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Ocunosa Unbcus Barusosna,

3aBenyromias OTACICHIEM OHKOreMaTonorun JleTckoil pecryOInKkaHCKOH KITMHImYecKoit 0ompauI M3 PT

KJIAHUYECKAE OCOBEHHOCTHU TENATOBJACTOMBI ¥V JTETE PAHHETO BO3PACTA

AHHOTAIOUA

lematobmacTomMma — OMyXOoNb TCUCHW, PAa3BUBAIOIIASLCS B PAaHHEM [ETCKOM BO3pacTe, SBIACTCS YacTOW

TIEPBUYHON 3JI0KAYECTBCHHOM OMyXOJbI0 y nmeTeid B Bo3zpacte oT 0 mo 4 ner. B cTpykType HOBOOOpa3oBaHMI MEUCHH

MATOJIOTHsS cOCTaBmseT 72% W HEYKJIIOHHO PAacTeT B TeUCHHUE mociaenHux 30 JIeT ¢ exKeroHbIM yBeluueHueM Ha 4-5%.

OCHOBHBIMU HavalbHBIMU TPOABJICHUAMU 3a00JIeBaHUs y ,ueTeﬁ paHHETO BO3pacTa OBIIIM CHUMIITOMBEI WHTOKCHUKAaIMH,

Oomu B kuBOTe O€3 OINpEAEJCHHOHN JIOKaIM3alMM U YyBEJIMYCHHE OKPY)KHOCTH HBOTa. Bce neru mocrymwim B

OHKOT€MAaTOJIOTUYECKOE OT/JENICHHE C HaJIWYMeM METacTa3oB, BBICOKMMH 3HaueHHsMH anbda ¢deTonporenHa —

OCHOBHOTO MapKepa OITyXOJIEBOIO Tpolecca, TPOMOOIUTO30M. VMMYHOIMCTOXUMHYECKH Y OOJBIIMHCTBA JAeTel

YCTaHOBIICH (EeTAILHO-MUTEMAIBHBIA TTOATHII ONMYyXOJH. Bce aeTH MmoiyduiayM MOJHBI Kype HOJUXUMHOTEPAIHH

(ITXT) u pesexunto omyxonu mocie 3aBepiienus kypca [IXT. B 85,7% cmydaeB mocnie mpoBeneHHs! ONEPaTHBHOTO

ymanenuss omyxonmu u mocnenyromedt I[IXT wcxonm 3aboneBaHust ObUT OnarompusaTHBIM. [lokazaHa JTammHOCTH

UArHOCTUKH B 3(PPEKTUBHOCTh COBPEMEHHBIX METOIOB TEPAITHU 3JI0KaYeCTBEHHBIX HOBOOOPa30BaHMUII IIEUCHNU Y JeTel
paHHETo BO3pacTa.

KarwuesBble coBa: remato0iacToMma, JETH paHHETO BO3pacTa
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CLINICAL FEATURES OF HEPATOBLASTOMA IN YOUNG CHILDREN

Hepatoblastoma, a liver tumor that develops in early childhood, is a common primary malignant tumor in
children aged 0 to 4 years. In the structure of liver neoplasms, pathology is 72% and has been steadily growing over the
past 30 years with an annual increase of 4-5%. All children were admitted to the oncohematological department with
the presence of metastases, high values of alpha-fetoprotein - the main marker of the tumor process, thrombocytosis.
Immunohistochemically, the fetal-epithelial tumor subtype was established in most children. All children received a full
course of polychemotherapy (PCT) and tumor resection after completing the course of PCT. In 85.7% of cases, after
surgical removal of the tumor and subsequent PCT, the outcome of the disease was favorable. The stages of diagnosis
and the effectiveness of modern methods of therapy for malignant neoplasms of the liver in young children are shown.

Key words: hepatoblastoma, young children

41



JOURNAL OF HEPATO-GASTROENTEROLOGY RESEARGH | MYPHAN TENATO-TAGTPOIHTEPONOTHYECKHH HCCNELOBAHHKH

03,2 (TOM 11) 2021

I'emato6nacroma OITyXOJIb TIeYeHU
SMOPHOHAIBFHOTO IPOUCXOXKICHUS, PA3BUBAIOIIASCS B
paHHEM JETCKOM BO3pacTe. B CTPYKType
HOBOOOPA30BaHUH IIEUEHH MATOJIOTHA COCTaBIAET 72% n
SIBIIETCS ~ 4YacTOM  NEPBUYHOM  3JI0KauYeCTBEHHOM
omyxosipl0 y gered B Boszpacte or 0 mo 4 et
3aboneBaeMOCTh TemarodaacTomoit cocrasmser 0,5 — 1,2
ciaydass Ha | MwIMoH netckoro Hacenenus ot 0 mol4
JICT, ¥ HEYKJIOHHO pacTeT B TeUeHUe mocienuux 30 et ¢
exeronupIM yBenuueHueM Ha 4-5% [1,3]. 3aboseBanue

4acTo accoluupyercs c TeHETHUECKUMU u
HACJIEICTBCHHBIMHU AHOMaJIHIMHU u TaKUMH
3a00J€BaHUSIMH W CHHAPOMAMH, KaKk CEMEHHBIH

aJ€eHOMaTO3HbIM monumno3, cuHapoM Buneman-beksura,
HACJICICTBEHHAs THUPO3WHEMHSA, TpHcoMus mo 18 mape
xpomocoM [2,3]. OmamM u3 (HaKTOPOB yBEIHUYCHUS
9acTOTHl 3a00JCBaHMS B TOCICAHHWE TPH JCCATHIICTHS
CUHTAIOT [IOBBIIICHUE BBDKMBAEMOCTHU ry0oKo
HEJIOHOILLIEHHBIX JETell ¢ OYeHb HU3KOW M AKCTPEMaJIbHO
HU3KOM Maccod Tema mpu poxnenuu, KO [3,4,5]. K
(dakTopaM pHCKa Pa3BUTHs TeMaToOOIaCTOMBI OTHOCST

JUINTEJIbHOE  TpeObIBaHME  MAJOBECHBIX JeTeld B
OTIENEHUHU peaHuMallMd W MHTEHCUBHOM Tepamnuu,
MOJIy4aBIIMX  IIOJIHOE  IAPEHTEpPAJIbHOE  NHUTaHUE,

KUCJIOPOAOTEPAII0 U aHTHOAKTepHalIbHbIC IMpEraparsl,
9TO CHOCOOCTBYET OKHCIUTEIBLHOMY IOBPEXKICHHIO
TKaHe#. Psn aBTOPOB BBIICNSAIOT HOMMMOP(U3M IeHa
WTAP, ymorpebiienue Tabaka 000MMH POOMUTEISAMH, KaK
pHUCK pa3BuTHs remarobmactomsl, [3,6]. OTMeuaroTcs 1Ba

BO3PACTHBIX MHKa 3a00JE€BaHUSA: MEpPBBIE — TpH
POXIOCHMM MIM IEPBBIA  MeCALl JKU3HU, BTOPOH
npuxoautcs Ha 16-18 wmecsaupr  [4,9]. Tlatonorus

XapaKTEPU3yEeTCs MEIVIEHHBIM Pa3BUTHEM OITyXOJIEBOIO
mporecca M OTCYTCTBHEM CHEIM(UIECKHX Kajol.
HaunGosnee 4YacThIMM KIMHHYECKUMH MPOSBICHHAMH
SIBIISIIOTCSL B3IyTHE JKHBOTA, MOTEPS Macchl Tena, OONb B
KUBOTE M CIUHE WIM ManblMpyeMoe o0pa3oBaHHE B
OpromHOi mosoctH. HecMoTps Ha o4eHb Oounblive
pa3Mepsl OIyXOJIH, MOBBILICHHE YPOBHA OHIMpYOWHA B
KpoBH W (OPMHPOBAHHE IKENTyXH BCTpeYaeTcs Y
MaOguEeHTOB PEAKO U XapaKTCPHO [Jid TMMalUCHTOB C

pacupocTpaHEeHHBIMH  CTaAMAMH  3aboneBaHua. Y
MaJbUUKOB 70 3-X JIET BO3MOXKHO IPEXICBPEMEHHOE
[IOJIOBOE  Pa3BUTHE W3-3a IMOBBINICHHON CeKperuu
XOPHUOHHUYECKOTO TOHAJOTPOIIMHA, BBI3BAHHOTO
remaroomactomoir  [7]. XapakTepHble J1aOOpaTOpHEIC
(heHOMEHBI TenaTto0IacTOMbl — MUKPOILMTAPHAsT aHEMUS,
PEaKTUBHBIN TPOMOOIIUTO3, 00yCIIOBIICHHBIN

THIICPIPOAYKIIUEH TPOMOOIIO3THHA, TIOBBIMICHAE alib(a-
¢detonporenna (ADII), KOTOpEIA SBASETCS BaKHBIM, HO
HeCHenM(PUICCKHM  MapKepoM,  IOCKOJNIBKY  MOXKET
MOBBIIIATHCS U TPU APYTHX 3JI0KAYSCTBEHHBIX OIYXOJISX
meuenn [10,11]. T'mcronormyecku rematobiacTomMa
MOApasfesieTcss Ha 2 THNA: OIUTCIHAIbHBIA |
ME3CHXUMAJbHbIN. DNUTeNHaNbHBIM THUI — uUMeeT 4
TTOATHUIIA: (deTanbHBIH, AMOPHOHAILHBIH,
MEJIKOKJIETOYHBIH W MakpoTpabekyssipHbiii. Hambonee
pacrpocTpaHeHHbBIH SMOPHOHABHBIN TIO/ITHIL.
MenKOKIIeTOUHBIH OTIMYAeTCS  arpecCUBHBIM
KIMHAYECKUM TEUCHHEM, IUIOXOW BBEDKUBACMOCTBHIO H
cocraBmsier 5% BceX Cly4aeB  TIemnaroONacTOMEIL.
MaxkpoTpaOekynspHbIii — CXOIEH C TeHaTOLCILTIONIIPHOMN
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KapuuHOMOM.  JIst  yTOYHEHWS  TUCTOJOTHYECKOTO
MTOATHIIA HE0OX0TMMO MIpOBE/ICHUE
AMMYHOTHCTOXMMHYECKOTO  HCCIICHOBaHUA.  boipmas

YacTh BIICPBBIC IUATHOCTHPOBAHHBIX 3JI0KAYE€CTBEHHBIX
HOBOOOpPA30BaHWN TICUCHHW y JETEH HMMEIOT MEeTacTasHl.
Jns OLleHKM pacHpOCTpaHEHUs! OIyXOJIM HCIIONb3YeTCs
cucrema  PRETEXT/POSTEXT, ocHOBaHHass  Ha
AQHATOMHUYECKON BHM3yaJM3alliM OITyXOJIEBOTO Mpolecca,
ypoBHt A®II B  CBHIBOPOTKE  KPOBHM,  HaJIM4Ms
BHEMEUYEHOUYHOIO  paclHpOCTPaHEHHS]  ONYXOIH U
OTAAJICHHBIX METacTa30B. Cucrtema PRETEXT
BBIIOJHAET  IPOTHOCTHYECKYIO  POJb,  HOCKOJIBKY
HaleleHa  Ha  TPEINONOKEHHE  aHAaTOMHYECKOTO
pacHoNOXKEHUsT 3J0POBBIX TKaHEH II€UEHH IOCHe
pesekmun. [kama POSTEXT ncnonb3yercs amst OneHKH
s¢dexruBrocTr xumuoteparnuu [13]. CormacHo maHHO#M
CHCTEMBI TALMEHTHI PACHPENEIIIOTCA 110 TPYIIaM pHCKa
(«CTaHIapTHOTO», «BBICOKOTO», «OYEHb BBICOKOIOY).
VY4uThIBasi, 4TO MPOTHO3 MPU I'eNaTtodIacTOME HAXOIUTCS
B INpsSMOHM 3aBHCUMOCTH OT BO3pacra MalHeHTa,
JUINTEIbHOCTH ~ YCTaHOBJIGHHSI ~ JUarHo3a,  CTaJuu
npolecca, yCTOWYMBOCTH OpraHM3Ma K Ha3HaYeHHOM
tepanuu [5,8,12], posnb paHHEH OUATHOCTHKHU SIBISETCS
onpeAesoei.

[IpoBenen  peTpocnekTuBHbIA  aHamu3 14
CllydaeB Tenaro0IacToMbl y IETed paHHEro BO3pacTa,
HaXOIUBILIIXCS Ha JICYCHUH B OTZAEICHUH
onkoremaronorun JIPKb Kazanu B mnepuom 2008 —
2018rr. Bece metu ObUTH POXKICHBI Y MOJIOJBIX POTUTEICH

OT TEpBOH  HEOCIOKHEHHOH  OEpeMEeHHOCTH, B
JIOHONICHHBIN CPOK U UMEJH Bec npu poxkaeHun 3548,31
+ 320,7rp. OtsroiieHHas HACJIEJICTBEHHOCTD
yCTaHOBIE€Ha Yy OAHOro mnaunueHra. Ilepuox panzei
ajanTanun MIpOTEeKa YAOBJIETBOPUTEIHHO B
OONBIIMHCTBE CJIy4aeB, TOJBKO 2 peOCHKAa MMeIH

XKENTYIIHBIH CHHAPOM B HEOHAaTaJIbHOM riepuope. Y
6(42,86%) nereit 3a0oneBanne AeOIOTHPOBAIO HA MIEPBOM
roxy xu3HH, B 50% (7) cimydasx — B Bo3pacre ot 1,3 1o
2,4 net, 4TO COINACyeTcsl C JUTepaTypHbIMU JAHHBIMU O
HAJIMYHH JIBYX BO3PACTHBIX MTUKOB 3a0ojeBaeMoctu [4,9].
Onun pebenok (7,14%) 3abonmen B Bo3pacte 13 et
OcHOBHOI kano0Ooil poauTeNiedl Hpu OOpalIeHHH K
nenuarpy Obuto yBenmuueHue obwrema xuBota (57,14%),
OKPY)XHOCTh KOTOPOTO MpPH MOCTYIUIEHHH B CTAallMOHAp
BapbHupoBana oT 49 no 58 cm. B aByx cinyuasx (14,3%)
MPUYNHON O0OpamieHnss K Bpady ObUIM OONM B JKHUBOTE.

HGTI/I NnocTynajin B XUPYPTHYCCKOC OTACICHUC C
KIUHHKOM OCTpOro JKHBOTa nim B
TaCTPOSHTEPOJIOTUNIECKOC OTACJICHUC C

JMCHENITHYECKUMH HapyleHus MU, Y Tpex nereit (21,4%)
3aboJsieBaHue BBISIBUIIN pu TUIAHOBOM
npoUIaKTHIECKOM OCcMOTpe, 1nBa pebenka (14,3%)
0o0paTHINCh MO TIOBOAY MJIUTEIBHOTO cyOdebpunutera
MOCJIe TIEPEHECEHHOTO OCTPOTO BUPYCHOTO 3a00JIEBaHUS.
B omHoMm cnyuae (7,2%) 3aboneBaHue ObBUIO 3aM0I03PEHO
AHTEHATaJIbHO MPH IJIAHOBOM MPOBEACHHH (DETOMETPHH.
Ilpu ananuze aHaMHe3a 3a0oJeBaHHs HadyalbHbIC
CUMITOMBI Yy J€Tel CONpOBOXIANCS CHMITOMaMu
WHTOKCHKALMM: TOTE€Ps MOTOPHBIX HaBBIKOB Yy JAeTel
TIEpBOTO T'0/1a )KU3HHU U MacChl TeJa, CHIKEHHE alllleTHTa,
cmabocth, OOXM B KHBOTE 0€3  OIpPEICICHHON
nokamm3anuu. [Ipu 3TOM ciemyeT OTMETUTh, 4YTO JIO
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MIEPBUYHOTO OOCIeNOBaHUs JeTe mpoxomwino 3 - 4
HeJell. JTO CBA3aHO C OTCYTCTBHUEM CHEUU(PHUIHBIX IS
JAHHOTO 3a00JIeBaHUS JXKaJ00 W MEIVICHHOTO Pa3BUTHA
OIyXOJIEBOTO  TIpolecca,  4YTO  COMIAcyeTrcs ¢
nuteparypubiMu danHeiMu [8,9]. YV Bcex mereit Obuia
JIMarHOCTUPOBAaHA JerKast ¢dopma aHEMUH.
VnbTpa3BykoBO€  HCCIECJOBaHHWE OPraHoB  OpIOIIHOW
MIOJIOCTH BBISIBIISIIIO o0beMHOE oOpazoBaHue,
NPEUMYIIECTBEHHO  KPYIHBIX  pPa3MEpoB,  HEPEAKO
MHOT'OY3JIOBO€ C OOBHM3BECTBIICHHEM W  aKTHBHOU
BacKyJslpu3allMei, C pOBHBIMH KOHTypamu. Yarne
OMyX0Jb MOpaxxaja MpaBylo AOJI0 meueHH. Y 3-x gereil
omyxoibh ObplIa OOHapy)KeHa B JIEBOM J0J€, B OIHOM
cirydae ObUTH TIOpakeHbI 00e monw medeHu. [Ipu ocmotpe
B CTaI[IOHApE MEYCHB BBICTYyIANa OT Kpast peOepHOH nyrn
WIH B SIUTACTpaibHON obmacth Ha 6 — 14 cM y Bcex
nereii. KoHcucreHnms ee Obula IUTOTHOW, OyTpHCTOH,
HEPEAKO C HAapyIICHHEM KOHTYpPOB IepeAHed OpIOMIHOH
CTEHKHU. Y 4acCTH JleTell yBEIUYECHUE NICUYEHU COYETAIOCH
C MOBBIIICHUEM YPOBHS TpaHCaMWHa3, IpU 3TOM YPOBCHb
OunMpyOMHA  COXpAHsUICA B Tpeneiax  HOPMBL.
IIpoBenenne PKT BbIIBISIO  HOBOOOpa3oBaHHE B
OpromHoii monmoctd obveMom ot 200 mo 1200 cm3, a
pasmep omyxonu — ot 27/24/26 mm 10145/90/120 mm. Y
1/3 nereit (31,25%) ormedanoch KpaiiHe IPOTPECCHBHOE
TedeHne 3a0o0eBaHMs C OBICTPHIM POCTOM OITYXONIH H
PaHHMM METAacTa3MPOBAHHUEM €€ B MAPCHXHMY JIETKHX, 3
pebeHKa OBLTH ITEPBOTO ToJa JKH3HHM, 2 — BTOpOro roza. B
TpyNIle ManWMeHTOB BTOPOTO TOAA JKU3HH OIyXOJb
JIOKAJIM30BaNIach B JIEBOH J0JIE, TIPH 9TOM pa3Mep IeUeHH
JIOXOAWJI IO YPOBHS Majoro Tasa, a JeTH OTHOCHIINCH K
IpyIIe «O4€Hb BBICOKOTO pHCKa». VIMeHHO 3TH netn
UMEJH OCIIOKHEHHOE IpOrpeccupyloliee TEYeHHE C
permauBoM 3aboneBaHMs. OAWH W3 HUX MOCTYNWI B
CTallMOHap C 30HAMHU pacrazga OHyXOlId W HMell
OCIIO)KHEHHE B BUJIC BHYTPHOPIOIIHOTO KPOBOTEUEHHSI HA
4-¢ cyrku nomumxumuoreparmuu (IIXT) u3-3a paspseiBa
OIyXOJIM, a y ApPYroro pebeHKa OTMEYAINCh HH3KHE
3HayeHuss Mapkepa onyxomu — A®Il.  Yposenb
TpOMOOIIUTOB y HAOIMIOZAEMBIX JE€Ted  COCTaBIISI
456x10%/1 - 936x10%/1, a 3Ha4eHus ADII konedanock oT
12202 ME/Ma go 607500ME/mut. Iy moaTBEp K ICHHS
JMar€o3a BCEeM ITallMeHTaM OblIa TPOBEJCHA OHOICHS
HOBOOOPA30BaHUs C MOCIEAYIOIUM TUCTOIOTHUECKUM M

AMMYHOTHCTOXUMHUYIECKIM HCCIICIOBAHHEM. v
6ompmmHCcTBa Aereit (11-78,6%) ycraHoBneH ¢eranbHO-
SIHUTEIHATHHBIHA TTOJTHIT rernaTo0IacTOMBI,
MakpoTpaOeKyIspHBIA TOATHI B OHHOM  CIIydae,
MEJKOKJIIETOYHBI TIOATHI TemaTo0IacTOMBI MMENH 2
mareHTa. Y 64,2% nereit Opira ycraHoBieHa 3 u 4
cragus Oonesun no cucreMe PRETEXT/POSTEXT, uto
CBHJIETEJILCTBOBAJIO 0 No3aHEeH JIMarHOCTHKE
3abosieBanus. Bee netn nomyunnu nonusiid kype [IXT no
npotokony SIOPEL-3 nnu SIOPEL-4. Tlocne xypca [IXT
12 manmeHTam ObUIa MPOBEAEHA PE3EKLUs OITYyXOJEBOTO
oyara, a JBYM U3 HHX —  OPTOTONHAYECKas
TpaHCIUTaHTaust medeHn. B 85,7% cmywaeB mocie
MPOBEICHHUS  ONEPATUBHOTO YAANCHHUS OIMyXONHd W
mocnenyromeit  IIXT  wmcxom  3abomeBanms — OBLT
OJaronmpHUATHBIM, YTO COIPOBOXKIAIOCH HOpMAaH3aIllueH
mokazarereit  A®II, yaydmennem ToMoOrpaduaecKoi
KapTUHBl TI€YeHH W JUIMTENBHOH OoT 3 1o 5 1er
pemuccueil. Y [ByX [eTed MEepBbIX MECALEB KU3HU
ONlyXONb ~ pa3BUBajach  KpalHE  arpecCMBHO U
COINPOBOXK/IAJIACh TOTAJIBHBIM NOPaKEHHEM OpraHa, 4To
IIPUBEJIO K JIeTalbHOMY Hcxony Ha dtane [IXT.

TakuMm 00pa3oM, OTCYTCTBHE CHENU(PUICCKUX
TIPU3HAKOB 3a00JIeBaHMU B HAYAJNBHBIN MEPUO]] IPUBOIUT
K OTCYTCTBHIO «OHKOJIOTHYECKOH HACTOPOKECHHOCTI)
YYACTKOBBIX IEAMATPOB M  OMNPEHCISIIOT  IMO3IHION0
QUAaTHOCTUKY  3JIOKAYECTBEHHOTO  HOBOOOPa30BaHUSA
IIEYCHN W €r0 arpecCHBHOE TEUCHHE Yy AETeH paHHEero
Bo3pacta. B  nebrote 3abomeBaHms mpeoOIamaroT
CUMOTOMBI ~ MHTOKcHKanuu. [Ipeobnamanme  oOIux
CUMIITOMOB HaJl MCCTHBIMU MPHU3HAKAMU 3a6OHeBaHI/IH
TpeOyIOT  aHaiu3a  BBUIBICHHBIX ~ M3MCHCHHHA |
yIIIyOJIEHHOTO obcnenoBaHus MAIUEHTOB Ha
JOTOCIIUTAJIBHOM ~ JTame.  Pabora B yCIOBHSAX
0o0beMHEHNs KIMHUK B 00OMeH MH(popManuei moMoXKeT
VAYYIIUTh JUAaTHOCTHYECKHE BO3MOXKHOCTH Yy TaKUX
O0onpHBIX. CBOEBpEeMEHHAsI TUArHOCTUKA W TPABUIHHBINA
BEIOOp CXEMBI XHMHOTEpAIMH, COIIACHO  CTaIuH
mpomecca ®W  TPYNIOBI  PUCKAa, C  TOCICAYIOLINM
BEITIOJTHCHHEM XUPYPTAIECKOTO BMEIIATEIhCTBA,
ONPENEIIIOT  BBICOKUI  TIOKa3aTelh  BBDKHBAEMOCTH
NAallMeHTOB  JaXke TIpu  Meractarudeckod  ¢dopme
renaTo01acTOMBI.
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