIOH 001
16020 neeko2o. Ipyonoil omden Hucxoosueil aopmsl UHMAK -
meH. [pydocnunnas apmepus yacmu4Ho npoxooum 6 moauje
onyxoau. Buzyaauzupyromes noomwiweunsie aumgamuue-
cKue y3nbl ¢ 0beux cmopor pasmepamu 0o 0,5 cm 6 duamempe

(puc. 2).

a

Puc. 2. MPT msekux mxateti myaoguuja ¢ 6HympueeHHvIM O0NHOCHbBIM KOH-
Mpacmupoeanuem: a — aKCuaNbHas npoeKyus; 6 — KOpOHAAbHAS NPOEK YU
Fig. 2. MRI of the soft tissues of the body with intravenous bolus contrast:
a — axial projection; b — coronal projection

C nomowbio yumozeHemu4eckKo2o Uccae0o8anus Memo-
dom gpayopecuenmuoti eubpuduzayuu in situ (FISH) oonapy-
Jcena nepecmpoiika eena ETV6.

Takum obpasom, Ha OCHOBAHUU KOMNAEKCHO20 00cAe-
dosanus ycmanoeaen Kauuudeckuii ouaenoz: HP msexux
mKaHeil 3a0He00K08bIX 0M0en08 epyoHOl CMeHKU ¢ UHMPA-
KaHnanvHoim pacnpocmpanenuem, T2bNOMO, 111 kaunuue-
ckas epynna no IRS (Intergroup Rhabdomyosarcoma Study,
Medscepynnosoe uccaedosarue no pabdomuocapkome).

Ha momenm nocmynaenus 6 HUH demckoii onkonoeuu
u eemamonoeuu PI'bY «HMHUII onkonoeuu um. H.H. Bro-
xuna» Munzdpaea Poccuu no dannsim npogedennoeo oocae-
doeanus y pebeHka 3apecucmpupo8aHo yeeauvenue pame-
pos obpazosanusn na 33 %. Ha kaunuueckom koucuauyme
NPUHAMO peulerHue 0 NPoGedeHUU XUpYpeuuecko2o 3mand
AeHeHUsl, NPUHUMAs 60 GHUMAHUE B03MOICHOCHb GbINOAHE-
HUs paduKanbHo20 yOaneHus Onyxou.

B 6ospacme 51 0ns nayuenmy binoaHeHo Xupypeuyeckoe
yoaneHue onyxoau epyoHoOll CMeHKU cAe8d ¢ IKcmupnayuei
11-e0 u 12-20 pebep, naacmukoil duagpaemvl MecmHbl-
MU MKAHAMU U NAACMUKOU 2pYOHOI CMeHKU NAACMUHOLL
Permacol. Coenacno npomokosy onepayuu: nososicenue
pebeHKa Ha onepayuoHHoM cmose Ha npagom o6oky. Ilonepey-
Hotil paspes 10 cm ¢ ucceuenuem pyoua om ouoncuu. Omcena-
P08aHa Kodica Hao obpaszosaruem. Ocmpoim U Mynvim nymem
8bl0eNeH HUJICHULL NOAIOC ONYXO0AU, KOCble MblUYbL JCUBOMAa
nepecevenvr annapamom Ligasur. Ocmpo mobuiuzoeana
onyxoas om duaghpaemol, ¢ yacmuyHoii ee pezexyueil. I1nes-
momopakc caeea. Jleeounas mkans NOAHOCMbIO UHMAKMHA.
Jecamoe pebpo npunexcum K 6epxHeil epanuue Oonyxoau,
M006UAU308aHO. Y NO360HOUHUKA 8bINOAHEHA IK3APMUKYAS-
yusa 11-e0 u 12-e0 pebep, a makoice yoarern mMejicno360HoU-
HbLil KomMnoHenm onyxoau. Onyxons yoasena eOuHsim 610K0M
¢ pedpamu. Jpenuposarnue naesparvhoil norocmu. Ha nep-
60M mane 6bINOAHEHA NAACMUKA JUagdpazmvl MeCHHbIMU
MKaHAMU. 3amem MbluleyHblil depekm 60K0B0I CMEeHKU ce-
8a ykpoim naacmuroil Permacol. Yemanoeneno 2 dpenaca:
MeduanbublLil — n00 NAACMUHOLL, 1AMePANbHbLI — NOOKOICHO.
Pana nocaoiino ywuma, west Ha Kodxcy (puc. 3).

Ilocreonepayuonnulii nepuod npomexan enadko, opeHa-
acu yoanensl Ha 10-e cymku nocae onepamuerozo Aeuerus.

Tucmonoeuueckoe  3akaouenue  co0mMEemMcmeo8ano
OUONCUOHHOMY MAMEPUAny, 8 Kpasx pe3eKyuu Koxcu U cke-
AEMHOU MblUlYbl ONYX01b He 00Hapyicena. Obsem onepamug-
Ho20 émeuamenscmea Ovln unmepnpemupogan kak RO-pe-
3eKuyusi.

Takum o06pazom, coenacHo COBPEMEHHbIM NPOPAMMAM
Aevenus nayuenmoe ¢ UD, ¢ yuemom padukassHoeo yoase-
Hus onyxoau u obsemom pesexyuu (R0), nposedenue cneyu-
anbHO20 AeueHusi (Xumuomepanus, Ay4eeas mepanus,) He
noKa3auo, pebeHOK OMHeceH 8 epynny Habaoenus ¢ peKo-
MeHOauuamMU pe2yasipHo20 OUHAMUYECK020 HAOAOeHUS.

Manvuuk evinucan u3z omoeneHuss 6 Y0061emMEopU-
menvHoM comamuyeckom cmamyce. Ha odaunwiii momenm
daumenvHocme Habawdenus cocmaeasem 13 mec. MPT
mynosuwa evinoausiemes 1 pas ¢ 3 mec ¢ momenma OKoH-
Yanus AeueHus, COXpaHsemcs NoAHbLI OMeem no 0CHOBHOMY
3abonesanuro. Budumoii degpopmayuu ocesoeo ckenema Hem.
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Puc. 3. Bud u xo0 onepayuu: a — paspes Koxicu, ucceuerue cmapozo nocaeonepayuorHoeo pyoua (ykasan cmpeaxoit). Ocmpuiv u mynsim nymem omcenapu-
DOBAHA KOJICA HAO ONYX0AbI0, 8bl0€NeH HUNCHUI NOAIOC ONYXOAU, KOCbIe MbLUULbL HCUBOMA; 6 — OCMPO MOOUAU308AHA ONYX0Nb OM OUAPPAZMbL, € HACMUHHOU
ee pezekyuell, sK3apmuxyssauus 11-eo u 12-eo pebep; 6 — nepswiii sman, 8bINOAHEHA NAACMUKA OUAPPazmbl MeCmMHbIMU MKaAHAMU. Molueunblii deghexm
00K080lI cmeHKU caeea ykpbim naacmunol Permacol (ykasan cmpeakoii); e — maxponpenapam yoaneHHoi Onyxoau MacKux mxaneil 3a0He00K08biX 0maenos
epyOHoil cmenku. Hoeoobpasoseanue yoanreHo paduKkanvHo 6 npedeaax 8UOUMbIX 300P08bIX MKAHE, Kancyaa Onyxoau 60 épems onepayuu He nogpexicoena,
4mo noomeepIcoeHo OaHHLIMU MUKPOCKONUHECK020 UCCAe008aHUS

Fig. 3. The type and course of the operation: a — skin incision, excision of the old postoperative scar (indicated by an arrow). In a sharp and blunt way, the skin
above the tumor was separated, the lower pole of the tumor, oblique muscles of the abdomen; 6 — an acute mobilization of the tumor from the diaphragm, with its
partial resection, exarticulation of the 11" and 12" ribs; 6 — the first stage, the diaphragm is made with local tissues. A muscle defect in the lateral wall on the left
is covered with a Permacol plate (indicated by arrow); e — macrodrug of a remote soft tissue tumor of the posterolateral chest wall. The neoplasm was removed
radically within the limits of visible healthy tissues, the tumor capsule was not damaged during the operation, which is confirmed by microscopic examination

Oo0cyxneHue

Capkombl MsiTkux TKaHeir (CMT) cocrasnstiior 7,4 %
Bcex 3HO y neteit u B3pocabix B Bo3pacte a0 20 aet [4].
HN® cocrasisier 24 % ot CMT, 3aHuMast B UX CTPYKType
2-e MeCTO TocJie pabIOMUOCAPKOM Y JIeTell TIEpBOTO roaa
KU3HU [5].

HN® — penkast 310Ka4eCTBEHHAsT OITyXOJIb MSITKMX TKa-
Heil y IeTeil meproaa HOBOPOXKIEHHOCTH [1, 6, 7] 1 BCTpe-
yaercs ¢ yactoroit 1 % Bcex 3HO y nmeteit mepBoro roga
SKU3HMU.

B ocHoBHOM M@ pasBuBaeTcs B TeUeHME MIEPBBIX 5 JIET
xxu3Hu [8, 9]. B 30 % ciyyaeB OHM BBISIBJISIIOTCS YX€ MPU
poxaennu, B 80 % HabmomeHMii 3abojieBaHKMe TUATHO-
CTUpYyeTCs B TeUeHUE MepBOro roaa KU3Hu [8]. DToT Buj
CapKOM Yallle BO3HUKAET Y MaJIbuMKOB, YeM Y ICBOYECK.

Dtrnojnorusa pasputusi MM® HeusBecTHa, Ipeariosia-
raercs, 4YTO HCTOYHUKOM SIBJISIIOTCSI SMOpPHMOHAJIbHbIC
GubpobIacThl 3a4aTKa KOHEYHOCTH, KOTOPhIE HE BCTpE-
YaloTCsl B MOCTHaTaJbHOM Tiepuose. CieayeT OTMETHUTb,
YTO B HACTOSIIIIEE BpEMs B JIUTEpaType HET TaHHBIX, yKa-
3bIBAIONIMX Ha HaJW4YUe CBA3U MEXIYy BO3HUKHOBEHUEM
M ® 1 mopokaMu pa3BUTHS CKeJIeTa M MITKUX TKaHei [9].

Hau6onee yacroii nokanusamueit U sgBasroTCs MsIT-
KUe TKaHW BepXHMX M HMKHUX KOHeuHocTeil. K penkum
JIOKaJIM3alsIM OTHOCSIT MSITKME TKaHM TYJIOBUIIA, 00J1a-
CTHU TFOJIOBBI U 11IEU, a TAKXKE XeTyI0UYHO-KUIIIEYHbI TPaKT
[4]. B nutepaType omucaHbl €AMHUYHbIE KJIMHUYECKUE
HaomoneHus P B obmactu rpynHoit crenku [10—13].

Tak, R.C. Shamberger et al. B Children’s Hospital,
Dana-Farber Cancer Institute and the Joint Center for
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Radiotherapy, Boston (CIIIA) 3a mepuonm c¢ 1976 1o
1978 r. mpoaHanu3upoBaaud uUCTOpUM 17 MIaneHLEB
U IeTel ¢ OIyXoJsIMU TpynHOIi cteHKu. B ctpykType 3HO
B OOJIbLIMHCTBE ciiydaeB 11/17 (64,7 %) rucronornyecku
BepuduLmpoBaHa capkoma lOunra, B 2/17 (11,7 %) —
HemuddepeHIUpoBaHHAs BEPETEHOKIETOUHAsI CapKo-
Ma u o 1/17 (5,9 %) cinyyaio — ocTeoreHHasi capkoma,
KPYIIHOKJIETOUHAas JuM@oMa, CHMHOBMaJbHas capkoma
u Mo [13].

Ipynmoii yuenbix u3 St. Jude Children’s Research
Hospital (CIIIA) Ha OCHOBaHUM PETPOCIIEKTUBHOTIO aHa-
sm3a 3a nepuon ¢ 1980 mo 2009 . Ob111 onrcaHbl 15 matm-
€HTOB C ycTaHOBJIEHHBIM quarHo3om M ®d. PacripeneneHne
I10 JIOKAJIM3alluU BBILJISLACIIO CISAYIOIIUM 00pa3oM: MSIT-
KU TKaHM HIKHEe KoHeuHocT — 6/15 (40 %) nabGione-
HUI, BepXxHeil KoHedyHocTu — 3/15 (20 %), rpyaHOl CTeH-
ku 2/15 (13,3 %), obaactu ronoBel — 3/15 (20 %) n 1/15
(6,7 %) cay4ait UD 3abproirHHOro rnpocrpaxHcrsa. [1pu
9TOM CPEeIHUIA BO3pACT MallMeHTOB HAa MOMEHT IOCTaHOB-
KU IMarHosa coctaBwi 3 mecsaua [14].

N ® npencrasisier coboil MeIJIEHHO pacTyIIylo, 6e3-
00JIe3HEHHYIO OMyX0Jib. KIIMHMYecKue TIposIBJIEHUSI 3TOTO
BUJIa capKoMbl, KakK u npyrux CMT, 3aBucsT ot pazmepa,
JIOKaJIM3alliK, CTEIIEH! MHBAa3UU 1 PACIIPOCTPAHEHHOCTHU
OITYXOJIN.

Mertacrarnueckne ¢opmbl MPD BcTpedaroTcst penko
(menee 10 %) u MeracTasbl B OCHOBHOM JIOKAJIM3YIOTCSI
B JIETKUX, KOCTSIX U TUM(aTUIeCKUX y3max [14].

ITpu mopdonornyeckom ncciaenoBanuu UMD makpo-
CKOMMUYECKU TIpeJCTaBlIeHa y3JI0M KPYIJIOi MJIM OBajlb-
HOIl (hOpPMBI, COJMAHOTO CTPOeHUs. TKaHb OIyXOJU
BOJIOKHHUCTOIO BHUA, IJIOTHO-3JIACTUYHON KOHCUCTEH-
I, Ceporo IBeTa. XapakKTepeH HWHOUIBTPaTUBHBIM
poCT. MUKPOCKOIIMYECKH OITyXOJIb COCTOMT M3 HEeoIlIa-
cTuyeckux (GuodpoOacTOB ¢ OUMOJIPHBIMU OTPOCTKA-
MM, OBAJIbHBIMU SIAPAMM C MEIKOIMUCIIEPCHBIM XpOMa-
TUHOM U Iapoii MEJIKUX sApblilieK. BepeTeHoOOpa3HbIe
GubpobaacTel 0OPaA3yIOT MPSIMBIE U TepeTieTalonecs
IyYKH CPeay KOJUIareHOBOM CTpOMBI 01yxojiu. OIyXoJjib
B OOJIBLLIMHCTBE CJIy4aeB MMEET BbICOKYIO KJI€TOYHOCTb.
B kJeTkax omyxosu BBISBIISIETCS dKCIIpeccus Vimentin,
PENKO IOJIOKUTEIbHAs 3KCIPECCUsT K TIJIaIKOMBbIIIEY-
HOMY aKTWUHY, He oIpenensieTcsa skcmnpeccus S-100,
Desmin, Myogeni [15].

B Hacrosiiee Bpemst B oTHoieHnu P upeHtudn-
LIMPOBAaHbl XapaKTePHbIE MOJIEKY/ISIPHO-TEeHETUYECKUE
Mapkepbl. Tak, WIS 3TOil capKOMBI XapaKTepHO BBbISIB-
JICHUEe pelMIIpoKHOM TpaHciaokauuu t(12;15) (pl13, q25)
¢ hopmupoBaHueM xuMepHoro reHa ETV6/NTRK3 [16].

B xypnane “Nature Communications” B 2018 1. Obl111
OIyOJIMKOBaHbI PE3YJIBTaThl KCCIIEA0BATEIbCKOM TPYIIIIHI,
10 JaHHBIM KOTOpoii mpu M® penko, HO BbISIBISETCS
myTauus B reHe BRAF [17].

Huddepenunanpabiii pssgy UMD Brioyaer B ceds
1ebiii mepedyeHb 3HO, MMEIOIIMX CXOXYIO TUCTOJIOTUYe-
CKYIO KAPTHUHY.

Jleuernne D TpebyeT MEXKIAMCLIMIUIMHAPHOIO ITOIXO0-
na. OCHOBHBIM METOJIOM BhIOOpA SIBJIIETCS PaauKalbHOE
XUpyprudeckoe jeueHue. XMMUoTeparus peKOMEHIYeTCsI
JUIS TIALIMEHTOB ¢ HeollepadeIbHbIMU Y METACTATUYECKU -
MU popMaMU OIMyXoJu. JlekapcTBeHHBI MoaXoa B 00Ib-
LIMHCTBE CJIy4YaeB NPUOPUTETEH MpPU HeorepadebHbIX
capKoMax C JIOKaJIM3alKeil B MITKUX TKAHSIX KOHEYHO-
CTEi1, YTO IMO3BOJISIET U30EXKaTh aMIIyTallMi U COXPAHUTh
(pyHKIIMOHATBLHO AKTUBHYIO KOHEYHOCTD [18].

Cnenyer otMeTuTh, uTo M.L. Loh et al. mpogeMoH-
CTPMPOBAJIM, YTO HEOAIbIOBAHTHAsI XUMUOTEpaIMs
C TOCJIEAYIOIIMM XUPYPrUYeCKUM yOaJIeHUEM OIyXOJIu
VAYYIIAIOT Pe3yabTaThl JeueHus [19].

OOmias 5-7eTHsIST BBDKMBAeMOCTh TIPU paavKaIbHOM
onepanun y nanyeHtos ¢ U® gocruraer 80—90 % [20—22].

B Hacrtosilee BpeMsl B JUTepaType MMEIOTCS IaH-
Hble 00 3(P(GEeKTUBHOCTA MPUMEHEHUS JIAPOTPEKTUHU-
6a (larotrectinib, LOXO-1) y mauMeHTOB CO CIUTHIMU
TRK-6enkamu. DpEHeKTUBHOCTL 3TOTO Tpernapara obuia
MU3ydyeHa B 3 KIIMHUYECKUX UCIIBITAHUSIX, B KOTOPBIX IIPH-
HsU ydactue 55 mauueHToB (12 meteit u 43 B3pOCIBIX)
C COJIMIHBIMU ONMYXOJSIMU, U3 KOTOPBIX 7 Obutn ¢ UD.
B uccnenoBaHuM mokazaHo, YTO Ha TEPAIMIO JIAPOTPEK-
TUHUOOM BHE 3aBUCHMMOCTH OT BO3pacTa U JIOKaIu3aluu
OIyXOJIX OTBevaloT 76 % malueHTOB C paclpoOCTPaHEH-
HbeiMu 3HO, y 79 % 60J1bHBIX Tepamnusi coxpaHsieT addek-
TUBHOCTD Ha MPOTsKeHUH roaa [23—26].

BoiBoanl

B nmanHO#i pabGoTe omMcaH KIMHUYECKUM CIydaii
BpoxaeHHoii MM ¢ penkoil JiokaausalKneidi y HOBOPO-
JKIEHHOTO.

PanukanpHOe XMpyprudyeckoe ymalleHUE SIBISETCS
MeTOI0M BeiOOopa rpu UD.

CraHgapTU30BaHHBIN MOAXOA K Tepaluy MallleHTOB
¢ HepesekrabenbHOi M@ BKIIOYaET KCIIONb30BAHUE
XUMMOTEpaNuu, IPOAEMOHCTPUPOBABINEE YIydllIeHUE
pe3yJIBTaTOB JICYEHMSI, a TaKXKEe BO3MOXHOCTU COXpaHe-
HUSI KOHEUHOCTH.

HoBbIM 1€KapCTBEHHBIM MOIXOAOM K CHUCTEMHOMY
neyennio P geisercs npuMeHeHWe MHTMOUTOpa CIN-
Thix 0enkoB TRK (saporpextuHu®). JlaHHBIN mpemnapar
MpeacTaBIsIeT CcO0OI TEPBBIA CEJIEKTUBHBIM HU3KOMO-
JIeKynsaApHbIii MHruoutop cauthix 0enkoB TRK. Teope-
TUYECKOIl OCHOBOI 3TOTO BHJA JIeYECHUS CTall TOT (haKT,
YTO B HEKOTOPBIX CJIydasiX COOTBETCTBYIOIIMil Trk-reH
(NTRKI1, NTRK2 v NTRK3) cnuBaeTcst ¢ IpyriM HeCBsI-
3aHHBIM TeHoM (Hampumep, ETV6, LMNA, TPM3),
YTO TIPUBOAUT K HEKOHTpoiupyemoil Trk-curHamusa-
LMY U pa3BUTHIO pa3nuuHbiX BumoB 3HO, B yacTHOCTH
WD [27]. YcTaHOBIIEHO, YTO 3TOT OEJIOK MHIAYLIMPYET KJIe-
TOYHYIO TIponrdepalnio, aKTUBUPYSI CUTHATbHbBIC MTyTH.
besycnoBHO, 3(GEeKTUBHOCTh JAHHOTO METOola Teparuu
y €IMHUYHBIX 00JIbHBIX ¢ UD TpeOyeT najabHenIIero moi-
TBEP:KICHUS Ha OOJBIIMX TPYIIaxX MallMeHTOB, BKIIIOUYast
MalMeHTOB IETCKOTO BO3pacTa.
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