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(enaTtouennionsipHas KapuumHoMa
y AeTend U NOAPOCTKOB. COBPEMEHHOE
cocTosiHue npobnemsl
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FenatouensionspHas kapuuHoma (FLIK) — oueHb penkasi nepeuuHas OMyxofib MeYeHW y aeteit
¥ MOAPOCTKOB, XapaKTepU3YIOLLaACA arpeCcCHBHbIM KITMHUYECKUM TeYeHUeM M HebnaronpuaTHbIM
NPOrHo3oM. MATUNETHAN 06LLas BbIXKMBAEMOCTb NpK HepesekTabesbHbIX ONyXOoMsX COCTaBMIAeT MeHee
20%, 4TO NOLYEPKMBAET 3HAUMMOCTb PAHHEN AMAFHOCTUKU U PAAMKASIBHOMO XUPYPTrUYECKOT0 IEYEHUS.
HacTosiumii 0630p MOCBALLEH akTyanbHbIM NpobrneMam B neyenun nepguatpuueckoin MUK, B ctatbe
paccMOTpeHbl BOMPOChHI 3NUAEMMOSIONM, BKIoYast dhakTopbl pucka no passuTuio LK, MonekynsipHo-
FEHETUYECKUE XapaKTEPUCTUKM OMyXOnu, 0COBEHHOCTU AMAarHOCTUKM U OLIEHKM PacnpoCTPaHEHHOCTH
npouecca npu UK. MpeacTaBneHsbl pedynbTathl neyenns UK B paMkax NpocneKTUBHBIX KIMHUYECKUX
UCCNefoBaHUi, a TakKe TeKyLuMe CTaHaapTbl Tepanuu y feTel u noppoctkoB. OTAenbHoe BHUMaHWe
yLesieHo aHann3y pe3ynbTaToB PasfUYHbIX BAPUaHTOB XMPYPrMUYECKOr0 NEYeHUs!, BKIIOUas PE3EKLMM 1
TpaHcnnaHTaumio neveHn. OTMeYeHa HU3Kas YyBCTBUTENBHOCTb OMYXOSIM K CTaHLAPTHOM XMMUOTEpanuu,
obCyKneHbl MHHOBALIMOHHbIE MOAXOAbl KOHTPONs 3aboneBaHns y NauMeHToB C HepesekTabenbHoN
onyxonbto. MpoaHannanMpoBaHbl NEePCNEKTUBbLI UCMOMNb30BAHWUS TApreTHOW U UMMYHOTepanuu y
neaMaTpuyecknx naumeHToB. B 063ope Takxe NofyepkHyTa BaXHOCTb MyNbTUAMCLMMNIIMHAPHOIO
MOAXOLa, CBOEBPEMEHHOM AMarHOCTUKM U BHEAPEHWS MHHOBALIMOHHBIX METOOB NIeYEeHWs ANA YNyyLLIEHUS
pesynbTaToB Tepanuu.

KnioueBble cnoBa: renatoueslionsapHas KapumHoMa, Aety, anbga-gheTonpoTenH, XumMmoTepanus,
XUpypruyeckoe fieyeHmne
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Hepatocellular carcinoma (HCC) is a very rare primary liver tumor in children and adolescents associated with an aggressive
clinical course and unfavorable prognosis. The five-year overall survival rate for unresectable tumors is less than 20%, which
underscores the importance of early diagnosis and radical surgery. This review is dedicated to current issues and challenges
in the treatment of pediatric HCC. Here, we provided epidemiological data including information on risk factors for HCC and
discussed molecular and genetic features of the tumor, its diagnosis and extent assessment. We also included HCC treatment
outcomes from prospective clinical trials as well as current standards of therapy in children and adolescents. Finally, special
attention was paid to an analysis of results of various surgical treatments including resections and liver transplantation. We
reported low tumor sensitivity to standard chemotherapy and discussed innovative approaches to disease management in
patients with unresectable tumors as well as contemplated the prospect of using targeted and immunotherapy in pediatric
patients. The review also highlights the importance of a multidisciplinary approach, timely diagnosis, and the introduction of
innovative treatments for the improvement of therapy outcomes.
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NoKayecTeHHble HoBooBpa3soBaHusa (3HO) neuern

y LeTei BCTPeYaloTCs PedKo 1 COCTaBNAINT ULLb

1-2% Bcex 3HO y naumeHToB B Bo3pacTe ot 0 go

14 net [1-4]. U3 Bcex cnyyaes 3HO neyenn 67-80%

NPVUXOAUTCS Ha fosiio renatobnactoMsbl (MB), B To BpeMs

Kak renarouennionapHas kapumHoMa (ILUK) coctasnser

20-33%, uTo QenaeT ee KpalHe pedKon OMyxosblo B
AeTckom nonynsiumm [4, 5].

Lenbio HacTosuwero nutepatypHoro o63opa

ABMITOCH 0006LLEeHVE COBPEMEHHbIX LaHHbIX 00 anuaemu-
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onorun, haktTopax pucka, MoseKynapHO-reHeTUYEeCKNX
0COBEHHOCTAX, KIMMHUYECKOM TEYEHUN, AMArHoCTUKE U
neuvenun MUK y pneteit n NogpoCTKOB, a TakXe OLEHKa
NepcneKTUB NPUMEHEHWS MHHOBALIMOHHbIX TepanesTuye-
CKMUX METOLO0B fIeYeHus.

AnupeMuonorus u aTuonorus

B nccnenosanuu, opraHM3oBaHHOM MekayHaponaHbIM
areHTCTBOM MO UCCMEeNOBaHUIO paka v onybrMKoBaHHOM
B 2017 r., npoBeneH aHanu3 faHHbix 153 nonynsauu-
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OHHbIX KaHLEp-permcTpoB n3 62 cTpaH Ha 5 KOHTU-
HEeHTaX, KOTOpbIA OXBaTblBan CTPYKTYPY W MoKasaTenu
3abonesaeMocTu pasnuuHbix 3HO y peTtei, BKMovas
reorpacdpuyeckue pasnunums [6]. CornacHo 3TMM AaHHbIM,
nokasaTteflb 3a60neBaeMOCTU OMyXOMNSIMU MEYEHU Y
nauneHToB B Bo3pacTe oT O po 14 neT cocTaBnser
0,23 Ha 100 Tbic. peTckoro HaceneHus. CylecTByioT
3HauMTENbHbIE reorpaduyeckune pasnuums: B CeBepHom
Adppuke aToT nokasatens coctasnseT 0,10 Ha 100 Tbic.
LETCKOro HaceneHus, B TO BpeMs Kak B BocTtouHon Asun
oH pocturaet 0,35 Ha 100 TbiCc. BeTCKOr0 HaceneHus.
[aHHble reorpadpnyeckre pasnmums MoryT obbaCHATLCS
chakTOpaMu pucka, NpegpacnonaralnLwymMm K passuTumio
kak ['b, Tak n LUK, KoTopble B CBOIO 04epedb 3aBUCAT OT
COLMarbHO-3KOHOMMYECKMX chakTopos [6].

B 3KOHOMMWYECKM pa3BUTLIX CTPaHaX 3a nocfegHve
3 pecstuneTns HabmogaeTca NOCTENeHHOe yBenwu-
yeHue nokasatens 3abonesaemocTu ['b. Tak, No gaHHbIM
HeMeuKkoro geTckoro nonynsuUMOHHOIO KaHLep-peru-
cTpa, 3a nepvop 1991-2012 rr. cpegHeronoBomn NpupocT
coctasun 4,6% (95% noseputenbHblit uHTepsan (ON)
2,9-6,4) [7], uTo cBA3AHO C YHMKAbHbIMM Npeapacro-
naraioLmMm hakTopaMu, TakKMMU Kak HELOHOLLEHHOCTb,
ManoBEeCHOCTb U HU3KWUWA FeCcTaLMOHHbBIA BO3pacT Ha
MOMEHT poskaeHus [8, 9]. [locTuskeHWUs HeoHaToMoruu,
cnocobCcTBYOLLME BbIXaMBaHWUIO AaHHbIX KaTeropum
LEeTeN, NPUBOAAT K TOMY, UTO OHU JOXMBAIOT 4O PA3BUTHS
B, p1CK pasBUTUSA KOTOPOM Y HUX 3HAUUTENbHO BbiLUe,
yeM B 0bLen nonynAumm.

B CLUA npoBepneH aHanu3 BpeMeHHbIX U3MEHEHUN
nokasatenew 3aboneBaeMocTu kak ['b, Tak n MUK 3a
nepuoa ¢ 2000 no 2017 r. [10]. AHanus 247 naumeHToB
¢ UK npopeMoHcTprpoBan, uto nokasatenu 3abonesa-
€MOCTV OCTaBanMCb CTabubHbIMU C HE3HAUYUTENbHBIM
cpenHeronosbiM uamMeHenvem 0,9% (95% AN —2,2-4,1;
p > 0,05). B 10 e Bpems ana b npubaska maHHOro
nokasatens coctasnana 2,5% ewerogHo (95% [OU
1,1-3,8; p < 0,001).

XpoHuyeckasa MHeKLus, Bbi3BaHHAA BUPYCHbIM
renatutoM B, siBNAeTCcA M3BeCTHbIM dhakTOpOM, npea-
pacnonaraowmnm k passutuio UK kak y B3pocnbix,
Tak u y geteit [11]. B aHOEMUUHBIX paitoHax, K KOTOPbIM
MOXXHO OTHECTW CTPaHbl AQDPVKM, PaCMONOMKEHHbIE K 0Ty
oT nycTbliHu Caxapa, v 0ro-BoctouHon Asuu, nepuHa-
TanbHOe MHJULMPOBaHWe BUMPYCOM renaTtuTa B oTteeT-
CTBEHHO 3@ 3HauWUTeNbHOE YMCMO Cly4YaeB PasBUTUSA
UK.

B cBfi3n C 3TMM upesBblYaHO MHTEPECHOW ABMSA-
etca paborta rpynnbl aBTopoB M3 TaisaHa [12], B
KoTOpoW BbiNO MOKas3aHo, YTO BHeApPEeHWEe YHuBep-
CanbHOM HauMOHaNbHOM BaKuMHauuu oT renaTtuta B
MPUBENO K 3HAUYMTENbHOMY CHUMKEHWIO 3aboneBaeMocTy
renatut B-accouunpoBaHHon MUK y petei. lMony-
UeHHble AaHHble CBMOETENbCTBYIOT O BO3MOMHOCTM
MPOBEeAEHNS MePBUYHON MPOGIUIAKTUKNA U CHUNKEHUS

pucka pas3sutus LK B nonynaumsx ¢ BbICOKOW pacnpo-
CTpaHeHHOCTbI0 BUpYCcHOro renatuta B. OTHocKTenbHO
HeOaBHWIA aHanW3, OXBaTblBaIOLLMA BPEMEHHOW NEPUOA
1979-2018 rr., y6enntenbHO NOATBEPIKAAET CHUMEHME
nokasatens 3abonesaemocTu LK y netein n monoapix
B3pocrbix B Bo3pacte 5—39 net [13]. Tak, 3a nepvon
2004-2018 rr. nokasaTtenb 3abonesaemoctu LUK
cHU3MICS Ha 53% (CKOpPPEKTMPOBaHHbIA KOSPULIMEHT
3abonesaemMocTn — 0,47% (95% [N 0,44-0,52)) [13].

M3BecTHo, uTo B oTnnume ot B3pocnbix, LK y neTei
B 70-80% cnyuyaeB pa3sBuBaeTtcs de novo, 6es npen-
LUeCTBYIOLLEro nopaxeHuns nedenn [4, 14]. Mpu stom y
B3pocrbIx naumeHToB LUK npenMyLLecTBEHHO pa3BuBa-
eTcA Ha dhoHE XPOHMYECKMX 3aboNeBaHWi NeYEHH, TaknX
KaK LUMppo3, 0cOBEHHO anKorofibHOr0 NPOUCXOMAEHUS
[3, 15, 16]. TeM He meHee B 20-30%, a, N0 LaHHbIM
OTLerbHbIX LeHTpoB, B 40% cnydaes [16] y geteit ¢ FLUK
BbISIBISIETCS COMYTCTBYIOLLAsA NaToNorns NeYEHM, Bbl3bl-
BaloLlas renaTouenioNsgpHOe MOBPEXAEHVE, KoTopas
MO3KeT BbITb pasgeneHa Ha HECKOSIbKO MPynM: BUPYCHble
uHdpekumm (renatutol B u C), HacneacTeeHHble BonesHu
obMeHa BellecTB (6onesHb BunbcoHa, 6onesHu Hakon-
nexuuns rnukoreHa I-IV, remoxpomartos, peduunt
anbda-1-aHTUTPUNCHHA) M cucTeMHble 3abonesaHus
(TMpo3uHeMus 1-ro Tuna, rAUKOreHo3bl, CeMeMHblil
afeHoMaTo3HbIM Nonunos, aHeMus MaHKOHK, aTakcus-
TeneaHrMakTasusa, MepBUYHBIA CKIEPO3UPYIOLLUN
XOMNaHIUT U CEMEWHBIN NPOrpeccupyoLLMin BHYTpUne-
ueHouHblit xonectas) [5, 15, 17-19]. Ina HekoTopbIX
3aboneBaHuii onpepeneHa yactoTa passutusa MUK, B
4aCTHOCTU 1St TUPO3WHEMMM 1-r0 TMMa OHa cocTaBnseT
37%, nNporpeccupyioLlero CeMernHoro BHyTpuneye-
HOYHOro xonectasa — 5-15%, bunuapHon atpesun —
1,3%, BPOMXAEHHOrO NOPTOCUCTEMHOrO LWyHTa — 2,5%,
cvHgpoma bapna—Kuapu — 4%, bonesHu BunbcoHa—
KoHoBanoga — 0,67% [3, 15, 16].

Cpenvn HacnencTBeHHbIX 6onesHeln Hanbornbluero
BHMMaHUS 3acnyxuBaeT Tupo3uHemus 1l-ro Tuna,
MOCKOSbKY Yy [JaHHOM rpynnbl MauUMeHTOB 4yacToTa
paseutva MUK pocturaet 37% [16]. TuposuHemusa 1-ro
TWNa — ayTOCOMHO-peLleccuBHoe 3aboneBaHue, kKoTopoe
BCTpeuaeTcs ¢ yactoTom npumepHo 1 Ha 100 Teic. HOBO-
posxpaeHHbIx. OCHOBOM maToreHe3a TMpo3nHeMun 1-ro
TUNa ABNAETCA MyTaluuWs B reHe, KogMpyloLeM hepmMeHT
chyMapunaueToaleTaTrMaposasy, Pacrono)eHHOM Ha
xpomocoMe 15g25.1. HapylweHvne doyHKUMU OaHHOro
dhepMeHTa NPMBOAMT K HAKOMMEHWUIO TMPO3UHA U ero
TOKCWYHbIX MPOM3BOLHbIX, CPeAN KOTOpbIX Haubornee
arpeccyvBHbIM SBAAETCA CyKUMHUNaueToauetat [20, 21].
HakonneHue cyKumHunavleToaueTaTa v gpyrux Metabo-
NUTOB TMPO3MHA B renaTtouMTax OKasblBaeT KaHLepo-
reHHoe BO3[eNCTBME, MHAYLMPYS MPOLLECChl OMyX0f1eBon
TpaHCcopMauMn KNeToK U UX Nepexoi B 3roKaye-
CTBEHHbIN (PeHOoTUN ¢ nocnepyolwmm passutuem LUK
[20, 21].
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Cpeov MHMEKUMOHHbIX BonesHen BeayLUylo posb
urpatoT BupycHble renatutel B u C [3]. Insa obcyskna-
€MO LETCKOM MONynsaumn, Kak yse Bblfio NogyepKHyTo
BblLLle, OCHOBHOM BKIaL BHOCUT XPOHWUYECKWMIA BUPYCHbIN
renatut B. [Ina dopmuposanus MUK Ha choHe Teuenus
renatuta C TpebyeTca ANWUTENbHLIA NEPUOL BPEMEHMU,
06b1yHO MpeBbiwatowwmin 18 net. Moatomy cnyyam MUK,
cBsizaHHble ¢ renatutom C, pegko BCTpevaloTcs B
OeTCKoit npakTuke [3].

KnuHuueckue ocobeHHoCTH renaTtouennionspHoi
KapLWHOMbI

MUK yacto nmpoTekaeT 6€CCUMMNTOMHO Ha paHHUX
CTafMsIX UNU CONPOBOMAAETCHA Hecneundgruyeckumm
CUMMNTOMaMW, TaKUMU Kak cnabocTb, NoTepst anneTuTa
v Beca [15]. Mo Mepe nporpeccupoBaHus 3abonesaHus
nosiBnsioTca 6onm B npaBom nogpebepbe, renatome-
ranus, acumT, KenTyxa v NPU3HaK1 NeYEHOUHON HERO-
ctatouHoctu [5]. Ha Bonee nospHMx cTagusx MoryTt
pa3BMBaTLCS OCMOKHEHUS (KPOBOTEUEHNS U3 BAPUKO3HO
PacCLUMPEHHbIX BeH NULLEBOAA, TPOMBO3 BOPOTHOW BEHbI
W ap.), uTo ycyrybnseT KIMHUYECKYIO KapTUHY U yXyn-
waeT nporHo3 [15].

YuuTblBasi pasnuuHble 3TUONOrnYeckne ¢hakTopsl,
nexawe B ocHoBe pa3ssuTua UK, npeactasnsaioT
MHTEepeCc 0CODEHHOCTU KIMHUYECKOW MnpeseHTauuu
3abof1eBaHMA Y NALUMEHTOB C HANMUMEM U OTCYTCTBUEM
COMYyTCTBYIOLLLEN NaTOMNOrMKN neyeHn. ABTOpbI M3 Kpyn-
Horo ueHTpa Baylor college of medicine (XbtocToH,
CLUA) nposenu aHanus 61 naumnenta ¢ MUK 3a nepvon
1996-2016 rr. [16]. NMauneHTsbl BbiNM pasgeneHbl Ha
rpynnbl B 3aBUCUMOCTM OT MPUYMHBI pa3BuUTUsa 3abo-
nesaHus. MpepLwecTBytoLLas NaTonorus neyeHu boina
oTMeueHa y 25 (40,9%) 13 61 naumeHTa, cpeam KoTopbIx
B 9 cnyyasix 6bl1 KPUMTOreHHbIN LMPPO3, B 7 — FreHETH-
yeckue 3aboneBanus, B 4 — bunuapHaa natonorusi, B
1 - BupycHasa unHdekuna n B 4 — gpyrue 3abone-
BaHua. Y 36 u3 61 naumeHta 3abonesaHune pasBunoch
de novo, ny 13 n3 Hux 6bin BepuduumposaH pmbpo-
namennapHbiit Tun TUK (plrUK). Y naureHTtos ¢ npen-
LUECTBYIOLLEN maTonorven neyeHn otmevancs bonee
paHHWit Bo3pacT Havana sabonesanua (7,2 ropa),
pexe BbISBMANUCL OTAaNeHHble MeTacTasbl (15%), v
OMnyXoJib XapaKkTepu3oBasiaCb MeHbLUMMM pa3Mepamu: y
80% naumeHTOB onyxonb bbina MeHee 4 CM Ha MOMEHT
MOCTaHOBKM AuarHo3a. HanpoTws, B rpynne nauueHToB
¢ de novo UK BospacT cocTasun 10,2 ropa (p < 0,05),
oTHaneHHble MeTacTasbl BbiaBnsannch y 44% un Bo Bcex
Cryyasix onyxofib npesbiwana 4 cM B MaKCMMasibHOM
M3MEepeHUM Ha MOMEHT MOCTaHoBKK anarHosa (p < 0,005)
[16]. ABTOpbI AENAIOT BLIBOA, UTO MALMEHTbI C COMYTCTBY-
IoLLle naTofornen neveHn QOMKHbI NpoxoanTb 6onee
cucTemMatnyeckne obcnenoBaHus, U, CneaoBaTesbHo,
Y3/0Bble M3MEHEHUSI B NEYEHN MOTYT BbISIBASTHCA Ha
Bonee paHHMX cTagusAx bnarogaps NPOBEAEHMIO CKpU-
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HWUHIrOBbIX MeponpUATHIA. MonyyeHHble AaHHbIe nogyep-
KMBAIOT BaXHOCTb CKPUHMHIA W PaHHEro BbiABNEHUS
W3MEHEHWI! B NeYeHN y NaLMEHTOB C NpPeacyLLecTBy-
ioLmMMmM 3aboneBaHnaMm nevenn [16].

Mopdonornyeckas xapakTepucTMka U MoOJeKy-
napHas buonorus

B 2011 r. cocTosinacb KOHCEHCYCHasi KoHde-
PeHUMA OETCKUX OHKOJIOroB, MaTONIOrOB U MOJSEKY-
NAPHBbIX OHKOMOroB, NOCBSALLEHHAs ONyXonAM NeyeHu
y neten. Pe3synbtatbl kKoHpepeHummn bbinn onybnmko-
BaHbl B )XypHane Modern Pathology B 2014 r. v nernv B
ocHoBy JToc-AHOsKenecckomn KnaccudmnkaLumm onyxosnem
MeyeHn NEeTCKOro BO3pacTa, BblAENSIOLENA 3 OCHOBHbIX
TUNa 3N0KAYECTBEHHbIX 3NuUTeNManbHbix 0bpa3oBaHwii:
', MUK n renaTtouennionspHylo Heonna3swio 6e3 gonon-
HUTenbHoro yTouHenunsa (BAY) [22]. BoigensioT knac-
cuyeckuin BapuaHT MUK n dl'UK, pasnuuatowmecs no
BMOMOrnMYecKUM 1 KITMHUYECKUM XapaKTepUCTHKaM, HO
MMeIoLLIMe CXOMMIA NporHos [23].

Lo HepfaBHero BpeMeHW CylLLecTBOBano orpa-
HWYEHHOe MOHWMaHWe BMONOrnyeckux MPoLEeccos,
nexaLumx B ocHoBe pa3suTus LK y neTeit 1 nogpocTkos,
B TO BpemMs Kak ['b kak bonee pacnpoctpaHeHHoe 3HO
neyeHn ctana obbEeKTOM HECKOMbKMX 3HAUUTENbHbIX
nccnefoBaHuii, oxsaTbiBaloLWMX Bonblune nonynaumm
nauvenToB [24, 25]. 3Tv UccnenoBaHns NoATBEPAUHU
€€ BbICOKYIO FeHeTUYECKyI0 CTabuIbHOCTb C MUHUMarb-
HbIMM M3MEHEHWSIMW B FEHOME, YaLLe BCErO CBSA3aHHbIMM
¢ MyTauusimu B reHe CTNNBI, kopupyioliem benok
BeTa-kaTeHuH [26].

B otnuune ot ' paHHble 0 MONEKynapHO-
reHetuyeckoM npocoune MUK 6binn orpaHuyeHHbl U
TpeboBann AOMOMHUTENBHOrO M3YyYeHWa M aHanusa.
B 2019 r. K. Haines u coaBT. onnucanu MonekynspHo-
reHeTuyeckune xapakrepuctuku 15 naumeHtos ¢ LK.
Y 8 13 Hux 3abonesaHue passunock de novo, y 6 TLUK
BO3HMKNA Ha (QOHe MpeAcyLLecTBYIOLEN NaTonorum
neyeHu, a B 1 cnyyae 3abonesaHue Bbino cBssaHo C
BMPYCHbIM ropaxeHneM neuexn [27].

AHann3 aTvx BaHHbIX BbISBUIT MHTEPECHbIE 3aKOHO-
MepHocTu: Buonorusa MUK, passuBawoLlencsa de novo,
XxapakTtepusyetcsi bonee CNOKHbIM MOMEKYNAPHbIM
npocomnem c BONbLIMM KONMMYECTBOM FEHETUYECKUX
cobbiTnin. B oTnnumne oT aToro y nmaumeHtoB ¢ UK,
pasBuBLLEWCH Ha (POHe NpefLlecTByIOLEeh NaTonorum
neuveHun, obHapyxumBawTCcA Honee M30NMPOBaHHbIE
MOJSIeKynapHble n3MeHeHus. [laHHoe HabnopeHve
MOAYEPKMBAET BO3MOXKHbIE Pa3nnuns B BMONOrMyeckux
MexaHu3Max Bo3HukHoBeHus LK, koTopble MOryT BbiTb
CBA3aHbl C XMMWYECKMUM KaHLEepPOreHe3oM W HapyLue-
HMAMM 0BMeHa BeLLEeCTB B YCMOBUAX MPefLUIeCTBYIOLLEN
natonorum nevenu [27].

Knaccuueckuit BapunaHT LUK B cpaBHeHuun ¢ I'b
XapaKTepusyeTcs B0MbLUMM KOTMYECTBOM MOSEKYNIAPHO-
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reHeTnyeckux cobbitmin. 060OLEHHO BbIBNEHHbIE
HapyLLUEHWS BKIIOYAIOT U3MEHEHUSI B CUIHASIBHOM MyTH
WNT (renbl CTNNBI, AMER1, APC), KoTopble Takke
yacTo BcTpevaloTcs npu ['b, anbTepaumnn reHos, BoBme-
UEHHbIX B NoAaepskaHue AnuHbl Teniomep (rewbl TERT,
ATRX), anbTepaumnn curHanbHoro nytm MAPK/ERK (reHbi
MAPK1, BRAF, RPS6KA3), anbTepauun reHos TP53,
CDKN2A v xpoMocoMHble HapyLienus (aeneuuu 1p, 4p
v gain 1q, 2p, 2q, 7q, 7p, 199) [27].

XapaKTep MOMeKynspHbIX MPOLIECCOB, Nexallux B
ocHoBe knaccuyeckor LUK y neTeir, B LLlenom oTpaxkaet
KapTWHY, HabiofaloLLyocs y B3POCTIbIX, OOHAKO CMEKTP
M YacToTa MOJIeKYNSAPHbIX COBbITUIM Y B3POCHbIX 3HAUMN-
TesfbHO Bbile. 3TW pe3yNbTaTbl UMEIOT BaXKHOE 3HAUEHWE
0151 NOHWMaHWS BO3MOXHOCTY KOPPEKTHOW 3KCTPano-
NALMM MOLXOAO0B K NEYEHWIO B3POCTTbIX Ha IETCKYIO MomMy-
naumio 6onbHbIx [27].

B 2018 r. rpynna aBTopoB 13 HupepnaHoos npo-
aHanuavpoBana fTepaTypHble AaHHble, MOCBALLEHHbIE
pa3nunuHbiM acnektam LUK y negmaTpuueckux 1 B3pocsbix
NauMeHTOB B MOMbITKE AaTb OTBET Ha BOMPOC: HACKOMbKO
KOPPEKTHO MCMoMb30BaTb MOAXOAbI ANt B3POC/bIX B
neyeHun fetei? ABTOPbI MPWLLNW K BbIBOZY, YTO Mpw
knaccuueckon LUK y peTelt cxoskume MonekynsipHble
npouecchl NpeobrnafaloT Mo CPaBHEHMIO C Pa3NUunaMY,
YTO, HECOMHEHHO, laeT BO3MOMKHOCTb paccMaTpuBaThb
NOTEHLUMan MCMosb30BaHWUsA MOMEKYNAPHbIX MULLIEHEN,
MPUMEHsIeMbIX Y B3POCTbIX, B AETCKOM npakTuke [17].

OToenbHOro BHWMMaHMWA 3acnyxuBaeT renarto-
uennionspHan Heonnasua BAY [22]. aHHoe HOBO-

Tabnuua 1

obpasoBaHue bbino onucaHo A. Prokurat u coasrT.
KaK nepexogHas onyxosfib neyenu (transitional liver
cell tumor), xapaktepusyolwasca bonee crapwmm
Bo3pacToM AebioTa 3abonesaHus no cpasHeHuio ¢ b,
BbICOKMMM Lndpamu anbdpa-deTonpoTtenHa (ADIM),
ructonormyeckumun yeptamun kKak I'b, Tak n MUK, a
TaKKe arpecCuBHbIM KITMHUYECKWM TeYeHneM v Hebna-
ronpusTHbIM nporHosoM [28]. HepgaeHo nposefeHHoe
P. Sumazin 1 coasT. nccnepgosanue 6110 HaNPaBNEHO Ha
CPaBHUTENbHBIA aHanM3 KIMHUYECKUX 1 MONEKYNSPHO-
reHeTUYeCKNX XapaKTEPUCTUK renaToLenionsapHOm
Heonnasun B[Y y BbigeneHHbIX aBTopaMu noarpynn
nauveHToB ¢ ['b ¢ dokanbHOM aHannasuen u nneo-
MopdpouaMoM, a Takme B u MUK [29]. AsTopsl npeana-
raioT TepmuH «['b ¢ ueptamu NUK>» pna obo3HaueHus
BblLLEYKa3aHHbIX 2 rpynn HoBOOBpa3oBaHWi neyeHu
Ha OCHOBaHWM CXOXECTU UX MOMEKYNAPHOro npoduns,
BKITIOYAIOLLIEr0 OTHOCUTESBHO BbICOKYIO YAaCTOTY MyTaLui
(~3 coMaTnueckmx MyTauumn/MB), MyTaumm 1 anbTepaumm
B KITOYEBbIX CUMHAMbBHBIX MYTAX U HANMUME XPOMOCOMHbIX
aHoManuin. CpaBHUTENbHBINA aHaNM3 MONEKYNAPHO-TeHe-
TUYECKMX XapaKTepucTuk b, I'b ¢ ueptamu MUK (rena-
TouennonspHoi Heornnasun bY) u FUK npenctaeneH B
Tabrmye 1.

®dubponamennapHaa UK npeactaBnsieT cobon
OTAESIbHYI0 HO30J10rMYeckylo hopMy B CTPYKTYpe rena-
TOLENSIONAPHbIX HEOMMa3unin, KoTopast OTNIMYaeTcs cne-
umdbmnyeckor Mopdhonoruen N KMMHUYECKUM TeYEHUEM,
NPeVMyLLIECTBEHHO MOpakaeT MonoabIx nauneHToB bes
choHoBOro 3aboneBaHus neveHn. Bnepebie aTunmyHas

MonekynsapHo-reHeTMYecKre xapaktepucTuku b, rematouennionapHoi Heonnasuv BAY n UK (P. Sumazin

n coasT.) [29]
Table 1

Molecular and genetic features of hepatoblastoma (HB), hepatocellular neoplasm, not otherwise specified (NOS), and hepato-

cellular carcinoma (HCC) (P. Sumazin et al.) [29]

3abonesanue
n Disease
Paarg?n’g:p rs ['enaTouennionspHas UK
HB Heonnasua by Hee

Hepatocellular neoplasm, NOS

0,2 coMaTryeckoi MyTauumn/M6

YacTtoTa MyTaumit
0.2 somatic mutations/Mb

Mutation frequency

3-5 coMaTMueckux MyTauuii/Mo6

3 coMaTuyeckue MyTaumn/M6
3-5 somatic mutations/Mb

3 somatic mutations/Mb

["eHbl C BbISIBNSIEMbIMU
nosTopsoWmnMncs
anbTepaunsamm

Genes with identified recurrent
alterations

CTNNB1, APC, NFE2L2, ARID1A,
KMT2D, RPS6KA3

CTNNB1, ARID1A, ARID1B, BRCA2,
CCND1, CDKN2A, EP300, FGF19,
FGFR4, KEAP1, KMT2C, KMT2D,

MAPK1, MDM4, NFE2L2, NOTCH1,

CTNNB1, KEAP1, ARID1A, ARID2,
ATM, AXIN, CCND1, FAK, FGF19,
IGF2, KMT2C, MET, MYC, NFE2L2,
PDL1, RAS, RB1, RPS6KAS,
npoMoTop/promoter TERT/TERT,
TP53, VEGFA

PIK3CA, RPS6KA3, SALLA4,
npomoTtop/promoter TERT/TERT

CwrHanbHble nyTy,
oboralleHHble MyTaLWsMu
Signaling pathways enriched for
mutations

Wnt-curHanbHbIn NyTb
The Wnt signaling pathway

KIETOK, CUrHanbHble nytn Wnt,
PIK, AKT/mTOR 1 RAS/MAPK, nyTb

Pluripotent stem cells, the Wnt, PIK,
AKT/mTOR and RAS/MAPK signaling

CurvanbHble Nyt Wnt, AKT/
mTOR 1 RAS/MAPK, noanepsaHue
LJIMHbI TeNoMep, NyTb UMMYHHbIX
KOHTPOJSIbHbIX TOUEK
The Wnt, AKT/mTOR n RAS/MAPK
signaling pathways, telomere length
maintenance, the immune checkpoint
pathway

ﬂJ'IIOpVII'IOTeHTHOCTb CTBOJOBbIX

LK

pathways, HCC pathway

Gain 1q, 2, 8, 20, 22, noTeps
4q, 1p, HecbanaHcupoBaHHble
TpaHCnokauun Cc BoBne4vyeHnemM

1g12-21
1q, 2, 8, 20, 22 gains; 4q, 1p losses;
unbalanced translocations involving
1q12-21

lMoBTOpPSAIOLLIMECA U3MEHEHUS
yncna Konwi
Recurrent copy number variations

Gain 1q, 2q, 6p, 20, cermeHTapHble

1q, 2q, 6p, 20 gains; segmental and
complete losses of an entire arm of the

Gain 1q, 1p, 4q, 11, 15, 16 1
NPOTAMKEHHbIe AeneLun unm
noTepu BCero rnjie4a XxpomMocom,
yBENMYEHWe Yncna Komnuim Bcero
nneya pasnnyHbix xpomocom B Wnt-
accouumpoBaHHoi LK
1q, 1p, 4q, 11, 15, 16 gains and
widespread deletions or whole-arm
losses, whole chromosome arm gains in
Wht-associated HCCs

¥ NOMHbIE NOTEPM BCErO nieya
xpomocoM 1p, 4q, 11, 15, 16

1p, 4q, 11, 15, 16 chromosomes
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MUK 6blna onucaHa Xbio 3gMoHacoM B 1956 r. kak
0nyxoJflb C 303MHOCPUNBHOM MHAOUBTPaLUMEN U NaMen-
napHbiM dombposomM [30]. Jluws B 1980 r. J.R. Craig u
COaBT. BBENN TepMUH «chubponamennapHasa Kapum-
HoMa neyeHn> [31]. B 2010 r. BceMupHas opraHusaums
anpasooxpaHeHus (BO3) npuceomnna dol LUK yHMKanbHbIR
rucTonoruyeckmin kog (8171/3).

Mopdhonoruyeckan kaptuHa LUK 3HaumTenbHO
oTnuyaerca ot knaccuyeckon LK. Onyxonesble KNeTku
UK numeloT kpynHble pasMepsbl, 06ubHYI0 303UHO-
hunbHYI0 UMTONNa3My ¥ KpynHble sapa. CTpoMa npen-
CTaBfieHa namennsipHoiM chubpo3oM, obpasoBaHHbIM
KOMniareHoBbIMM BOJIOKHaMU, KOTOPbIe pacrosiaralnTcs
TOHKWMMW NapannenbHbIMU NIaCTUHAMK BOKPYF OMyXo0-
NeBbIX KNETOK. BaxHoM AnarHocTMueckon 0CobeHHOCTbIO
UK aBnseTcs yHukanbHas koMBuHaUMA UMMYHOMM-
CTOXMMUUEeCKMX Mapkepos HerParl (Mapkep renatouers-
nionspHoin andpdpeperumnposki), CK7 (umtokepatuH 7),
EMA (snutenuanbHbil MeMbpaHHblil aHTUreH) u CD68
(Mapkep knacTepa aMddepeHLMpoBKU 68), uTo NoMo-
raeT TouHo BepucpmumposaTtb 3ToT nogtun MUK. Ons
UK Takke xapaKTepHO OTCYTCTBME 3KCMpPeCcCuu
rAMNUKaHa-3, KOTOPbIA YacTo BbISBMAETCS NPU KNaccu-
ueckoit chopme MUK [32-34].

MaToreHeTMyecknin MexaHnsm passutus LUK
[onroe BpeMA ocTaBanca HesficHbiM. OpgHako B
2014 r. 661 0BHapysKeH XUMEPHbIA TPaHCKPUNT
DNAJB1-PRKACA, BO3HMKaIOLLMWIA B pe3ynbTaTe CrMsaHUS
2 reHoB, UTO NEXMUT B OCHOBe OHKoreHesa ¢l LIK. 3ot
MPOLECC COMPOBOXAAETCHA Aeneumen yyacTtka 19-n
xpoMocoMbl [35]. Bonee yrnybneHHble MOMEKyApPHO-
reHeTMYyeCckKMe WCCrNefOBaHUA BbISIBUMM aKTUBaLMIO
curHanbHoro nyt mTOR u akcnpeccuio peuenTopos
thakTopa pocta chubpobnactos (fibroblast growth
factor receptor, FGFR), 4To OTKpbIBAET NepCrneKTuBbI
OIS MOJIEKYTSAPHO-HanpasneHHo Tepanum [36].

®ubponamennapHas UK coctaBnsieT npuMepHo
TpeTb Bcex cnyyaeB UK y geTelt n nogpocTKoB M
06bIYHO He COMPOBOXAAETCH MOBbLILLEHHBIM YPOBHEM
A®M B otnuume oT knaccuueckoi MUK [23]. Conu-
TapHOe MOopaskeHue NeYeHun ABnseTcs Hanbonee YacTbiM
KInMHM4YeckuM nposienenveM ¢l LUK, npu atom B 30-60%
CIly4YaeB perucTpupyeTcsi MeTacTasnpoBaHue B perun-
oHapHble uMdpaTrueckme yanbl [33, 36, 371.

PaHee ¢blUK cumtanace dhopmon LUK c bonee
BnaronpusTHBIM NPOrHO30M MO CPaBHEHMIO C KNaccu-
yeckon. OpHaKo pesynbTaThl UccrnefoBaHusa MexayHa-
POOHOW FPyMMbl MO U3YUYEHMIO ONMYXOSeN NEYEHN y LeTen
(International Childhood Liver Tumors Strategy Group,
SIOPEL), onybnukosaHHble B 2013 r., onposepriu 3Ty
rMnoTesy, MPOAEMOHCTPMPOBAB, UTO NokasaTenu obLen
(0B) v BeccobbiTuitHoit (BCB) BbiskMBaemMocTu y naum-
eHtoB ¢ MUK conoctaBuMmbl ¢ knaccuyeckon LUK
MPY MCMOMb30BaHWM OOMHAKOBbLIX CXeM feyeHus [23].
TpexneTHsas BCB coctasuna 22% pna UK npotus

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
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28% pns knaccuueckon UK. OB uepes 3 ropga cocta-
Buna 42% v 33% cooteeTcTBeHHO [23].

NnarHoctnka

B nmarHoctuke MUK y peteln ouerka yposHa AD[]
MMeeT BasKHOE 3HayeHWe, MOCKOJIbKY B BOMbLUMHCTBE
cnyvaes LK, Kak Bb110 NOAYEPKHYTO BbILLE, 33 UCKITIO-
yenveM gl UK, cekpeTupytoT aToT Mapkep. A®IT ciyxut
BaXXHbIM AMArHOCTUYECKUM U MPOrHOCTUYECKMM MOKa-
3aTenieM, OHaKO MHTeprnpeTauus ero ypoeHen Tpebyet
TwaTenbHoro nopxoga [3].

MpuHUMnbl UHTepnpeTaunm yposHa ADI B KOHTEKCTE
UK cxoxu ¢ TeMu, KoTopble npuMeHsatoTca npu b.
OueHka ypoBHa ADIT gonkHa NPOBOAMTLCS B AUHAMUKeE,
a He Ha OCHOBE OHOr0 U3MepeHus, 0COBeHHO Yy aeTen
paHHero Bo3pacTa (MOCKOMbKY HOpMasibHble YPOBHM
ATl BapbupyloTCS B 3aBUCUMOCTU OT Bo3pacTa u ousmn-
OMOrMYECKOro cocTosHusa peberka). Ocoboe BHUMaHME
crnepyeT ynenuTb Bo3MoxHOMYy “hook effect” —
OLWMBOYHOMY onpefeneHuio HM3Koro yposHsa A®I y
NaLMEHTOB C YPE3BbIYaNHO BbICOKUMU KOHLLEHTpaLMSAMM
3TOro Mapkepa. B Takux crnyyasx pesynbtaTt MOXeT 6biTb
3aHVKEH M3-3a OrPaHUYeHNn METOAA N3MEPEeHUs, YTO
TpebyeT KPpUTUYECKOrO aHanM3a B KOHTEKCTE KIIMHUYe-
CKOWl KapTuHbl 3abonesaHns [38]. KpoMe Toro, Heobxo-
OMMO UCKJIIOUYNATD HEOMYXOJIeBble MPUYMHBI MOBbILLEHMUS
ypoBHs A®[T, Takve Kak LMppO3 NeyeHn, BUpYCHble rena-
TUTbI U cnHApoM Jlyn—bap, NoCKonbKy 3T COCTOAHMSA
MOTYT TaKXe BbI3blBaTb YBENMYEHNE KOHLeHTpaLumm AD(
B KpoBM [39]. Y nauMeHToB C NpeaLecTByOLLIMM MOpame-
HWEM MEeYeHN 1 NOBbILLIEHHbIMKY YpoBHSMM ADTT B Monb3y
passuTua LUK byneT cBuaeTenbCTBOBaTb NOSIBMEHUE
0YaroBbIX M3MEHEHWI B MEYEHW, COMPOBOKAALLNXCS
3HauMTenbHbIM HapacTaHuem A®I [3, 20].

KauecTBeHHas aHaToMmnyeckas U OyHKLMOHanbHas
BU3yanu3auma neveHun Asnsetcs obssaTenbHoW AnA
OLIEHKM pacnpoCTPaHEHHOCTU OMyXONeBOr0 MpoLecca.
MarHnTHo-pe3oHaHcHas Tomorpadius (MPT) ¢ ncnonb-
30BaHWEM renaTocneumuyHbIX KOHTPACTHbIX BELLECTB,
TaKMX KaK rajokceToBas KWUCMOTa, nNpefocTasnset
Hanbonee nonHoe npeacTaBfieHWe O pacnpocTpa-
HEHHOCTW onyxonu B neyeHu. MPT nossonseT nyuywe
BbISIBNIATb MENKMe caTeNIMTHble oyarn u bonee TOUHO
OLLEHMBaTb pacnpoCTpaHeHWe OMyxoneBoro npouecca.
CornacHo pekoMeHgaumam [1eTCKOM OHKOSI0rMyecKowm
rpynnel, MPT ¢ KOHTpacTUpOBaHMEM MOKa3aHa BCEM
nauventam [40]. B cnyuasx, korga nposeneHvue MPT
HEBO3MOXHO, PEKOMEHOYeTCS MPoBefeHNe MynbTUCTN-
panbHOM KOMMbIOTEPHOM TOMOrpachum opraHoB BpIOLLIHOM
nonoctu ¢ obssaTenbHbIMM dha3amMn KOHTPACTUPOBaHWS,
BKJIIOYas MO3OHIOI0 apTepuasibHyio, NOpTasibHYylo BEHO-
3HYI0 M OTCPOYEHHYI0. 3Tu dhasbl NoMoraioT aetansHo
BM3yanM3npoBaTh OMyXOJSib U €e COCYAUCTYIO MHBA3MIO.

UK npenctaBnsieT coboi BbICOKO3/10KaYEeCTBEHHYIO
OMyX0flb, KOTOpPas XapakTepuadyeTcs TEHAEHUMen K
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permoHapHoMy ¥ OTHaneHHOMY MeTacTas3vMpOBaHUIo
(vawe Bcero B pervoHapHble NMMaTUUecKune yansbl,
nerkue v KocTtu). B cBAsK C 3TUM MynibTUCTIMpasibHas
KOMNbloTepHas ToMorpadumsa opraHoB rpyAHON KNeTku
PEKOMEeHAyeTCA BCEM nauneHTaM. Kpome Toro, B Kauye-
CTBE CTaHBApPTHOro MeTOAa ASA UCKIIOYeHns MeTa-
CTaTUYECKOro pacnpoCcTpaHeHUs peKoMeHpyeTCcs
“cnosib3oBaHWe No3UTPOHHO-3MUCCUOHHOW TOMOrpachum
¢ pTOpPAE30KCUIIIOKO30M. [103UTPOHHO-3MUCCUOHHASA
ToMorpadgus, COBMELLEHHAs C KOMMbIOTEPHON TOMO-
rpadomen, MoxeT BbITb NONe3Ha Ans BbiSBEHWS OToa-
NeHHbIX MeTacTa3oB [40].

Mpu oueHKke pacnpoCTPaHeHHOCTU OMyXOSfeBOro
npouecca HeobxooMMO yuMTbiBaTb CErMEHTapHYIo
aHaTOMMIO neyeHu. B LeTCKOM OHKOMOruuM LUMPOKO
ucnonbayetca cuctema PRETEXT (Pretreatment Extent
of Disease), KoTopasi NPUMEHSIETCA [0 Hauana feyeHus
[41, 42]. OaHHaa cucTeMa NO3BOMAET OLEHUTL Komnuye-
CTBO BOBJIEYEHHbIX B OMYXONEBbLIA MPOLECC CErMEHTOB
M cekumi neyenun. B cBoo ouyependb, KonNMuecTso nopa-
JKEHHbIX CEKLMI UrpaeT KITIOYEBYIO POSib B MIIaHUPOBaHWK
OMepaTUBHOIO BMeLLATENbCTBA U ABMAAETCA BaMKHbIM
NpOorHocTuueckum doaktopom [40].

Y B3poCnbiX MaLMEHTOB B HacToOsiLee Bpemsa Ans
OLEHKM pacnpocTpaHeHHocTu npouecca npu UK npume-
HseTcs 8-A pedakumsa cucteMbl TNM, onybnvkoBaHHas B
2017 r. AJCC (American Joint Committee on Cancer).
B paMkax paHHOW cucCTeMbl OLleHMBAlOTCA pasMmep
nepsuyHon onyxonu (T), BOBNeYeHWe pernmoHapHbix
nuMmdpaTuueckux y3nos (N) U Hanuuue oToaneHHbIX
meTacTasos (M) [43]. KpoMe Toro, npu Knaccuyeckoi
UK B 3aBMCMMOCTM OT cTeneHn AMddepeHUMpPOBKM
KneTok onyxonin TNM-knaccudbmkaumsa BKIIOYaeT rmeTo-
NaToNoOrnMYecKyIo OLEHKY CTeNeHn 3M10Ka4eCTBEHHOCTH
(G1-G4).

[Ons ouenkn ctapum MUK y petel npemmyLLeCcTBEHHO
B CEeBEPOaMEPUKaHCKMUX MPOTOKOMax TakKe MCMofib-
3yeTcqa cuctema Evans, koTopasa bbina paspaboTtaHa
B KoHUe 1970-x ronoB u aganTMpoBaHa Ans onyxosen
neyeHu, NOABEPraloWnXca NEPBUYHOMY XUPYpruye-
CKOMy BMellaTenbcTBy. Cuctema Evans dookycupyetcs
Ha OLEHKe OCTaTOYHOW OMyXO0JIM MOCIe XMPYPruyYeCcKoro
BMeLLaTe/IbCTBa U MO3BONAET OnpeaennTb apeKTus-
HOCTb NPOBEAEHHOr0 NeYeHnst u HeobxoanMocCTb fonos-
HuTenobHon Tepanuun. Ctagus | npeactasnaeTt coboin
panguKkanbHO yaaneHHylo onyxonb, ctagus Il — Hanmune
MUKPOCKOMUYECKOW 0CTaTOYHOM onyxonu, ctagus Il —
Hepe3ekTabenbHyI0 OMyX0fb UM MaKPOCKOMUYECKM
OCTaTOYHYIO OMyXO0Jib MOCIIe XMPYPIrUYECKOrO feYeHus
WY NOpaKeHWe pervoHapHbIX NUMaTUYeCKUX y3oB,
cTagus IV — Hanuuve oTaaneHHbIx MeTacTasos [44].

Bepudmnkaums puarHosa
Bepudmkauma gmarHosa LUK TpebyeT ocoboro
MOAXOAA, YUMTbIBas 3HAUMTENbHbIE OTNNYMA 3TOro 3abo-

neBaHust oT ['b No BUOMOrMYECKMM XapaKTepuCTUKaM,
KIIMHUYECKOMY TEYEHMIO U YYBCTBUTENMBHOCTM K XMMUOTE-
panuu [2]. Ecnu ans ' gonycTMMo npoBeaeHWe MHALM-
anbHOM Buoncum ¢ nocnepylowlehn HeoanblOBAHTHOWM
XUMUOTEPANMUEN N OTCPOYEHHBIM XMPYPrUYECKMM BMeLLa-
TenbcTBoM [25, 45], To npu MUK nopxon K AvarHOCTUKe 1
nevenwio LUK otnunyaeTtcs.

MauuneHTbl ¢ MUK, kak npaBuio, oTHOCATCSH K
Bonee cTapLiei BO3pacTHON rpynne Unv UMeKT ConyT-
cTeyioLMe 3abonesanua [15, 17]. B cnyuasx, koraa
nopospesaetca LUK, maumeHTbl [OMXKHbI 0BCYXK-
[BaTbCHA Ha MYyNbTUAMCLUMIMHAPHOM KOHCWUIIMYME C
yyacTveM crneumanucToB Mo renatonaHkpeaTobumm-
apHOW XUPYPrum, BEeTCKNX OHKOSOroB, PEHTIEHOSI0M OB
LS OLEHKW BO3MOMHOCTW MEPBUYHOIO XMpypruue-
CKOro BMellaTenbCcTBa. [1na Mopdonornyeckoi sepu-
buKauum NpoBOANTCA 3KCLM3MOHHAA Buoncua unu
pe3eKkuUus NMeYeHn C MOSHbIM YAANEHNEM OMyXOSeBoro
ovara, YTto fIBMIAETCH NPefAnoyYTUTENIbHbIM METOLOM U
MOMET paccMaTpuBaTbCA Kak Haubonee KypaTuBHBIN
nopxon [3].

B cnyuvasix, roe ans nonTBepAeHUs gmarHosa Heob-
xoauMa buoncwusa, npennoyTeHne LOJKHO OTAABaTbCS
TOJICTOMIOfIbHOM BMONCUK, NOCKOSbKY OHa MO3BONSET
nosyunTb afekBaTHbIN obpasel, TkaHu ons Mopdpono-
FMYECKON U MOMEKYNSPHOW OMArHOCTUKM U CHUKaeT
PUCK KPOBOTEYEHMS WM NOTeHUManbHOW AWCCEMU-
Hauuu onyxoneBsbix KneTok [46]. AHanus 3 BapuaHToB
Buoncum nedenu (OTKpbITasa, Nanapockonuyeckas u
UPECKOMKHaA TONCTOUrONbHasA) Y NaumeHToBs ¢ b, BKIO-
ueHHbIX B npoTokon AHEPO731 (n = 121), nokasan, uto
BCe OHWM XapakTepu3oBanucb 3abopoM afleKBaTHOrO
0bbeMa TKaHW OMyxosn 1S NOCTAHOBKM AMarHo3a, npu
3TOM TpaHCdy3nM KOMMOHEHTOB KPOBM AfA BOCMOS-
HEeHUs1 KPOBOMOTepM nocne nposefeHust buoncum Hobim
HaMMeHbLIMMK MPU YPECKOXKHON TONCTOUTONbHOM
6uoncum (n = 0/28; 0%) Mo cpaBHEHWUIO C OTKPbITbIM
(n=27/76; 36%) 1 nanapockonuueckum (n = 4/17; 24%)
poctynamu (p < 0,01) [46].

lMpoBeneHne ToncTtouronbHon Buoncum Tpebyet
cTpororo cobmoperns psaa NPUHLMNOB: MYHKLMOHHBIN
LOCTYMN JOSKEH OCYLLECTBASTLCA Yepes HeMopasKeHHyIo
NapeHxuMy neyeHu, 4yTobbl MUHUMMWU3MPOBATb PUCK
MMMNJ1aHTaLMOHHOr0 MeTacTa3nMpoBaHus, 1 faHHbI dopar-
MEHT [oMsKeH BbITb yaaneH npv NocnenyioweM XMpypru-
YecKoM BMeLLaTenbCTee. Vicnonb3oBaHWe KoakcuanbHOM
METOLMKM MNP TONCTOUTOfIbHON BUOMCUM PEKOMEHAYeTCA
L1 YMEHbLUIEHNs TpaBMaTMU3auuu TkaHen u obecne-
ueHnst bonee TouHOro KOHTpons npoueaypsl [3]. BaskHo
TaKe NpoBefEeHVE afeKBaTHOW NPOUIAKTUKN KPOBO-
TEUEHWUI NPU BbINOSTHEHWUM Broncun. BUONCKUIMHBIN TpaKT
LonKeH bbiTb 06paboTaH cneunanbHbIMKM MaTepuanami,
TaKMMU KakK XenaTuH UIu KonnareH, Ans npepotspa-
LLIEHWSI FEMOPPArMYecKnx OCIOKHEHWI 1 ANCCEMUHALINM
onyxonesbix KneTok [3]. [ns naumMeHToB C LMPPO3OM
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MeyeHu, HammumeMm o4aroBoro obpasoBaHus B NeyeHu
W BbICOKUMK YpOBHAMU APl HeobxoanMO nepBuYHO
paccMOTPeTb BO3MOXHOCTb TPaAHCMAHTaLUUN NeYyeHu,
YUMTbIBAs BbICOKYIO BEPOATHOCTb Hanmuumsa MUK [4].
Heobxoanmo Takke oTMeTuTb, 4To LK MoxeT bbiTb
CNy4YaiiHOM HaxOQKOM Mpu MPOBEAEHWM MJ1aHOBOrO
MaToMopoIorMyecKoro NCCrefoBaHns TKaHW NeYeHn
y NauMeHTOB, NOABEPrHYTHIX TPAHCMNAHTaLUW NeYeHH
[47]. TwaTenbHas BepudunKauma guarHosa u Boibop
ONTUManbHOrO METOAa feYeHUA ABMAIOTCA KPUTUUECKM
BaXHbIMU ANA YNyyLleHUs NPorHo3a y naumeHTos ¢ LUK

[4].

Tepanus

McTopusi neyeHus naumeHToB OETCKOr0 Bo3pacTa C
UK HepaspbiBHO cBsidaHa ¢ onTuMu3aumen Tepanum [b.
Kniouesble nccrnenosaHvs B 0bnactu negmatpuyeckon
MUK npuHapnexar 2 OCHOBHbIM UCCINENOBATENbCKUM
rpynnam: amepukaxckoit (Children's Oncology Group,
COG) un esponeiickoit (SIOPEL) [48, 49]. lo 2000-x ronos
COG npoBoguna uccnenoanusa nop arngon Pediatric
Oncology Group (POG) u Children's Cancer Group (CCG),
KoTopble BrocnencTaun obvepmuHunmcs B COG.

B uccnepoBaHnusx B CeBepHolt AMeprKe Ha NepBoM
aTane naumeHTbl ¢ MUK nogsepranmcb xupypruyeckom
pes3eKumnu, Nocne Yero noslyyanu agbloBaHTHYIO NOu-
xumuoTepanuio (MXT) ¢ ucronb3oBaHWeM 2 LMCNNATUH-
COLEPMALLMX PeskMMOB: A (LMCNNaTUH, BUHKPUCTUH W
5-cbropypaumn) unu B (uMcnnatiH u gokcopybuumn).
MatunetHas BCB ona sTux naumeHToB cocTasuna 19%,
pexxum MNXT He BAMAN Ha BbIXKMBaeMOCTb. Y nauu-
EHTOB, MOLBEPrHYTbIX NEPBUYHON Pe3eKLUM, NMPOrHO3
6611 ropasno nydwe — 5-netHas bCB coctasuna 88%.
OpHako HeobxoaMMo OTMETUTb, UTO Y 47% naumeHToB
onyxorb bbina HepesekTabenbHol [48]. MatunetHss BCB
nauveHToB co ctagusmu lll u IV beina pasHa 8% u 0%
COOTBETCTBEHHO.

B nccnepnosanuun SIOPEL-1 npoBopunach Tpagu-
LMOHHAs [ONA €eBPOMeWCKUX nporpamMm Tepanuu
onyxonen neyeHu HeoanabloBaHTHaa [XT no cxeme
PLADO (uucnnatuH, gokcopybuumn). Bbino nokasaHo,
yto 5-netHsa BCB nauunenToB ¢ MUK coctaBuna 17%.
BaXHbIM pesynbTaToM SiBUMacb AEMOHCTPaUMS [OCTU-
EeHNA 0OBEKTUBHOIMO OTBETa Ha HEeOafblOBaHTHYIO
MXT y 49% naumnenTos (y 18 3 37), 4To 3HaUMTENbHO
MpeBbILLanNo 4acToTy 06beKTUBHBIX OTBETOB Ha LIMTO-
cTaTnyeckue npenapaTtbl y B3pocnbix nauneHTos ¢ LUK
[49]. BceM BbIKMBLUMM MauueHTaM Bbi0 BbINOSIHEHO
pafuKanbHoe Xupypruyeckoe BMeluaTenbcTso. pu
MPOBeAEHWUN MYSIbTUBAPUAHTHOrO aHanu3a dpakTopamu,
OKasblBalOLLMMK BNUAHWE Ha nokasaTtenu OB, sensanucb
ctagua no cucteme PRETEXT n Hanuuve oTaaneHHbIX
MEeTacTas0B.

Cnepyiowier nNonbiTKOW MOMCKaA ONTUMANbHOIO
peXMMa LUMToCcTaTUYecKon Tepanum bbina nHTeHCUdu-
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kauus MNXT B npoTokone SIOPEL-3 HR, roe naumeHTsl
BMECTO NpuBbIYHOro pexuMa PLADO nonyyanu peskum
SuperPLADO, BkniovaloLLMin anbTepHUPYIOLLME KYpPChbl
uucnnaTtuHa u kapbonnatuHa, pokcopybuumnHa. beino
MOKas3aHo, YTO MHTEHCUUKALMA Tepanum U UCMNoMb30-
BaHue pesknMa SuperPLADO He npuBeno K ynyuylleHuio
nporHosa. OTBeT Ha HeoagbBaHTHYO [XT coctasun 40%
(y 29 us 72 naumeHTos) 1 bbin CONOCTaBMM C TaKOBbLIM
B uccneposanun SIOPEL-1 [50]. B uccneposanuu
SIOPEL-3 HR 6bino nokasaHo, uto 5-netHaa OB cocTta-
BUIa Nuwb 22%. BaxHo 0TMeTuTb, yTo y 39 (45,8%) 13
85 nauwueHToB onyxonb bbina HepesekTabenbHon. lNpu
3TOM TOMbKO 1 13 7 MauMeHTOB, KOTOPbIM Bbifa BbINos-
HeHa R1-pesekums, Bbiskun [50].

MonyyeHHble faHHble CBUOETENLCTBYIOT O BaXKHOCTM
BbIMOMHEHWSA PaAMKanbHOro XMPYPruyeckoro neveHuns
KaK e[MHCTBEHHOr0 [OKa3aHHOro mMeTtoja Tepanuu,
obnaparLLero KypaTuBHbIM NoTeHUmnanom. Haunyuiive
pe3ynbTaThbl BbINM NPOAEMOHCTPUPOBAHbLI NPU BbIMOSI-
HEHWW MEePBUYHBIX PaBMKATbHbIX XWPYPruveckux
BMeLluaTenbcTs [48]. Mpu aToM B uccneposanun CCG/
POG nauveHTam nposopunacb apbioBaHTHas [MXT, ponb
KOTOPOM TeM He MeHee TpebyeT MoaoTBEpsKAEHUS B
LOMOJSTHUTENbHBIX MPOCMEKTUBHBIX KIIMHUYECKUX UCCre-
O0BaHUAX.

MporHo3 y feten ¢ nNepBUYHO HepesekTabenbHOM
UK sBnaetca HebnaronpumsTHbIM, U QONTOCPOYHAsN
BbIXXMBAEMOCTb BO3MOMHa TOMbKO MpU MPOBEAEHUU
OTCPOYEHHOr0 PafMKanbHOrO XMPYPruyecKoro BMeLla-
Tenbctea [50].

Kpome 3T0ro, BasKHbIM BbIBOAOM MPEACTaBIEHHbIX
BbILLE KITMHWYECKMUX WCCIEeA0BaHWIN SBMIOChb TO, YTO
UK y neTten 1 NogpoCTKOB xapaKTepuayeTcs nyuyLlen
XMMUOUYBCTBUTESIBHOCTBIO MO CPaBHEHWIO C OMyXOnsMu
y B3pocnbix nauneHTos [49, 50]. YacToTa 06bEKTUBHbIX
otBeToB cocTasuna 40-49% [50], uto no3sonuno
paccMaTpuBaTb HeoagbloBaHTHylo [IXT Kak MeTof,
HanpaBfeHHbIN Ha COKpaLLleHWe pasMepoB OMyXOnu B
LensiX DOCTUMKEHMS pe3eKTabenbHOCTY.

Y B3pocnbix nauneHtos ¢ UK 6bina nponemoH-
CTPMpOBaHa aKTMBHOCTb MYFMbTUKMHA3HOIO MHrMbuTopa
copadoenunba [51]. ¥ neteit gaHHble MO €ro NPUMEHEHMIO
orpaHuyeHbl. ['pynnoi aBTopoB u3 ['epMaHun onucaH
onbIT NpuMeHeHwns copadpeHnba n PLADO y naumeHToB C
UK [52]. B uccnenosaquu |. Schmid v coaBT. nokasaHo,
yTo KoMbBMHauma copadeHnba n PLADO neMoHCTpupyet
MOTEeHLMAmNbHYI0 aKTUBHOCTb Yy NEAUATPUYECKUX NaLm-
€HTOB, Y KOTOPbIX HEBO3MOKHO MPOBEAEHME MEPBUYHOM
pesekumu. B uccneposanum 6 13 12 nauneHToB Obinu
MBbI C MeauaHoit HabniogeHus 20 mec [52]. Y 4 (57%)
n3 7 NauMeHTOB C MHUUMANbLHO HepesekTabenbHoM
onyxosnbto ObiNT KOHCTAaTUPOBaH OBBLEKTUBHBLIN OTBET Ha
koMbuHaumio PLADO n copadheHmba.

HeobxoauMo 0TMETUTb, UTO HECMOTPSA Ha MOTEHLN-
anbHylo 3tpdheKTUBHOCTb NPUBEAEHHDIX BbILLE PEXMMOB,
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BO3MOXHOCTU cucTeMHow Tepanum LK y geTeit upessbl-
yalHo orpaHuyeHbl. OBHOM 13 BO3MOKHbBIX KOMBMHaLMI
LMTOCTaTUYECKMX NpenapaToB ABMsSeTCs pexum GemOx
(reMunTabuH U OKcanunIaTuH). PeTpoCMeKTUBHbIiA
aHanus 24 nauMeHTOB MeguaTpuMyeckoro Bo3pacTta
(14 peteit ¢ blUK), nonyyaBlUMX yKa3aHHYO KOMOU-
Hauuio, NPOAEMOHCTPUPOBA YacTOTy 0OBEKTUBHBIX
0TBeTOB, paBHyio 29% (7/24 nauneHToB), YTO NpeBbI-
a0 aHaslornyHbIN NnokasaTenb BO B3pOCMON momny-
naumm 6orbHbix (18%). TeM He MeHee aBTOpbI aHanM3a
NOAYEPKMBAIOT, YTO HU B OOHOM Cryyae He Bbina pocTur-
HyTa pe3ektabenbHocTb onyxonu, a y 10 nauveHToB
OTMeYeHo mporpeccupoBaHune 3aboneBaHus Ha dpoHe
nposoanMoit Tepanuu [53].

[nsa B3pocnbix nauneHTos ¢ LUK cerogHsa pocTyneH
LUMPOKMIA CNEKTP TepaneBTUYECKUX OMLMIA, KOTOPbLIN
npeanonaraeT MCMonb3oBaHWe pa3HoobpasHbix npena-
paTtoB M KOMBMHaUWW, OXBaTblBAOLLMX MHTUOUTOPSI
TUPO3uHKMHA3 (copadpeHnb, neHsaTuHMb, peropa-
hbeHnb, Kabo3aHTUHMB), MHIUBUTOPLI KOHTPOMbHbBIX
TOYEK MMMYHHOMO oTBeTa (HMBonyMab, nembponusymas,
aTesonuaymab), aHTMaHrMoreHHble npenapathbl (besa-
unsymab, pamyumpymab) [17, 37, 54]. OgHako faHHble
06 3hEKTMBHOCTM ITUX NpenapaToB, NOMYYEHHbIE B
paMKax MPOCMEKTUBHbIX KMMHUYECKUX UCCINEA0BaHUN,
npv negnatpuueckon UK oTcyTcTByIOT.

Tabnmya 2 vnnioCcTpupyeT pesynbTaTbl KpynHEeMLWwmnx
MeXAYHapoAHbIX UCCNEfOBaHWN NlevyeHna AeTen ¢
MUK, npoBepeHHbIX B nepuop ¢ KoHua 1980-x ropos no
2010 . [54].

Tabnuua 2

Kak oTMeuanocb Bbille, LEefblo XMPYPruyeckoro
nevenus UK aBnsetca papukanbHoe ypaneHue
OMyXO0JI1, YTO MOXET BbITb AOCTUIHYTO NYTEM pPe3eKLum
nnbo ToTanbHOM renaTaKTOMUK C NOCNEenytoLLen TpaHe-
nraHTaumen LOHOPCKoro opraqa [55].

BasKHOCTb pagmKasibHOro XMpypruyeckoro neyeHuns
MOLTBEPKAAETCA HE TOMIbKO pesynbTaTaMu KiMHUYe-
CKWUX UCCMefoBaHWi, HO W MpWU aHanuse Nonynsuu-
OHHbIX AaHHbIX. Tak, B.J. Allan 1 coaBT. npoBenun aHanus
pesynbTaToB Tepanuu 218 naumwenTos ¢ LK B BospacTe
0-19 net, 3aperncTpmpoBaHHbix B nporpamme SEER
(Surveillance Epidemiology and End Results) 8 CLUA
3a nepwop 1973-2009 rr. [1]. Nokasatenu 5-, 10-,
20-netHen OB coctaBunu 24%, 23% v 8% cooTBeT-
ctBeHHo. [pu aTom 5-neTHas OB y naumeHTOB C pesek-
TabenbHon onyxonbto Bbina pasHa 60% npotus 0% vy
NauMeHTOB, KOTOPbIM He MPOBOAMIIOCH XUPYPruyeckoe
neuenue (p < 0,0001).

lMepBryYHan peseKumMs ABAAETCA NPeanoYTUTENbHbLIM
BapuvaHTOM feyeHust n obecneuvBaeT nyylime pesynb-
TaTbl, OHAKO ee NPOBefeHMe BO3MOXHO He Bonee yem
y 20% nauwmeHToB [3]. Y uacTi naumeHToB pesekTabenb-
HOCTb OMyXONW [OCTUraeTcs NPOBEAEHUEM Heoanblo-
BaHTHOW Tepanuu. Ecnn onyxonb pacueHnBaeTcs Kak
HepesekTabenbHas 1 Npu yCnoBuM OTCYTCTBUA BHeme-
YEHOYHOrO pacnpPOCTPaHeHUs Npouecca, eUHCTBEHHbIM
BapWaHTOM KYypaTWMBHOIO XMPYPruYeCcKoro feyeHus
ABNAETCA TPaHCMNaHTaumns nevexu [56].

BasHO 0TMeTUTb, YTO ANWUTeNIbHOe BPEMS B Neau-
aTpUUeCcKOW NpaKTUKe MOKa3aHUsi K MPOBELEHUIO

PesynbTaTbl leYeHuns NaLMeHTOB [EeTCKOro 1 NoApoCTKoBoro Bospacta ¢ MUK [54]

Table 2

Treatment outcomes in children and adolescents with HCC [54]

Yucno naumeHTos
Number of patients

WccneposaHue Mepwon npoBeneHus
Study Study period

PexuM xummuotepanuu
Chemotherapy regimen

Pesynbtatsbl
Outcomes

Cragus I: 3 (C5V), 5 (CD),
cragws lIl: 10 (C5V), 15 (CD),

INT0098 (CCG/

MatunetHasa OB: ctapua | — 88%, ctaguna

- cTtagus IV: 7 (C5V), 6 (CD) Il = 23%, ctapms IV — 10%
POG) [48] =L Stage I: 3 (C5V), 5 (CD), stage csv/co The five-year 0S: stage | —88%, stage Ill — 23%,
Il1: 10 (C5V), 15 (CD), stage IV: stage IV - 10%
7 (C5V), 6 (CD)
MatunetHss OB: PRETEXT I/Il — 44%,
_ PRETEXT Ill — 22%, PRETEXT IV — 8%,
SIOPEL-1 [49] 1990-1994 BRI PLADO e O
The five-year 0S: PRETEXT I/Il — 44%, PRETEXT
Il = 22%, PRETEXT IV — 8%, metastasis — 9%
MatunetHaa OB: ons Bcex
naumneHToB — 22%, NepeuYHas pe3ekuus
SIOPEL-2 u/ PRETEXT I/Il - 33, PRETEXT ~50%, oTcpoYeHHas pesekums ~40%,
and -3 [50] 1995-2006 lIl/IV - 30, MeTacTasbl/ SuperPLADO * HepesekTabenbHble — 0%
metastasis — 30 The five-year 0S: in all the patients — 22%,
primary resection ~50%, delayed resection
~40%, unresectable tumors — 0%
PRETEXT II: CR — 3 nauuexTa, PD -1,
cMepTb oT 3abonesaHua — 1; PRETEXT
Ill: CR — 2 naumeHTa, SD — 1; PRETEXT
IV: CR - 1 nauueHT, PD — 1, cMepTb OT
PRETEXT Il — 5, PRETEXT 3abonesaHusa — 1; Metactasbl: CR—-1
GPOH [52] 2007-2010 -3 PRETEXTIV—4,  PLADO + copachennt/ RLAGHT. CMBpTD O 3860NEEAMF — 1

MeTtacTasbl/metastasis — 2

sorafenib
PRETEXT II: CR — 3 patients, PD — 1, disease-
related death — 1; PRETEXT lll: CR — 2 patients,
SD - 1; PRETEXT IV: CR - 1 patient, PD - 1,
disease-related death — 1; metastasis:
CR - 1 patient, disease-related death — 1

Mpumeuanue. C5V — yucnnatuH, 5-¢propypaunn, BuHkpuctuH; CD uncnnatuH, nokcopybuumH; CR — nonHbii otset; PD — nporpeccuposaHune 3aboneBanus;

SD - cTabunusauus 3aboneBaHus.

Notes. C5V — cisplatin, 5-fluorouracil, vincristine; CD — cisplatin, doxorubicin; PLADO — cisplatin, doxorubicin; SuperPLADO - cisplatin, doxorubicin, carboplatin; 0S — overall survival;

CR — complete response; PD — progressive disease, SD — stable disease.
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TpaHcnnaHnTaumun neyenn npu MUK onpepenanuce no
MunaHCckUM KpuTepuaM, paspaboTaHHbIM AN B3POCbIX
naumeHToB [57]. MunaHckue KpuTepuu nogpasyMesasnu
CEeneKUMio NauMeHToB C OTHOCUTENbHO HeBonbLIMMM
onyxonamu (1 onyxonb <5 cM unm go 3 onyxornen <3 cM),
HO BbIM B NepByto0 04epenb HanpaBleHbl Ha YryylleHue
pes3ynbTaToB TPaHCMaHTaLMM y B3pOCIbIX NMaLMEHTOB C
HanMyMeM COMyTCTBYIOLLEN NATOIOMMN NEYEHN U Pa3BU-
TveMm umppo3sa [58]. MHorvmu aBTOpaMu ocnapvBanach
Lienecoobpa3HOCTb NPUMEHEHUS YKa3aHHbIX KpUTEpUEB
y NaLMeHTOB AEeTCKOro Bo3pacTa C OMyXoSisMU NeyeHu,
Bknovan MUK [58]. K HacTosALeMy BpeMeHn HaKommeH
60NbLION KIIMHWUYECKUI OMbIT, MO3BONSIOLLIMIA CAenaTb
BbIBOA O BO3MOXHOCTM M Be3onacHOCTM NpoBefeHus
TpaHCMnaHTaumMn negnaTpuyeckum naumentam ¢ MUK
BHe MunaHckux kputepues [4, 47, 59, 60].

Tak, B uccneposanun A.M. D'Souza un coasT. bbin
NpoBeAeH PeTPOCMNEKTMBHbLIN aHanv3 12 nauveHToB B
Bo3pacTe Mnagwe 18 ner, NonyumBLUMX TOMbKO XMPYP-
rmyeckoe nedeHune 3a nepuopn ¢ 2004 no 2015 r. B
Cincinnati Children's Hospital (CLUA) [59]. CeMb us
12 nauneHTOB NepeHecnu TpaHCcnAaHTaumio, HECMOTPS
Ha TO, YTO OMyXonb MpeBbillana MunaHckue Kputepuu,
B 5 cnyyasx Bbina BbinosiHeHa pesekuus. Bce naumneHTsl
MBbI M HE UMEIOT NPU3HaKoB 3aboneBaHWsi C MeauaHowm
HabnioneHua 54,1 mec (pasbpoc 28,1-157,7 mec). 3t
pesynbTaTbl NMOAYEPKMUBAIOT HEODXOAMMOCTb OLEHKM
BO3MOMHOCTW NPOBEAEHUA TPaHCMMaHTauMu y nauu-
EHTOB C Hepe3ekTabenbHon LUK npu ycnosuu otcyT-
CTBMSI 3KCTPaneyeHOYHOro pacnpoCTPaHEHMSI OMyXOu
[59].

KpynHoe monynsuMoHHOE uccriefoBaHue, Npose-
peHHoe B CeBepHoi AMepuKe Ha ocHoBe 6a3bl AaHHbIX
SEER, oxsatuno rpynny us 127 naumenTtoB ¢ UK B
BospacTe fo 18 net 3a nepwuog ¢ 2004 no 2015 r. [55].
PesynbTatbl nokasanu, uto B 46 (36,2%) cnyuasx
XUPYPrMyYecKoe NeyeHne He NpoBoansocs, y 32 (25,2%)
nauveHToB BbiNa BbINOSIHEHA TpaHCMMaHTauus, a vy
49 (38,6%) — pesekums neyenn. MiccnenosaHue npope-
MOHCTpUpOBaso, uto 4-netHsas OB nocne TpaHcnnaHTauum
coctaBuna 87%, Torga Kak mocne pesekuum —
63% [55]. B uccnepnosanum |.A. Ziogas v coaBT. npoge-
MOHCTPUPOBAnN HeECOOTBETCTBME MUMAHCKUM KpuTe-
puAM, KOTOpoe oTMevanoch y 62,1% nauvenTtos (27,6%
¢ T2-ctaameit 1 34,5% c T3-cTaameit onyxonu), KOTopbIe
MnoABEpriMCb TPaHCMNAHTaAUWU NeYeHu, YTo yKasbl-
BaeT Ha 3HAUWUTENbHOE YMCIO CyYaeB, BbIXOASLLUMX 3a
PaMK1 TPaOMUMOHHbIX orpaHuyennit [55]. Mpu npose-
AEHUM MYNbTUBAPUAHTHOIO aHaIn3a TOMbKo cTagun T3/
T4 (cooTHowenune puckos 13,63; 95% 0N 2,9-64,07;
p = 0,001) n pesekuns nevenun (COOTHOLLIEHWE PUCKOB
7,51; 95% AN 2,07-27,29; p = 0,002) okasbiBanm Hesa-
BMCKMOE MPOrHOCTUYECKOE BIIUSIHWE Ha CMEPTHOCTb OT
onyxonu. ABTopbl CAefanu BbiBOL, YTO Y NALMEHTOB C
MeCTHO-pacnpocTpaHeHHbiMKu dpopmamu MUK B oTCyT-
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CTBMWE OTHANEHHbIX METACTa30B MPOBEAEeHNEe TpaHCNaH-
TaUWM NeyYeHn OKa3blBaeT MOJSIOKUTESIbHOE BMSIHWE Ha
MPOrHO3 MO CPaBHEHWIO C PE3EKLMEN NEYEHM 1, ClefoBa-
TeNbHO, NaLMeHTaM C Hepe3ekTabenbHbIMK OMyXOonaMu
LenecoobpasHo MpoBeAeHNe KOHCYNbTauun B TPaHC-
MIaHTaLMOHHBIX LLEHTPaX B MaKCMMarbHO PaHHWE CPOKM
OT MOMEeHTa MOCTaHOBKM AMarHosa.

B rabnumue 3 cymmmpoBaHa nHdopmMaums ob uccne-
LOBaHWAX, MPOBOAMBLUMX CPaBHUTESNbHbIA aHanu3
pes3ynbTaToB PasfMyHbIX BUAOB XUPYPrUUeCKOro
nevenus MUK y netei, Bkmioyas pesekumio v TpaHCnIaH-
TaUMIo NeyYeHu.

C.D. Kakos 1 coaBT. npoBenu cUCTEMATUYECKUN
aHanu3 UccrnefoBaHui, NOCBALLEHHbIX TPaHCMIaHTaLmum
neuvenu y naumnentos ¢ MUK [62]. B aHanus bbinum BKIio-
YyeHbl 245 nauneHToB u3 67 uccneposanunid. [inarHos
MUK 6611 BepudMuMpoBaH 0O NPOBEAEHWS TPaHCMNIaH-
Taumn y 61,2% (n = 155/188) u asnanca crnyyanHoi
HaxogKoW Mpu NaToMopdOsIOrMYeckKoM ucceno-
BaHUW MOCHe BbINOSIHEHWS TpaHcnnaHTauum y 38,8%
(n = 73/188). ConyTcTayioLllas NaToNoOrna neyeHu
oTMevanacb y 80,9% nauueHTOB. BbikMBaeMocCTb
6es onyxonu (disease-free survival) B rpynne us
150 mauveHTOB C M3BECTHBIMM UCXOBAMU COCTaBMNa
92,3%, 89,1% v 84,5% yepes 1 ron, 3 u 5 net Habnio-
OeHusa cooTBeTcTBeHHO. OpHoneTHsSA, 3- 1 5-neTHas OB
661 pasHbl 87,9%, 78,8% n 74,3% COOTBETCTBEHHO.
Ananus nokasatenen OB B 3aBUCUMMOCTM OT NPOBEAEHNSA
HE0aabloBaHTHON/afblOBAHTHOW Tepanun U ee OTCYT-
CTBUA, a Takxe ructonorudyeckoro tuna MUK (knac-
cuyeckuit npotus LK) He BbISBUN CTATUCTUUYECKM
3HaUMMBbIX pasnuuuit. ABTopamu Bbin NpoBeAeH cpas-
HUTENbHbIA aHanW3 pesynbTaToB fIEYEHUS NaLMEHTOB,
MOABEPrHYThIX TPaHCMNAaHTaUuun nevyeHn B COOTBET-
cTBUM ¢ MunaHckumn Kputepusmm u kputepusammn UCSF
(University of California San Francisco) [63], npoge-
MOHCTPMPOBABLUWIA OTCYTCTBME Pa3nnymMi B MOKa3aTenax
OB npu Mcnonb3oBaHUM MunaHCKMX KpUTepueB, 04HaKO
XyLLUMe pe3ynbTaTbl TPAHCMAHTaUMM Yy NaUMeHTOB, He
COOTBETCTBYIOLUMX MeHee cTporum kputepuam UCSF
(1 onyxonb <6,5 cM unu go 3 onyxonei <4,5 cM, unu
obLuit anameTp onyxonei <8 cm) [62].

TakuMm 06pas3oM, HaKOMMEHHbIE K HACTOALLEMY
MOMEHTY [aHHble CBUAETENIbCTBYIOT O TOM, YTO pe3yrb-
TaTbl TPAHCMNAHTaLUNM NEYEHN Y MaLMEHTOB AETCKOro
Bo3pacTa ¢ LUK kak MMHUMYM He Xyxe, YyeM pesynbTaThl
pe3ekumii. bonee Toro, TpaHCMaHTaALUMS NEYEHU MOKET
paccMaTpuBaTbCsl Kak MeTof Bblbopa y mauveHToB C
HepesekTabenbHow LK, koTopas He MoeT bbITb nepe-
BefeHa B KaTeropuio pesektabenbHow nNpu UCMonb30-
BaHWM PasfWUYHbIX BAPMAHTOB HEOAAbIOBAHTHOMN Tepanuu.

B nocnepHve roabl Takxke nossunuch nybnukaumu,
Kacalowmnecs MPUMEHEHNA HOBbIX TEXHOMOruin Ans
neyeHuns naumneHToB ¢ HepesekTabenbHoi MLUK. OgHuM
13 Takvx MEeTOAOB ABMIAETCA TPaHCapTepWanbHasa pagu-
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oambonusaums (transarterial radioembolization, TARE)
C Mcnosnb3oBaHveM UTTpusa-90, KOTOpPLIA NOKasan CBolo
30QPEKTUBHOCTD B YNPaBIIEHNMN OMYXOSEBbIM NPOLECCOM
y NeanaTpuyeckmx naumeHToB C HepesekTabenbHbIMK
onyxonamu neyenun [64]. UccneposaHue, npoBeaeHHoe
A. Aguado v coaBT., ONMUCHIBAET YCMELLHOE NPUMEHEHWE
TARE y netei ¢ nepeuuHbiMm 3HO neyenw, Brmiouas LK.
ABTOpbI 0TMeYaloT, YTo npouenypa ¢ uTTpuem-90 ABns-
€TCA OTHOCUTENbHO BE30MaCcHOM U MOXKET CTaTb BaXKHOM
onumen ansa Tex NauMeHToB, KOTOPbIM NMPOTUBOMOKa3aHbI
WY HEBO3MOXHbI XMPYPruyecKas pesekums unm TpaHc-
nnaHTaums.

Mcnonb3osaHue TARE no3BonsieT uefneHanpaeneHHo
BO30EMCTBOBATb Ha OMyXONEBYIO TKaHb C MUHUMASIbHbLIM
MOBPEXAEHNEM OKPYXKAIOLLMX 3A0POBbIX TKaHEM, yTo
0Cc0beHHO BaxHO Ans geTei. Pe3ynbTaTbl NOKasbIBalOT
YMEHbLLIEHWE pa3Mepa OMyXOfu U YBENMYEHWE NPOA0-
KUTEMNBHOCTW XMU3HW Y YaCTW NALMEHTOB, YTO fenaet
3Ty MeTOAMKY MepCrneKTUBHOM B NegumaTpuyeckon
oHkonoruun. Kpome toro, TARE MoxeT 6biTb MCNOSb-
30BaHa B KOMMJIEKCE C APYrMMU MeTOAaMu fOKanbHON
Tepanuu, TakuMK Kak pagnoyacToTHas abnauws (PYA)
¥ XMMNOIMBONM3aLIMSA, UTO OTKPbIBAET AOMOSNHUTENMbHBIE
BO3MOKHOCTM AJ151 KOHTPONA 3aboneBaHns u ynyulleHns
NMPOrHo3a y nauveHToB C Hepe3ekTabenbHon MUK, B
TOM uucne 3a cyeT obecneyeHnss [OMNOSHUTENBHOIO
BPEMEHW A7 NMOWCKa [OHOpa nepep TpaHCcnnaHTauuen
neyenn [64].

[pyroi TexHonorven, HanpaBieHHON Ha KOHTPOmb
HepesekTabenbHbix opm UK, aensetca TpaHc-
apTepuanbHaa xuMmuoambonusaums (transarterial
chemoembolization, TACE). OgHuM 13 nccnegoBaHui,
noaTeepxpaoLux adpderktnsHoctb TACE, asnsetcs
pabota K.E. Weiss u coast. (CLLIA) [65], npoBeneHHas
¢ yyacTueM 8 naumeHToB B Bo3pacTte oT 4 no 17 net

PucyHok

(cpennuin BospacT 12,5 neT). B uccrnenosaHum nokasaHo,
yto npumeHenne TACE c ncnonb3oBaHWEM pasfnuHbIX
KOMBMHALMI LMTOCTaTUYECKMX NpenapaTos (umcnnatu,
[OKCOPYOULMH 1 MUTOMULMH C) 30hPEKTUBHO YMEHb-
LaeT obbeM omyxosnu, YTo NO3BOSIAET KOHTPONMPOBAaTD
3aboneBaHue 1 obecneunTtb BpeMs A NMOUCKa AOHOPa
¥ NMOArOTOBKM MAaLMEHTOB K TPaHCMNaHTaLMKU NeyeHu.
Mocne TACE 6 u3 8 nauveHTam bbina BbinosiHeHa TpaHc-
nnaHTauus NeyeHun, Npu 3TOM BbIKMBAEMOCTb Cpefu
MauMeHToB, NOABEPrLUMXCA TPaHCMMaHTauMn, cocTta-
Buna 83%, anutensHOCTb HabniogeHust BapbupoBana oT
3,4 ropa 0o 11 net [65]. BaxHO MoguepKHYTb, UTO
cpenHee BpeMsi 0T MOMEHTA NPOBEAEHNS NepBoi npoLe-
oypbl TACE po TpaHcnnaHTauuu neyeHn COCTaBMIO
141 pewb (pasbpoc 11-514 gHen).

Mcnonb3oBanne PYA Takse npepcTtaenset cobon
3P PEKTUBHBIN METOL A5 JIOKANbHOr0 KOHTPONS npw
MUK y neteit [66].

OBHVM 13 3HaYMMBIX UCCMef0BaHUIA B 3TOM obnacTu
asnsetcs pabota H. Long u coaet. (Kutai) [66], B
KOTOpOW paccMaTpusanacs PYA B neyeHun peumaomsmpy-
towtent UK. B uccnepoBaHuu, NpoBEAEHHOM C y4acTUEM
10 naumenToB (cpenHwit BospacT 11,7 roga), bbino noka-
3aHo, uto PYA nossonmna pobutbcsa nonHom abnauum
onyxonu B 93,3% cnyuaes (14 us 15 ouaros). lNpoue-
Oypa npuBena K 3HauuTeNbHOMY YMEHbLUEHMIO OMyX0-
NEBOV MaccCbl ¥ OTCYTCTBUIO MECTHBIX PELIMANBOB B 30HE
nposeaeHuns PYA Ha npoTseHun Bcero HabniopeHus
(cpennwit nepuon Habnioaexns coctasun 63,1 Mec) [66].

B HacTosLLee BpeMs HaKOMNEeHHbIN NefMaTpuyecKui
onbIT No fnleyeHuio nauneHTos ¢ LUK Hawen ceoe oTpa-
)KEHWe B MPOCMNEKTUBHOM MYfbTULEHTPOBOM paHAOMM-
anposaHHOM uccnenosaHun PHITT (Pediatric Hepatic
International Tumor Trial) (pucyHok) [67]. OpraHusaums
nonobHOro nccnenoBaHus cTtana BO3MOXHoOM bnaronaps

Tepanus naumeHToB ¢ ['LIK B paMKax NPOCNeKTUBHOMO KMMHUYECKOro uccrenosanusa PHITT

Figure

Treatment of patients with HCC in the PHITT prospective clinical trial

HCC
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OB30P JIUTEPATYPbHI

COTPYAHMYECTBY BEAYLUMX KOOMEePMPOBaHHbIX rpynm,
3aHUMAIOLLMXCS UCCIIeA0BaHUAMNU OETCKUX OMyXonem
neuvenu, B Tom uncne COG, SIOPEL, HemeLkoit (German
Society for Pediatric Oncology and Hematology, GPOH)
u anoHckol (Japanese Children’s Cancer Group, JCCG)
rpynmn, v ABNSETCS BaXHbIM LLIArOM B HAaNpaBfeHWUn yyy-
LUEHUA NTeYEeHUs OEeTCKMX OMyXONien MeyeHu, BKIoYvas
UK.

B npotokone PHITT npu Bbibope TakTUKKN BeAEHUA
nauueHToB ¢ LUK y peten yuntbiBaloTca Takune dhakTopel,
Kak Hanuume COMyTCTBYIOLEN NaToNornv meyeHu,
pe3ekTabenbHOCTb OMYXONM U HanmMuuMe OTHANEeHHbIX
MeTacTa3oB. [lpuMeyaTefibHO, UTO TaKTMKa NeYeHus
no npotokony PHITT He 3aBUCUT OT rMCTONOrMYECKOrO
BapuaHTa onyxonu, Brknovas ol LK.

Mpn Hanuuuu pesekTabenbHOW OMYXONM U OTCYT-
CTBMM METACTa30B NaLMEHTY PEKOMEHAYETCH UHULN-
anbHOe Xupypruyeckoe neveHue. Ecnu onyxonb
passunacbk de novo (6es npegwecTsyiollero 3abo-
neBaHus mnedeHun), B ToM umncne u npu ol UK, nocne
XMPYPruyeckoro BMeLlaTenbCTBa Ha3HavyaloT 4 umkna
xumunotepanumn no cxeme PLADO. B cnyyae Hanuuus
NpenLecTBYOWeN NaToNOrMn NeYeHn agbloBaHTHas
XMMUOTEpanusi He MPOBOAUTCS, 3TU NaLMEHTbI NePeEXoaaT
B rpynny HabniopgeHns. 3To CBA3AHO C BbICOKVMM PUCKOM
MeYeHOYHON TOKCUYHOCTU, OCODEHHO NpW MCNOMb30-
BaHUW DoKcopybuumHa.

B cnyuasix, korga onyxonb SIBNAETCA HepeseKTa-
BenbHOV MK UMeINTCA OTHAaneHHbIe MeTacTasbl, Heobxo-
LMMO HeMe[leHHoe obpalleHne B cneumanusnupoBaHHble
neyebHble yupexaoeHus — TpaHCMNaHTaUMOHHBIN LEeHTP
W LEHTP MHTEPBEHUMOHHOW paguonoruu. [Ona Takux
naunenToB npotokon PHITT npepycMaTpuBaeT paHpo-
MM3aumio Ha 1 U3 2 peskMMOB HEOAAbIOBAHTHOW XMMWO-
Tepanuu: PLADO ¢ pobaeneHuem copadpenuba nmbo
GemOx (reMuMTabuH + OKCanMNIaTUH) TaKKe B cove-
TaHuu c copadpeHnbom. B xone neyeHus npoBoguTCH
OLIEHKa OTBeTa OMyXOMW, U NPU NOJNOKUTENBHON AMHA-
MUKe BO3MOXHO NMPOAOSIKEHWE TEPANUM ANS MOBbILLEHUA
LLIAHCOB Ha pe3eKTabenbHOCTb U KOHTPONSA Hag MeTa-
cTasamu. Takum obpasom, npotokon PHITT npencras-
nseTt coboi CTPYKTYpUPOBaHHbLIN U MHOTOYPOBHEBBI
noaxop K neuvenuio MUK y netein, opueHTUPOBAHHbLIN Ha
MaKCcKUMarnbHOe NPUMEHEHWE XVMPYPrUYECKOr0 feYeHus
npu yyeTe MHAMBUAYaNbHbIX 0COBEHHOCTEN Kaooro
naumneHTa. B To e BpeMsA pekoMeHAaLuu NpoTokona
PHITT He BkmiovaloT amddepeHUmMpoBaHHbIe NOAXoabl
K neueHuio knaccuyeckon MUK n UK, yto asns-
eTCsA NpeaMeToM 0BCYXAEHWS B CBETE UX pPasfnnuunii B
BUOSIOTUM 1 YYBCTBUTENBHOCTY K Tepanuu [67].

®ubponamennapHas UK ponroe Bpems ocTtasa-
nacb HeflOCTaTOYHO U3YUYEHHOW OMyXOrblo, U MHOXECTBO
BOMPOCOB O €€ XapaKTepUCTUKaxX W NeyeHun ocTasa-
nuck 6e3 oTBeTa. TeM He MeHee Ha CEerofHsILLHWUIN OeHb
M3BECTHbI KrioYeBble DaKTOPbl, KOTOPblE ONPefensioT

nporHo3 naumeHToB ¢ pl'UK n MoryT cnocobcTBoBaTh
Bonee bnaronpusaTHoMy ncxopy. B nepsyio ouepegnb 310
panvkanbHoe yaasnieHue oryxosnu, OTCYyTCTBME MHBA3WUK
OMyXonu B KpynHble cocyabl u/unu Tpombosa, oTcyT-
CTBME NOPaXeHNs PErMoHapHbIX NMMAIaTUYECKMX Y3OB,
nokanusoBaHHas doopMa 3abonesanus [68].

PapvkanbHoe xupypruyeckoe feyeHue ocTa-
eTCcsA OCHOBHbIM MeToAoM neuenns gl LK. MauneHTsl,
KoTopbIM nposefneHa RO-pesekums (nonHoe ynanexue
OMyXO0nu), UMEIOT JTyULLIMIA MPOTHO3, YeM Te, KTO NepeHec
R1- unm R2-pesekumio. C yueToM BbICOKOIO pUCKa nopa-
MEHNSI permoHapHbIX nuMdpatnueckux y3nos (0o 60%
cllyyaeB) pekoMeHLyeTcs naHoBas NMMMAOAUCCeKLMS
BO BpeMsl MEPBUYHOM Onepaumnm. YunTbiBas yHUKanbHoe
TeueHve gl LIK, NoOBTOpHOE XMpypruyeckoe neyeHne npu
peunavse UnNu Nporpeccumn 3aboneBaHna TakKe MOXKET
YIYYLLWTb BbIMBaEMOCTb [68].

Wccnepnosanusi SIOPEL nokasanu, uto ctaHmapTHas
uuTocTaTMueckas Tepanus (kapBonnaTuH, Aokcopy-
BuumH/umcnnat1i), addeKTMBHaA NPU KIaCCUYECKOM
UK, He nponeMoHCcTpMpoBana 3HauymMMon achpekTms-
HocTu npu ol LK. Ncenenosatenu ns CLUA npennoskunu
anbTepHaTUBHbIE NIEKAPCTBEHHbIE KOMOMHaUMK, Takune
kak GemOx B couyeTaHun ¢ NeHBaTUHUOOM, KOTOpbIe
nokasanu apPeKTUBHOCTb Y MaLMEHTOB C MeTacTaTu-
yeckon dol'LUK. B HebBonbLLoOM nccnenoBaHum ¢ yyacTvem
16 naumeHTOoB BbINM LOCTUTHYThI KIIMHUYECKAA PEMUCCUS
B 1 cnyyae v YacTUUHbIM 0TBET Y 8 naumeHTos [69].

B mocnepHve ropbl paccMaTpuBaeTcs BO3MOKHOCTb
MCnonb3oBaHusA MMMyHoTepanuu B nevenumn UK, uto
NoATBepPKAAETCA MepPBbIMM NyBNMKaUMAMM O NOTEHLM-
aflbHOM aKTUBHOCTW MHIMBWUTOPOB KOHTPOJIbHBIX TOYEK
MMMYHHOIO 0TBETa, B TOM YMCIIe U Y NaLMEHTOB AETCKOro
Bo3pacTa [70].

B uccneposaHum A.F. O'Neill u coasT. n3 bocToHa
(CLUA) 6 naumentos c nporpeccuei MUK nonyuanu
uMMyHoTepanuio (neMbponuaymab/HuBonyMab B coue-
TaHuM ¢ ununumymaboM). Tpoe W3 HWX NPOAEMOH-
CTPUPOBAnuM MOMOXUTENbHbLIA OTBET Ha Tepanuio ¢
MCMOJIb30BAHWUEM WHITMBUTOPOB KOHTPOSbHBIX TOuUeK (y
1 naumeHTa 6bIN1 BOCTUIrHYT MOMHBIN OTBET, Y 2 — cTabu-
nusauus 3abonesaHus), y 3 0TMEUEHO Nporpeccupo-
BaHue 3aboneBaHus. Y Tex, KTO OTBETUI Ha JleueHue,
ObInM BbISBMEHbI BbICOKAsA MyTaLUMOHHAsA Harpyska u
BblpaskeHHas MHUMbTPaLMA OMyxonu NMMdoLnTamMu.
3Tv pesynbTaTbl NOAYEPKMBAIOT HEOBXOAMMOCTb Aanb-
HeWLero n3yyeHns MMMyHOTEPanuu Kak noTeHumnasnb-
HOrO [OMOSTHUTENBHOrO MeToda neyenus geten c MUK,
ocobeHHO B cnyyasx, Korfa NpoBefeHne Xupypruve-
CKOro BMelLaTenbCTBa HeBo3MoxHo [70]. B HacTosiwee
BPeMs NpoBoanTCS Habop NauMEHTOB B UCCefoBaHNUe
[l pasbl nembponusymaba y naHHOM KaTeropuv naum-
eHToB (NCT04134559).

MepcneKkT1BHLIMM NOAXOAAMU K TEpanuW PELAMBOB
n pedopakTepHbix dhopM LUK y geTeit sBnseTcs Tepanus,
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HanpaBfeHHas Ha MOBEPXHOCTHbIN MapKep rMUMNukaH-3
npu Knaccuueckon MUK, Bkmioyaa paspaboTky cneuu-
hnyeckMx MOHOKIOHANbHbBIX aHTUTeN M T-KNeToK ¢
XUMEPHbIM aHTUTEHHbIM pelenTopoM [54]. PasnunuHble
MMMYyHOTEpaneBTUYECKNEe NOAXOAbl M BO3AEWCTBUE
Ha perynaumio anonTo3a UCCeaylTCsa Y NaUMeHTOB C

LK [54].

3AKNIOYEHUE

Takum obpasom, LUK aBnseTcs ouyeHb penkum
3HO neueHnu, xapakTepuayoLmMMcs HebnaronpusaTHbIM
nporHo3oM. UK xapaktepusyetcs MONekynsapHo-reHe-
TUYECKOW FeTEPOreHHOCTbIO B 3aBUCUMOCTU OT MMCTO-
NOFMYECKOro BapuaHTa OMnyXonu U COMnyTCTBYIOLLEro
MOpaskeHNs neYyeHu.

MonekynsapHble MexaHu3Mbl knaccuueckom LUK
y OeTell B HEKOTOPOW CTEMEHM CXOKU C TAaKOBbIMU Y
B3POC/bIX NaunMeHToB. 3TO CXOALCTBO Mnpepnonaraet
Hanuune obLUMX MaTOreHeTUYeCcKUX NyTewn, KoTopble
MOryT BKJIlOYaTb anbTepauuu B reHax, OTBETCTBEHHbIX
3a perynsaumio KNeToYHOro LUMKIa, anonTosa u nepepadvy
BHYTPUKITIETOYHbIX CUrHANoB. He3aBWCMMO OT BO3pacTa
npwm knaccuyeckon UK uacto HabmiopgatoTcs MyTauum B
reHax, Takux Kak TP53 u CTNNBI1, a Takke aKTuBaLusA
CUTHasbHbIX NyTeit, Briouas Wnt/B-kateHnH u PI3K/
AKT. lNoHMMaHMe 3TuX 0BLLMX MONEKYNAPHbLIX Mexa-
HW3MOB MOKeT cnocobcTBoBaTh pa3paboTke HOBbIX
TepaneBTUYECKUX CTpaTeruin, KoTopble MOryT BbiTb
3¢ heKTUBHBI Kak Ans AeTew, Tak U AN B3pOCbiX.

PagukanbHoe xupypruyeckoe BMeLLaTenbCTBO,
BKJIOYasA TPaHCMMaHTaUMI0 MNeYeHU, ABMSETCH efuH-
CTBEHHbIM KypaTUBHbIM MeTofoM Tepanuu geten ¢ UK.
Xvpypruyeckoe ypaneHue onyxofiM 4acTo ABNSETCH
MepBOOYEPEHbIM LIAroM B fle4YeHnn, 0COBEHHO ecrun
OMnyxo/s1b JTIOKann3oBaHa M pacCMaTPUBAETCH Kak peseKk-
TabenbHas.

HecMoTps Ha U3BECTHbIE CII0KHOCTY MIIaHUPOBaHMS
W NPOBEAEHMs, TPaHCMNaHTaUnUA NeyYyeHn NpPoLEMOH-
CTpMpoBana BbICOKyl0 adpdpekTnBHOCTL y aeTen ¢ UK
W ABNSETCA NPeAnoYTUTENIbHbIM METOAOM JIeYeHus B
Cryyasx, Korfa TPaguMLMOHHAs pe3eKLMs HeBO3MOMKHA
nnu HeadpdeKTMBHa.

HeobxoonMocTb MOMCKa HOBbIX BapuaHTOB
CUCTEMHOW Tepanuu oCcTaeTCsl akTyaslbHbIM BOMPOCOM.
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CoBpeMeHHble NMoaxofbl K CUCTEMHON Tepanuu orpaHu-
YEeHbl U He BCErAa MPUBOASAT K NOSIOKUTENbHBIM Pe3yrb-
TaTaM, 0CObeHHO NpU HaMMuMM MeTacTasos.

HeobxoagnMo yunTbiBaTb MONEKyNsApHble 0cobeH-
HocTu MUK nna pa3paboTku nepcoHanm3npoBaHHbIX
CXEM JIeUYEHUSl, YTO MOXET 3HAUUTENbHO YNyuYllnTb
MPOrHO3 U KauYeCTBO XM3HWU MaUMEHTOB. KnuHuuyeckne
MCCNefoBaHMA HOBbIX TepaneBTUYECKUX MOAXOAOB
UrpaloT KIYeBYyio posb B noucke bonee adhdpeKTUBHbIX
MeTonoB neyexuns neguatpuueckon UK.

UCTOYHUK dPUHAHCUPOBAHUSA

[laHHOe nccrnenoBaHue He MMeNo (hMHAHCOBOM MOLAEPIKKM OT CTOPOH-
HWUX OpraHu3aLui.
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