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KnuHnueckuin cnyyvam
MeauacTUHaNbHOW TepaToMbl
Yy NOAPOCTKaA

c cuHapoMoM KnainHdbenbtepa

C.C. Canuesa, P.3. bopaHbaesa, b.M. }Xymaaynnaes, K.3. Xaupos, E.B. KpuseHko,
A.LLl. TaHekoBa, A.H. bekunwwesa, M.K. KapasaHoBa

AO «HayyHbii LeHTp neauatpum u JeTCKo xupyprm», KasaxctaH, Anmarsl

TepaToMa — repMMHOrEHHOKNETOYHas OMyXOfb, KOTOPasi COCTOMT U3 NMPOM3BOAHbBIX 3 3aPOLbILLEBbLIX
JINCTKOB ¥ MMEeT PasfiyHbIf 3MT0KaYeCTBEHHbIN MoTeHuuan — oT f0BpOKayeCcTBEeHHbIX 3pesbix dopM
00 Hespenbix 3MBPUOHasbHBIX (DOPM C COMATUYECKUM TUMOM ManurHusaumu. [laxe 3penbii BapuaHT
TepaToMbl BMOMOrMYECKM HEMPEACKa3yeM C yUeTOM ee CNOCOBHOCTM K JI0KanbHOMY POCTY C UHBa3Wew.
HeobxoanMMOCTb NOMHOMO yAaneHWs OnyXou BHe 3aBUCUMOCTM OT MecTa pacnosio)eHns obbsacHseTcs
TEM, UTO €CTb PUCK BO3MOXXHOMO Pa3BUTUA CMHAPOMa PacTyLLEN TepaToMbl UM TpaHcdopMaLlmm ee B
3110KaYecTBeHHble hopMbl. B faHHO cTaTbe NpuBeAeHO OnMcaHue KIIMHUYECKOro Cryyasi CUHLPOMa
pacTyLlen TepaToMbl MeAMacTUHarIbHON Nnokanusauum y noapocTka ¢ cuHopoMoM KnaiHdbenbTepa,
a TaKe MpefCcTaBneH NpuMep MynbTUAUCLMNIIMHAPHOMO NOAX0Aa [ETCKUX OHKOMOroB, XMPYpros,
NyyeBbIX AMArHOCTOB U NaTOMOPdI00oroB B Bbibope onTUMarnbHOro neveHuns. Poamtenu ganv cornacue
Ha ucnonb3oBaHue MHdopMaLumK, B TOM uncne dpotorpacuii pebeHka, B HayUYHbIX MCCNEA0BaHUAX U
nybnukaumsix.

KnioueBble cnoBa: CMHAPOM pacTyLLel TepaToMbl, OMyXoslb CPeNOCTeHUs], CMHAPOM KnaliHghenbTepa,
repMUHOreHHOKIIETOYHbIE OMyX0on
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A clinical case report of mediastinal teratoma in an adolescent
patient with Klinefelter syndrome

S.S. Saliyeva, R.Z. Boranbayeva, B.M. Zhumadullayev, K.E. Khairov, E.V. Krivenko, A.Sh. Tainekova,
A.N. Bekisheva, M.K. Karazhanova

Scientific Center of Pediatrics and Pediatric Surgery, Almaty, Kazakhstan

Teratoma is a germ cell tumor, which consists of derivatives of three germ layers and has various malignant potentials - from
benign mature forms to immature embryonic forms with a somatic type of malignancy. Even the mature type of teratoma
is biologically unpredictable providing for an ability to grow locally with invasion. Necessity for complete removal of tumors,
wherever they are located, is explained by the fact that there is a risk of a possible development of growing teratoma syndrome
or transformation into malignant tumors. This article describes the clinical case of growing teratoma syndrome of mediastinal
localization in a teenager with Klinefelter syndrome, also as an example of the multidisciplinary approach of pediatric oncologists,
surgeons, radiotherapists and pathomorphologists in decision-making for optimal treatment. The patients' parents gave their
consent to the use of their child's data, including photographs, for research purposes and in publications.
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epaToMa — HoBoobpa3oBaHue, BO3HMKaOLWee 13

npuMopanasbHbiX (NepBUYHbIX) FePMUHOMEHHbIX

(sapoablweBbix) KMETOK. MynbTUNOTEHTHbIE
FEPMUHOTEHHbIE KIETKU ABMSIOTCA MCTOYHUKOM PasBUTUA
TKaHen aMBpMOHa 1 roHad, N03TOMY B CTPYKTYpe Tepa-
TOMbl BCTPEYaIOTCHA YYacCTKMU, MPOMCXOAALLME U3 BCEX
3 3apopbIlLEBbIX JIMCTKOB. 3KTO-, Me30- U SHAOAEPMBI.
INokanusaums onyxonu 3aBUCUT OT HapyLUeHWA MapLu-
pyTa MUrpauun NepBUYHON FrEPMUHOIEHHOW KIETKM 13
KENTOUHOro MeLlKa B aMbpuoH [1, 2]. Mo nokanusaumm
06pasoBaHUsA repMUHOreHHOKIEeToUHbIe onyxomu (TKO)
pa3nensioTCs Ha MHTPa- U 3KCTPaKpaHuasbHbie. JKCTpa-
KpaHWarbHble OMyXonu AeNATCA Ha FOHafHbIE U 3KCTpa-
roHapHble. AkcTparoHanHble KO pacnonaraioTcs B 30He
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CPEOVHHOW NMIMHWK Tena, YTOo ABMSAETCSA OTPAKEHNEM MY TH
MUrpaLmmn 3apofbILLEBbIX KIETOK B MpoLecce ambpuore-
Hesa [2, 3]. lnsa nepBuuHbIX BHeroHapHbix MKO Hanbornee
YacTbIMK fOKanM3auMaMK ABNAITCA CPefoCTeHMe,
3abploLLIMHHOE NPOCTPAHCTBO M NpecakparnbHas obnacTb.
Mpu nokanusauum KO B cpepocTeHun yalle BCero
BO3HMKAIOT »Kanobbl Ha Kallenb 1 NoBbILEHWE TeMmne-
paTypbl Tena, NpoTEKaeT Kak MaHUecT AnUTenbHON
OCTPOM PecnMpaTopHO BUPYCHOW MHAPEKLMKN, OCTPOK
MHEeBMOHUMK, ocTporo BpoHxuta. OgHako faHHoe 3abone-
BaHWe MOXeT npoTekaTb 6eCCUMNTOMHO W BbIABASATHCA
TOSIbKO MPWU PEHTreHOMOrMYeCKOM UCCefoBaHUM BO
BpeMs AaucnaHcepusaumm. Onyxonb pacnonaraetcs
B OCHOBHOM B MEPEAHEM CPEROCTEHUN U TOMbKO B 3%



KIIWHUYECKWUE HABNNIOAEHUA

cnyyaeB — B 3agHeM. KO cpegocTeHus yacTo umeioT
XyALuve pesynbTaTbl MO CPaBHEHWIO C APYrMMU BHEro-
HagHbIMKU OMyXONIAMK, 0COBEHHO Cpean MOAPOCTKOB U
B3POCIbIX, Y KOTOPbIX 0BLLIasA BbIXKMBAEMOCTb COCTaBNAET
npumepHo 50% [4]. Mo paHHLIM pa3nUyHbIX aBTOPOB,
pvCcK BO3HUKHOBEHUS KO cpefocTeHWs NOBbILIEH NpU
cuHopoMe KnamHdpenbtepa [5-9].

KITMHUYECKUM CITYYAN

Pooutenn panu cornacve Ha MCnonb3oBaHue
uHdopMaumu, B ToM uucne dotorpacmin pebeHka, B
Hay4HbIX NCCMEAOBaHUAX U NybrnKaumsx.

Manbuunk, 13 net. [lebioT 3abonesaHuna c Kawns,
noBblLLeHMsa TeMnepatypbl Tena no 37,5°C, yyaleH-
Horo cepauebueHnsa. YyacTKoBbIM BpayoM HasHa-
yeHa aHTubakTepuanbHas, MyKONUTUYeckas Tepanus,
6e3 adbhekra. MpucoenmHunace 6onb B NeBor Nono-
BWHE TPYOHOW KIeTKM M B 0611acTu NeBOro nieyvyeBoro
nosica. Yepes Mecsl npoBefleHa peHTreHorpacdms
OpraHoB FPyLHON KNETKKU, rAe BbiSBIIEHbl KapaMoMe-
ranvsa, nepukapauT, NeBOCTOPOHHUI MneBpanbHbIN
BbINOT. KapanoTtopakanbHbil nHpgekc 0,82. PebeHok
Bbin rocnuTanusMpoBaH B OETCKYIO rOPOACKYylo 60mb-
HULY, NpoBefeHa KoMmbloTepHas ToMorpadusa (KT)
OpPraHoOB FPYAHOM KIETKWM C KOHTPacTHbIM ycuie-
HMeM: B BEPXHEM CpefoCTEHWUN onpepenseTca obpaso-
BaHWE HenpaBuIbHOM OBanbHON YOPMbI, pa3Mepamm
16,0 x 11,5 x 19,3 cM, C OTHOCUTENbHO POBHbIMMU,
HECKONbKO BYyrpucTbiMM KOHTYpamu, HEOLHOPOLHOM
CTPYKTYpbl, B OCHOBHOM MATKOTKaHHOW MIOTHOCTM
(okono 35-50 Ea.HU), Ha dhoHe KoTOporo uMmeloTcs
YYaCTKM KUCTO3HOM nnoTHocTu (6—10 En.HU), a Takske
ovaru KanbunHauum. OTMeuaeTcs cMelleHne LaHHbIM
obpasoBaHMeEM MpuMexallMx OpraHoB CPefoCcTeHus,
KPYnHbIX cocynos, BpoHxos, Tpaxeu. [punexawme
OTAENbl JIEFOYHOW TKAHU TaKKe KOMMPUMMPOBaH®I,
MHOUNBTPUPOBaHLI. B Npoekumn BepxHe oMM NpaBoro
nerkoro cybnneBpasibHO MMeIOTCA 04aroBble U3MEHEHNS!
C OTHOCWTENbHO YETKUMU KOHTYpaMu, pasMepamu Ao
0,7 cm B gnameTpe, okpyrnon dopMbl. Takke crnesa
0TMeYaeTCs YTOMLLEHNE MEKOO0MbKOBbIX NeperopoaoK.
CocyamncTbiii pucyHok gecpopmupoBaH. Tpaxes cMmelleHa
BNpaBO 3a CYET BbllleyKaszaHHOro obbeMHoro obpa-
30BaHNA, NPOCBET ee 3aMeTHO He u3MeHeH. Cepaue
CMeLLieHO BNpaBo, NOAAaBEeHo, B MOSIOCTY Nepukapaa
OnpenensieTcs CKOMIEHNE XUAKOCTHOrO COAEPXMMOrO.
['pynHoOW oThen aopThbl — oyra nopnaeneHa obpasoBa-
HMeM cpepocTeHus. lneBpasbHble NMONOCTM — CcrpaBa
6e3 ocobeHHoCTEW, CreBa B NepefHUX OTAeNax UMeeTcs
CeproBUAHOE CKOMJIEHUE KUAKOCTHOrO COAEPKMUMOrO.
JlumMdhaTnueckue yanbl YeTKO HE BU3yanusMpyloTCS.
MsIrkne TKaHu M KOCTHble CTPYKTYPbl FPYAHON KIAETKM
Be3 ocobeHHoCcTen. 3akniyeHne: KapTMHa 0bbeM-
Horo obpa3oBaHWs MepeaHero cpefocteHns. Tumoma?

KapumHoMa? YacTuuHbIi aTeniekTas, UHTepcTULmManbHble
M3MEHEHUs NPUMesKaLLMX 0TAENoB fnerkoro (runocrtatu-
ueckue). Oyarosble U3MEHEHWsi BEPXHER A0SIM N1EBOT0
nerkoro. J1TeBoCTOpOHHUI ruppoTopakc. [ moponepukapa.

HasHaueHa aHTMbBaKkTepuanbHas, OMypeTuyeckas,
MPOTMBOBOCMANUTENIbHAS W aHanbreTuyeckas Tepanus,
6e3 achdekra. C HanpaBWUTENbHBIM IMArHO30M: HEXOOXK-
KMHCKasa numdpoma? pebeHOK HampaBiieH B OTAENeHNe
oHronoruu/rematonorun AQ «HayuHblid LeHTp neana-
TpWKM 1 OeTcKoi xupyprn> (AnMatbl, KazaxcTtaH).

Mpu nocTtynneHun obLiee COCTOAHME TAXKeNoe 3a
cyeT 06beMHOro obpasoBaHus NepefHero CPeNOCTEHMS,
ObixaTeflbHoW HepocTaToyHocTH |-l cTenenu, bonesoro
CMHAPOMA, CUMMNTOMOB MHTOKCMKAaLMU, aCTEHU3aLNM.
PebeHOK B MNONOMEHWUN OPTOMHO3, CMUT C NPUMNOQHATLIM
rOMOBHbIM KOHLIOM KposaTu. bonb B obnactu nesoro
Mfe4YeBOro Mosica W feBOW MOMOBWHbI FPYAHON KNETKM.
3a 1 mec pebeHok noxypen Ha 4 kr. Cybcebpunurer
37,2-37,8°C. Kawwenb yacTbli, YCUIMBAIOLLMIACA NpK
CMeHe nososkeHust Tena. OfpllKa CMeLLaHHOro Xapak-
Tepa HapacTaeT npu hmanyeckon Harpyske. CuMNTOMOB
COaBMNeHNA BEPXHEN Nomnom BeHbl HeT. AyCKynbTaTUBHO
CrieBa HWKEe NonaTku fblXaHne He NPOBOAMUTCSH, XPUMOB
HeT. CnpaBa [AbixaHWe KeCTKOe, BEHTUIIMPYEeTCA Mo
BCEM NonsM. TOMYOK BEPXYLUKM Cepaua onpepensercs
Ha ypoBHe 5-ro Mexpebepba cnpasa. ToHbl cepaua
NpuUrnyLleHbl YMepeHHo, peskas Taxukapams, yacToTa
cepheyHblx cokpalleHuit 178 B ya/mMuH. CaTypauus
TkaHen kucnopopoM 89-92%.

lMpu cbope aHaMHe3a CTano M3BECTHO, YTo pebeHoK
COCTOWT Ha y4YeTe Y HEBPOJIOra, MCMxmaTpa C AMarHo3oM:
3MOLMOHasIbHO-BONEBbIe HapyLleHus. B BospacTe 6 net
nepeHec 3aKpbITyl0 YepenHo-Mo3roBylo TpaBMy. CoTps-
CEHWe rofI0BHOr0 Mo3ra.

Obpatunu Ha cebs BHMMaHWe OMCNponopums Tymo-
BULLA M KOHEYHOCTEW, AJIVHHbIE KOHEYHOCTW, BbICOKUM
pocT (165 cM), NposiBNeHns TMHEKOMacTWW, rUMnonsasus
Anyek. PebeHok 3aMouMoOHanbHO NabuibHbIM, YacTo
arpeccusHbln. ObyyaeTcs B cneunanbHOW KOppeKkumn-
OHHOW LUKOMe ANs AeTei C TAMKenbiMU HapyLeHUaMM
peun.

PebeHoKk oT 4-it BepeMeHHOCTH, 2-X pomoB (2
BepeMeHHOCTH — MeauuMHCKMiA abopT). CTaplumii Bpat
3n0poB, Bo3pacT 21 rog. HacnencTBeHHbI aHaMHES He
OTArOLLEH.

YuntbeiBaa OTCYTCTBME KIAWHUKM CUHAPOMA
CLaBfIEHUS1 BEPXHEN MOJION BeHbI, pacnonoxeHne obpa-
30BaHWs B NepefHEM CPEAOCTEHWM, BbICTaBMEH Mpea-
BapuTenbHbIn AnarHo3s: MKO nepepHero cpefocTeHvst u
Ha3HauyeHO KOMMeKCHoe obcrepoBaHwe.

Mpu obcnenoBaHUW: yMeEpEHHbIN NEWKOLUTO3 —
14,5 x 10°/n, HeilTpocpunes — 89%, CKoOpoCTb
oceflaHua aputpountos — 57 MM/u. OHkoMap-
Kepbl B CbIBOPOTKe KpoBW: anbda-geTonpoTeunH
(A®n) — 12 220,42 (Hopma 0-8) wr/mn, xopu-
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OHWYECKWIA roHaQoTpoOnNMH denoseka (XIMY) -
275,52 (Hopma 0-5) En/n, naktaToermgporeHasa —
871 (Hopma 125-220) En/n. AHanns KOCTHOMO Mo3ra w
CMMHHOMO3I0BOW KMAKOCTH — Bes3 naTonoruu.

YnbTpassykosoe uccrnegnosaHue (Y3WU) nnespbl:
obpasoBaHWe B MfeBpasibHONM MOMOCTK CneBa runep-
axoreHHoe, pasmepamu 107,0 x 73,0 MM, N0 UeHTpPY
yyacTKu paspsiskeHus. Y3M noBepxHOCTHbIX numda-
TUYECKMX Y3I0B: YBEIMYEHUE NUMdATUYECKUX Y3108
Hapko4nyHoi obnactu cnesa fo 14 x 7,0 MM, HUKHER
wemnHow obnacTtm cnesa —no 1 5 x 10 mM. Y3U opraHos
OpIOLLHON MONOCTU WM MOYEK: BblpaskEHHble peak-
TVBHbIE U3MEHEHWS B NapeHxuMe nevenu. Jedopmaums
eNUHOro nysbips. AnekTpokapanorpadumsa: cuHy-
COBas TaxvKapausi, YacToTa CepAeyYHbIX COKpaLleHun
148-156 yn/MvH. AnekTpuyecKkas ocb cepaua — BepTU-
KanbHoe nonoskeHue. Metabonuueckne HapylleHus
Mo MWOKapAy KenynoukoB. CHUsKeHMEe BONbTaxa
NeBbIX TPYAHbIX 0TBefeHuit (nepukapauT?). xokap-
ovorpadhmsi: CHUKEHWE COKPaTUTENBHOWM cnocobHocTH
MUOKapha, NPW3HaKK nepukapauTa. MarHuTtHo-pe-
30HaHcHaa ToMmorpadgusa (MPT) ronoBHoro Mosra c
KOHTPACTHbIM YCUNEHUEM: OpPraHUYeCKUX U3MEHEHWN
rOSIOBHOMO MO3ra He BbisiBfieHo. MPT opraHoB 6pioLLHon
MOMOCTU: laHHbIX 3a AOMNOSHUTESbHbIe 06beMHble 0bpa-
30BaHMA He BbISIBIIEHO.

LinToreHeTuuyeckoe uccnenosaHne nepucepnyeckon
kposu: 47,XXY [10], BbisiBneHa aucomusi No X-xpomo-
coMe. lpoBefeHa KOHCYNbTaLUMsa reHeTuKa, BbICTaBEH
OMarHo3: cuHopoM KnainHdpensTepa. PekoMeHpnoBaHo
MPOAOIIKUTD JleueHne 0CHOBHOI 0 3aboneBaHus. PebeHok
TaKXe KOHCYMNbTUPOBAH HEBPOMATOOrOM, SHAOKPUHO-
NTOroM, NCUXMaTPOM, KapAMOIIOroM.

KomnnekcHoe obcnenosaHne npoBeaeHo B TeYeHne
CYTOK, pebeHoK 0BCysKIEH Ha COBETE MyMbTUANCLUMNIN-
HapHOM rpynMbl. YUMTbIBas TSKENOE COCTOsIHNE pebeHKa,
obycnoBneHHoe 0bpa3oBaHVeEM NepefHero CpefocTeHus

FMraHTCKMX pa3Mepos, BbICOKUMN PUCK aHeCTe3nosiorun-
Tabnuua 1
[vHaMuka 3NUMUHaLMKN OHKOMapKepoB
Table 1
Rate of tumour marker decline

A®I, Hr/mMn
(HopmMa 0-8 Hr/mn)

Alpha-fetoprotein, ng/mL
(normal range 0-8 ng/mL)

3T1an Tepanuu
Therapy stage

yeckoro nocobwus, buoncus onyxonu ans Bepudhrkaumm
OMarHo3a Ha MOMEHT rocrnuTanusauum He NpeacTaBns-
€TCA BO3MOMHOW, NOCKONbKY HeceT Bonbluyio yrposy
015 KMU3HW. YunTbiBas NOBbILLEHHbIE creundunyeckme
oHKoMapKepbl (A®M, XTY), nokanusaumnio onyxonu,
AnarHo3 3nokayecTteHHon ['KO He BbI3bIBAET COMHEHWN.
MepBbiM 3TaNOM peLLeHo NPoBeCTU XuMuoTepanuio (XT)
MO XXM3HEHHbIM MOKa3aHUAM MO NPOTOKOMY JleYeHus
3KcTpakpaHuanbHbix MKO.

OCHOBHOMN KIMHWUYECKMUIA ANArHo3: 3f10Ka4eCTBEHHas
KO nepepHero cpepnoctenusa. T2bNxM1. Crapusa IV.
["pynna BbICOKOro pucka.

OcnoskHeHua 3aboneBaHnsA: BTOPUYHBIA 3KCCYaa-
TUBHbBIN NepukapanT. TyMOPO3HbIV MNEeBPUT CreBa.

ConyTcTBylOWNIA AMarHo3: cuHapoM KnaHdoens-
Tepa, kapuotun 47,XXY.

Mocne nonyyYeHHOro MHPOPMUPOBAHHOMO cornacus
MO }KM3HEHHBbIM MOKa3aHUAM HayaTa Tepanusa no npoTo-
kony MAKEI onqa rpynnbl BbICOKOro pucka, cxeMa PEI.

MapannenbHo MPOBOAMIMIUCH aHanbreTUyeckas,
aHTMbaKTepuanbHas, AuypeTnyeckas, NPOTMBOPBOTHAS
Tepanwus, NPOOUNaKT1Ka NHEeBMOLIMCTHON MHEBMOHUN.

KOHTpomnb ypoBHEN OHKOMapKepoB Ha 6-# oeHb XT:
A®IM cHusunca no 8411,05 vr/mn, XY — no 101,2 En/n.
KynupoBaHbl 6011€BOM CMHAPOM, NUXOPajKa, YMeHbLLMN-
JIMCb CMMMTOMbI MHTOKCUKaLMW, acTEHU3aLMK, KaLlenb
BecnokouT peske. KOHTponb axokapavorpadmu: kapTuHa
BTOPUYHOIO 3KCCYAATUBHOIO Nepukapanta bes otpuua-
TENbHOM OMHAMUKM.

B nocnepyioLeM npoeefeHo 3 Kypca npegonepaum-
oHHow XT no cxeme PEL

lMocne npoBefeHHOro NPeRoNepaLmMoHHOro JIeYeHus
pebeHok obcyaeH Ha coBeTe MyfbTUAMCLMNIIMHAPHON
rpynnbl. Ha dboHe npoBeneHHOW Tepanun YpoBHU OHKO-
MapKepoB C TEHAEHUMENH K HOPManusauuu, KimHuye-
CKve nposBneHns 3aboneBaHns C paspelleHneM, Ho
O0TMeyaeTcsa yBenuueHve obbema onyxonu, 310, Bepo-
STHEe BCEro, CBA3aHO C PErPeccHen 3N10KaYeCTBEHHOMO

Xrd, Ea/mn
(Hopma 0-5 En/mn)
Human chorionic gonadotropin,
U/mL (normal range 0-5 U/mL)

TNakratperupporexasa, Ea/mn
(HopMa 125-220 En/mn)
Lactate dehydrogenase, U/mL
(normal range 125-220 U/mL)

Mepen 1-M kypcom XT

Before the 1% course of chemotherapy 12 220,56 275,62 871
IC-JIr? Dba-yﬁéﬂngt?wel-lzpcgzps%aoi(-crhemotherapy 8411.05 101.2 764
Qeef’?)?élt%;gﬁ%gﬁ?sr; Z(Jchemotherapy 19870 9.55 543
gr? Ig)a-?éﬂngt?\SQEPC};%Eé:taao)f(Ihemotherapy 701,18 5,64 438
g;%?élt%é%'ﬁggrosg cz(chhemotherapy 165,67 3,63 237
gr? I?e;?éﬂngtbhS%’rfczzlps%ao)f(-crhemotherapy 62,39 2,61 220
g;gsgs%ngr?fTMBHblM fneyeHneM 28,27 2.06 202
Mepen 4-M kypcoM XT 8.15 2.0 123

Before the 4" course of chemotherapy
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komnoHeHTa KO 1 pocToM onyxonu 3a cyeT 3penoro
KOMMOHEHTa, YTO XapaKTepHO AN CMHOPOMa pacTyLLUen
TepaTombl. CrniefylowMM 3TanoM peLleHo NpoBECTH
XUpYpruyeckoe BMellaTenbcTBo. Onepauns: neBocTo-
POHHAS TOPAKOTOMWSA. YOaneHne ruraHTCKoM Onyxosm
nesoro remutopakca (pucyHok 1).

MHTpaonepauMoHHO: MpuU pPEeBU3UU BbIABMEHO
06beMHoe 0bpa3oBaHME NIIOTHON KaMEHUCTON KOHCU-
cTeHumun, barposo-benecoBaTon OKpacku, 3aHUMaeT
MouYTW BECb NEBbIA FEMUTOPAKC, CLABMMBAET Nerkue,
NPUNEXUT K aopTe, Nepukapay, NepexonuT B NpaBbli
remMuTopakc B BepxHeM oTtaene. Onyxonb ypaneHa
ednHbIM BITOKOM B Npepenax 3MOPOBbIX TKaHeR, pa3mep
obpasoBaHua 21 x 16 x 19 cM (pucyHok 2). Bec 0bpaso-
BaHuA — 2900 .

lMocneonepaLymoHHbIA Nepuof NpoTeKan rnapko, bes
ocobeHHocTen. Ha 3-u cyTku nocne onepaumnu yaaneHa
OpeHaskHasa Tpybka.

LUuTonorma: B Maskax BbisiBNeHbl BesbagepHbie
UeLLIY KM, EAMHWNYHbBIE CKOMMEHUS TUNEPXPOMHbIX nuTe-
NManbHbIX KETOK C YMEPEHHON Aucnnasven.

lvcTonorusa: B npucnaHHoM MaTepuane obHapysKeHbl
yyacTku obpa3oBaHus, NPeAcTaBfeHHOro Npon3Bo-
OHbIMU 3KTOLEPMbI: YYaCTKMU 3NMaepMuca, CTPYKTYPHbIE
3MEeMEeHTbI CaslbHbIX U MOTOBbIX }Kefes, TKaHb rosoB-
HOrO MO3ra; UMEIOTCH 3NEMEHTbI 3HTOLEPMbI — 3MUTe-
nManbHas BbICTWUIIKA; 3penble 3f1IeMeHTbl Me30AepMbl:
XpsiLLleBas, KMpPOBas, MbllleyHas TKaHW. Hespenbix
CTPYKTYP, @ TaKkxe KINeTok ¢ atunuen B obbeme nccne-
AyeMoro MaTepuana He obHapyeHo (pucyHok 3).

MMMyHOrMCTOXMMUYECKOE MCCIefoBaHWe: Hera-
TuBHana peakuus ¢ Oct3/4, PLAP, CD117, CD30, AFP,
Glypican3, SALL4, HCG. 3akntouenune: Mopdonoru-
Yeckas 1 UMMYHOMMCTOXMMUYECKasi KapTUHa COOTBET-
cTByeT 3peroi Tepatome, GO (pucyHok 4).

TakuM obpa3oMm, HaLM NPeanosioKeHns 0 CUHAPOME
pacTyLLen TepaToMbl NOATBEPANUIUCH, 06bEM OMyXxomu
YBENWYMBASICS 3@ CYET 3PeSIoro KOMMOHEHTa, a 3/10Kaye-
CTBEHHbIN KOMMOHEHT perpeccuposan Ha hoHe npose-
LeHHbIX KypcoB XT. B nocneonepaunoHHOM nepuope
nposepeH 1 kypc XT. Ha koHTponbHon KT opraHoB
rPYAHON KNETKW: OOMNOMHUTENbHOro obpasoBaHusa B
cpenocTeHun HeT (pucyHok 5). MonyyeH nonHbIi oTeeT
Ha NpoBefeHHbIN 06beM neyeHus.

OBCYXXOEHUE PE3YJIbTATOB UCCJIELOBAHUSA

CuHapoM KnavHdenbTepa asnsetcs Haubonee
pacnpoCcTpaHeHHbIM PacCTPOWCTBOM MOJI0BbIX
XpOMOCOM, nopaxaiowmm 1 u3 600 myskumH [11]. On
rEHEeTUYECKMN XapaKTepu3yeTCs OAHOW UM HECKOMbKUMM
pononHutensHbiMu X-xpoMocomamu. Kapuotun 47,XXY,
Kak npaBuno, npuobpeTaeTcsi B pe3ynbTaTe OTCYTCTBUS
OV3BIOHKLMM BO BPEMS POAMTENbCKOro rameToreHesa —
nnbo otuosckoro (53%), nmbo MatepuHckoro (44%)

PucyHok 1
MHTpaOI'IepaLI.MOHHbIe faHHble

Figure 1
Intraoperative data

PucyHok 2
Makponpenapat

Figure 2
Gross specimen

;ﬂlr.nl.ihl LA fd s

PucyHok 3

A — NpPOV3BOLHbIE 3KTO- U SHTOLEPMbI HAXOAATCSH PSLOM
B 3pESIoN TepaTOMe — OPOrOBEBAIOLLIMIA MHOMOCTOMHbIN
NAOCKUIN 3MUTENWUIA 1 OQHOPALHBIN KyBUYeckuin anute-
mvi; b — yacToe nposiBneHne 3pesiov TepaToMbl — nepe-
XOf, OPOroBeBAIOLLIEr0 MHOMOCMIOMHOI O MIOCKOr0 3nuTe-
1S B OOHOSINEPHBIN NPU3MaTUYECKUA anuTenuin, B — B
OQHOM roJie 3peHus 3penas XpsLLeBast TKaHb U 3penoe
BELLIECTBO rOfI0BHOI0 MO3ra; [ — nponsBofHbie Me30- 1
SHTOAEPMbl HAXOAATCA PAAOM — 3penas }KUpoBas TKaHb
¥ MHOTOPSILHBIA LMNMHAPUYECKUA anuTenuin. Okpacka
reMaTOKCUITMHOM M 303uHOM, x 400

Figure 3
A — ectodermal and endodermal derivatives are found close
to each other in the mature teratoma: stratified squamous
keratinizing epithelium and simple cuboidal epithelium;

b —a common feature of mature teratomas: a transition

of keratinising stratified squamous epithelium to simple
columnar epithelium; B — mature cartilaginous tissue and
mature brain tissue in one field of view; [ — mesoderm and
endoderm derivatives are found close to each other —
mature fat tissue and stratified columnar epithelium
Hematoxylin and eosin staining, x 400
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npoucxoxneHus. Tonbko B 3% cryyaeB NPOUCXOKIAEHNE
ABMSAETCS OLUMOKOM B NOCT3UFOTUYECKOM AEfIEHUM, YTO
NpuBOAMT K Mo3auumaMmy. CuHopoM KnahHdenbTepa
NPOSBAETCS BbICOKMM POCTOM, HEMPOMNOPLMOHabHbIMU
LJIVMHHBIMWU KOHEYHOCTAMM, EBHYXOUOHBIM TUMOM Teno-
cnoseHus (wnpokue Benpa, yskuit nneuesoi nosc),
HEeO0pPa3BUTMEM BTOPUYHBIX MOJIOBbLIX NMPU3HAKOB, rnnep-
FOHALOTPOMHbIM MMNOrOHAAN3MOM, a300CNEPMUEi N3-3a
MasieHbKUX Pa3MepoB AWYEK U ABYCTOPOHHEN MMHEKOo-
MacTueW, MHOTAA CHUMKEHWEM UHTennekTa. [pusHaku
3aboneBaHust YacTo OTCYTCTBYIOT 4O MOSIOBOrO CO3pe-
BaHMA U AMArHOCTUPYIOTCS B OCHOBHOM B MOAPOCTKOBOM
Bospacre [10, 12, 13].

Y naumeHTOB ¢ cuHOpoMoM KnanHdbenbtepa cylue-
CTBYET MOBbLILIEHHbIA PUCK PasBUTMA OMyXoflel u3
3apopbileBbix KneTok. OgHaKo reHeTUuYeckoe npowuc-
X0MOeHWe faHHoro 3abonesBaHua U accoumaumsa c
MeauacTtuansHo KO go cux nmop HEM3BECTHA W SBNSI-

PucyHok 4

MMMyHOrncToxmmmyeckas peakums: A — ¢ ucrnonb3oBa-
HueM aHTuTena CD30 — HeraTuBHasa peakuus; b — ¢ uc-
nonb3oBaHneM aHTuTena Oct3/4 — HeraTMBHasA peakuus
C HecneumdmryeckuM okpaLumMBaHueM; B — ¢ ucnonbso-
BaHWeM aHTuTena c-Kit (CD117) — nosuTMBHasA peakuums
B LMTOMNAa3Me eMHUYHbIX KNEeToK; [T — ¢ ucnonb3oBaHu-
eM aHtutena AFP — HeratueHas peakuums, x 400

Figure 4

Immunohistochemical staining: A — with CD30 — negative
reaction; b — with Oct3/4 — negative reaction with non-
specific staining; B — with c-kit (CD117) — positive reaction
detected in the cytoplasm of individual cells; ' — with AFP —
negative reaction, x 400

PucyHok 5

eTCA NpeaMeToM TeKyLMX UCCrefoBaHuin. B pamkax
Childhood Cancer Research Network Children’s
Oncology Group (COG CCRN) nposeaeHo anuaemuo-
nornyeckoe uccrnefoBaHue s OLEHKU pacnpocTpa-
HeHHOCTU cuHapoma KnanHdenbTepa y ManbumkoB [0
19 net ¢ nepBuyHOM MepnacTuHanbHo 'KO. Okasanocs,
YTO MPUMEPHO Y OfHOW TPeTu MasnbumkoB ¢ KO Mepu-
acTWHanbHONM flokanusauuy NpUMCyTCTBOBaA CUHLPOM
KnavHdbenbTepa. A TakXe y ManbyMKOB C [JaHHbIM
cuMHOpoMOM B 19 pas valle, yeM y MarnbumkoB 6e3 Hero
passuBaiotca KO [14].

CywecTByloT coobLLeHNss 0 TOM, YTO CUHOPOM
KnaHdenbTepa siBNSeTCA NPenBECTHUKOM JpYrux
3/10KaYeCTBEHHbIX HOBOODOpPAa30BaHMN, TakKUX Kak
NENKO3bl U NMMMAIOMBI, PaK MOSTIOYHOM $Kene3bl U NErkux.
Tak, A.J. Swerdlow u coaBT. 0bHapyXunu cTaTucTu-
YeCKM 3HauMMoe MOBbLILIEHUE PUCKa paka rpyau v
NErknX, HEXOLLKKMHCKOM NMMMCDOMbI, @ TaKKe CTaTUCTU-
YECKM 3HAUMMOE CHUXEHWE PUCKA paKa NpefcTaTesibHom
enesbl Y MYXUUH C cuHOpoMoM KnaiHdenbTepa.
YPOBHW 3HAOMEHHbIX MOSOBLIX FOPMOHOB M Mpegamnonara-
€Mbl€ VIMMYHOSIOrMYECKUEe MEXaHU3Mbl MOTYT 0BbACHUTb
HEKOTOpble U3 3TUX M3MEeHEeHMI pucka [15].

B nutepatype yvalle coobLiaeTcsi 0 remMaTtonornye-
CKUX HapyLLEHMAX, aCCOLMMPOBAHHBIX C MefMacTuHarb-
HbiMu KO. AHanu3s pe3ynbTaToB fieyeHus 635 B3pOCbIX
naumeHToB ¢ BHeroHagHbiMu KO, nonyyaBLumnx NnaTuHo-
conepxaLume cxembl XT, HarnspHO NPOAEMOHCTPUpOBar,
yTO TONbLKO Y BonbHbIX ¢ KO cpepocTeHus pa3suBaloTcs
reMaTonornyeckme HapyLlUeHWs, YyacToTa J1eiiKo30B B
aToM rpynne 6onbHbIX cocTasuna 6% [16], Torna Kak
cpenv feTel YyacToTa remMaTosfIorMyecKux HapyLleHun
cocTasuna ot 0 go 5,1% [17, 18]. Mepeas nybnukaums o
B3aMMOCBA3W MeANaCTUHamNbHbIX BHErOHaAHbIX OMyXosen
C reMaTofIorMyecKMMu HapyLleHvsMm Bbina obHapyskeHa
n onucaHa B 1975 r. [eMaTonorMyeckne HapyLleHus,
CBAI3aHHble C BHEroHagHOW MeauacTUHalbHOW Hece-
MWHOMHOM OMyXOJiblo, YaCTO XapaKTepu3yloTcs usMme-
HEHMAMW B MErakapuoLMTapHOM POCTKE C PasBUTUEM
M7-Bapu1aHTa 0CTPOro MUENOMAHOMO neiiko3a (ocTpbiit
MerakapvobnacTHblit Neitkos) u MuenoaucniacTye-
CKOro CUMHOpPOMa C fedeKTHbIMU MerakapuouuTamu.
CpenHuin uHTepBan Mexay anarHosoM KO n passutunem

KT opraHoB rpynHoi KNeTKu 40 NeYeHunsl, Nocne npefonepaumnoHHoro atana XT v nocne 3aBepLUeHWst Tepanum

Figure 5

Chest computed tomography images obtained before treatment, after pre-operative chemotherapy and after treatment
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KJIMHUYECKWUE HABJIOOAEHUA

Tabnuua 2
OuHamnka obpasoBaHus CPefOCTEHNS U NepuKkapamTa no aaHHbiM KT opraHoB rpynHOM KMeTKU U 9XOKapauvo-
rpachmm cooTBETCTBEHHO

Table 2
Changes in the parameters of the mediastinal mass and pericarditis over time according to the findings of chest
computed tomography and echocardiography, respectively

BbinoT B nepukapae v cokpaTuTenbHas
cnocobHocTb MUOKapaa
Pericardial effusion and myocardial contractility

Jtan neyenus
Treatment stage

MapamMeTpbl 06pa3oBaHus cpefocTeHUs
Parameters of the mediastinal mass

lMepen 1-m kypcom XT
Before the 1% course of
chemotherapy

Pasmepbl: 16,0 x 11,5 x 19,3 cm,
obbem — 1858 cm?
Size: 16.0 x 11.5 x 19.3 cm,
Volume — 1858 cm®

Ha BepxyLuke — 35 MM,
no 3CJTXK — 40mm,
DU - 62%

At the apex — 35 mm,
along the LVPW — 40 mm
EF - 62%

lMepen 2-m kypcom XT
Before the 2" course of
chemotherapy

[poBOANNCSA PEHTreH-KOHTPOMb
A control chest X-ray was performed

Ha BepxyLuke — 30 MM,
no 3CIMK — 35mm,
U - 65%

At the apex — 30 mm,
along the LVPW — 35 mm,
EF — 65%

lMepen 3-M kypcom XT
Before the 3™ course of
chemotherapy

Pasmepbl: 17,8 x 11,2 x 18,6 cm,
obbeM —1939 cM?,
nporpeccus Ha 4,5%

Size: 17.8 x 11.2 x 18.6 cm,
volume — 1939 cm?®,;
progression: increase in tumour size by 4.5%

Ha BepxyLuke — 11 MM,
no 3CITXK — 16 mm,
OUN-73%

At the apex — 11 mm,
along the LVPW — 16 mm,
EF —73%

I'Iepen onepaTtuBHbIM NieyeHneM

Before surgery

Pasmepbl: 18,5 x 11,6 x 18,9 cm,
obbeM — 2122 cM?;
nporpeccus Ha 7%

Size: 18.5 x 11.6 x 18.9 cm,
volume - 2122 cm?®,
progression: increase in tumour size by 7%

Ha BepxyLuke — 13 MM,
no 3CITXK — 14mm,
®U - 75%

At the apex — 13 mm,
along the LVPW — 14 mm,
EF — 75%

lMepen 4-m kypcom XT
Before the 4% course of

[poBoAMNCS PEHTreH-KOHTPOSb
A control chest X-ray was performed

Ha BepxyLuke — 8 MM,
no 3CIMK = 17 mm,
®UN - 75%

At the apex — 8 mm,

chemotherapy

along the LVPW — 17 mm,
EF — 75%

CocTosiHue nocne ynanexHusa obbeMHoro 06p63OBaHVIﬂ
JIeBOro reMmTopakca. OcTaTouHble M3MEHeHNs

J1eBOro reMmTopakca. 3KCCyﬂaTMBHbIl7I nepukapauT ¢
MOJIOMKUTESIbHON AIUHAMUKOMN. ﬂMHeVIHO-CK]‘IepOTMHeCKMe
M3MEeHeHUA NeBoro nerkoro, NHeBMOCKIepos A3bIYKOBOW DU - 63%

lMocne 4-ro kypca XT
After the 4" course of

0N cresa
chemotherapy 7

Condition after the removal of the space-occupying mass in the left

Ha BepxyLuke — 4 MM,
no 3CJIK — 10 Mmm,

At the apex —4 mm,
along the LVPW — 10 mm,

hemithorax. Residual changes in the left hemothorax. Exudative EF — 63%
pericarditis with the signs of improvement. Linear sclerotic
changes in the left lung, pulmonary fibrosis of the lingular lobe on

the left

lMpumeyanune. 3CJ1)K — 3aaHAS CTEHKa N1€BOIro enyaoyka, O — chpakumsa N3rHaHus.

Note. LVPW — left ventricular posterior wall; EF — ejection fraction.

remMaTosfIorMYecKMx HapyLLIEHUI KOPOTKUIM U COCTaBnseT
6 Mec. ['eMaTonornyeckme onyxonun NPOTEKAIOT OYEHb
arpeccuBHO, ¥ BonbHble ymMupaloT nubo fo Havana
Tepanuu, nubo B Npouecce ee NPOBeEHUS NpU Pe3un-
CTEHTHOCTHU K NleveHuio, Mbo BCKOpe NOCie OKOHYaHUA B
CBSI31 C KOPOTKOW PEMUCCUEN U NOCNeayoLLMM Nporpec-
cmpoBaHueM. bonbHble ¢ HapyLleHnaMmn TpombounTap-
HOIFO POCTKa MMEIOT YyTb Nyylumnii nporHos. CpepHas
MPOAOKNUTENBHOCTb }KU3HWU TakuX BOMbHbBIX COCTaB-
nset ot 1 po 6 MecsAueB. B paHHbIX MCCcnenoBaHuax He
yaanocb obHapyxuTb hakTopbl, KoTopble Bbl Mpencka-
3blBaNM PasBUTME NENKEMUN y BOMbHBIX C BHEMOHaAHbBIMM
OMyXOJIAAMM 3@ UCKITIOYEHNEM UX FTOKaNM3aLmm B Cpepo-
CTEHWMW, HaNM4Me KOMMOHEHTOB OMYXOJSN XKeITOYHOr o
MeLUKa U/UMK TepaToKapLMHOMbI B NMEPBUYHON OMyX0su
[16, 19, 20]. OcHoBbIBasiCb Ha LIUTOrEHETUUECKMUX UCCIe-
L0BaHUAX, 0BHapPYXMBLLUMX M30XPOMOCOMY 12 B neiike-
MWYECKUX KMeTKax, UCCnepoBaTenu npeanonaraioT,
yTO OCTpbIN Nevko3 n NKO cpepocTeHWst NpoMcxoasT m3
OQHON KNEeTKN-MPeaLecTBEHHULbI.

YcTaHoBneHo yTo 6onbwmHcTBO KO MMeloT cBoi
rEeHETUYECKUI MapKep — n3oxpoMocomy 12. B 95% crnyuaes
0BHapy»*eHO yABOEHME KOPOTKOrO Mfieya v noTeps AJIMH-
HOro nyleya XpoMoCcoMbl 12, yTpaTa y4yacTka KOpPOTKOro
nreya XpoMocoMbl 1 1 ANMHHOrO nneya XpomMocoM 4 u 6,
noteps u3 [JHK ooHOro MM HeCKOMbKMX HYKNeoTUaoB, a
TaKKe yBeJIMUeHne umcra XpoMocoM B 2 unm 4 pasa. Psag
uccrepoBaTenel NPennonaraioT, YTo FeH, OTBETCTBEHHbIN
33 pa3BuTUE rOHALOBNACTOMbI, HAXOAUTCS Ha KOPOTKOM
nnede Y-xpomocomsl [21]. Onpenenexne B3aMMocBA3u
MeanacTuHanbHbix KO ¢ rematonormyeckMmmn Hapylue-
HUAMUM Takske TpebyeT Bonee oBLLMPHOro U3yueHus.

3AKITIOMEHUME

HecMmoTpsi Ha pocTurHyTble ycnexu B nedveHun KO,
CBA3aHHble C BbICOKON YYBCTBUTENbHOCTLIO K Mpena-
paTtaMm rpynnbl NAaTUHbI, MALUEHTbI C MEANACTUHAMBHOM
nokanusaunen nMeloT HebnaronpuUATHLIA NPOrHO3.
MoBbIlWEHNE B CbIBOPOTKE KPOBM Cheunuyecknx
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oHKOMapkepoB (A®I, XI'Y) npu MHMUMANBHON Hepe-
3ekTabenbHoCcTM 0bpasoBaHWA MO3BOMAET HauMHaTb
cneundmyeckylo Tepanuio xumuonpenapatamu. OnTu-
MasibHbIM peLleHneM Npu CUHAPOME pacTyluei Tepa-
TOMbI SIBMIAETCA NPOBEAEHNE XUPYPIrUYECKOr 0 NIeYEeHUs.
YuuTbiBast npovcxoskaeHne KO, naumeHTam Heob-
XOAMMO MPOBELEHVE LMTOrEHETUYECKOr 0 UCCIIef0BaHMS
LS OMpefeneHns KapuoTuna M XpOMOCOMHbIX Hapy-
LUeHU. B cniyyasx BbISBNEHWUS LMTOreHETUYECKUX N3Me-
HEHWI NaLMEHTbI HY)KAAITCA B KOHCYNbTaLMK FreHeTUKa.
Mocne ycnewHoro 3aBepLlUeHUs Tepanuu naumneHTbl
TpebyloT aKTUBHOIO AMHAMMYECKOro HabrnioneHns OHKO-
fiora, reMaTosiora, 3HLOKPUHOSIOra, HEBPOSIOra 1 APYrux
Y3KMX CMELMANUCTOB MO MECTY MUTENbCTBA.
MynbTUAMCUMNAMHAPHBIA NOLXOA B TEYEHUU OHKO-
NIOrMYECKOro Cryyast BaseH A7 KaXAOoro nauneHTa v
ABMSETCH 3a510roM yCMeLHoro nevenns. M B onucoisa-
€MOM CJlyyae Mbl BUOMM pesyfbTaT KOMaHAHOM paboThl

UCTOYHUK ®UHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbV NOATBEPAMIIM OTCYTCTBUE KOH(DITMKTA MHTEPECOB, O KO-
TOPOM HEOBX0AMMO COOBLLUTD.
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