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Kapyunoma mumyca (KT) omuocumes Kk epynne peoKux 310Ka4ecmeeHHbIX INUMeAuanHoix onyxoneii mumyca.Oo0Hum u3 ycmanoeaeHHbIX
NPOCHOCMUMECKUX (PAKMOPOE 58A5emcsi 00CMUNCeHUe Xupypeuieckoil pemuccuu. B céasu ¢ ungurompamusnsvim munom pocma KT, uacmo
Yoice Ha MOMEHM HOCMAHOBKY OUACHO3A Pe3eKUlis ONYXoau 8 NOAHOM 00seMe He803MONCHA, MO YEeAUMUBaem 3HAUUMOCMb CUCIEMHOU
mepanuu. B ces3u c uckarouumenvroii pedkocmoro KTy demeii u noopocmko makmuka ae4enus U 8b100p cxem nOAUXUMUOMEPANUU OCHO-
BbI8AIOMCS HA ONbIMeE AeHeHUs NAUUEHMO8 CIMApuLe20 803pacma.

B cmamve npedcmasnen cayuaii KTy pebenxa 2 aem. O630p aumepamypbl ONUCHIBAEM COBPEMEHHYI0 2UCMOA0UMECKYI0 KAACCUPUKAUUID
onyxonei mumyca, nooxoo0bl Kk CUCIeMHOIl mepanuu U A0KAAbHOMY KOHmMpoar y nayuenmog ¢ KT.

Karoueguvie caosa: Oemu, KapuyurHoma mumyca, snumenudanibHsle onyxoiu mumyca
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Thymic carcinoma in a 2-year-old child: case description and literature review
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Thymic carcinoma (TC) belongs to a group of rare thymic epithelial tumours (TETs) arising from the anterior mediastinum. One of the most
relevant established prognostic factors is complete surgical resection. Given the high invasive potential of TC a lot of patents at the diagnosis
present with a locally advanced or metastatic disease, therefore complete resection could not be achieved, and a role of systemic therapy is
increasing. Due to the rarity of this tumor type in children and adolescents, treatment approaches based on the guidelines for management of
TETs in adults. In this article we report a case of TC in a 2-year-old boy. The literature review describes the current histological classification
of the TET, approaches for systemic chemotherapy and local control in patients with TC.
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Beenenne

Kapuunoma tumyca (KT) oTHOCUTCS K IpyIIne peakux
SMIUTEIUATbHBIX omyxojieit Tumyca (B0T). ¥V mammeHToB
crapuiero Bo3pacta DOT mpeacTaBiassioT caMylo 4acTylo
IPYMIly 370KauyeCTBEHHBIX HOBooOpa3oBaHuii (3HO)
nepemHero cpenocreHus. Exxeronno Hateppuropun CILLA
peructpupyetcsa 500 HoBbIX ciaydaeB DOT, nmpu 3ToM Ha
nomo KT npuxonnrces He 6onee 10 % [1, 2]. B otinune or
B3POCJION MOMYJISIIMUA Cpeau TMalMeHTOB Miamiie 18 jeT
JlaHHasI HO30JIOTMYEeCKasl IpyIila paccMaTpUBAeTCs Kak
HUCKJIIOUMTENIbHO penkasi. Tak, EBponeiickoii rpymnoii mo
nsyyeHuto peakux onyxoieit (EXPeRT) 3a mepuona ¢ 2000
1o 2012 r. 6b1IM omMcaHbl TOJBKO 20 IMaleHTOB B BO3pac-
te oT 4 mo 19 ner ¢ KT [3]. B ctpykrype 3HO y nereii Ha
nomo KT npuxonurcst meHee 1 % ciydaes [4]. B naHHoi1
cTaThe MpeacTaBieH KIMHUYeCKuil cirydait pa3sutust KT
y pebeHKa 2 JeT.

Kinmaugeckwmii coryqaii

B 6ospacme 2 nem y manvuuka 603HUKAU #cAA00bl HA
noxawiaueanue. Ha ¢hone cumnmomamuueckoii mepanuu
Habawdanroce yxyoduleHue coCmMosHUS 6 e6ude YcuaeHus
Kauias, 603HUKHO8enUs odviuiku. Yepes 3 ned om momenma
NOs6ACHUSI NEPBbIX CUMNIMOMOE NPU bINOAHEHUU 0030PHOI
penmeeHoepammol opeanoe epyoHoii kaemku (OIK) 3ano-
dospeHo o0seMHOe 00pazoeanue nepedHezo0 CPedOCMeHUs..
Ilocae nposedenuss MyAbMUCHUPANBLHOU KOMNbIOMEPHOU
momoepagpuu (MCKT) OI'K noomeepicoero Haruuue 06s-
eMH020 00pa308anUs nepeoHe2o cpedoCmenUs ¢ UHMPAKap-
OUabHbIM KOMUOHEHMOM 00uum pazmepom 380 cm’, ¢ mHo-
JHCECMBEHHBIMU YHACMKAMU YHAOMHEHUS 1e20YHOU MKAHU
N0 8CeM Ne20UHBIM NOASIM 8MOPUHHO20 Xapakmepa (puc. 1).

Beudy b6bicmpoeo HapacmaHus cumMnmomos 0biXxamenbHoll
HeO00CmamoYHOCMU NAYUEeHM NepededeH Ha UCKYCCIMBEHHYI0
senmunayuro aeekux. [lposedenvt mopaxkomomus, ouoncus
00pazosanus mumyca. Yuumoieas comamuueckuii cmamyc
pebenka, a makice no0o3peHue Ha pazeumue AUMPonposu-
pepamusHoeo 3a004e6anusi 00 NOAYYEHUS UCTNOA0CUMECKO-
20 3AKAOYEHUS UHULUUPOBAHA Mepanus no cxeme UUKA0-
gocghamud/dexcamemason, baazodaps Komopoil 8 meueHue
2 Hed yoanocs docmuub 3PHeKmugHo20 camocmosmenbHo20
ObIXAHUS Y NAYUEHMA, 8 C8A3U C HeM OH Obla IKCMYOUpPOBaH.

Puc. 1. MCKT OI'K. Axcuanvras u KOpoHanbHAS NPOEKUUU, 6eHO3HAS (ha3a
ckanuposanus. ObsemHoe 06pazosanue nepedre2o cpedoCmerus ¢ 6061e4e-
Huem 1e6blx 0moenos cepoua (YKasaHo cmpexoit)

Fig. 1. Multispiral computed tomography (MSCT) of the chest organs. Axial
and coronal projection, venous phase. Pathological mass in the anterior
mediastinum with myocardium involvement (indicated by arrow)

OO0HaKO No pe3yabmamam 2UcmoN0eUeckK020 U UMMYHORU-
cmoxumuueckoeo (HMIX) uccaedosanuii 6 mkanu onyxoau
8bISI6NCHbL NPUSHAKU, XAPAKMEpPHble 045 AUMpodnument-
omonodobHoli kapyurnoms! (puc. 2). Takum obpazom, Ha
OCHOBAHUU OAHHBIX NAMOMOPPOA0UHECK020 UCCAeO08AHUS,
VUUMBIBAS. PACHPOCMPAHEHHOCMb ONYX01€8020 Npoyeccd,
nayuenmy YCmanoeaeH OUaeHo3: AUMPOINUMEAUOMONO-
doonas KT ¢ pacnpocmpanenuem ma nepuxapo, mMuoxkapo
n1e6oeo dceaydouxa. Cmaous 1Vb no kaaccugukayuu Maca-
oxa—Koea, cmadus 1Vb no kaaccugpuxkauuu Amepuxanckozo
o0sedunennoeo komumema no 3HO (American Joint
Committee on Cancer — AJCC) ¢ memacmamuueckum nopa-
dCeHUeM Ne2KUX, NAe8pPbl, AUMPAMu1ecKux y3108 cpedocme-
Hus. Beudy maccusnoeo uHmpakapouaibHoeo KOMHOHEeHMA
npogedeHue XUpypeuueckoeo 8Meuamenscmea Ha OaHHOM
amane ObLAO HEBOZMONICHO, NAYUCHMY UHULUUPOBAHA Mepa-
nusi npenapamamu, akmueuvimu 6 omuowenuu KT no cxeme
PEI (yucnaamun, smono3ud, ugocgamud).

Gt i -
B =
: o

Puc. 2. [Juaenocmuueckoe eucmonoeueckoe uccaedoganue 0nyxonegoii
mkau: a, 6 — cpedu pe3udyanbHoil MKAHU MUMYCA ONPe0esomcs Snume-
AUANbHBIE CKONACHUS UAU MSANCU KPYNHBIX ONYXO0A€8bIX KACMOK ¢ 00UAbHOU
YUMONAA3MOU U KPYRHBIM NOAUSOHAALHBIM S0POM, OKPACKA 2eMAMOKCUAU-
Hom u 303unom, % 200; nposederno UTX-uccaredosanue; 6 — Kaemku onyxo-
nesvlx maxcell sxcnpeccupyrom Pancytoceratin, x 200; e — umerom vicoKuil
N0 CPABHEHU) C OKPYICAOUWUMU KAemKaMu yposeHs sxcnpeccuu Ki-67,
x 200; 0 — onyxonegvie anemenmsl caabo sxcnpeccupyiom EBV (LMPI),
x 200; e — 6 s0pax Heonaacmu4eckux Kkaemok vemkuii cuexan 3onoa EBER,
x 200. Ioanocmoro omcymemeosana skcnpeccus k anmu- PD-1u PDL-1,
ghomo He npedcmagneHo

Fig. 2. Hystological examination of tumor: a, 6 — within the rest tissue of thymus

features of clusters, or so called “worm-like” shits of tumor cells with abundant
cytoplasm and large polygonal nucleus, stained with hematoxylin and eosin
x 200; performed immunohistochemistry; 6 — tumor cells express panepithelial
markers Pancytoceratin, < 200; ¢ — shows strong Ki-67 expression, compared
to the background tissues, x 200; 0 — they are also weakly express EBV
(LMPI1), x 200; e — in neoplastic cell nuclei a clear EBER probe signal, < 200.
Expression of anti-PD- I and PDL- 1 was completely absent, photo not shown
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Konmponvroe obcnedosanue nocae 2 kypcos PEI ebis-
8UNO HACMUYHbLI OMEem HA NPOBOOUMYH) Mepanuro é eude
YMeHbleHUus. 00seMa 0nyxone6020 odpazoeanus cpedocme-
Hus Ha 93 % (V = 29,4 ¢cm?), oonarko unmpakapouanviolii
KOMNOHEHM NO-NpedCcHeMy HNPensmcmeosan nposedeHuo
XUpYpeuuecko20 3mana Ae4eHusl, 8 C3U ¢ Yem NayueHmy
ObL1a npodoadiceHa mepanus NO 8bIOPAHHOLL cCXeMe ¢ OUEHK O
omeema nocae 4-eo kypca PEI

B uensnx nposedenusi n10kanrbHo20 KOHMPOAs NAUUEHM
eocnumanusuposan 6 PI'BY «HMUI] JITOHU um. JAmumpus
Poeaueea» Munzdpasa Poccuu, ede npogedeno Komniekc-
Hoe obcnedoganue 6 obseme MCKT OIK, cyunmuepaguu
Kocmell ckenema, o0Hako nociae 4-eo kypca PEI 6bira
evlsgaeHa npoepeccus 3a00ae6anus 6 eude ygeiuueHus
006eMH020 00paszosanus nepeduezo cpedocmenus Ha 127 %
(V = 66,2 cm?), yseauuenus pazmepos memacmamu4eckux
04ae08 8 AecKuX. Yuumovleas 803MOJCHbII mepanegmuye-
CKUU NOMEHYUan AKOKOPMUKOCMEPOUDO8, OMMEHEHHbII
Ha HA4AAbHOM mane AeyeHusi, NPUHAMO peuieHue o npo-
gedenuu 6 pamkax 2-u aunuu noauxumuomepanuu (I1XT)
xypca no cxeme CHOP (yukaogocghamud, dokcopyouyun,
BUHKDUCTUH, NPEeOHU3010H), 00HAKO, HeCMOmps HA HpPO-
6edenHoe nedeHue, 8HOBb KOHCMAMUPOBAHA NPOSPeCCus
sabonesanus. Coenacuo dannoim MCKT OI'K, y nayuenma
OMMeHanoch ygeauteHue pamepos 00seMH020 00pa308aHus
Ha 100 %, yseauuenue eHympuepyOHbiX AUMPBAMUUECKUX
Y3408, CYONAEBPANbHO20 0HA2d 6MOPUMHO20 XApaKmepa
8 1660M N€2KOM.

Besudy neagpgpekmusrnocmu nposooumoii cucmemnoil [XT
UHUYUUPOBAH NOUCK NOMEHUUANbHbIX MUWEHell 6 MKAHU
ONYX04u 0451 NPUMEHEHUS MapeemHOl UAU UMMYHOMepanuu.
Coenacno peayrvmamam HI'’X-uccaedosarnus, 6 mKkauu onyxo-
au omcymemeosana sxcnpeccuss PD-1/PD-L 1. Cexeenupo-
8aHue H08020 nokoaenus (Next generation sequencing, NGS)
N0360AUAO BbIAGUMY 8 KAEMKAX ONYX0AU HaAudue aKmuseu-
pyroweit mymauuu 6 eene FGFR3, npusodsaweii k akmusa-
yuu xkackadoe RAS-RAF-MEK u PI3K-AKT, 6 céasu c uem
npumeHenue copaghenuda npeocmaesasnocs eaecooOpasHviM.
Hruuyuuposana mepanus 3-ii Aunuu, KOMOPAs, OCHOBLIEAACH
Ha MeXCcOYHAPOOHOM Onbime, 8KAOUAAA NPENnapamyl NAKAU-
makcen u kapoonasamun. Ilapaninenvho Hauam exceOHeHblil
npuem copagenuda, pazoeas 003a Npenapama cocmasuld
200 me/cym. Ilocae 2 kypcog I[IXT no cxeme nakaumakcen/
KapOonaamun npu KOHMPOALHOM 00CcAe008AHUU OMMEUeHO
OypHOe npoepeccuposaniie 0CHO8HO20 3a001e6aHuUs 6 sude
yeeauuenus obsema onyxoau va 156 % (V =336 cm’), conpo-
godcoarouleecss 3HAYUMENbHbIM — G0GAeHEHUeM MuoKapoa
U npopacmanuem 6 1e6olil GPOHX.

B ceéa3u ¢ npodoaxcarowumes npoepeccuposanuem
OCHOBH020 3a004€6aHUS 3a CHem YGeAUuYeHUs pPa3Mepos
KaK nepeuyHol Onyxoau, max U 04ae08 Memacmamu-
YeCcK0eo0 NOPAMNCeHUs 8 NeSKUX, OMMeudaroch yxyouleHue
COMAMuU4YecKoe0 COCMOAHUS — HApACMaHue CUMNMOMO8
JbIxameavHol HedoCmamoyHoCmu, NoséieHue 2Uopomo-
pakca caega (puc. 3). I[layuenm noeubd Ha gone npoepec-
cupogaHus 3a0601e6anus uepe3 6 mec om MoMeHma nocma-
HOBKU JuaeHo3a.

Puc. 3. MCKT OlK. Axcuasvhas u caeummanvhas npoeKuyuu, 6eHO3HAs
@asa cxkanuposanus. Cocmosnue nocae 2 kypcog [IXT 3-ii aunuu mepa-
nuu. Obsemnoe 06pazosanue nepedne2o cpedocmeHrus ¢ 808AeHeHUEM N€6bIX
omadenog cepoya (ykazano cmpeaxamu). Koanabuposannoe aeckoe

Fig. 3. MSCT of the chest organs. Axial and coronal projection, venous phase.
Condition after 2 courses of 3rd line chemotherapy. The picture shows a large
mediastinal mass with greater involvement of myocardium (indicated by
arrows). Collapsed lung

Oo0cyxmenne

DO0T npencraBiasgioT cOO0i TeTepOreHHYI0 MO0 CBOEMY
CTPOEHMIO, OMOJOTUYECKOMY ITOBEACHUIO M TPOTHO3Y
rpyniy 3HO niepensero cpemoctenus [5]. CoBpeMeHHast
rucrosiornyeckast kiaccupukamus SO0T ocHoBbIBaeTCs
Ha CTETICHW aTUITNM SMHUTEeINATBHBIX KJIETOK, BEIpaXKeH-
HOCTH JIMM((POIIUTAPHOTO KOMIIOHEHTA M CXOJICTBA C HOP-
MaJIbHOW apXUTEKTOHUKOW TuMyca. CorjacHO KJjaccu-
¢ukammu BceMupHO# opraHM3auy 3ApaBOOXPAHCHMUS
(BO3), Boigensior Tumombl Tuma A, AB, B. Tumomsbl Tuna
B mozgpaznensitorcst B 3aBUCUMOCTH OT CTETIEHU MH(PWITb-
Tpauuu JUMQOLINTAMU U aTUIUU KJICTOK SIUTEINS Ha
tunsl Bl, B2, B3, rae creneHb aTUNUM yBeIUUUBAETCS,
a KOJIMYECTBO JIMM@OIINTOB YMEHBIIIAETCS COOTBETCTBEH -
Ho [6].

KT saBaseTcs BbICOKO3JIOKAYECTBEHHOIN OITyXOJIbIO,
B OTIMYME OT TUMOM OOJIamaeT BBICOKOM CTEICHBIO
KJIETOYHOM aTUIMU, MaJbIM CPOICTBOM C HOPMaJbHOM
apXUTeKTOHUKON TuMyca. CieayeT OTMETUTh, YTO €Cn
no knaccudukamum BO3 1999 1. KT pacuenuanach Kak
tun C TUMOMBI, TO, COIJIaCHO HOBOM KjaccUdUKaLUU
BO3 2015 ., KT npencrasisieT caMOCTOSITEIbHYIO HO30-
JIOTMYECKYIO TPYIIIY M HACUMTHIBACT 15 r’MCTONIOrNYeCKUX
tunos (tabJ. 1). [Tnockoknetounsiii Tun KT BeTpevaercs
Haubosee yacto (10 70 %), pexe HabIOAAIOTCS Oa3aio-
WIHBIA, TUMQPOSIUTETMOMOITON00HbBIN BapuaHThI [6, 7].

Otuonorug 0T ocraercs 10 KOHIIA HEU3YYEHHOM,
OTHAKO HAJIM4YMEe CUHIPOMAa MHOXECTBEHHON SHIOKPUH-
Hoit Heoria3uu 1-ro Tuna (MENT1) MoxeT ObITh accolu-
MPOBAHO C TIOBBIIICHHBIM PHUCKOM Pa3BUTHSI OITyXOJeil
tumyca [8]. UmeroTcst maHHbIe 0 poiv BUpyca DIITeiiHa—
bapp B pazButuu tumdbosnutesrnomononodHsix KT [4, 9].

DO0T o00magaloT IMUPOKUM CIEKTPOM KIMHUICCKUX
MPOSIBJICHU I, KOTOPbIE 3aBUCST OT XapakKTepa pocTa U pa3-
MEepOB, a TAKKE OT OMOJIOTUIECKON aKTUBHOCTH OTTYXOJIH.
MenaeHHO pacTyliue TUMOMBI B TPETHU CIIydaeB MOIYT
npoTeKkaTb OECCUMMOTOMHO, B HEKOTOpbIX ciydasx DOT
MOTYT MaHU(pECTUPOBAaTh CHUMIITOMAMM, CBSI3aHHBIMU
CJIOKaJIbHBIM pacIipoCcTpaHEeHNEM OITyX0J11 (Kallle/Ib, 00JIb
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Ta6mma 1. Knaccugurkayus BO3 oas KT, 2015 e. [6]
Table 1. 2015 WHO classification for thymic carcinoma [6]

[TnockokIeTOYHas KapLMHOMa
Squamous cell carcinoma
BazayiouaHast KaplimHoMa
Basaloid carcinoma

MykoanuaepMonHast KapiinHOMa
Mucoepidermoid carcinoma
JIumboanuTennoMonoago6Hasi KaplmHoMa
Lymphoepithelium-like carcinoma
CBeTJIOKJIETOYHAs! KapLIMHOMa

Clear cell carcinoma

CapkomaTonaHast KaplimHOMa
Sarcomatoid carcinoma

AneHoKaplHOMa
Adenocarcinoma
MANWUISIPHAS aJleHOKapImHOMa
papillary adenocarcinoma
TUMHUYECKasl KapLIMHOMA C PU3HAKAMU aJleHOKMCTO3HOTO paKa
thymic carcinoma with signs of adenocystic cancer
MYILIMHO3HAST aleHOKapIIMHOMA
mucinous adenocarcinoma

alleHOKapIIMHOMA 0e3 TOTTOJTHUTEIbHOTO YTOYHEHUST
adenocarcinoma without further elaboration

NUT-kapumHoma

NUT carcinoma

HenuddepeHumpoBaHHas KapunHoMa

Undifferentiated carcinoma

Hpyrue Buabl KT

Other types of carcinoma of the thymus
aJIeHOCKBaMO3Hasi KapLMHOMa
adenosquamous carcinoma
rernaTouiHasi KapIuHoMa
hepatoid carcinoma

KT 6e3 1onoJHUTEeIbHOTO YTOUHEHUS

thymic carcinoma without further elaboration

B Ipyau, onpinka). [Ipu GoibIoil Macce Omyxojiu, Kak
U B ONMCAaHHOM HaMH CJIyyae, BO3MOXHO Pa3BUTHE KU3-
HEeYIrpoXalollnX COCTOSIHUI (KOMITpeCCUs AbIXaTeJIbHBIX
nyTtei, octaHoBKa cepaua). 30T Takke 4acTo COMPOBO-
JKIAIOTCS Pa3BUTUEM MMapaHEeOIIaCTUYECKIX CUHIPOMOB,
YTO OOYCJIOBJICHO POJIbIO TUMYyCa B MMMYHHOI CHCTEMe.
Kaxaplii TpeTrii maliMeHT Ha MOMEHT TOCTaHOBKU JUa-
rHO3a MMeeT ayTOMMMYHHOe 3abojieBaHue, Jalle Mpel-
CTaBJICHHOE MUACTEHUEMN, Pa3sBUTUE KOTOPOM CBSI3aHO
C MOSIBJICHUEM aHTUTE K alleTUIXOJMHOBBIM pelielITOpaM
[10]. B meTckoii momyasiuu onucaHbl ciiydyau, korga KT
MaHU@ECTUPYET C TUTMIEPTPOGUIECKOI JIETOUYHOM OCTEO-
aptpomnatuu [3]. B npencraBieHHOM KJIMHUYECKOM CIIy-
yae MpU3HAKW ayTOMMMYHHBIX 3a00J1eBaHUll OTCYTCTBO-
BaJIM, a TUTIepTpoduUecKas JerouyHasi ocTeoapTponaTus,
HECMOTpS Ha Kajo0bl MallMeHTa Ha 00U B IUCTaJIbHBIX
oTnenax IJIMHHBIX KOCTeH, Oblla MCKJII0UEHA MO Pe3yJib-
tataMm MCKT u MarHuUTHO-pe30oHaHCHOII ToMorpaduu
KOCTeil HIDKHUX KOHeuHocTel. TeM He MeHee TuTepaTyp-
HbI€ JaHHbIC YKa3bIBAIOT Ha BBICOKYIO YacCTOTY BCTpeua-
€MOCTH TUIIepTPO(PUUECKOIT JIETOYHOM OCTeoapTporaTum
y TMAalUMEHTOB ¢ JUMMOIMUTEINOMOIIOTOOHBIM THUCTOJIO-
ruyeckuM BapuaHToM KT (4 13 9 maimeHToB, Mo JTaHHBIM
C. Hsueh et al.) [9].

lucTonornyeckuii BapuaHT OIYXOJIM M pacIpocTpa-
HEHHOCTb OIIYXOJIEBOIO IIpoliecca TECHO CBSI3aHbI IPYT
C IPYTOM U SIBJISIIOTCS KITFOUeBBIMU (haKTOpaMU IIPOrHO3a
B OTHOIIIEHUHU ucxona 3abojeBanus. Cpeayd TUMOM, BBU-
Iy UX HU3KOTO0 MHBA3UBHOIO IOTEHLIMAJIA, IIPe00IagatoT
JIoOKaJIbHBIe (hopMBbI 3a00eBaHus. Ha MOMEHT mocTaHOB-
KU IrarHo3a y MalMeHTOB ¢ TUMOMaMu TUIIoB A, AB, Bl
B 90 % ciyuaeB umerot Mecto 1 u 11 craguu o kinaccudu-
karuu Macaoka—Kora (ta6:1. 2) [11, 12]. B cryyae Tumom
tunoB B2 u B3 nokanbHbie ¢hopMbI BeISIBISIOTCS B 60 %
cJlyyaeB, BO3pacTaeT A0JSI MECTHO-PaCIpOCTPaHEHHBIX
M TeHepaln30BaHHBIX (opM. B TO BpeMs Kak TMMOMBI
tunoB A, AB, Bl xapakrtepusyiooTtcsa 0OoJiee moOpoKaye-
CTBEHHBIM TedyeHueM, rae 10-JeTHsisi 00llast BbLKUBAe-
mocthb (OB) cocrapiser 6onee 90 %, TumoMbl TUIIOB B2
n B3 xapaxktepusyloTcsl OTHOCHUTENIHLHO HEOIarompusT-
HbIM IIPOTHO30M, OCOOEHHO B CJIy4ae pacipoCTpaHEeHHbBIX
¢opmMm 3aboneBanus. ITokazarenn 10-netHeit OB B 3T0IM
rpyiirie mamyMeHToB He mpesbimaeT 50 % [11]. OnHako,
HECMOTpPSI Ha MHIOJIEHTHOE TeYeHUE HEKOTOPHhIX TMCTO-
JIOTUYECKMX BapHaHTOB, BCE TMMOMbI XapaKTepPU3YIOTCSI
arpeCCUBHBIM MOBEICHUEM M CUMTAIOTCS 3JI0KAYE€CTBEH-
HBIMU [6].

Kak yxe orMmeuanoch Beilie, DOT SBISIOTCS UCKITIO-
YUTEJIbHO PEeAKOI TpyImnoil HOBOOOpa3oBaHUI y AeTeit
U TIOAPOCTKOB. [ToabCcKMMU aBTOpaMM OIKCaHO 9 ciiydyaeB
KT y nmereii 3a mepuona ¢ 1992 mo 2008 . [13]. AHanmoruy-
HOE YMCJIO MalleHTOB TMpeACcTaBlIeHO B padore UTanbsaH-
CKOI1 rpyrmbl 1o peakuM onyxoism (Tumori Rari in Eta
Pediatrica — Rare Tumours in Paediatric Age) 3a mepuon
2000—2009 rr. [14]. B yXe paHee MOPOLIMTUPOBAHHOU
nyonukanuu EBponeiickoii rpynmbl Mo U3y4eHUIO pe-
KMX OImyxoJjeil 3a 12-JeTHUii mepuon B 5 eBpOIeicKux
cTpaHax ObLIM 3apeructTpupoBaHbl 36 mamueHTos ¢ DOT:
16 — ¢ Tumomamu u 20 — ¢ KT [3].

Tadmma 2. Cmaduposarue D0T no kaaccugpuxayuu Macaoxa—Koea, 1994 e. [5]

Table 2. Staging of thymic epithelial tumors according to the Masaok—Kog
classification, 1994 [5]

Craaus Onpenesenne
Stage Definition
I [ToTHOCTBIO MHKATICYTMPOBAaHHOE 00bEMHOE 00pa30BaHUe
Grossly and microscopically completely encapsulated tumour
A MuKkpocKomyecKasi HHBa3usT KAICyJIbl OITyXOJIH

Microscopic transcapsular invasion

Makpockornuueckasi ”HBa3usi B TKAHb TUMYCA WA
3M0POBYIO KUPOBYIO KJIETYATKY, MJIM TECHOE MTPHJIeKaHUE
K TUIEBPE WU MepuKapay 6e3 HapyIIeHUs! LeJOCTHOCTH/
11B 0e3 NHBAa3UU
Macroscopic invasion into thymic or surrounding fatty tissue,
or grossly adherent to but not breaking through the mediastinal
pleura or pericardium

Makpockonuueckast UHBa3Msl B PUJIEXKAIne OPTraHbl
(TIepuKap, KpyImHble COCYJIbI, JTIETKHUE)
Macroscopic invasion into neighbouring organ
(i.e. pericardium, great vessel or lung)

Hammune ruteBpaibHBIX U TIEpUKApIUATbHBIX METACTA30B
Pleural or pericardial metastasis

111

IVA

Hanuuune otnaneHHbIX TUM(OreHHBIX U TeMAaTOTeHHBIX
IVB METacTa3oB
Lymphogenous or haematogenous metastasis
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B cBsi31 ¢ BBICOKMM METaCTaTUYECKUM ITOTEHLIUAIOM
KT, a Takxke cmoCOOHOCTBIO TIEHETPUPOBATh B TIpUIEXKa-
1€ OpraHbl U TKAHU, HA MOMEHT IIOCTAHOBKM IMarHo3a
10 45 % nmauMeHTOB UMEIOT MECTHO-PACIPOCTPAHEHHYIO
dopmy 3aboneBanus u He MeHee 40 % oTganeHHbIE MeTa-
crasbl [5]. [To nanHbIM A. Litvak, 5-nerasist OB cocTaBisi-
et 100, 81, 51, 24 u 17 % nns cragmii 1, 11, 111, IVa u IVb
y natneHToB ¢ KT cooTBETCTBEHHO, UTO HAMPSIMYIO KOppe-
JIUPYET ¢ BO3MOXHOCTBIO IPOBEACHMUSI OIEPATUBHOIO BME-
LIATeIbCTBA U TOCTIDKEHUSI XMPYPrUuecKoit pemuccuu [ 15].

ArpeccuBHOE KJIMHUYECKOE TEUCHUE XapaKTePHO JIst
KT u B neaguarpuyeckoit momysaiuu. Tak, u3 20 manueH-
toB ¢ KT, onucannsix rpynmnoii EXPeRT, nHunmanbHoe
panMKaibHOE BMEIIATEIbCTBO ObUIO BBIIIOJIHEHO TOJILKO
B 1 ciyvae, y 11 (55 %) 60J1bHBIX OTMEYEHBI OTAAJICHHbIE
Mertacrtasbl [3]. [Tarmrernss OB cocrasuna nmuib 21 %.

CorlacHO CYIIECTBYIOLIMM Ha CETOOHSIIHUI JeHb
peKOMeHJALMSIM M0 JiedeHUIo nanueHToB ¢ DOT, cTpate-
IUs1JIEYSHUS OIIPEIE/ISIETCS B IIEPBYIO OUepeib BOBMOXKHO-
CTBIO TTOJTHOM pe3eKLnu ormyxoun [5, 16]. B tex cayyasx,
KOTJIa XUPYPrudecKasi pe3eKIusl OIyXOJIH B IIOJJHOM 00b-
eMe SIBJISIETCSI BOBMOXKHOI, OIIePaTUBHOE BMEILIATEILCTBO
JIOJIKHO BBIIIOJIHATBLCSI Ha IIEPBOM 3Talle JiedeHus. BBumy
BBICOKOM PaalO4yBCTBUTEIBHOCTA OINYXOJM B paMKax
JIOKQJIbHOT'O KOHTPOJISI IIOCJIE OIePaTMBHOIO BMEIIATe b~
CTBa WJIM BMECTO HEro JAOJ/DKHA OBbITh paCCMOTpEHA JIyde-
Bas tepanus (JIT) [5, 16].

B ciayyae HepesekTabelbHOM Ha TMEPBOM 3Talle OITy-
XOJIM THMYyCa BO3HUKAeT HEOOXOIMMOCTb IIPUMEHEHMUSI
CHCTEMHOTIO JIEYCHHUsI B LIEJISIX YMEHBIIECHHUSI MacChl OIy-
XOJIM M IOSIBJIEHUSI BO3MOXHOCTHM ITPOBEIEHMS OIepa-
tuBHOTrO sNedyenuss wiu JIT [5]. ba3ucHbIMU 1UTOCTaTH-
Kamu B oTHoleHnr DOT gBisIOTCS MpernapaThl INIaTUHBL
U aJKWIMPYIOIIUEe areHThl. [1peanoyTUTeIbHBIM PeXK-
moMm ITXT B pamkax 1-ii TMHUM Tepanuu s TaleHTOB
¢ KT, cornmacHo MexXnyHapoIHBIM peKOMEHIAIIUSIM, SIBJIsI-
ercsl KapOoruiaTuH/makiaurakcen [5, 16]. Yactora 00b-
E€KTUBHBIX OTBETOB CpeAM TMAlMEHTOB NAHHOU TPYIIIIbI,
COITIAaCHO pa3sHbIM JaHHBIM, cocTasiser 21,7—36 % [17,
18]. Pexxumbl PEI (mcratuH, aTono3ua, udocdamun),
CAP (umknodochamua, AOKCOPYOMIIUH, IIUCITJIATHH)
n ADOC (uucrutaTuH, IOKCOPYOMIIMH, BUHKPUCTUH,
mukiaodochamun) Takke o01amal0T 3DHEKTUBHOCTHIO
B oTHoweHU DOT, ogHaKO accOIMMPOBAHBI C OOMbIIEH
TOKcMYHOCTBIO [17]. Tak, ucnonb3oBaHMWe aHTPALMKIU-
Hocoaepxamux cxeM ITXT accolmnpoBaHO ¢ BBICOKMM
PUCKOM Pa3BUTHS KapIUOMUOIIATUM U CEPACYHOM HEI0-
CTaTOYHOCTH, 0COO0eHHO Ha ¢oHe napaeabHoi JIT. Tem
HE MeHee NpeACTaBIEHHbIE MEXIyHapOIHbIe PEKOMEH-
Januu no cucteMHoi Tepanmuu DOT oCcHOBBIBAIOTCS Ha
CKPOMHBIX pe3yJibraTax UCClIeIOBaHUI, HE paccMaTpuBa-
fomnx TumMoMmy ¥ KT 1o oTaeabHOCTH BBUIY MCKIIIOUM-
TEJIbHOW PENKOCTU TIOCJIENHEN, YTO 3HAYUTEIbHO Orpa-
HUYKMBAET IIPUMEHEHNUE JaHHBIX peKoMeHaalui. JlaHHble

00 apdpextuBHocTu TIXT y mereit n moapocTkoB ¢ KT
CBUJIETEJILCTBYIOT O TOM, UTO OOBEKTUBHBIN OTBET MOXKET
ObITh 3aperucTpupoBaH B 69 % ciyyaeB Ha (hOHE MpPUME-
HEHMS IMCIUIaTUHA, TOKCOPYOMILIMHA M aJKWINPYIOIINX
areHTOB, TaKUX Kak 1ukJodochamun u udochamun [3].
Ipynmoit EXPeRT pekomennyercst npumeHenue [TXT Ha
OCHOBe LMCIIaTMHA, udochamuga u storno3uaa (PEI).
IMpumenenue JIT y nereit MOXeT OBITH OTpaHUYEHO HEOO-
XOIWMOCTBIO TIOABEACHUSI BBICOKUX H03 OOJYyYEHMS M,
KaK M B HallleM cllydae, Bo3pacToM pedeHka. [TonBeneHue
JMOCTAaTOYHBIX JUISI JTaHHOTO BUAA OIYXOJIM 103 aCCOLIMU-
POBaHO ¢ HEOJArOMPUSTHBIM BO3IEHCTBMEM Ha COCETHME
OpraHbl U TKaHU M BBICOKUM PUCKOM BO3HUKHOBEHMUSI
OCTPOM 1 OTCPOYEHHON TOKCUYHOCTHU.

B memsx ymydineHusl MmokasaTesieil BBIKMBAEMOCTHU
B TeUECHHUE MOCJICTHUX HECKOJIbKMX JIeT BEHEeTCS MOMCK
TepareBTUYECKUX areHTOB, aKTUBHBIX B oTHoOIIeHUU KT.
Hcnonb3oBaHue CyHUTMHNOA PEKOMEHIOBAHO IIJIST 1ALl -
€HTOB C BBISIBJIEHHOW MyTalueil B reHe c-Kif, OgHaKO
oHa BcTpeuyaercst MmeHee yeM B 10 % ciayyaes KT [16, 19,
20]. IMembponm3ymad TakxKe MPOAEMOHCTPUPOBAJ CBOIO
akTUBHOCTH B oTHolIeHnn KT B pamkax 2-ii TMHUM Tepa-
MUU, 9aCTOTa OOBEKTUBHBIX OTBETOB cocTaBuia 22,5 %,
OIHAKO €ro MpPUMEHEHHE aCCOLMUPOBAHO C BHICOKUM
YPOBHEM TSIKEJIBIX MMMYHOOIIOCPEIOBAaHHBIX HeXesa-
TeJIbHBIX IBJICHMIA [21].

B mpencraBieHHOM HaMM KJIMHUYECKOM CiIydae Ipu
o0cJieoBaHUH y TallMeHTa Oblla BhIsSIBJIEHA TEHEPaIu30-
BaHHas ¢popma KT. Pesexkiiusg onyxoju Ha TiepBOM 3Tarie
JIeYEHMST BBUIY €€ IpopacTaHMs B IepuKapid U MUOKapPII
HE MpeacTaBsylach BO3MOXKHOM, B CBA3M C 4YeM Oblia
MPEATIPUHSATA TOIBITKA CUCTEMHOI'O BO3/ICICTBUS B BUIE
kypcoB PEI B pamkax pekomenmauuii rpyrnmnbsl EXPeRT.

HecMoTps Ha Haau4ymMe 4aCTUYHOIO OTBETa Y MallM-
€HTa Ha (hOHE CHCTEeMHOTIO JIeYCHMSI, TIPOBEACHUIO PaIu-
KaJIbHOTO OITepaTMBHOIO BMeEIIATeIbCTBa ITO-TIPEXKHE-
My TIPeMsITCTBOBAJ HMHTpPaKapAUaIbHBIM KOMIIOHEHT.
IIponomxurensHocTh oTBeTa Ha [1XT coctaBuna 4 mec.
B nmanpHeiieM y 001bHOTO BOIIPEKU NMTPUMEHEHUIO TIpe-
napaTtoB 2-i1 u 3-ii tuHuii [TXT orMeuanoch HEyKIIOHHOE
MporpeccupoBaHue 3a00jeBaHUsI, YTO IIOATBEPXKIAET
OIMCAaHHOE B JIUTepaType arpeCCUBHOE ITOBEICHUE ITaH-
HOTO BHUAA OIYXOJM U OBICTpoe (HOpMUPOBAHHUE pE3U-
CTEHTHOCTH K cyliecTByonum cxemam [TXT.

3akiroyenne

JlaHHOe KJIMHMYECKOe HaOIIoIeHUE IIPEACTaBISIeT
MHTepeC BBUAY UCKIIOUNTeNbHOM penkocTu KT B neTckoit
MOIYJISILIMHY, a TAKXKE ITOIYePKMBAET KpailHe arpeCCUBHOE
TeyeHue 3a00JieBaHUsI, PE3UCTEHTHOCTh AAHHOIO THUIIA
3HO K yxXe CylIecTBYIOIIMM CXeMaM Tepaluy U HeoO-
XOOUMOCTh B ompeneieHUr 3(POEKTUBHON CcTpaTeruu
JISYEHMSI MallMeHTOB 10 18 JIeT ¢ ucrnojib30BaHUEM MHHO-
BallMOHHBIX TIOJXOI0B.
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