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CoueTaHue renatobnactombl
C ONYXOJ1bIO XEITOYHOI0 MeLUKa
B NeYeHu

M.M. MoposoBa!, A.B. Bapnamos?, 0.B. [lomkaHckuitl, A.B. dununt, [1.C. BypmucTpos?,
0.B. Kasakosal, E.C. ®DoMUHbIX®, 3.D. Kum*

LOBHY «Poccuiickuii HayYHbidi LeHTP xupyprim umenn akagemuka b.B. letposckoro», Mocksa
2[BY3 MO "MockoBCKuii 0651aCTHOW HayYHO-MCCIIEA0BATEIbCKUIA KITMHUYECKUI

MHCTUTYT uMeHn M.®. Brnagumumpckoro”, Mockea

S®OIB0Y BO «Poccuiickuii HauMoHasibHbIA MCCIIe[0BaTeIbCKMI MEeaULMHCKUI

yHusepcutet um. H.W. [uporosa» MuHsapasa Poccun, Mocksa

4I'BY3 "MockoBcKas ropoackas oHkosornyeckas bonbuuua Ne 62 [lenaptameHTa 34paBooxpaHeHus
r. Mockssbl”, Mocksa

MaumeHTka, 6 net, nocTtynuna B POCCUWCKMIA HAyUHbI LEHTP XUPYPruM UMEHU akajeMuka
b.B. MeTpoBckoro ¢ anarHo3oM «renatobnactoma NpaBov JOMM NeYeHW» MOCne NPOBEAEHUS YeTbIpex
61oKkoB nonuxummuoTepanuu no npotokosy SIOPEL (super PLADO). McTosoruyeckoe MccriefoBaHme,
BbINOSIHEHHOE NOCHe Pe3eKLUN NeveHu, BbISBUIIO PeKOe CoueTaHne anuTenmanbHo-Me3eHXMMarnbHOM
renatobnactoMbl (IB) M OMyXOmK XenTouHOro MeLlKa. ANUTenuanbHbIi KoMNoHeHT b cocTosn n3
BbICOKOAMMDEPEHLIMPOBaHHbIX DeTarbHbIX KNETOK, Me3eHXUMarbHbIA — 3 ocTeomaa. Mopdhonornyeckas
CTPYKTypa BTOporo obpasoBaHWsA COOTBETCTBOBasa OMyXONM KenTo4yHoro meluka. 0be onyxonu
WMEnn perpeccrBHble 3MeHeHWsi, 0ByCnoBMeHHbIe XMMMOTepanuei, Havbonee BbipaxkeHHble B [b.
B BbicokopgnMdhepeHumpoBaHHOM heTanbHOM KoMnoHeHTe B BbigBnAnuch, cnabasa dokanbHas
nepuHyKeapHas akcnpeccus anbda-deTonpoTenHa, akcnpeccus HepPar, MeMbpaHHas akcnpeccus
B-KaTeHWHa, AndbdysHas IKCNpeccus rnioTaMUHCUHTETasbl. PUrypbl MUTO3a He onpeaensnuce.
Y3en onyxonu enTOYHOro MeLLKa UMEN XapaKTepHYI0 MMCTOMOrMYEeCcKyio CTPYKTYPY OMyXonu Tvna
3HAOAEPMAIIbHOIO CYHYCa C renaToMAHbIM KOMMOHEHTOM. B 0OCHOBHOM y3rie 0myXxonu v B ee HORYNAPHbIX
3neMeHTax cpean onubpoBacKynApHON CTPOMbI BbISIBNANACh IKCnpeccus anba-geTonpoTenHa,
CD34, apepHo-uuTONnasMatnyeckas akcnpeccus B-kateHuHa, CDX2, peakas akcnpeccus PLAP
W MyNbTULMTOKEPATHUHA, MUTOTUYECKAs aKTUBHOCTb Bbina Bbicokon (21 8 10 nonsax 3penus, ys. x 400).
B nocTtynHoit HaM nuTepaType uMeeTcs eAMHCTBeHHoe HabniopgeHune covetanus b ¢ onyxosnbio
KeNToYHOro Meluka. PoauTenu panu cormacue Ha UCNonb3oBaHWe MHAOpPMauuu, B TOM yucne
doTorpadhmii pebeHka, B Hay4HbIX UCCNIER0BaHMAX M Nybnvkauumsx.

KnioueBsble cnosa: renarobnactoma, onyxosib KeTOYHOIr0 MeLLKa, Pe3eKUMs MeqeHm,
anbha-heTonpoTenH, UMMYyHOrMCTOXUMNYECKOE nccieqoBaHne
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Combined hepatoblastoma and yolk sac tumor of the liver

M.M. Morozova?, A.V. Varlamov?, 0.V. Dolzhansky?, A.V. Filin!, D.S. Burmistrov?,
0.V. Kazakova!, E.S. Fominikh?, E.F. Kim*

! Petrovsky National Research Center of Surgery, Moscow

?M.F. Vladimirsky Moscow Regional Research Clinical Institute, Moscow

3N.I. Pirogov Russian National Research Medical University, Moscow
“Moscow city oncological hospital Ne 62 of Moscow healthcare department, Moscow

A 6-year-old patient was admitted to the Petrovsky National Research Center of Surgery in Moscow, diagnosed with
hepatoblastoma (HB) of the right lobe of the liver and after undergoing 4 cycles of SIOPEL (super PLADO) pre-operative
chemotherapy. An immunohistochemistry test, performed after liver resection, revealed a rare combination of mixed epithelial
and mesenchymal hepatoblastoma and yolk sac tumor. The epithelial component of HB consisted of highly differentiated fetal
cells, while the mesenchymal component consisted of osteoid. The morphological structure of the second lesion corresponded
to yolk sac tumor. Both tumors had regressive changes conditioned by chemotherapy: these changes were most pronounced
in HB. In the highly differentiated fetal component of HB it was possible to detect a weak focal perinuclear alpha-fetoprotein
expression, HepPar expression, membranous expression of beta-catenin and diffuse glutamine synthetase expression. Mitotic
figures were not determined. The node of the yolk sac tumor had the characteristic histological structure of an endodermal
sinus tumor with a hepatoid component. In the main tumor node and its nodular elements in the fibrovascular stroma it was
possible to identify alpha-fetoprotein expression, CD34, nuclear and cytoplasmic expression of beta-catenin, CDX2, as well
as a rare expression of PLAP and multi-cytokeratin, and mitotic activity was high (21 in 10 high power fields, 400x magnification).
In the existing literature available to us, there is only one observation of combined hepatoblastoma and yolk sac tumor.
Parents patients agreed to use personal data, including the fotos, in research and publications.
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enartobnactoMa ([B) — nepsuyHas 3noKaueCcTBeH-

Has onyxofib neveHn. OBbiyHO ee obHapykuBaloT

y neTein B BO3pacTe A0 5 NeT U KparHe peako y
MOAPOCTKOB M B3POCHbIX MaLMEHTOB: YacToTa BCTpeYa-
emocTn I'b y petew B Bo3pacTe fo 1 roga — 10,5 cny-
yas Ha 1 MnH yenoBek; B Bo3pacTe oT 1 roga fo 5 net
— 5,2 cnyyas. B nocnefnHee BpeMsA 0TMeYeHa TeHLEH-
LUMS K YBENMYEHUI0 4acToTbl BCTPEYaeMOCTU AaHHOM
onyxonu [1, 2]. CTpykTypa B oTpaskaeT paHHIo cTa-
Avio OHTOreHesa neyveHn. ONyxonb MOXET COCTOATb U3
OAHOr0 TUMa ANUTENNanbHbIX KNETOK — ddeTanbHbIX UK
3MOpUOHanbHbIX, X COYETaHWs, HO Yalle HabniopalT-
CA CMelUaHHble 3nuTenvanbHo-Me3eHxuMarbHble b,
B TOM uWCfe C TepaToMOHbIMK YepTaMu unu bes Hux;
Hepeokn HepudpepeHumpoBaHHbie dopmbl. OcobeH-
HocTamu cTpoenus b obycnoeneHo pasHoobpasue
ee rUCTomnormMyecknx BapuaHTtoB [3]. MMeeTca eamH-
CTBEHHasA Mybrukaums o criyyae COYeTaHus CMeLlaH-
HOM a3nuTenuanbHo-Me3eHxuManosHon b u onyxomu
MEMNTOUYHOrO Mellka y 6-MecsuHoro peberka [4]: anu-
TenvanbHbli KOMNOHEHT ['B cocToan u3 knetok he-
TanbHOro M 3MBPUOHANBbHOMO TUMOB, ME3EHXMMAaSIbHbIN
BbIn NpepncTaBneH octeomnoM. B TkaHu renatobnacto-
Mbl U OMYyXOJN EMTOYHOr0 MeLlKa Obifl BbIABMEH asnb-
dha-cbetonpoTenH (ADI). 0BCyskaas BO3MOMKHbIE MyTK
rucToreHesa 3Tux obpa3oBaHWi, aBTOPbI Monaranu,
YTO Takoe couyeTaHne He Bbifo CryyYanHbIM, BO3MOKHA
UX KOMMMeKcHaa anddepeHUMpoBKa U3 eAMHOro Kne-
TOYHOrO MpefLIeCTBEHHMKA.

B otnnumne ot B, Ans onyxonu »enToyHOro mMeLu-
Ka Hauboree xapaKTepHa MepBWYHas fOKanusauus B
ANUKaX M AWYHMKaxX LeTei ¥ B3pOCIbIX. JKCTparoHan-
HOe BO3HWKHOBeHWe HabniopgaeTca B noboM opraHe,
BK/TlOYan nepefHee cpefocteHue, 3abpiolunHHOE npo-
CTPaHCTBO, KPeCcTLOBO-KoMuMKoByio obnacte 1 ap. [5].
lMepBryYHas OMyxomb »KeTOYHOrO MeLUKa neveHn bbina
Brepsble onucaHa W.R. Hart, n fo cux nop faHHas no-
Kanusauus cuuTaetca peakon [6, 7]. TMpepnonaraior,
YTO IKCTParoHaflHOe BO3HWKHOBEHWE OMyXOSIM MOMET
BbiTb 06yCOBNEHO MPUCYTCTBMEM MECTHbIX abeppaHT-
HbIX CTBOJIOBbIX KIIETOK, BO3SHUKLUMX BCIEACTBME nepe-
MELLEeHNA 3apOAbILLIEBbIX KMETOK M3 sKEeITOYHOro MeLu-
Ka B npouecce 3MOpMOHaIbHOrO Pa3BUTUA; [OMYCKaloT
cMeLLieHWe B1acTOMEPOB Ha paHHEN cTapuu aMbpuore-
He3a 1 pa3BUTUE OMYXONK U3 MIIOPUNOTEHTHBIX COMaTU-
UECKMX KneToK [4, 6].

Hanbonee uvacTble nepBUYHbIE 3MTOKAYECTBEHHbIE
Onyxomnu y oeTei, K KoTopbiM oTHocsTest b, — onyxonb
KENTOYHOro MeLUKa M renaToLensoNApHbIA pak, cro-
cobHbl npopyumposats A, BcrneacTane yero MoBbl-
LUEHHbIR ypoBeHb AD[T B CbIBOPOTKE KPOBU MaLMeHTa He
MOSKET CIYUTb pearnbHbiM MapkepoM Ans anddepeH-
UManbHOro auarHosa aTux obpasosaHuii [8] u cospnaet
0YeBUWIHbIE CITIOKHOCTM B KITMHUYECKOM AMArHOCTUKE CO-
YeTaHHbIX OMyXONen NeyYeHu.
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MpuBoamMm cobcTBeHHOe HabniofeHWe CcoyeTaHus
I'b n onyxonu skenTouHoro Mellka. PoguTtenu panu co-
rmacue Ha UCMonb3oBaHue MHAOpPMaLUWK, B TOM yuche
dhoTorpachuii pebeHka, B HayuHbIX WCCIeLOBaHUAX M
nybnukaumsx.

KNMUHUYECKUIA CITYHAN

B Bospacte 6 net pebeHka Hauyanm HecrnokouTb
Bonn B kmBOTE Be3 uyeTKoM nokanusaumm, crabocTb,
CHU)KEeHMe annetuta, MepuvoaMYecKn BO3HMKAlOLLME
TowHoTa un peoTa. lpu abnoMuHanbHOM yNbTPa3BYKO-
BoM uccrenosaHun (Y3W) BbisiBneHo o6beMHoe obpa-
30BaHWe MpaBoVi JONW MEYEHW C KanbLMHaTaMu B ero
CTPYKType. B npoekuun npaBoi NEYEHOUHOW BeHbI
nouMpoBanUCh  TUMepaxoreHHble  Macchl  (onyxone-
Bblii TPoMB). MHMUM-anbHbIi ypoBeHb ADI cocTaBnsan
81500 Hr/mn. Mpu MyNbTUCTIMPANbHOW KOMIMbIOTEPHOM
ToMorpadomn opraHos BpiowwiHoi nosnioct (MCKT OBIM)
C BHYTPVBEHHbIM KOHTPACTMPOBaHWEM MOLTBEPKAEHO
Hanuume obpasoBaHWs NpaBoM AOSIM NEYEHN Pa3MEpPOM
7,8 x 8,4 x 5,3 cM, HEOOHOPOQHO HaKanavBaloLLEero
KOHTPaCTHOEe BELLeCTBO, C yYacTKaMu 0bbI3BECTBEHUA
B LEHTPE M Mpu3HaKaMmu MpopacTaHust HUKHEW Monon
BeHbl (HMB) co cTeHosMpoBaHWeM ee NpocBeTa Ha Mpo-
TAeHun 4 cM (pucyHok 1 A).

Bvoncuio onyxonu He BbINONHANW. Ha ocHoBaHMM
KIIMHUKO-PEHTI€HOMOrMYECKMX AaHHbIX AMarHoCTUPO-
BaHa renatobrnactoMa npaBoii [NOMU NEeYeHn C onyxone-
BbIM TpoMbo3om HIMB. CornacHo npotokony SIOPEL na-
LMeHTKa bbina cTpaTndmumpoBaHa B FPyNMy BbICOKOro
pucka (PRETEX Il V+, PO, EQ, MQ); no MecTy suTefbCTBa
eit mposenu yeTbipe Brioka nonuxumuotepanuu (MXT)
no npotokony SIOPEL-3 (super PLADOQ), Ha choHe Ko-
TOPOV OTMeYeHO CHueHue ypoBHs ADI (pucyHok 2).
Mpu koHTponbHon MCKT 3aperncTpuMpoBaHO yMeHblue-
HWe pasMepa OMyXOSfM MEeYeHW U PacnpoCTPaHEHHOCTU
onyxosesoro TpoMbosa (pucyHok 1 B).

XVpYpruyeckuii atan feyeHust BbINOSIHEH B OThe-
NEHWN Nepecapkn neyeHn POCCUIMCKOrO HayYHOro LeH-
Tpa xupyprum uM. akapemuka b.B. MeTtposckoro. Ypo-
BeHb A®DI1 HakaHyHe onepaumn cocTaensn 3575 Hr/mh.
lMauneHTKe BbIMOSTHEHA MPaBOCTOPOHHAS renaTakKToMuUs
C peseKkuumen v nnacTvkon cteHkn HIMB B obnacTu ycTtbs
NpaBoi NeyeHOUHOM BeHbl (pucyHok 3).

MocneonepaumMoHHbIN Nepuog NpoTekan bes ocnox-
HeHui. YpoBeHb ADIT Ha 7-e cyTKu mocne onepauuun —
1211 Hr/mn. BoinucaHa Ha 13-e cyTku nocrie onepaumu.
HecmoTpst Ha RO pesekumio 1 NONHOCTbIO NPOBELEHHbIN
Kypc agbloBaHTHOM [MXT, yepes 7 Mec. BbifBMEHa Mpo-
rpeccus 3aboneBaHus B BULE MHOXECTBEHHOr 0 bunaTte-
panbHOro MeTacTaTUYeCKOro NopaxeHns nerkux. Yepes
15 mec. nocne onepaummn nauneHTKa CKoHYanach.

MpM  MaKpoOCKOMMYECKOM UCCMEAoBaHMM MpaBas
ponsi neveHn uMena pasmep 10 x 9,5 x 5,5 cm; nop
kancynon B 5, 7 M 8-M cermMeHTax OMpenensnoch




KJIMHUYECKWUE HABJIOOAEHUA

PucyHok 1
Onyxonb neyenn no (A) u nocne (B) nposeneHus nonmMxuMmoTepanmuu
Figure 1

Liver tumor before (A) and after (B) chemotherapy

PucyHok 2

[uHaMuka yposHa ADI npu npoBefeHUM NONUXMMUOTEPaNUn

Figure 2
o-fetoprotein dynamics during chemotherapy
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HenpaBunbHOW dOOpMbl MOTHOE, Y3roBaToe obpasosa-
Hue pasMepoM 3,5 X 5 X 7 CM; Ha pa3pese — NecTporo
BMOa, cepoBaTo-benoro uBeTa, pa3aesieHHoe Npocnon-
KamMu nnoTHou Benoin Tkanu. B MaTepuane u3 Hagne-
yeHouHoro cermeHTa HIB 6binn 0BHapyxeHbl Macchbl
CMeLlaHHoro Tpomba, a Takke hubposHasa TKaHb 6e3
3MIEMEHTOB OMYXOS.

[na rucTonornyeckoro uccnegoBaHvst MaTepuan
dhmkeupoBanu B 10%-M HenTpanbHoM 3abydepeHHOM
dopManuHe (pH — 7,4), oCyLecTBNANM NPOBOAKY Ha
rucTonpoueccope v 3anveanu B napadwuH. [wctono-
rMYeckoe MCcriefoBaHWe BbIMOSHANM Ha cpesax € na-
pachnHOBbLIX BITOKOB, OKPALLEHHbBIX FEMaTOKCUIIMHOM W
303MHOM.

Pediatric Hematology/Oncology and Immunopathology
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VIMMYHOrMCTOXMMWUYECKOE WCCIIef0BaHKe MpPOBO-
AWMU B aBTOMaTUUECKOM pPeskUMe B UMMYHOTUCTOCTei-
Hepe (Bond-Max, Leica) co criefyiolMMm neperUHbIMM
aHTMTenamu: K A®I (Cell Marque, nonuKIoHanbHble;
passegeHne — 1:100), B-kaTenuny (Dako, KroH
B-catenin-1; passepenve — 1:200), K rOTAMUHCHH-
Tetase (Cell Marque; knoH GS-6; passeneHne — 1:50),
PLAP (knon B8A9; paseepmeHue — 1:50), HepPar-1
(Dako; knon OCH1ES5; passenenune —1:200), CD34 (Dako;
knoH QBENnd-10; passeneHne—1:200), CDX2 (Dako; kroH
DAK-CDX2; pa3seneHne—1:200), KMynbTULUMTOKEPaTUHY

PucyHok 3

(Dako; knon AE1/AE3; passeneHne—1:200), CK-7 (Dako;
knoH OV-TL12/30; passenexve — 1:100).
['McTonornyeckoe UCCrnenoBaHmne BbISIBUIO ABe pas-
NUYHbIE OMyXONnwW, pasfeneHHble rMBpo3HOM TKaHbIo,
oYyaramy Hekpo3a W KamnbLMHO3a, CKOMMeHUAMU Ma-
Kpodharos, KpuUCTaniamMu xofiecTepuHa M OCTPOBKaMM
OMyXONEBbIX 3/IEMEHTOB, TO €CTb C U3MEHEHUSIMU, OMU-
CaHHbIMW paHee Kak CIefCcTBUe HEeOaAblOBaHTHOW XMO-
muoTtepanuu [9]. C ogHoM cTopoHbl donbpoaHoro nons
0BHapy}1IW 3NeMeHTbl CMeLLIAHHOW anuTenuanbHo-mMe-
3EHXMManbHOM renaTtobnacToMbl, Me3eHXUMarbHbIM

VHTpaonepaumoHHble dpoTorpachuu: A — ycTbe NpaBoit NeUEHOUHOM BeHbl C 0nyxosnesbiM TpoM6oM (MHTpaonepauvonHoe Y3W);
B — Mo61nn3oBaHHbIN N03aAMNeUeHOUHbIN OTAEN HUKHEN MOJION BEHbI U pa3feneHne NapeHxmMMbl B o6beMe NpaBoCTOPOHHEN
reMurenaTtaktomuu; B — HanoseHve 3asuMa Ha HUKHIOK MOJTyI0 BeHy B 06/1aCTV YCTbs MPaBo NeUYeHOYHOMN BeHbl;

" — oKOHYaTenbHbINM BUA Ha OMEpaLMOHHYI0 paHy nocne yaaneHus npasoi 4ONW NeveHr v NIaCTUKU HUKHER Moo BeHbl

Figure 3

Intraoperative photos: A = right hepatic vein with tumor clot (intraoperative US); B — mobilization of inferior cava vein and performing
right liver resection; B — clamping of right hepatic vein; I' — right liver resection and plastic of inferior cava vein performed
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KIMIWHUWYECKWE HABINIOAEHNA

PucyHok 4

JnuTenuanbHo-MeseHxManbHas renatobnactoma (okpacka rema-
TOKCUIIMHOM U1 303uHOM): A — anuTenuarnbHbli KOMMOHEHT W3
BblCOKOANIhepeHLMPOBaHHbIX KNETOoK heTanbHOro Tuna, ocTeo-
un (BHu3y, cnesa), x 200; B — KpynHbie nons ocTeonaHol Tkakwm,
x 100; B — puctpodbnueckme MoBpesKAEHWS DeTasbHbIX KMETOK,
4aCTb M3 HMX COXPaHUma TOMbKO HapyHble MembpaHsbl, X 400
Figure 4

Mixed epithelial and mesenchymal hepatoblastoma (hematoxylin
eosin stain):; A — epithelial component is presented by well-
differentiated fetal cells, osteoid (down, left), x 200; B — large
fields of osteoid, x 100; B — dystrophic changes of fetal cells,
some of them retained only the outer membranes, x 400

PucyHok 5

AnuTenuanbHo-Me3eHxuMarbHas renatobnactoMa (MMMyHorucTo-
xuMuyeckas peakums): A — skcnpeccua CD34 B aHOOTENUM CUHY-
coupoB dheTanbHOro KOMMoHeHTa B (hnbpoBacKynspHON CTpoMe,
x 200; b — cnabas akcnpeccus A®M B unMTONnasMe NepuHykne-
apHOM 30HbI heTanbHbIX KeTok, X 400; B — audpdpysHas skcnpec-
CUA FMIOTaMUHCUHTETasbl B HOAYNAPHLIX hparMeHTax dpeTanbHoro
KOMMoOHeHTa, X 200

Figure 5

Mixed epithelial and mesenchymal hepatoblastoma (immuno-
histochemistry): A — expression of CD34 in sinusoid endothelium
of fetal component in fibrovascular stroma, x 200; B — low
expression of o-fetoprotein in cytoplasm of perinuclear area of
fetal cells, x 400; B — diffuse expression of glutaminesynthetase
in nodular elements of fetal component, x 200
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PucyHok 6

Onyxosib ¥enTOYHOro MeLlKa (OKpacka reMaToKCUIIMHOM M 303uHoM): A — Tenbua Tuna LUnnnepa—[lioBans BHYyTpU KMCTO3HbIX MOSOCTEN
onyxonu, x 400; B — MHorouncrieHHbie 303MHOGUNbHBIE TManMHOBbIE Tesbua, X 200

Figure 6

Yolk sac tumor (hematoxylin eosin stain): A — Schiller—Duval bodies inside the cystic cavities of a tumor, x 400;

B — numerous eosinophilic hyaline bodies, x 200

PucyHok 7

Onyxosib $KEMTOYHOro Melka (MMMyHorncToxummuyeckas peakums): A — cunbHas akcnipeccus A®I B CTPOME OMyXOSM KENTOUHOrO MeLl-
Ka, x 100; B — cunbHas akcnpeccus HepPar B renaToMaHOM KOMMOHEHTE OMyXOmu XenTouHoro Mewwka; B — auddysHas untonnasma-
TUYeCKas SKCNPeccus MynbTULMTOKepaTWHA B 3MUTENNANIbHOW BbICTUIIKE KWCTO3HbIX MOMOCTEN OMYyXOMW KenTouHoro mewka, x 200;
" — cunbHas akcnpeccus CDX2 B appax anUTeNnuanbHOM BbICTUITKM ENTOUHOro MelwKka, X 200

Figure 7

Yolk sac tumor (immunohistochemistry): A — high expression of a-fetoprotein in yolk sac tumor stroma, x 100; b — high expression of
HepPar in hepatoid component yolk sac tumor; B — diffuse cytoplasmic expression multicytokeratin in epithelial cystic lining of yolk sac
tumor, x 200; I — high expression CDX2 in the nuclei of the epithelial lining yolk sac, x 200
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KJIMHUYECKWUE HABJIOOAEHUA

KOMMOHEHT KOTOPOM COCTOSAN M3 OCTeOMAa B COCELCTBE
C 3nuTENManbHbIM KOMMOHEHTOM U 04YaraMy BHEKOCTHO-
MO3r0BOIr0 KPOBETBOPEHMS. ONUTENMNASbHBIA KOMMOHEHT
COCTOSM U3 BbicokoandepeHLMpoBaHHbIX dheTanbHbIX
KIETOK C LUMPOKUM O0BOLKOM LMTOMNMa3sMbl, LEHTparb-
HO PacMoIOKEHHbIMW AfPaMU U MESTKUMU SIPbILLKaMK.
MMenucb ouyarm OMCTPOPMYECKMX W3MEHEHWI; 4acTb
KIeTok bblfla NpeacTaBneHa TONbKO KOHTYpamu oboso-
UeK ¢ NycToit umTonnasmoin (pucyHok 4). durypsl MuTosa
oTcyTcTBOBaNu. B nonsax dpetanbHOro KOMNoHeHTa nop-
TarnbHble TPaKTbl W sKeMYHble MPOTOKWU HE BbISBMSMMCS.
B Bonee kpymnHbIx chparMeHTax dheTasnibHOro KOMMOHEHTa
MMEefICb YYaCTKN LMTOapXMTEKTYypasrbHOW MepecTpon-
KW, pasfefieHHble CUHYCOMAaMW, BbICTA@HHBbIMU 3HOO-
TenueM, UMMyHopeakTueHbiM K CD 34 (pucyHok 5 A).
B kneTkax dpeTanbHOro KOMMOHeHTa BbIsBMSNach crna-
Bas chokanbHasa akcnpeccus ADI B Buge uuTonnasma-
TWYECKON OKONOSALEPHON 3epHUCTOCTU (pucyHok 5 B),
MeMbpaHo3Has aKcrpeccus P-kaTeHuHa, muddysHas
aKcrpeccust rnioTaMuHeuHTeTasbl (pucyHok 5 B), un-
Tonnasmatuyeckas akcnpeccus HepPar. 3kcnpeccus
CDX2, PLAP, CK7 n MynbTuumTOKepaTHa (AE1/AE3)
He onpenensnach.

BTropoe 0b6pa3oBaHWe WMMeno CTPYKTYpy OMyxomu
)KEMTOYHOr0 Mellka Tuna 3HAOLEPManbHOro CUHYCa,
pacTyLlero B Buae y3na. C ogHOM CTOPOHbI K Y31y npu-
nexana TKaHb NeyeHun ¢ NPoMchepupyIOLLMMM SKEMUHbI-
MW NPOTOKaMu, C Apyroi — dpmbpoBackynsapHoe nose ¢
04aroM HeKpo3a W MVKpOKanbLyHaTaMW. Y3en onyxonu
COCTOSINT U3 KUCTO3HbIX MOJIOCTEN, pasfefieHHbIX Mpo-
crnoikamun onbpo3HOM TKaHW, BHYTPEHHSAS MOBEPXHOCTb
KOTOpbIX Bblla BbICTMAHa YMMOLLEHHBIM NapyUeTanbHbIM
anuTenueM, nesalimm Ha basanbHoi MeMbpaHe; B Npo-
CBeTax MonocTen onpenensanuch CTpykTypsl LLinnnepa—
Hioans (pucyHok 6 A). OcHoBa X COCTOsAIA U3 PbIXIION
WM MAOTHOM COEMHUTENBbHOM TKaHW, BbICT/IAHHON
CHapyW 3NUTENMEM; B LeHTPanbHOW 4acTh COeauHu-
TeSIbHOTKAHHON CTPOMbI OMPERenisifiCb TOHKOCTEHHbIE
cocyfbl, 3HAOTENWM KoTopbIX 3akcnpeccuposan CD34.
B cTpome un npocseTax nmonocTen npuMcyTCTBOBaNM 30-
3MHObUNbHbIE rManuHoBble Tenbua (pucyHok 6 B).
B onyxonu nmenuch Menkue u 6onee KpynHble oyaru
COJSIMOHOIO CTPOEHWSI U3 MOSIUIOHAsbHBIX KIETOK C 30-
31HOOUITBHOM LIMTOMMA3MON M KPYITbiMU LEHTPASIbHO
PacnonoMeHHbIMU AapamMu. KNeTku conuiHbix CTPYKTYp
akcnpeccuposanu A®MN (pucyHok 7 A), 30ech e Bbl-
ABNAMUCH renaToMaHble KIETKM C CUITbHON KCMpeccue
HepPar (pucyHok 7 B). B anuTenmanbHOM BbICTUTIKE BHY-
TPEHHUX CTPYKTYP KMCTO3HbIX MOSIOCTEN Onpeaensnach
BblpaeHHast cunbHasi audpdoysHas uuTonnasmaTtuye-
CcKas aKcnpeccus MynbTuumnTokepatuHa (AE1/AE3) (pu-
cyHok 7 B), anepHas akcnpeccus CDX2 (pucyHok 7 T)
¥ AnepHast akcnpecccus B-kaTeHuHa. OTaenbHble rpyn-
bl HEMHOMOUNCIIEHHbIX KINETOK akcnpeccuposany PLAP.
OtcyTtctBoBana akcnpeccuss CK7. HomynsipHble 3ne-

MEHTbI OMyX0nn, pacnonarasLlunecst B6IM3nM OCHOBHOMO
yana B (oubpoBacKynsipHON CTPOME, COXpaHsnu Bce
0COBEHHOCTN TUCTOSOMMYECKOro CTPOEHUS U UMMYy-
HO(PEHOTUM OCHOBHOMO Yy3na. MwuToTuyeckas aKTuB-
HOCTb KIETOK [aHHOro KOMIMOHEHTa ornyxonu Bbina
BbICOKOM — 21 MuT03 B 10 nomnsAx 3peHus npu yBenuue-
Hum x 400.

OBCYXIEHUE PE3YJIbTATOB UCCJIEAOBAHUSA

MpuBeneH pepkWMn crnyya CoyeTaHWsa JNUTenu-
anbHO-Me3eHXUMasbHOM renatobnacToMbl U OMyxonu
)KETTOYHOr0 MeLUKa neyeHn y 6-reTHel MauneHTKM.
MccnepnoBaHne peseumpoBaHHOM OMyXonu NpoBesn no-
cne npepnonepaumoHHbIX KypCOB MONMXMMUOTEpanum
no cxeme nevenuns 6. Mopdhonornyeckoe nccneno-
BaHWe nokasano, 4yto obe onyxonmu MMenu MpU3HaKK
PEerpeccuBHbIX W3MeHeHWn, Hauboree BbIpaMeHHbIX
B 6. HecMOTpsi Ha BTOpWYHbIE U3MEHEHWS, TUCTOMO-
rmyeckast cTpyktypa b cooTseTcTBOBana anutenu-
aNnbHO-Me3EeHXMMasIbHOMY TWMY OMyXOSiv, B KOTOPOM
Me3eHXMMarbHbI KOMMOHEHT COCTOA M3 OCTEeouAaa,
a anuTenuanbHbin Bbin NpefcTaBneH Bbicokoandde-
PeHUMPOBaHHbIMM d)eTanbHbIMK KneTkamu. MMMyHo-
Mopdhonornyeckass 0COBEHHOCTb  3NUTENManbHOro
KoMnoHeHTa b B gaHHOM cnyyae — MeMbpaHHas 3Kc-
npeccus B-kaTeHuHa v audpdoy3Has IKcnpeccus rnio-
TaMUHCKHTETa3sbl, YTO HabniopgaeTca B HOpMONoAo6HOM
BapuaHTe dpetanbHon b, OundbdrysHas 3skcnpeccus
rMI0TaMUHCUMHTETa3bl B NOJOOHOM BapuaHTe anuTenu-
anbHOr0 KOMMOHEHTa OMyX0Nv PEKOMeHAYeTCs Ans uc-
CnefoBaHWsi pesnayasnbHOW OMyXOSieBOM TKaHW mocre
HEeOoaAbIOBAaHTHOM XMMUOTEPaNUK LN NOATBEPKAEHUS
OMyxoneBoi Npuponbl BbicOKOANdepeHLMPOBaHHbIX
dheTanbHbix Knetok [10].

Bropoe obpa3oBaHue MOMHOCTLIO COXPaHANO Xxa-
PaKTEPHYID  TUCTOMOrMYECKYID CTPYKTYpPYy — OMyXosu
KENTOYHOro MellKa TuMa 3HOOLEPMarnbHOro CuHyca
Kak B OCHOBHOM Y3Jle, Tak U B HOBYNSPHbIX OCTPOBKaXx
chvnbpoBacKynsapHOM CTpPOMbI. BbisiBNIEHHbIE  MMMYHO-
Mopdhonormyeckme 0COBEHHOCTV CBMAETENbCTBOBASM
0 pa3HOHanpaBneHHoW OMdPepeHLMPOBKE KIIETOK Ony-
XOJIN KEMTOYHOr0 MeLlka. B anuTenmanbHoi BbiCTUKE
BHYTPUKUCTO3HbIX CTPYKTYP MMenach BblpaXKeHHas 3KC-
npeccust CDX2, penkas dookanbHasa akcnpeccusa PLAP,
cunbHas audpdoysHas 9SKCnpeccus MynbTULMTOKepa-
TuHa. ConMuMOHbIA KOMMOHEHT OMyXOnu COCTOSS B OC-
HOBHOM W3 CKOMSEHW FenaToMaHbIX KIETOK C CUITbHOM
akcnpeccuent A®M n HepPar. PaHee B UccnenoBaHusix
OTMEeYanu MpUCYTCTBME FenaToMOHOrO KOMMOHeHTa B
OMyXO0JIN }KenTouHoro Melwka [11, 12]. B otnnuve ot I'B,
B KIETKax OMyX0sn XenTO4YHOro MeLlKa Obina BbisiBMeHa
BbICOKas MUTOTUYECKAs aKTUBHOCTb, AAEpHas aKcnpec-
cua P-kateHuHa w oudpdpysHaa uMToNnasMaTuyeckas
3KCNPEeCcCcUst MyfbTULMTOKepaTHHa.
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3AKJTIOYEHUE

CoyeTaHuWe anuTennanbHO-Me3eHxuManbHou b
M OMYXONW XENTOYHOrO MeLLKa npefacTasnseTt cobow
penkyio KoMbuHaumio IByx obpasoBaHuii. B onMcaHHoM
HaMu Cryyae anuTennanbHo-Me3eHxuManbHas ['b umena
BbICOKOAMDEPEHLMPOBAHHbIA heTasbHbIA KOMMOHEHT,
Me3eHXMMarnbHbIA cocTosin U3 ocTeompa. Onyxonb
KENTOYHOr0 MellKa uMMena TUMUYHYI0 CTPYKTYpYy
OMyXOmnu TUNa 3HAO0AEPMAIbHOMO CUHYCa C FrenaTonaHbIM
KOMMOHEHTOM. [pU3HaKu perpeccuBHbIX MU3MEHEHUHN,
CBSI3aHHbIX C Tepanuen, umenu obe onyxonu. Hambonee
3HauuTesIbHblE M3MeHeHWs HabnofanMcb B anuMTenu-
anbHOM KoMmnoHeHTe ['b. MMcTonornyeckoe cTpoeHue
¥ BbISABIEHHbIN UMMYHOMEHOTUMN OMYXOSN KENTOYHOr O
MELLUKa B OCHOBHOM Y31e U €e HOLYNAPHbIX 3f1eMeHTax
cpenun onMbpoBacKynsspHOM CTPOMbI COBMafanu.

UCTOYHUK dUHAHCUPOBAHUSA
He yka3saH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAMIIM OTCYTCTBME KOH(PIIMKTA MHTEPECOB,
0 KOTOPOM HEeobXoanMOo COOBLLNT.

ORCID

Morozova M.M. ORCID: hptts://orcid.org/0000-0002-2045-1226
Varlamov A.V. ORCID: https://orcid.org/0000-0002-9866-9567
Dolzhansky 0.V. ORCID: hptts://orcid.org/0000-003-1437-7645
Filin A.V. ORCID: https://orcid.org/0000-0003-4205-5627
Burmistrov D.S. ORCID: https://orcid.org/0000-0003-3825-7912
Kazakova 0.V. ORCID: https://orcid.org/0000-0003-0945-778X
Fominikh E.S. ORCID: https://orcid.org/0000-0001-6899-4767
Kim E.F. ORCID: https://orcid.org/0000-0003-1806-9180

INutepatypa

1. Czauderna P., Lopez-Terrada D., Hiyama 7.
E., Haberle B., Malogolowkin M.H., Mey-
ers R.L. Hepatoblastoma state of the
art: pathology, genetics, risk stratifica-
tion, and chemotherapy. Current Opin-
jon in Pediatrics 2014; 26 (1): 19-28.
DOI: 10.1097/MOP.0000000000000046 8.
2. Spector L.G., Birch J. The epidemi-
ology of hepatoblastoma. Pediatric
Blood and Cancer 2012; 59 (5): 776-9.
DOI: 10.1002/pbc.24215

3. Tanaka Y., Inoue T., Horie H. Interna- 9.

2 (1): 1015.

tional pediatric liver cancer patho-
logical classification: current trend.
Int J Clin Oncol 2013; 18 (6): 946-54.
DOI: 10.1007/s10147-013-0624-8

4. Cross S.S., Variend S. Combined hepa-
toblastoma and yolk sac tumor of
the Liver. Cancer 1992; 69: 1323-6.

phologic and

LLlabaHoB M.A., Mawkoe 10.B., Cyxa-
pes A.B., Kepumos M.A, Monskoe B.I'.  12. Jacobsen G.K., Jacobsen M. Possible
Onyxosib XENTOYHOro MeLlka C MepBuy-
HOW floKanusaumei B NeYeHu: onuca-
HWe HabnopgeHns n o63op nuTepaTypsl.
[eTtckasa oHkonorus 2005; 1: 39-44.

Putra J., Ornvold K., Suriawinata A.A.

Primary hepatic yolk sac tumor: a case

DOI: 10.1097/00000478-198709000-00004

liver cell differentiation in testicular germ
cell tumors. Histopathol 1983; 7 (4):
537-48. DOI: 10.1111/j.1365-2559. 1983.
th02266.x

report of a ruptured tumor in 22-month-
old boy. JSM Clinical Case Reports 2014;

Wang L.L., Filippi R.Z., Zurakowski D.,
Archibald T., Vargas S.0., Voss S.D.,
et al. Effects of neoadjuvant chemo-
therapy on hepatoblastoma: a mor-
immunohistochemical
study. The American Journal of Sur-
gical Pathology 2010; 34 (3): 287-99.
DOI: 10.1097/pas.0b013e3181ce5f1e

DOI: 10.1002/1097-0142 (19920315)69:  10. Huang W.-J., Tsai J.-H., Jeng Y.-M. Com-

6<1323::aid-cncr2820690604 >3.0.co;2-1
5. O'Sullivan P., Daneman A., Helen S.L.,
Chan H.S., Smith C., Robey G., Fitz C.,
Martin D.J. Extragonadal endodermal
sinus tumors in children: a review of
24 cases. Pediatric Radiology 1983; 13:

249-57. DOI: 10.1007/bf00973340 2016/09/013

plementary roles of B-catenin and glu-
tamine synthetase immunostaining in
diagnosis of chemotherapy-treated and
untreated hepatoblastoma. Journal of
the Formosan Medical Association 2017;
116 (7): 549-53. DOI: 10.1016/j,jfma

6. Hart W.R. Primary endodermal sinus  11. Nakashima N., Fukatsu T., Nagasaka T.,

(yolk sac) tumor of the liver. First
Reported case. Cancer 1975; 35: 1453-8.
DOI: 10.1002/1097-0142(197505)35:5 <1453:
:aid-cncr2820350533>3.0.co;2-u

Bonpoch! FeMaTonorin/oHKOMOr A 11 MMMYHONATONOr U B NeauaTpum
2020 | Tom 19 [ Ne 1| 92-99

Sabue M., Takeuchi J. The frequency
and histology of hepatic tissue in germ
cell tumors. American Journal of Sur-
gical Pathology 1987; 11 (9): 682-92.




