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AHHOTALMUA

I'enaronenmonsipras kapuuHoma (I'LIK) —OU€Hb peiKkas NEpBUYHAS OMYXOJIb
MIEYEHU y AETEHN U MOAPOCTKOB, XapaKTEPU3YOUIasiCsi arpeCCUBHBIM KIMHUYECKUM
TEYEHUEM U HEOJaronpuUsTHHIM MPORHO3OM. s TrneTHss 00111ast BBKUBAEMOCTh
IIPU HEPE3EKTA0EIbHBIX OMYyXOMHAX cocTaBiseT MeHee 20%, 4TO MOAYEPKUBAET
3HAYUMOCTh PAHHEN NHUAarHOCTHKHU W PaTUKAIBHOIO XUPYPrUYECKOrO JICUECHHMS.
Hacrosiuit  0030p flOCBsAIIEH aKTyalbHbIM MpoOjeMaM B  JICUEHUH
neauatpuyeckon [dIK. PacemaTpuBaroTcsi BONpPOCH 3MUEMHUOJIOTAN, BKIIOYas
rpyHIbl pucka Hepa3suThio [ TIK, MOJIEKyIIpHO-T€HETUYECKUE XapaKTEPUCTUKHU
OITyXO0JIM, QCOOCHHOCTH, JUADHOCTUKH U OLIEHKU PaCIpOCTPAHEHHOCTH IMpolecca
npu LK. [pencrasnens! pesynprarsl jieuenus ['1K B paMkax mpoCcneKTUBHBIX
KAMHUYECKUX MCEHENOBAHNI, a TAK)KE TEKYIUE CTAaHAAPTHl TEPANMH Yy JAETEH U
noaApOETkoB. OTAEIbHOE BHUMAHKE YEISETCS aHAIU3Y Pe3yJIbTaTOB Pa3IMUHbIX
BapUAHTOB) XUPYPIUYECKOIO JIEYEHUS, BKIIIOYAsl PE3EKUMH M TPAHCIUIAHTALUIO
neyeHu. [loquepkuBaercss HU3Kask 4yBCTBUTEJIBHOCTh OMYXOJIM K CTaHAAPTHOMN
XUMHUOTEpANMd U OOCYXXJAalOTCSI MHHOBALMOHHBIE TMOJAXOJbl  KOHTPOJIS
3a00JIeBaHUsl y TMAalMEHTOB C HEPE3eKTaOENbHOM OMyXOJbl0. AHAIU3UPYIOTCA
NEPCHEKTUBBI UCIOIb30BAHMS TAPre€THOW U UMMYHOTEPANUH Y MEeAUATPUUECKUX
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ABSTRACT

Hepatocellular carcinoma (HCC) is a very rare prithary lives tumor inchildren and
adolescents, characterized by an aggressives€lifiical course ‘and an unfavorable
prognosis. The five-year overall survivalg@ate forainresectable tumors is less than
20%, which underscores the importanee, of'€arly diagnosis and radical surgical
treatment. This review is devoted to topical issues in the treatment of pediatric
HCC. The issues of epidemiology ‘aré considered, including risk groups for the
development of HCC, m®leeular and genetic characteristics of the tumor, features
of diagnosis and asseéssment'of the prevalence of the process in HCC. The results
of HCC treatment in prospective clinical trials, as well as current standards of
therapy in ¢hildren andyadolescents, are presented. Special attention is paid to the
analysi® of the results of various surgical treatment options, including resections
and" livergtransplantation. The low sensitivity of the tumor to standard
chemotherapy is emphasized and innovative approaches to disease control in
patients with unresectable tumors are discussed. The prospects of using targeted
and immunotherapy in pediatric patients are analyzed. The review also highlights
the importance of a multidisciplinary approach, timely diagnosis, and the
introduction of innovative treatments to improve treatment outcomes.
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BBEAEHWUE

3nokayecTBeHHbIe HOBOOOpa3oBanus (3HO) meuenn y aeteil BcTpedaroTcs
penko u cocTapiisitoT Juib 1-2% ot Bcex 3HO B Bo3pacte ot 0 1o 14 net [1-4]. U3
Bcex cinydaeB 3HO neuenu 67-80% npuxoautces Ha goiito renarodnactomsl (I'B), B
TO Bpems Kak renarounemnonspHas kapuunoMa (I'TIK) cocrasnser 20-33%, yto

JIeJIaeT €€ KpalHe PeKOM OMyXO0Jblo B IETCKOW nomyJisiiuu [4,5].

[lenpto  HACTOALIETO JIMTEPATypHOro o0030pa  sBUJIOEH, 0000IIEHNE
COBPEMEHHBIX JAaHHBIX 00 J3MNUAEMHOJOTUHU, (aKTOpax PHCKA, MOJNEKYJIPHO-
TEeHETUYECKUX OCOOCHHOCTSX, KJIMHUYECKOM TEUEHUH, JUArHOCTUKE U JEYCHUU
[TIK y pnereli m HOIPOCTKOB, a TaKXKe OLEHKAa WEPCHEeKIHB M\IPUMEHEHUS

HMHHOBAIMMOHHBIX TCPAIICBTUYCCKUX MCTOAOB JICHCHUSI.

DMUIEMUOJIOTUSI M STUOJOTUSI

B wuccnegoBaHuu, OpraHn3z@BaHHOM MexXIyHApOJHBIM AareHTCTBOM IO
MCCJIEIOBAHUIO paKka U onmyOiaMKOBaHHBIM B 2017 romy, mIpoBeeH aHalIU3 JTaHHbBIX
153 nonmyJmALMOHHBIX KAHIEP-PETUCTPEB U3 62 CTpaH Ha MATH KOHTHUHEHTAX,
KOTOPBIN OXBaThIBAJ CIPYKTYPY U MoKazaTenu 3aboaeBaeMocT paznnunbix 3HO y
JeTel, BKIouYas TeQEpadiuecime,, paziuuus [6]. CorjacHO HSTUM JIaHHBIM,
MoKasaTelib 3a001eBAeMOCTH Oy XOJIIMH TIeYeHU Y fieTeit B Bo3pacte ot 0 10 14 ner
cocrasisiet (0,23 na 100.000" nerckoro Hacenenusi. CylieCTBYIOT 3HAUUTEIbHBIC
reorpddudeckue pazmmans: B CeepHoii Adpuke 3TOT mokasarens coctasiser 0,10
Ha 100.000 nterckoro HaceneHus, B TO BpeMsi Kak B BocTouHOi A3uM OH 10CTUTaeT
0,35 Ha 100.000 nerckoro Hacenenus. Jlanubie reorpaduyeckue pa3andusi MOTYT
OOBSACHATHCS (hakTOpaMu pHUCKa, TNPEIpacHoyiaraloluMi  Kak K Pa3BUTHUIO
renatobsiactombl, Tak U 'K, koTOopble B CBOIO ouyepeab 3aBUCAT O COLMAIBHO-
PKOHOMMYECKHUX (HaKTOpoB [6].

B sKkoHOMHYECKM pa3BUTBIX CTpaHax 3a IMOCIEAHUE TPU JECATHICTHS
HaOJMIoaeTcsl  MOCTENEHHOE  YBEJIMYEHHWE  MoKaszaTels  3a00JieBaeMOCTH

renarobnactomoi. Tak, mo npanHbiIM Hemeunkoro JeTCKOro MNOMyJISAIUOHHOTO



KaHlep-peructpa 3a nepuonx 1991-2012 rr., cpeaHerogoBoid NpUpoCT COCTaBUII
+4,6% (95% JHosepurensubiii untepan (AN): 2,9%-6,4%) [7], uTo cBsA3aHO C
YHHUKAIbHBIMU TIPEIpacIoiaraonmmMi GakTopaMu, TaKUMU KaK HETOHOIIEHHOCTb,
MaJIOBECHOCTh M HHU3KHI T€CTAallMOHHBIA BO3pPacT Ha MOMEHT poxaeHus [8.9].
JloCTHKEHHSI HEOHATOJIOTHH, CITOCOOCTBYIOIME BBIXAKUBAHUIO JAHHBIX KATErOpUI
JIeTel, MPUBOJAT K TOMY, UTO OHHU JOXKUBAIOT JIO PA3BUTHA T'e€NaTO0IaCTOMBI, PUCK
Pa3BUTHS KOTOPOH Y HUX 3HAYUTENBHO BhIIIE, YEM B 001N MOMYJIsdlAY.

B CIIIA [10] mpoBemeH aHain3 BPEMEHHBIX W3MEHEHMN TOKa3aTeIe
3a0oseBaeMOCTH Kak renatodmactomon, Tak U 'K 3a mepu@m ¢ 2000 10,2017 rT.
Anamm3 247 mnamuentoB ¢ ['IHK npoaeMoHCTpupoBai, ©T0 IOKAa3aTenu
3200J1€BAEMOCTH OCTABAJIMCh CTAOMJIBHBIMHU C HE3HAYMTEIbHBIM CPENHEr0J0OBBIM
n3menennem B 0,9% (95% AU: —2,2% - 4,1%; p>0505). "B, 10 ke Bpems s
renaTo0JacTOMbI MPUOaBKa TaHHOTO NTOKa3aTess1 cOeTaBising2,5% exeroaHo (95%
JU: 1,1% - 3,8%; p<0,001).

Xponnueckasi uHpekus, BbI3BaHHAs BUPYCHBIM TrenaTUToM B, siBisiercs
M3BECTHBIM (pakTOpOM, mpeapacnoiasaforinm Kk paszputuio ['IIK kak y B3pocCibIX,
Tak Uy naerei [11]. B sHAEMUYHBIX pallQHAX, K KOTOPBIM MO>KHO OTHECTH CTPAHbI
Adpuku, pacnonoxedHslie K/ ory ot mycteiHu Caxapa, u KOro-Boctounoit Azuu,
nepuHaTalibHOe HMH(DUIMPOBAHUE © BUPYCOM renmaTuTta B OTBETCTBEHHO 3a
3HAYUTENIBLHOE YnCIIO Cirydaes pazsutus I LIK.

B,3T0OW\CBsI3M YpE3BHIYAIHO MHTEPECHOM sIBIsieTCS paboTa Ipymnibl aBTOPOB
u3 JFavBans [12};,BK0TOpOI OBUIO TMOKa3aHO, YTO BHEJIPEHUE YHUBEPCAIHHOM
HalMOHAIbHOW BaKIIMHAIMU OT renatuta B npuBeno K 3HAaUUTEIbHOMY CHUKEHUIO
3a0oneBaeémoctu renatut B-accoruupoBannoi 'K y nereit. [lony4yenHsie nanHbie
CBUACTEIHCTBYIOT O BO3MOXHOCTH MPOBEICHHUS NEPBUYHOW MNPOPHUIAKTUKH U
cHIKeHHs pucka pa3Butus [ 1IK B monymsanusax ¢ BBICOKOM pacIpOCTPAHEHHOCTHIO
BUpycHOro remaruta B. OTHOCUTENBHO HENABHUM aHAJIW3, OXBAThIBAIOIIUN
BpeMeHHOM mepuon 1979-2018 rr., yOemuTenbHO TMOATBEPKIAECT CHUKEHUE
nokasarens 3adoneBaemoctu ['TIK y geTeit 1 MooabIx B3pOCbIX B Bo3pacTe 5-39

net [13]. Tak, 3a nepuoa 2004-2018 rr. moka3zarens 3a6osneBaemoctu I'IIK cHuzumncs



Ha 53% (ckoppexTupoBaHHbI KO3 duiment 3aboneBaemoctu 0,47%, 95% JU:
0,44-0,52) [13].

N3BectHO, uTO B oTiiune OT B3pocibix, ['IIK y nereit B 70-80% ciyyaes
pas3BuBaetcs de novo, 06€3 MpeIecTBYIOIETo nopaxkeHus rneuenu [4,14]. [Ipu aTom
y B3pocibix mamueHtoB ['IIK mpeumymiecTBeHHO pa3BuBaeTcss Ha (¢oHe
XPOHUYECKUX 3a00JIeBaHUN MEYEHHU, TAKUX KaK IHUPPO3, OCOOEHHO aJIKOTOJIHHOTO
npoucxoxaeuus [3,15,16]. Tem He menee, B 20-30%, a 110 JaHHBIM OTIEJIBHBIX
ueHtpoB B 40% [16] cnyuaeB y gereid ¢ I'LIK BwisiBsieTcsf COELyTCTBYOIIAs
MAaToJOTHs TIEYEHU, BBI3BIBAIOIIAS TE€HATOLEIUIIOISPHOE MOBPEKICHIE) KOTOpAs
MOKET OBITh pa3JielieHa Ha HECKOJIbKO TPYIIN: BUPYCHBIC MH(DEeKuu (renaTtut B u
C), nacnenctBeHHble OOJE3HM OOMEHa BEIECTB ¢(OoJe3H, Buibcoma, OoJie3HU
HakorwieHus riaukorera [-IV, remoxpomMaros, geduitiansdasl aHTUuTpUIcruHa) u
CUCTEeMHBbIC 3a0osieBaHus (TUpo3uHeMust | THIIa, TIMKOTEHO3bl, CEMEHHBIN
aJICHOMATO3HBIA  IIOJIMIIO3, AaHEMMs, DaHKOHH, —aTaKCUSI-TEICaHTHAIKTa3Msl,
IIEPBUYHBIA  CKJIEPO3UPYIOLINNA 4XOJAHTAT W ICEMEUHBIA MPOrPECCUPYIOLIUN
BHYTPUIICUCHOUYHBIN Xojectaz) [S)05617-19]. Jlnsg HekoTopeix 3aboJieBaHUMN
onpenenieHa yactora pa3pusus 'K, B waeTHOCTH 17151 TUpo3uHemuu | tuna - 37%,
IIPOTPECCUPYIOLIETO 4 CEMEMHOIO BHYTPHUIIEUEHOYHOTO Xxonecraza - 5-15%,
ownunapHoit atpe3un - 1g3%, BPOXKIEHHOTO MOPTOCUCTEMHOro IIyHTa — 2,5%,
cunapoma bamna-Kuapu — 4%, 6one3an Bunscona-Konopanosa — 0,67% [3,15,16].

Cpenn \HacneACTBEHHBIX Oose3Hel HauOOoNbIIEr0 BHUMAHMS 3aCITyKUBAET
TUpEBNHEMUS [N IHHafIOCKOJIbKY Y JaHHOW IpyNmbl MAallMEHTOB YacTOTA Pa3BUTHUS
'K meCturaer 37% [16]. Tupo3unemust I TMna — ayTOCOMHO-PELIECCUBHOE
3a00JIeBAHKE, KOTOpPOE BCTpeuaercss ¢ uactorod mnpumepno 1 nHa 100 000
HOBOPOXJIEHHBIX. OCHOBOU MaTtoreHe3a TUpo3uHeMuu | Thna gBisieTcs MyTanus B
reHe, KoaupytomeMm  ¢epMeHt  ¢ymapunaneroanerarruapoiasy  (FAH),
pacnoyio’keHHOM Ha XpomocoMme 15q25.1. Hapymienne @QyHKUUM JaHHOTO
dbepMeHTa MPUBOIUT K HAKOTUICHUIO THUPO3WHA M €T0 TOKCHYHBIX MPOU3BOIHBIX,
Cpeau KOTOphIX HanboJjee arpeCCUBHBIM SIBJIETCS CyKuMHMameToarerat [20,21].

Haxkonienue CyYKOMHWJIancroancrara W JAPYrux METa00IUTOB THUPO3MHA B



renaTouuTax OKa3blBAET KAHIEPOT€HHOE BO3ACHCTBHE, HHAYLHPYS MPOLECCHI
OITyXOJIEBOM TpaHC(hOpMAIMU KJIETOK U UX MEPEeXo/]l B 3JI0KaYE€CTBEHHbBIN (PEHOTHUIT
¢ nocnenyromum pazsutueM ['TIK [20,21].

Cpenn uHGEKIMOHHBIX OOJIE3HEW BEeAyIIyI0 pPOJb HUIPAIOT BUPYCHBIE
renatutel B u C [3]. it oOcyxmaemMoil eTCKOM MOMyJsiUM, KaK yKe ObUIo
ITOAYEPKHYTO BBIIIE, OCHOBHOW BKJIAJl BHOCUT XPOHUYECKUN BUPYCHBIN renaTur B.
Hns dopmupoBanust ['TIK na done Tteyenus renatuta C TpeOyeTcs MIUTEIbHBIN
nepuosl BpeMeHH, oO0bdHO mnpeBbimaronmii 18 mer. [lostomy enyuam [1K,

CBsi3aHHBIE ¢ renatuToM C, peaKo BCTPEYarOTCs B ACTCKOM npakTuke [ 3.

KUIMHUYECKHUE OCOBEHHOCTHU I'IIK
I'lIK 4yacto mporekaeT OECCMMITOMHO Ha, paHHUX CTagusx WU

COMPOBOXK/IAETCS HECTIEUU(PUUECKUMU CUMATOMAaMHM; TAKUMHE KaK cJ1ad0CTh, TOTEPS
anmeTuTa u Beca [15]. [1o mepe nporpeccupoBariis 3200fi€BaHMs MOSBIISIOTCS 00U
B IIpaBOM MNojapeOdepre, renaroMeralivis, aCluT, JKENTyXa U MpU3HAKA NEeYEHOYHOM
HesocTaToyHOoCTH [5]. Ha Oonee mo3gHux CTaausx MOTYT pa3BUBATHCS OCIOKHEHHUS
(KpoBOTEUYEHUSI M3 BapPUKQ3HO-PACIIMPEHHBIX BEH MUIIEBOJA, TPOMOO3 BOPOTHOM
BEHBI U JIp.), YTO yCYLYOIIeT KIMHUYECKYIO0 KapTUHY U yXyAIaeT nporHos [15].
YuuthiBas pa3iBuUHBIC STHONOTHYECKHE (DAKTOPHI, JEXKallue B OCHOBE
pazsutus ['LIK, npeAeTaBMieT MHTEpEeC OCOOEHHOCTU KJIMHUYECKOW Mpe3eHTaIluu
3a00J1eBaHUS y MALIMEHTOB C HATMYMEM U OTCYTCTBUEM COITyTCTBYIOIIEH MATOJIOTHH
nedyeHn. ABTOPBL u3_KpynHoro 1eHtpa Baylor college of medicine (XbrocToH,
CITA) mposenmu ananu3 61 mamuenta ¢ I'IIK 3a mepuon 1996-2016 rr [16].
[TaneHThL ObUTM pa3/ieNieHbl Ha TPYIIBI B 3aBUCUMOCTH OT MPUYHHBI PA3BUTHS
3aboneBanus. [IpeamecTByromnias maToyorus rneueHu Obuta oTMeueHa y 25 u3 61
nanueHToB u coctaBisia 40,9%, cpenu KOTOpeIX Yy 9 manueHToB ObLI
KPUIITOTEHHBIA 1UPPO3, ¥ 7 — TeHeTu4eckue 3aboneBaHus, y 4 — OwimapHas
natosiorusi, y 1 — BupycHas undexuusa u y 4 npyrue 3aboneBanusa. Y 36 u3 61
naiueHTa 3abo1eBaHue pa3BWIOCh de novo, 'y 13 u3 Hux ObuT BepuUIIUPOBAH

dbubponameapubiii Tun 'K, YV mamueHToB ¢ mpeamecTBYONe MaToIoruei



MeYeHu oTMeualics Oosiee paHHUN Bo3pacT Hayana 3aboneBanus (7,2 roaa), pexe
BBISIBISJIUCH  OTAAJIeHHble Metactasbl (15%), M omyxoib XapakTepu3oBaiach
MEHbIIMMU pazmepamu: y 80% manueHToB omyXoib Obula MeHee 4 CM Ha MOMEHT
MOCTAaHOBKM JMarHo3a. HampoTus, B rpynmne namueHtoB ¢ de novo I'IIK Bo3pact
coctaBunl 10,2 roma (p<0,05), ornmaneHHble MeTacTaszbl BBIABISUIUCH y 44%
MalMeHTOB U BO BCEX CIIy4asix OIyXOJib NpeBbiliana 4 CM B MaKCUMaJIbHOM
W3MEPEHUH Ha MOMEHT IOCTaHOBKH nuarHosa (p<0,005) [16]. ABTopsl aemaroT
BBIBO/I, YTO MAIIUEHTHI C COMYTCTBYIOILIEH MAaTOJOTUEHN NeUeHU JOJLKHbBI TPOXOIUTh
OoJee cucTeMaTuyeckue o0CIeI0BaHus, U, CIIeIOBATEIbHO, ¥3JI0BbIC U3MCHEHUS B
MEYCHU MOTYT BBISBISATHCS Ha OoJiee paHHUX CTaausix Onaroddps MpOBEIICHUIO
CKpPUHHMHTOBBIX MepornpusTuil. [lomydeHHbIEe NaHHbIC HOAYCPKUBAOT BaXKHOCTh
CKpUHUHTAa M PAHHErO BBIABJICHUS W3MCHCHMU B JHCUCHW y TMAaIMEHTOB C

MpeACYUIECTBYIOIMMU 3a00JIeBaHUSIMU TIeHeHH [16].

MOP®OJIOTMYECKASI XAPAKTEPUCTIKA U MOJIEKY JISTPHASI BUOJIOTHSI
B 2011 r. cocrosimach KOHCRHCYCHass KOH(EPEHIUS IETCKUX OHKOJIOTOB,

MaTOJIOTOB U MOJIEKYJISIPHBIX OHKOJIOTOBNIOCBAIIEHHAS OIYXOJISIM IEYEHU Y JETEH.
Pe3synbraTel KOHpepeHiy Obln omyOInKoBaHbl B xkypHaine "Modern Pathology" B
2014 r. u nernu B ocHOBY dloc-AHIKeneccKoi Kiaccuukayy omyXosiae nedeHu
JIETCKOTO  B@E3PACTA, WBBIAGASIONICH TpPU OCHOBHBIX THIA 3JI0KAYECTBEHHBIX
AMUTENUAbHBIX 00pa3oBaHuii: rematobiactomy, ['IIK u remaronemitoiaspHyto
Heomgiazuio OegpnonoanuTenpHoro yrounenus (bY) [22]. Ilpu 'IIK Bwigensitor
KJIaceyueCkuiit u  QubponamMeruIsIpHBIM ~ BapwaHT,  pa3IMyarolIuecs  I0
OMOJOTHHECKUM U KIIMHUYECKUM XapaKTEPUCTUKAM, HO UMEIOIINE CXOKUN MPOTHO3
[23].

Jlo HemaBHEro BpEMEHU CYIIECTBOBAJIO OrPaHUYEHHOE [MOHUMAaHUE
OMOJOTUYECKUX TMPOIECCOB, Jekamux B ocHoBe pasputus ['LIK y nmereér u
MOAPOCTKOB, B TO BpeMsl KakK TremarobyiacToMa, Kak Oosiee pacrnpocTpaHEHHOE
3JIOKAYECTBEHHOE HOBOOOpA30BaHHME TIEYCHH, CTajia OOBEKTOM HECKOIBKUX

3HAa4YUTCIbHBIX HCCHCHOB&HHﬁ, OXBAaTbIBAIOIIIMNX OoJbIIHE MOIyJIIIUU ITAIIMCHTOB



[24,25]. OTu wucciegoBaHMWS TOATBEPAWIM €€ BBICOKYIO TI'€HETUYECKYIO
CTaOMJIBHOCTh C MUHUMAJIbHBIMU U3MEHEHUSIMU B TEHOME, Yallle BCEr0 CBA3aHHBIMU
¢ myTanusimu B rene CTNNBI, kogupytomiem 0enok Oeta-kaTeHuH [26].

B ornuume oT remaro0iacToMbl, JaHHBIE O MOJEKYJSIPHO-T€HETHUYECKOM
npoduae renaToUeUTIONSPHON KapIMHOMBI OBUTH OrpaHUYeHBbl U TpeOOBaH
JOTIOTHUTENBHOTO M3y4deHus 1 ananu3a. B 2019 roxy Haines K. u coaBT. onmcamm
MOJIEKYJISIPHO-TEHETHUECKHE XapakTepucTuku 15 manuentoB ¢ 'K U3 Hux y 8
MaIMeHTOB 3a00JieBaHKE Pa3BWIOCh de novo, y 6 manuentoB LK, Bo3HNKIIa Ha
dboHe npeIcyIeCTBYIONICH MaTOJOTHHY MeYeHH, a y | manued®a 3a0oieBaHue ObLIO
CBSI3aHO C BUPYCHBIM MOPAKEHUEM TI€UeHHU [27].

AHallU3 3THX JaHHBIX BBIABUJI HUHTEPECHBIG, 3aKOHOMCPHOCTH: OMOJIOTHS
['TIK, pa3BuBaronieiics de novo, xapakTepu3yeresi00IeECII0KHLIM MOJICKYIIPHBIM
npoduaeM ¢ OOJIBIIUM KOJIUYECTBOM I'eHERAMECKUX COObITHH, B oTimume ot »Toro,
y naruenToB ¢ 'K, pa3BuBieiics Ha hoHe TpeliieCTBYIOIIEH TaTOJIOTHHU IIEYECHH,
oOHapy>kuBaroTCsi 0oJiee M30JMPOBAHHBIE MOJEKYJISpHbIE W3MeHeHus. [lanHoe
HaOJII0/IeHNE TTOAYEPKUBACT BO3MOKHDBIC pa3IMiusi B OMOJIOTHYECKUX MEXaHU3Max
Bo3HUKHOBeHUs1 ['TIK, gkeTopsie MOBYT OBITh CBSI3aHBl C XUMHYECKHUM
KaHIIEPOTeHE30M U HapyIICHUsIMU 0OMEHa BEIIECTB B YCIOBUSIX MPEANICCTBYIOIIEH
MaToJIOruu rneueHu [274.

Knaccameckuii“ yBapuantr [IIK B cpaBHeHun ¢ renaTtoOgacToMon
XapakTepu3yeTcs: OOJIBIUINM KOJUYECTBOM MOJIEKYJISPHO-TEHETUYECKUX COOBITHH.
O0600MIEHHO BHISIBACHABIC HAPYIIICHUS BKIIOYAIOT: U3MEHEHHUS B CUTHAJILHOM Iy TH
WNT\(wére1t CTNNBI, AMERI, APC), KOTOpblE TaKKe€ 4acTO BCTPEYAIOTCS MpHU
renaTto0ddeToMe; ajabTEpallMii TEHOB, BOBJICYCHHBIX B TMOJACPKAHUC JTHHBI
tenomep (reusl TERT, ATRX); anvreparuu curHanbHoro mytu MAPK/ERK (renst
MAPKI, BRAF, RPS6KA3); anvrepauuu reHoB TP53, CDKN2A u XpoOMOCOMHBIE
HapymeHus (genemuu 1p, 4p u gain 1q, 2p, 2q, 79, 7p, 19q) [27].

XapakTep MOJIEKYJISIPHBIX MPOLIECCOB, JIEKAIMX B OCHOBE KIACCHUYECKOM
I'IK y nereit, B 11eJIOM OTpakaeT KapTUHY, HAOJIFOAAIOIIYIOCS Y B3POCIIBIX, OJTHAKO,

CHEKTpP M YaCTOTa MOJEKYJSPHBIX COOBITUH Y B3POCIBIX 3HAUUTEIHHO BBIIIE. DTH
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pe3yJIbTaThl UMEIOT BaXKHOE 3HAYEHUE JJISI IOHUMAaHUsI BO3MOKHOCTH KOPPEKTHOM
HKCTPANOJIALIMHU MOAXOO0B K JICUCHHUIO B3POCIIBIX HA JETCKYIO MOMYJISIIIUA OOJIbHBIX
[27].

B 2018 romy rpymnma aBTopoB u3 HwumepiaHaoB MNpoaHAIM3UpOBaia
JUTEpPATypHbIC JJAHHBIC TMOCBSIICHHBIE PA3IUYHBIM acleKTaM MeAUaTPUYECKONd U
B3pocson ['LIK B mnombITKE nareb OTBET Ha BONPOC HACKOJIBKO KOPPEKTHO
MCIIOJIb30BaTh B3POCIbIE NOAXOAbI B JJEUYEHUN J€Tel. ABTOPHI NPHULMIV K BBIBOJY,
yto npu kiaccuueckon ['TIK y gererl cxoxue MONEKYISIPHBIC MPOLECCHI
peo0IaIatoT M0 CPABHEHUIO C PA3IUUUSIMH, YTO HECOMHEHHO, 1a€T BOSMOXKHOCTD
paccMaTpuBaTh ~ MOTEHIMANT  MCIHOJB30BAHUS  MOJEKYJSIPHBIX — MUIICHEH
IIPUMEHSIEMBIX Y B3POCIIBIX B AETCKOU MpakTuke [17].

OTaenpHOro BHUMAaHHMS 3aCy’KUBAET ICHATOLICTUNOIIAPHAs Heorutazus b/IY
[22]. Hannas omyxonb Obuta omumcanHa Pfokurat/A. m CQaBT., Kak mepexoaHas
omyxonb TiedeHu (Transitional Liver Cell“Bumor), Xapakrepusyromascs Oosee
CTapIlIMM BO3pacToM JeOroTa 3aQ07eBaHUsl 1O CPABHEHHUIO C TeMaTo0JacTOMOM,
BbICOKUMU I pamu ADII, rucTONOFMIECKMMU YepTaMy KaK renaTto0JacTOMbl, TaK
u 'K, a taxke arpeceWBHBHIM KIMHUHCCKUM TEYECHHUEM W HEOJIarompusiTHHIM
nporuosom [28]. HeadBHo npoBeneHHoe Sumazin P. u coaBT. ucciienoBanue ObUIio
HanpaBJICHO Ha CPAaBHATCIBbHBIM aHalW3 KIMHUYECKUX ©  MOJIEKYJIAPHO-
IF€HETUYECKUX XapaKTEPUCTUK IrernaToUEUTIOIApHON Heomnasuu b1Y, BeiaeneHHom
aBTOpaMM \HOArpyNIbl | remnarodsactoMbl ¢ (QOKalIbHOW  aHamla3ue
IeeMoppu3MOMya #8KKke renaroomactomsl 1 'K [29]. ABTOphl mpesiararor
TepMuUH&renarobnacroma ¢ yepramu ['TIK» ayis 06o3HaUYeHHS BBINMICYKa3aHHBIX
JIBYX IPYIIE HOBOOOpa30BaHUIM NTEYEHN HA OCHOBAHUU CXOXKECTH UX MOJIEKYJISIPHOTO
npouiis, BKIIOYAIONIETO OTHOCHTEIBHO BBICOKYIO dYacToTy MyTanuid (~3
COMaTUYeCKUX MyTaiuuu/MO), MyTallud U ajbTepallii B KJIIOUEBBIX CUTHAIBHBIX
NyTAX W HaJUYUe XPOMOCOMHBIX aHoMmanuil. CpaBHUTENIBHBIA  aHaU3
MOJIEKYJIIPHO-TEHETUIECKUX XapaKTEPUCTUK TeNaTo01aCTOMBI, TeaTo0IaCTOMBI C
yepramu ['TIK (renatonemmonsproit Heoriasuu bIY) u I'LIK npencrasnen B TadJ1.

1.
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Tao.. 1.

MOHGKYJIHPHO-FGHGTI/I‘IGCKI/IC

XapaKTEPUCTUKHU I'b,

renaTonesutosipHon Heortazuu bJ{Y u 'K [Sumazin P]. [29]

Table 1. Molecular and genetic characteristics of GB, hepatocellular neoplasia of

BDU and HCC [Sumazin P]. [29]

3ab6oseBanue I'b I'enarouemmonspHas 'K
Heorasust bJ[Y
Yacrora MyTauui 0,2 CcOMaTHYeCKuX | 3 coMmatuueckue | 3-5 COMAaTHYECKHUX
MyTanuii Ha M6 MyTanuu Ha M6 MyTauuii Ha M6
I'ensl ¢ BoisiBIsieMbiMu | CTNNBI, APC, | CTNNBI, ARIDIA, | CTNNBY, KEAPI,
MOBTOPAIOIIUMUCA NFE2L2, ARIDIA, ARIDIB, BRCA?2, ARIDIA, ARID?2,
anpTepalusIMu KMT2D, RPS6KA3 CCNDI, CDKN24, ATM, AXIN, €CNDI,

EP300, F£GF'19,
FGFR4, KEAPI,
KMT2C, KMT2D,

FAK, FGF19, IGF2,
KMI2C, MET, MYC,
NFE2L2, PDLI, RAS,

MAPK], MDM4, RBI, RPS6KA3,
NEE2E2, NOICHI, TERT npomomop,
PIK3CA, \ RPS6KA3, TP53, VEGFA
SALLA, TERE
npoMomop
Curnajibuble NyTH, | Wnt-CHrHATBHBIN IYTh ] LTFOPHIIOTEHTHOCTH Wnt, AKT/mTOR wu
o0orameHHbIE CTBOJMOBBIX  KJIETOK, RAS/MAPK
MYTalMAMHA Wnt, PIK, CUTHAJIbHBIE  IYTU;
AKT/mTOR Hu MOAAEPKAHUE JJTUHBI
RAS/MAPK TEIoMeED; Iy Th
CUTH&JIBHBIE  MYTH; MMMYHHBIX
nyTts 'K KOHTPOJIbHBIX TOUEK
[ToBTOpsrOTIIIIECS Gain 1q,/2, 8, 20, 22, | Gain 1q, 2q, 6p, 20; | Gain 1q; 1p, 4q, 11, 15,
U3MEHEHUS yucna [\ MIOTEps 4q, Ip, CEerMEeHTapHbIE u 16 u npoTsKEHHbIE
KOTIHH HecbataHCMpOBAHHBIC | IIOJIHBIC IOTEPH BCETO |  AEJCLUU WIH MOTEPH
TPAHCIOKAINN c | miueda xpomocoMm lp, | Bcero mieda
BoBiegeHueM 1ql2- 4q, 11, 15, 16 XpPOMOCOM;

21

yBEIMYEHHE  YHUCa
KONMHA BCEro Iuieya
Ppa3IUYHBIX
xpomMocom B Wnt-
acCOLIMMPOBAaHHOU
'K

®dudponamennsapubiii  Bapuant [LK (pI'IK) mpencraBnser coboit

OTIIETFHYI0 HO30JIOTHYECKYI0 (OpMy B CTPYKType TeHaTOIEILTIONSPHBIX

HEOIIa3uil, KOTopas OTIMYaeTcs crenuuueckoil Mophosioruei u KITMHUYECKUM

TE€YEHUEM, MPEUMYIIECTBEHHO MOPAXKAET MOJIOABIX MAllMEHTOB 0e3 (hOHOBOrO

3aboneBanus neuenu. Bnepsrie atunuanast ['TIK Obuta onrcana Xbi0 31MOHICOM

B 1956 roay xak omyxoiib ¢ 303UMHOGUIBLHON MH(GUIBTpAIMEN U JTaMeIUIIPHBIM
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¢bubpo3zom [30]. Jlume B 1980 romy Craig J.R. u coaBT. BBENIM TEPMUH
"pubponamennsapHas kapruHoma rmeueHu" [31]. B 2010 romy Bcemupnas
opranmzammsi  3apaBooxpanenus (BO3) mnpucBomna ¢ITIK yHUKaTBHBIM
rucroioruyeckuit kox (8171/3).

Mopdonornueckass xaptuHa GITIK 3HaumTenpbHO oOTIIMUYaeTcs OT
knaccuueckor ['IIK. Omyxonesbie kimetku ¢I'LIK nmeroT kpymHble pa3Mepsl,
OOUJIbHYIO  P03MHOQUIIBHYI0 ULHUTOIUIA3My U KpynHble sgpa. Crpoma
MPEACTABICHA JAMEUIAPHBIM  (UOpO30M, 00pa30BaHHBIM 4 KOJNIATCHOBBIMHU
BOJIOKHAMH, KOTOPBIE PACMOJIAral0TCsl TOHKMMH MapayieABHbIMU NIAETUHAMHU
BOKpPYT OIyXOJIEBBIX KJIETOK. BakHo#l nuarHoctuyeckoit ocoOemHocThio (pI'TIK
ABJISIETCSl YHUKaQJIbHAsE KOMOMHALMS HMMMYHORHMCTOXHMUYCCKUX > MapKEPOB:
HerParl (mapkep renaronemmnonsapuoit quddepeHinpoBku ), €K7 (urokepaTuH
7), EMA (snurenuanbHblidi MeMOpanHbldfanTured) u CD68 (Mapkep kiacrepa
muddepeHnupoBkr 68), 9TO MOMOTAET TOUHO BEpUPHIIMPOBATH ATOT IMOATHII
K. s ¢I'IHK Taxke xapaPepHO OTCYTCTBHE SKCIPECCUM TIUIMUKaHA-3,
KOTOPBIM 4acTO BhISIBIIsIETCA MpU KIaceuwdeckoil popme I'LIK [32-34].

[TatorenernueckuigmexannsMm pasputus ¢GI'TIK monroe Bpemsi ocraBancs
HesacHbIM. OpHako4B 2014 roxy Obul OOHApY:KEH XUMEPHBIA TPAHCKPUIT
DNAJBI1-PRKACA, BOSHAKAIOUIINN B PE3YIbTATE CIUSHUSA IBYX '€HOB, UTO JICKUT
B ocHOBe oHKorene3a I TIK. DTot nporecc conpoBoknaercs nenemnueit yuactka
19-ii xpomocombl [35]. bosee yrayOieHHbIE MOJEKYJISIPHO-TEHETUYECKUE
UCEHIETOBAHNS BhIABHIIN aKTHBALMIO curHasbHOro mytd mTOR u skcnpeccuro
penezopoB dhakropa pocta hudbpodiractos (Fibroblast Growth Factor Receptor -
FGFR), 950 OTKpbIBaET NEPCIEKTUBBI JIJIs1 MOJIEKYJISIPHO-HANPABIEHHOMN Tepanuu
[36].

dudponamennsipHas 'K cocraBnser npumepHo Tpeth Beex cimyyaeB ['TIK
y JeTel U MOJAPOCTKOB U OOBIYHO HE COMPOBOXKIAETCS MOBBIIICHHBIM YPOBHEM
anbda-peronporenna (ADII), B ormmume ot wiaccuyeckon [TIK [23].

ConurapHoe TOpaKCHHE TMEUYEHU SBIACTCS HAMOO0JIe€ YacThIM KIMHUYECKUM
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npossiennem GI'LIK, npu »stom B 30-60% ciyyaeB perucrpupyercs
MeTacTa3upoOBaHKUE B peruoHapHbie TuMdarudeckue y3isl [33,36,37].

Panee ¢pI'LIK cunranacs popmoii 'LIK ¢ 6oee OmaronpusaTHbIM IPOTHO30M
0 CpPaBHEHUIO C Kiaccuyeckol. OIHAKO pe3yJbTaTbl HCCIETOBAHUS
neguatpuueckor rpynnsl SIOPEL, ony6nukoBannbie B 2013 roay, onpoBepriau
3Ty TUIIOTE3Yy, MPOASCMOHCTPHUPOBAB, YTO MOKA3aTeIn 001mIel U 6eccCoOOBITUIHOM
BbbkrBaeMocTH (bCB) y manmenToB ¢ pI'LIK conocraBumsi ¢ knaccufieckoit I'TIK,
MpU  UCIIOJB30BAaHUU OJIMHAKOBBIX cxeMm JedeHus [23]. Tpexumernsis BCB
cocraBmwia 22% nns GI'LIK mpotuB 28% nns xinaccuu€exoit ['LIK:, O6mias

BBDKMBAEMOCTH Yepe3 TpH roja coctaBmiia 42% u 33% cooTBeTeiBeHHO [23].

JAUATHOCTHUKA
B mmarnoctuke I'IK y nmerenn omenka ypoBHsS A®DII mmeer BaxHOE

3HaUY€HHE, MOCKOJIBKY B OoJbIIMHCTBE chayuaeB I K Wkak ObuUT0 MOTYEpKHYTO
Bbile, 3a uckimodeHueM GI'LKg CexperupyOr >ToT Mapkep. ADII cioyxut
BAKHBIM JTMATHOCTUYECKUM M BIPOPHOCTUYECKUM  I[10KA3aTelieM, OJIHAKO
WHTEPIPETalMs €r0 YPOBHEH TpeOyeT TiiaTeIbHOro moaxonaa [3].

[IpuHumns! uagepnpetauun ypoBHs ADII B konTekcre 'K cxoxu ¢ Temu,
KOTOpbIE TPUMEHSIOTEs Aipu remarooiactome. Ornenka ypoBHst ADIT momknHa
MIPOBOJIUTHCA B TMHAMUKE, & HE HA OCHOBE OJHOTO U3MEPEHMSI, OCOOCHHO Yy AeTei
paHHEero BO3pacta (MOCKOIbKY HOpMalibHble YpoBHU ADII BapsupyroTcs B
3aBHCUMOCTH QT _BO3pacTa U (HU3MOJOTUUECKOT0 COCTOSIHUS pebenka). Ocoboe
BHUMAHME clenyeT ynaenuth Bo3MokHOMY "hook effect" — ommbounomy
onpencieHno Hu3Koro ypoBHs A®II y nmanueHToB ¢ 4pe3BbIYAHO BBICOKUMH
KOHIIGHTPAIIUSMUA STOTO Mapkepa. B Takux ciaydasx pe3ysbTaT MOXET ObITh
3aHUKEH M3-3a OTPAHUYCHHUM METOJa U3MEpPEHHUs, YTO TpeOyeT KPUTHUYECKOTrO
aHaju3a B KOHTEKCTE KJIMHWYECKOW KapTuHBI 3a0oisieBanus [38]. Kpome Toro,
HEO0OXOJMMO HUCKJIFOYUTh HEOIMyXOJIeBble MPUYUHBI MOBBIMICHUS ypoBHS ADII,
TaKue Kak IUPPO3 E€YEHHU, BUPYCHbIE Te€NaTUThI, U cUHApOoM JIyn-bap, nockonbKy

3THU COCTOSIHHSI MOTYT TAK)K€ BBI3bIBATh yBeIMUeHHE KOHUEHTpauu ADII B kpoBu
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[39]. ¥V nmamueHTOB C OpEeACYHIECTBYIOIIUM MOPAKEHUEM MEYEHU U
NOBBINICHHBIMU ~ ypoBHAMU  A®DII, B monpzy pasButus [1IK Oyner
CBHUJICTECIILCTBOBATh  TOSIBJICHME  OYAarOBbIX  W3MEHEHUW B  [ICUCHH,
COITPOBOXK/IAIOIIMXCS 3HAUUTEIbHBIM HapacTanueM ADII [3,20].

KauecTtBennas anaromudeckas U (PyHKITMOHAIbHAS BU3YaJU3aIMs TTCUYCHU
SABJISIETCA  00S13aTEIbHOM JJISi  OLIEHKU PacHpOCTPAaHEHHOCTH  OIyXOJIEBOTO
npouecca. MarautHo-pe3oHaHcHass Tomorpaduss (MPT) ¢ ucméibzoBaHuem
renaToCnenM(pUIHBIX KOHTPACTHBIX BEIIECTB, TAKUX KaK raJoOKCETOBAast KUCIIOTA,
IpenoCTaBsieT HauOoyiee TMOJHOE TPENCTaBlieHHEe O PacnpoCcTpaBEHHOCTH
onyxonu B nedeHu. MPT mo3BosisieT jyyuie BBISBIATh MEJKWE CATEIUIUTHBIC
odyard v Oojiee TOYHO OIICHUBATH PACHPOCTPaHEHHE QIYXOJICBOLO® mpoliecca.
CornacHo pexomeHpauusm Jlerckoil oHK@AOrnyeekou Bpynmnel, MPT c
KOHTPaCTUPOBAHMEM II0Ka3aHa BceM manuentam [401.,B cnyuaax, korga
MPOBEJICHUE MPT HEBO3MOKHO, PEKOMEHNYETCA MPOBEJICHUE
MYJIbTUCTIMPATILHON KOMIBIOTEPHOU TOMOTpadui opraHoB OPIOIIHOM MOJOCTH
(MCKT OBII) ¢ o6s13aTenpHbIME (Pa3aMi KOHTPACTUPOBAHMS, BKITFOUAsI TTO3THIOO
apTepuaIbHyl0, TMOPTAlBHYIO BEHO3HYIQ U OTCpoueHHYIO0 ¢a3pl. OTu (a3sl
MOMOTAIOT AETAIbHOIBU3YaIM3UPOBATH OIYXO0Jb U €€ COCYIUCTYIO0 HHBA3UIO.

['MIK npencraBisie? cOOOM BBICOKO3JIOKAYECTBEHHYIO OIMYXOJb, KOTOpas
XapakTepu3yeTcss IeHACHUMENH K  PErHOHAIBHOMY M OTJAJICHHOMY
METacTa3upPOBaAHMIO (Yallle BCETO B pETMOHAPHBIC TUMQATUUECKUE Y3JIbl, JIETKUE
u k0cTH). B cBsiBu.catiim, MCKT opraHoB rpyIHOM KJIETKH PEKOMEHYETCSI BCEM
naimestam. Kpome Toro, B KauecTBe CTaHAAPTHOIO METOAA MJI HCKIIOUCHUS
METAaCTATUMUECKOTO  PACIpOCTPAHEHUSA,  PEKOMEHAYETCA  MCIOJb30BAHUE
MO3UTPOHHO-dMUccHOHHOU TomMorpaduu (I19T) ¢ dbropaesokcuritoko3oit (18F-
ONII). IIDT/KT MoxkeT ObITH MOJIE3HA JIJIS1 BBISBJICHUS OTIAJEHHBIX METaCTa30B
[40].

[Ipu omenke pacmpoCTpaHEHHOCTH OITyXOJEBOTO Iporecca HEOOXO0IUMO
YYUTBIBATh CErMEHTAPHYI0 aHATOMHUIO MEUYEeHHU. B JEeTCKOM OHKOJOTUM HIUPOKO

ucnionb3yetcs cucreMa PRETEXT (Pretreatment Extent of Disease), kotopas
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NpUMEHsEeTCS 40 Hadaia JieueHus [41,42]. JlanHas cuctema mo3BOJISIET OLIEHUTh
KOJIMYECTBO BOBJICUEHHBIX B OIYXOJIEBBIM MPOLIECC CETMEHTOB U CEKLINI MEYECHHU.
B cBoo odepenb, KOTUYECTBO MOPAKEHHBIX CEKIUNM UTPAET KIIOUYEBYIO POJb B
IJIAHUPOBAHUM  ONEPATHBHOIO  BMEIIATENIbCTBA W SBISIETCS  BAKHBIM
nporHoctTudeckum gaxropom [40].

Y  B3poCHbIX MAalMEHTOB B  HACTOSIIEE BpeMs JJIg  OLEHKHU
pactpoctpaneHHocTy npouecca npu ['IIK npumensiercs 8-4 penakiiis cucTeMbl
TNM, omy6mukoBanHas B 2017 rogy AJCC (American Jout Cemmittee on
Cancer). B pamkax naHHO#M CHCTEMBI OILICHUBAIOTCS pazMep e pBUYHON ©ITYyXOJIH
(T), BoBmeueHue peruoHapHBIX JuMbaTHYeCKuX ,y310B (N) u Hamuyue
oTaanéHHbIX MeTacTazoB (M) [43]. Kpome Torey, npuikiaccnaeckoit ['TIK B
3aBUCUMOCTH OT CTeneHu JudPepeHInpoBKY KACTOK horyxonu, TNM-
KiIaccupukanus  BKJIIOYAET  TUCTOIATOJOTHHECKYIO ), OLICHKY  CTENCHHU
3nokauectBeHHOCTH (G1-G4).

Hns  ouenku craguu 4 THHK | 'y “Jereil  NpeuMyIIECTBEHHO B
CeBEpOaMEPUKAHCKHUX MPOTOKOIaX TakiKe rcnob3yercs cuctemy Evans, koTopas
ObL1a pazpaboTaHa B KOHuE,l 970-x ro10BM aganTHUpOBaHa JIJisl OMyXOJIeH MeYeHH,
MOBEPraromuxcs HMEPBUYHOMY XUPYPrU4eckoMy BmemaTenbcTBy. Cucrema
Evans ¢oxycupyercs Hal OlLICHKE OCTaTOUYHON OIYXOJIM TOCJE XUPYPTrUYECKOTO
BMEIIATEIHLETBA M IO3BOJSIET OMNpeaeauTh 3PGHEeKTUBHOCTh MPOBEAEHHOTO
JieYeHus ¥ \HeoOX0AMMOCTh JOMOJHUTENbHOU Tepanuu. Ctaaus | mpeacrasiser
coQOV paTuKANBHO YMAaTICHHYTO OIyX0Jb, cTaaus 11 HaMune MUKPOCKOMUYECKOM
ocTaboMHOl omyxonu, cramus Il Hepe3ekTaOenbHYIO OMyXOjb, WU
MaKpOCKOIUYECKH OCTATOYHYIO OMYXOJIb MOCTE XUPYPTHUECKOTO JICUCHUS WU
MOPAKEHUE PETUOHAPHBIX JUMGATHYECKUX Y370B, cramus [V — Hamuume

OTJAJICHHBIX METacTa3oB [44].

BEPU®UKAIWS TUATHO3A
Bepudukauus auarnoza I'LIK TpeOyer ocoboro mnonaxona, yduThIBas

3HAYMTEIbHBIE OTJIMYUS JTOro 3a0oJjieBaHUS OT TIenaro0JIacTOMbl IO
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OMOJIOTUYECKUM XapaKTepUCTUKaM, KIIMHAYECKOMY TEUYEHHUIO, u
YyBCTBUTEIBHOCTH K XuMuoTepanuu [2]. Ecnu g ['b gomyctumo npoBeneHue
MHULHAAJIBHON OHMOIICHH C MOCIEAYIOIIEH HEOaabIOBAHTHOW XUMHUOTEPANHEH U
OTCPOYECHHBIM XUPYPrUUECKUM BMeIaTeabcTBOM [25,45], To mpu I'LIK moaxon
nuarsoctrke u gedeHuro 'K ornnyaercs.

[TanmenTs! ¢ ['TIK, kak mpaBuiio, OTHOCATCS K OoJiee cTapIieil BO3pacTHOM
rpynme Wil UMEIT CONMyTCTBYIoIMe 3adoneBanus [15,17]. B caymasx, xorga
[10JI03pEBACTCSA 'K, MalUEHTHI JOJKHBI 00gyIKIATHCS Ha
MYJIbTUAUCUUAIUIMHAPHOM  KOHCHIIMYME C ydyacThueM < enenuaii¢eoB IO
renaTonaHKpeaToOuIMapHON XUPYPTUU, IE€TCKUX OHKQJIOT OB, PCHEI€HOJIOTOB JIJIs
OLICHKM BO3MOYKHOCTH II€PBHYHOIO XHUPYPrU4Y@EKOro jhBMelrarenbersa. Jlns
Mopdonornyeckoi BepudUKAIUU TPOBOJANEEs, YKCUM3MOHHAS OUOTICUS WM
pe3eKIusl MEYEHU C TMOJHBIM YJaJe€HUEM OIyXOJIeBOrO«@uara, 4To SIBJISETCS
MPEANOYTUTENbHBIM METOIOM M MOXET hpaccMaTpUBaThcad Kak Haubosee
KypaTUBHBIN noaxoxn [3].

B cinyuasx, rae nns noATBEp:KACHUSA IuarHo3a HeoOxoauma OHorcus,
PEANnoYTeHUE JOJKHO O@BAABATHCS TOMETOUTOIBLHON OMOICHM, TOCKOJIBKY OHA
MO3BOJISIET TMOJIY4YNEL alEeKBATHBIA 00pa3el] TKaHW JIsi MOPQOJIOTHUECKOU M
MOJIEKYJISIPHON AMArHQEIWKY U CHMXKAET PUCK KPOBOTECUCHHMS M MOTECHIIMATBHOM
TMCCeMUHAHMN OIMyXOJIeBBIX KIIeTOK [46]. AHanmu3 TpexX BapHaHTOB OMOIICHHU
neyeHy, (OTKpbITasi, JANApPOCKONMUYECKass U YPECKOKHas TOJICTOMTOJIbHAsA) Yy
NageHTOB ¢ TemarodiIacToMol, BKIOYeHHBIX B poTokodl AHEP0731 (n=121)
MoKa3aJf, YTO BCE TPU METOJIa XapaKTEPU30BAIUCH 3a00pOM aJIeKBATHOTO 00beMa
TKAHU OMYXOJIM JJI MOCTAHOBKU IMArHo3a, Mpy 3TOM TpaHC(Py3Ur KOMIIOHEHTOB
KpOBU JJII BOCTIOJHEHHUS KPOBOIOTEPH TOCJIEC MPOBEAEHUsS OWorcuu ObuTH
HAaUMEHBIIMMU MPU YPECKOXKHOU TosicrouroiabHo Ouoncun (n=0/28, 0%) 1o
CPaBHEHMIO C OTKPBITBIM (n=27/76, 36%) u namapockonuueckum (n=4/17, 24%)
noctynamu (p<0,01) [46].

[IpoBeneHre TOJCTOUTOILHON OHOINCHM TpeOyeT CTPOroro COOJIOICHUS

pAada TNPUHIOHIIOB! HYHKHHOHHBIﬁ AOCTYII OOJDKCH OCYHICCTBIIATHCA HYCPE3
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HEMOPKEHHYI0  MapeHXUMY TMEYeHW, YTOObl MHUHUMHU3UPOBATH  PHUCK
UMIUIAHTAI[MIOHHOTO METAaCTa3UpOBaHUS, W JIaHHBIH (parMeHT AOHKEH OBITh
yAan€H NpU IMOCIEAYIOIIEM XUPYPIMYECKOM BMeEWIATENbCTBE. Mcnmonb3oBanue
KOAKCHAJIbHOW METOJUKH TPHU TOJICTOMTOJIHLHON OMONCHH PEKOMEHIYETCs IS
YMEHBILIEHUSI TpaBMaTHU3alMu TKaHEeW U oOecrnedeHust 001ee TOUHOrO KOHTPOJIS
mpouenypsl [3]. BaxkHO Takke TpOBEACHHE aIeKBATHOW MPOMUIAKTHKU
KPOBOTEUEHUN IMPHU BHINOJHEHUU OMOTICMHU. BUOTICHITHBIA TpakT AOYMKEH OBITH
00paboTaH crielualbHBIMU MaTepUaIaMy, TAKUMHU KaK >KeTaTHH Wil KOJUIareH,
U1 TIPENOTBPAICHUST TEMOPPArMvecKux OCJIOKHEHUH ZH IHCCEMUHAIINU
OMyXOJEBbIX KIETOK [3]. i ManueHTOB C UHUPPO30M MCYEHH, HAINYUEM
04aroBoro oOpa3oBaHus B MEUYCHU U BHICOKUMHU YpoBHSIMU ADI HeoOxonumo
NEPBUYHO pPACCMOTPETh BO3MOYKHOCTh TPAHEGHIAHTAMUU HCYCHU, YUYUTHIBas
BbICOKYIO0 BeposTtHOocTh Hammuusi LK [4]. HeoOXonumo Bak:xe OTMETUTH, YTO
I'IIK Moxer ObITh cCilydyallHOM HaxXOJIKO Mpu HPOBEACHUHU IUIAHOBOTO
naToMOp(hOJIOTHYECKOTO  UCCIeNOBaHMSl] TKAHKW II€YEHW y  MAI[MEHTOB,
MOJABEPrHYTHIX TpaHCIUIAHTAIUKU «medeHu [47]. TmarenbHas Bepudukamms
JMarHo3a W BHIOOD OIBMMAIILHOTO METOJa JICUCHUS SIBIISIIOTCS KPUTHYECKH

BAKHBIMM JUJTs yIy4dI€Hus fjporyo3a y nauneHTos ¢ 'K [4].

TEPATIUS
Hcropust neyeHdsi nmanueHTOB Aerckoro Bospacta ¢ ['ILIK HepaspsiBHO

CBSI3@Ha C ONTUMU3AIe Tepanuy remaTodaacToMbl. KimroueBsie ncciieJoBaHus B
oomactul mnemmarpuueckord  ['IIK  mpumaamexxar  OByM ~ OCHOBHBIM
uccneaoBarenbckum rpynmnam: Amepukanckoi (Children's Oncology Group,
COG) u EBpomeiickoii (International Childhood Liver Tumors Strategy Group,
SIOPEL) [48,49]. 1o 2000-x rogoB COG npoBouia ucciae0BaHus o1 ATUI0N
Pediatric Oncology Group (POG) u Children's Cancer Group (CCQG), koTopsie
BriocsieacTsun o0wreaquumiInchk B COG.

B uccaepoBanusx B CeBepHON AMEpHKE Ha TIEPBOM JTalle IMAITUSHTHI C

I'lK moxsepranuch XUPYPrU4eCKOM PpE3EKLUH, MOCIE Yero MoJy4yalau
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agbptoBanTHYIO0 nosuxumuoTepanuio (I1XT) ¢ ucnonp3oBanreM AByX HUCIIIIATHH-
coJiepKalluX PeKUMOB: pexuMa A (LIMCIUIATHH, BUHKPUCTUH U S-PTOpypariui)
i pexuma B (mucniiatmH m gokcopyounmH). S-metHsas BCB s atmx
naneHToB coctaBmwia 19% u pexum [IXT He BIMsAT Ha BBDKMBAEMOCTh. Y
MalMEeHTOB, MOJIBEPTHYTHIX EPBUUHON PE3EKIUU, TPOTHO3 OBbLI TOpa3io JIydlie
— 5-netusas bCB cocraBuna 88%. OgHako, HEOOXOAUMO OTMETUTH, 4TO Y 47%
MAlMEHTORB OIyX0JIb OblJIa Hepe3ekTadenbHol [48]. 5-neTHsas BCB maiueHToB co
craausimu 11 u IV Obuta paBHa 8% u 0%, COOTBETCTBEHHO.

B wuccnemoBanmum  SIOPEL-1 mnpoBogunace fTpaauiiuoHHas IS
EBponeiickux nmporpamMm Tepanuu onyxoJien nedeHu HeoaabroBadtHas [IXT 1o
cxeme PLADO (uucmiatus, qokcopyouiivi). beingnokagdano, aro S=hetHsist bCB
naupueHToB ¢ ['IHK cocraBmima 17%. BakHbIM) pe3yslbTaTOM SBHJIACH
JEMOHCTpaIUsl JOCTHKEHUsI OObEKTUBHOEO OTBETa Ha HEoaubioBaHTHYIO [IXT y
49% nanuenToB (y 18 u3 37 nanueHToB), YTOSHAUYNTEABHO MPEBBIIIATI0 YACTOTY
O0OBEKTHBHBIX OTBETOB Ha IUTOCTATHYECKHE MPEHAPAThl Y B3POCIBIX MAIIMEHTOB
c T'IHK [49]. BceM BBDKMBIIMM ‘Had@CHTaM OBLJIO BBIMOJHEHO PaJUKaIbLHOE
XUPYPruyeckoe BMEMaTesibcTBO. [Ipy MPOBEe1eHNN MYJIbTUBAPUAHTHOIO aHAJIN3a
dakTOopamMu, OKa3bIBAIOIIMMM BIUsHUE Ha Toka3aTenu OB sBisuiMch cTagus mo
cucteme PRETEXT maafrnune OTHaJIEHHBIX METACTA30B.

Crnemgroiieil NOHBITKOI MOMCKA ONTUMAIBHOTO PEXKUMA IUTOCTATUYECKOM
tepanuy Obwia wHTeHCHukamus [IXT B mporokonme SIOPEL-3 HR, rme
NaWWCHTHI, BMEETog TipuBbIUHOrO pexkuma PLADO, mnonyuyanu pexum
SupertPEADO, BrIIOYAIOMIMN  AIBTEPHUPYIOIIME KypChl IUCINIATUHA U
KapOoniaruHa, 1okcopyoulinHa. beuio mokazaHo, 4To UHTEHCU(UKALINS TEPATTUU
1 ucnoib3oBaHue pexuma SuperPLADO He nmpuBeno K yJaydllIeHHIO MPOTHO3a.
OtBer Ha HeoanbBaHTHYIO [IXT cocraBun 40% (y 29 u3 72 nauMeHToB) U OBLI
conoctaBuM ¢ TakoBbiM B wuccienoBanun SIOPEL-1 [50]. B uccnenpoBanum
SIOPEL-3 HR ObU10 1TOKa3aHO, YTO 5-JIETHSA 00Ias BEDKMBAEMOCTh COCTaBHIIaA

b 22%. BaxxHo oTMeTuTh, uto y 39 (45,8%) 3 85 naiueHToB OnyXxoJjb Oblia
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Hepe3ekTtadenbHO. [lpu 3TOM TONBKO 1 M3 7 mMalMEHTOB, KOTOPBHIM ObLIa
BbInoJiHeHA R1 pe3ekuust, Berxui [S0].

[lonyueHHble JAaHHBIE CBUACTEIBCTBYIOT O BaXXHOCTH BBIIOJHEHUS
PAIUKAIBHOTO XHPYPTHUUECKOTO JIEYEHUS, KAaK E€AUHCTBEHHOTO JOKA3aHHOIO
METOAAa Tepanuu, OOJaJArUIEro KypaTUBHBIM MOTeHUuuanoMm. Hawmmyumme
pe3yibTaThl OBUIM  TMPOJEMOHCTPUPOBAHBI TIPH  BBIMOJHECHUU TIEPBUYHBIX
paaUKaIbHBIX XUPYyprudeckux BmemarensbcTB [48]. [Ipu aToM B u€erenoBaHuun
CCG/POG mnanmenTtam npoBoauiack agbtoBanTHas [IXT, ponpfKoTepoii, Tem He
MeHee, TpeOyeT TOATBEPXKIACHUS B  JOMOJHUTEIBHBIX, MPOCIIEKTHUBHBIX
KJIIMHUYECKUX UCCIIECTOBAHUSIX.

[IporHo3 y pdeTe ¢ mepBUYHO Hepe3ekraOeimpHON LK sBisercs
HEOJIArOMPUATHBIM U JIONTOCPOYHAsT BBIKMBAEMOCTB) BO3MOXKHA TOJIBKO TIPH
MIPOBEICHUH OTCPOYEHHOTO PATUKAIBHOIO XUPYPIHUECCKOTO BMEIIATENIbCTBA
[50].

Kpome 3TOro, BakHbIM BBIBOJOM | HPEICTABICHHBIX BBIIIE KIMHUYECKUX
HcCIeI0OBaHn ABUIOCHh TO, yT0 ["IK4Ay nereir m moapoCTKOB XapakTepusyercs
JTy4IllIe XUMHOYYBCTBUE€HLHOCTHIO, MOZCPABHEHUIO C OMYXOJSIMU Y B3POCIHBIX
nanueHToB [49,50]. MacTtora 00HeKTUBHBIX OTBETOB cocTaBmiia 40-49% [50], uro
MO3BOJIMJIO paccMaTpuBaTh MNpoBereHue HeoaaboBaHTHOM I[IXT kak Meron,
HaIpaBJICHHBIM Ha ‘CEKPAICHUE pPa3MEPOB OIYXOJHU C UEIbI0 JOCTUKEHUS
pe3eKTa0eIBHOCTH.

VY B3pocisix aanuenToB ¢ I'IIK 6pu1a mpogeMoHcTpupoBaHa aKTUBHOCTD
MydBEMKMHA3HOTO HMHTHOMTOpa copadennba [S51]. YV gereil maHHble MO €ro
IIPUMEHEHHIO OrpaHuyeHbl. ['pymmoi aBTOpoB U3 I'epMaHMM ONMCaH OIBIT
npuMeHeHus: copadennda M MucIiaTuHa/MoKcopyourmua y namuento ¢ 'K
[52]. B wuccnepoBanmm Schmid 1. m coaBT., moka3aHO, YTO KOMOHHAITUS
copapernba u PLADO (uucmiatuH W JOKCOPYOMIIMH) JEMOHCTPUPYET
MOTEHUHAIBHYI0 AaKTUBHOCTh Yy TNEAUATPUUYECKUX MAIHUEHTOB, y KOTOPBIX
HEBO3MOXKHO MPOBEJACHHE TEPBUYHON pe3ekuuu. B uccinemoBanum 6 u3 12

MaIMEHTOB OBLUIH JKHMBBI ¢ MenraHoW HaOmoaeHus B 20 mecsmes [52]. Y 4 (57%)
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U3 7 TANUMEHTOB C WHUIHUAIBHO HEpPE3eKTA0ENbHOW OMyXO0iblo, OBbLI
KOHCTaTUPOBaH 00BbEKTUBHBIN OTBET Ha komOuHanuo PLADO+copadenud.

Heobxomumo  OTMETHTB, 9YTO  HECMOTPS Ha  MOTEHIUAIHHYIO
3¢ (PEeKTUBHOCT, TPHUBEACHHBIX BBIINIE PEXKUMOB, BO3MOXKHOCTH CHUCTEMHOM
teparuu ['IIK y npereit ype3BbluailHO orpaHuueHbl. OIHONW W3 BO3MOKHBIX
KOMOMHAIMKA LUTOCTATHYECKUX IMpenaparoB sBisieTcss pexuM  GemOx
(reMuMTaOMH M OKCalIWIUIaTUH). PerpocnexkTuBHBbIA aHanu3 24( MalleHTOB
neauatpudeckoro Bo3pacta (14 marmenTos ¢ ¢I'TIK), momydasimix yka3zaHHYIO
KOMOUMHAIMIO, TPOAEMOHCTPUPOBAI YaCTOTY OOBEKTHUBHBIX OEBETOB paBHy10 29%
(7/24 manMeHToB), YTO MPEBHIIIANIO AHAJIOTMYHBIN JI0Ka3aTeib, BO B3POCIIOM
nonyJisiiuu 60JbHbBIX (18%). Tem He MeHee, aBTOpBL aHANMK3a TOAYEPKUBAIOT, UTO
HU B OJJHOM ciydyae He Obula JOCTHTHYTa PE3eKTa0CNbHOCTh, omyxoiu, a y 10
MalMeHTOB OTMEUEHO MpOrpeccHpoBaHuE 3a00seBaHus Ha (HoHE TPOBOIAUMON
Tepanuu [S3].

Jnsa B3pocibix manueHToB(C ['TIK cerofiisi JOCTYyINEeH IIMPOKUM CIEKTP
TEpPANEBTUYECKUX  ONLUU, KOQEOPBI  MPENIonaracT  HMCIHOJIb30BAHHE
Pa3HOOOpa3HBIX TMpenapatoB M KOMOBHAIMN, OXBATHIBAIOIIMX HWHTUOUTOPHI
TUPO3WHKMHA3 (copadeHnO, mneHBaTHHUO, peropadeHnd, kaO03aHTHUHHO),
WHTUOUTOPHl  KOHTPOMBHBIX TOYEK HWMMYHHOTO OTBeTa (HHUBOJyMao,
neMOpoIn3ymMal, aTese3ymad), aHTHAHTHOTEHHBIE TIpenapathl (6eBaru3zymao,
pamyuupymad) [17,37,54]. Opnako, paHHble 00 dS(PGEKTUBHOCTH ITUX
npefiapaToB, HOAYMEHHbIE B  paMKax IPOCHEKTUBHBIX  KIMHUYECKHUX
nccneaoBannii, mpu neauarpuyeckoit I' LIK orcyTcTByIOT.

Tabauna 2 WUIIOCTPUPYET PE3yiabTaThl KPYMHEHIIMX MEXKTyHAPOIHBIX
uccienoBanuit neduenus aetreit ¢ I'TIK, mpoBenéHHbIXx B nepuoj ¢ koHma 1980-x

1o 2010 roxa. [54]

Ta6u1. 2. Pe3ynbrarsl JIeUueHUs MAIMEHTOB JETCKOTO U MOAPOCTKOBOTO BO3pacTa C
'K [54]
Table 2. Results of treatment of children and adolescents with HCC [54]
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Hccnenosanue T'onsl KomuuectBo Pexum Pesynbratel
MPOBEICHHUS MAIUCHTOB XUMHOTEPAITUU
INTO0098 1989-1992 Cramus [ 3 | C5V (umcmnaruH, | S-nmetHss oOrmas
(CCG/POG) (C5V), 5 (CD) 5-¢ropyparun, BEDKMBAEMOCTD
[48] Cramus III: 10 BuakpuctrH) /| (OB): Cramus I
(C5V),15(CDh) | CD 88%, Cramusa III:
Cragus IV: 7 (TrcTuTaTHH, 23%, Cramus 1V:
(C5V), 6 (CD) JIOKCOPYOHIINH) 10%
SIOPEL 1 [49] 1990-1994 PRETEXT UII: | PLADO S-nerHss OB:
15 PRETEXT | (umucnmaTtus, PRETEXT I/I1: 44%
1/1V: 22 JIOKCOPYOUIINH) PRETEXT III: 22%
PRETEXT IV: 8%
MeracTasel: 9%
SIOPEL 2 and 3 | 1995-2006 PRETEXT VII: | SUPERPLADO Ssnetasas OB:  mns
[50] 33 PRETEXT (nmcriaTIH; BCEX MAalUEeHTOB
HI/IV: 30 | mokcopyOHLIH, 22%), IlepBuunas
MertacTassl: 30 kapboraTuh) pesekuusa:  ~50%
OTtcpoueHHas
pesekuust:  ~40%
HepesexrabensHble:
0%
GPOH [52] 2007-2010 PRETEXT I1:¥54PLADO + | PRETEXT I
PRETEXT I11: copacdeHud Iomnsrit oteet (CR)
3 PRETEXT 3 TTaIHeHTA),
Iv: 4 MIPOrPECCUPOBAHUE
Metactasnl: 2 (PD) (1 mamueHT),
CMEpPTh oT

3a00J1eBaHUs (D)
PRETEXT II: CR
(2), crabumuzanys
(SD) (1) PRETEXT
IV: CR (1), PD (1),
CMEpTh oT
3a00J1eBaHUs (D)
MeracTazsi: CR (1),
CMEpTh oT
3ab0oeBanus (1)

Kak yxe orMmeuanoch BbllIe, LENbI0 Xupyprudyeckoro jedeHus ['LK

SABIACTCS PAINKAIBHOC YIAJICHUC OITYXOJIM, YTO MOKCT OBITH JAOCTUTHYTO h1%(s10)

nyTéM pE3eKUUH, JUO00 MyTEM TOTAJIBHON TenaTdKTOMUU C MOCIEAYoIe

TpaHCIUIAaHTALIMEN IOHOPCKOTO opraHa [S5].

BaxxnocTtb PAAUKAIBHOTO XUPYPTHYICCKOIO JICHCHUA IOATBCPIKIAACTCSA HC

TOJIBKO PpE3yJIbTaTaMH KIMHHYCCKUX HCCHCHOB&HHﬁ, HO W TIIpyU aHAJINU3C

NONyJISIIIUOHHBIX JaHHBIX. Tak, Allan B.J. u coaBT. mpoBenu aHaau3 pe3yJbTaToB

tepanuu 218 mamuentoB ¢ I'IIK B Bo3pacte 0-19 ner, 3aperucTtpupoBaHHBIX B
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nporpamme SEER (Surveillance Epidemiology and End Results) B CIIIA 3a
nepuoa 1973-2009 rr. [1]. ITokazarenu 5-, 10-, 20-nerneit OB coctaBuim 24%,
23% u 8%. Ilpu sTom 5-netrsisi OB y ManueHToB ¢ pe3eKTa0eIbHON OIMyXOJIbIO
obma paBHa 60% mnpotuB 0% y MalMEHTOB, KOTOPHIM HE MPOBOJUIIOCH
xupypruueckoe jeuenue (p<0,0001).

[lepBuuHas pe3eKius ABIAETCS NPEANOYTUTEILHBIM BAPUAHTOM JICUCHUS U
o0ecreunBaeT JIyqllne pe3yibTaThl, OJHAKO, €€ MPOBEICHNE BO3MOXKHO He OoJiee,
yeM y 20% mnarmuenToB [3]. YV yacTu NMalnMEHTOB pe3eKTa0CABHQETHh OIMyXOJu
JIOCTUTAETCS POBEICHUEM HEOAIbIOBAHTHOM Tepanuu. B ciiydae, eciiMionyxoib
pacueHuBaeTCs Kak Hepe3ekTaOenbHas W TPU._ YCIOBUH, ~ OTCYTCTBUS
BHEMIEYECHOUYHOTO PACIPOCTPAHEHUS IMPOIIECCA, ) CAMHETBCHHBIM  "BAPUAHTOM
KYpPaTUBHOT'O XUPYPIHUECKOTO JICUCHUS SIBISCEES TPAHEILIAHTAIIUS ITeUeHU [56].

BaxkHO OTMETHUTh, YTO NJUTENIBbHQE BpeMsi B MEANATPUUYCCKON MPAKTHKE
ITOKA3aHMs K ITPOBEACHUIO TpaHCILIaHtauvu me€vcHu npu 1 LK onpenensuncs no
MunaHCKUM KpUTEpHsM, pa3paOOTaHHBIM [IJIs, B3pOCIJBIX MaIrUMeHToB [57].
MunaHckre KpUTEpHUH MOJIpa3yMeBai#l CEJICKIMIO MAIMEHTOB ¢ OTHOCUTEIBHO
HEOOJBIITUMHU OMYXOJISIMHg(0/1HA OMTyXOib < 5 ¢cM wiH 10 3 omyxoJei <3 cMm), HO
ObUIM B TEPBYH4 OYEepedb HaIpaBJICHbl Ha YIyYllIeHUE pPe3yJbTaToB
TPaHCIUIAHTALMK Y “B3POCIBIX MNAIMEHTOB C HAJIWYMEM COMYTCTBYIOIIECH
NATOJIOTUU £ TICUEHI B\ 1 pa3BuTUEM 1uppo3a [58]. MuHorumu aBTOpamu
ocrapuBajiaCh 11eJ1eCQOOPa3HOCTh MPUMEHEHUS YKa3aHHBIX KPUTEPUEB Y
NaMUCHTOB JETEeKOLe! Bo3pacTta ¢ omyxojisimMu nedeHu, Bkiatodas ['TIK [58]. K
HACTOsUfIeMy BPEMEHHM HAKOIUJICH OOJBINON KIMHUYECKUN OMBIT, MTO3BOJISIOIIHIA
clienaTh BBIBOJI O BO3MOXHOCTH U 0€30MaCHOCTH MPOBEJICHUS TPaHCIJIAHTALIUH
neauatpuyeckuM nanurenTaM ¢ I'IIK Bue Munanckux kputepues [4,47,59,60].

Tak, B wuccinemoBanuu D'Souza A.M. u coaBT. ObUI TIPOBEACH
PETPOCHEKTUBHBIN aHanu3 |2 manueHToB B BO3pacte wuaame 18  jer,
MOJIyYMBUIMX TOJIBKO XHpypruyeckoe jieuenue 3a nepuon ¢ 2004 mo 2015 rox B
Cincinnati Children's Hospital (CILIA) [59]. 7 u3 12 nmauueHTOB NepeHEeCIH

TPpaHCIUIAHTAIUKO, HCCMOTpPsA Ha TO, YTO OIIYXOJib IIPCBbIIIAIA MunaHckue
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KPUTEPHUH, TMSATEPbIM MalMeHTaM Oblja BBINOJHEHA pe3eKius. Bce manueHTs
KUBBl 1 HE MMEIOT MPU3HAKOB 3a00JeBaHUsl ¢ MeAuaHoW HaOmrofeHus B 54,1
Mecsma (pa3opoc ot 28,1 mo 157,7 mecsieB). DT pe3yabTaThl MOTIEPKUBAIOT
HEOOXOUMOCTh OILICHKM BO3MOKHOCTH TIPOBEICHUS TPAHCIUIAHTAIIUM Y
naueHToB ¢ HepesekrtabenpHoM [TIK, mnpu  ycinoBum  OTCYyTCTBHUS
AKCTPANEYCHOUYHOI'0 PACpPOCTPaHEHHUs OImyXxoJu [59].

KpynHoe mnomymnsiimoHHOE UCCienoBaHue, npoBeacéHHoe M CeBepHOU
Awmepuke Ha ocHOoBe 0a3bl nmanHbiXx SEER (Surveillance, Epidemiology, and End
Results Program), oxBatuiio rpynmy u3 127 nmaruentos ¢ [NIIK B Bo3pagre 10 18
net 3a nepuoa ¢ 2004 o 2015 rr. [55]. PesynbTaThl 1oka3anu, 450 y 46 (36,2%)
XUPYPrUYECKOE JIEUEHHE HE MpoBOAMIIOCH, Yy 32 (25)2%) TramuesToB Oblia
BBITIOJIHEHA TPaHCIUTaHTAIMs nieueHu, a y 49 (38,6% ) 0blia MpoBeieHa pe3eKIUs
neueHu. lccnegoBanue NPOAEMOHCTPUPOBAIO,. YTO UCEHIPEXJCTHSASA oOOIIas
BBDKMBAEMOCTh TIOCJI€ TPAHCIUIAHTALUU COETaBUId 87%, Torjga Kak IOocie
pesekumun  — 63% [55]. B ucciaenoBadum Ziogas [.A. U coaBT.
MPOJEMOHCTPUPOBAIM  HECOOTBETETBME MMUIAHCKUM KPUTEPUSIM, KOTOPOE
oTMeuasioch y 62,1% namuenToB (27,6% c T2-cragueit u 34,5% c T3-craauei
OMYXO0JIM), KOTOPHICATOABEPIINCH TPAHCIUIAHTAIIMN TIEYEHHU, YTO YKa3bIBaeT Ha
3HAYUTEIPHOE YHCIONACITYYacB,” BBIXOJAIIUX 3a PAMKUA TPATULUOHHBIX
orpannucHui [55]. TIpu npoBeieHNN MyTbTUBAPUAHTOT O aHAIN3a TOJIBKO CTAaIUH
T3/T4 (coomHomienue puckoB 13,63, 95% I 2,9-64,07, p=0,001) u pezexuus
negenu (cooTHOmCHHME prckoB 7,51, 95% AU 2,07-27,29, p=0,002) oka3siBaau
HE3aBUEUMOE MPOTHOCTUYECKOE BIIUSIHUE HA CMEPTHOCTH OT OIMYXOJIH. ABTOPBI
JIear0T BBIBOJI, YTO Y TAIIMEHTOB C MECTHO-pacnpocTpaneHHbIMU opmamu ['TIK
B OTCYTCTBHM OTIAJICHHBIX METACTAa30B, MPOBEJICHUE TPAHCIUIAHTAIMU IEUYECHU
OKa3bIBACT MOJIOKUTEILHOE BIUSHUE HAa MPOTHO3, M0 CPABHEHUIO C PE3CKIIHUEH
NEeYeHU U, CJIeA0BATEeIbHO, TMAIlMEHTaM C HEPe3eKTa0CIbHBIMU OMYyXOJSIMHU
11eJIECO00Pa3HO MPOBEJCHNUE KOHCYJIBTAIIMA B TPAHCIUIAHTAIMOHHBIX IIEHTPaX B

MaKCMaJIbHO paHHUC CPOKH OT MOMCHTA ITOCTAHOBKH AWAIrHO3a.
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B Tabmuue 3 cymmupoBana wuHpopmanus 00  HCCIEAOBAHUSX,
MPOBOJIMBIIIMX CPAaBHUTENIbHBIA aHAIM3 PE3yJIbTaTOB Pa3jIMYHbIX BHUIOB

xupypruyeckoro nedenus ['LIK y neren, Bkiarouas pe3eKuu U TPAHCIUIAHTALUIO

Q
&

IICYCHH.
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Taba. 3. CpaBHuTenbHbIC UccienoBaHus xupyprudeckoro geuenus [ LUK y gereii: pe3ynbTarhl pe3eKIUH U TPAHCIUIAHTALKS [IEYeHH [IUT. 110 [4] ¢ JOMOJIHEHUsIMHU |

Table 3. Comparative studies of surgical treatment of HCC in children: results of resection and liver transplantation [cited in

1th additions]

ABtopbl, | Tun Kon-so | Bospa | Ilpemumecty ComnyTcTBY Munanc | MuoxectBe | Buemeweno | HeoanbroBan JumrensH | Peuman | Bookuaem | Hcexopbt
roj ornepanun MmamueH | cr o1as 1o1ee KHue HHBIE YHast THast XT oCTh BBI ocTb (%)
myOmuKa TOB (romsl) | pesexims XPOHHYECKO | KPUTEpU | HOPaXKEHHs OITyXOJIb HaOIo/IeH
LKA e u 1eYeHu ust (TOABI)
3aboneBanu | (B/BHE)
€ TIeUCHI
Ismail u | Pesexuus 8 9,945, | - 5(63%) 0 B/8 6 50% 4 xuBbl, 4
coasm., 2 BHE (75%) yMepIiu
2009
[60]
Tpancrulanr | 11 9,945, | 2 5 (45%) 3 B/8 1 72% 8 okuBBIl, 3
anus 2 BHE 9,1%) ymepm (1
peuuaus, 1
HOJIMOPraHHa
s
HEJ0CTaTO4H
OCTb, 1
XPOHHYECKOE
OTTOpPIKCHHE
+  peuuauB
BUPYCHOTO
renatura C)
Malek u | Pesexims 5 12,3 - Her mannbix | Her 1 Her Hert maHHbIX
coaem, (5,6— (20%) JTaHHBIX
2010 15,8)
[61]
Tpancrulant | 2 12,3 1 Her gannsix | Her 2 2 Her 10 0(0%) | Her Her pannbIxX
anus (5,6— JIAaHHBIX JIaHH JIAaHHBIX
15,8) BIX
McAteer | Pesexuus 60 14,6+ - 12 (20%) 13 Her nannpix | Her - 5 Her 53,4% 32 xwuBbl, 28
u coasm, JIAaHHBIX JTaHHBI3 (46,7%)
2013 yMepiu
[56]
Tpancmmant | 20 Her 10 (50%) 2 Her nanneis | Her Her 5 Her 85,3% 17 »xussl, 3
aus JaHHBIX JTaHHBIX JaHH JaHHBI (15%)
BIX X ymepim
Ziogas u | Pesexuus 49 Her nannsix | Her Her nannbix Her Her nannbix | 28 Her 80 wmec | Her 5-netHss Her nannbix
coaem, JTAaHHBIX JTAHHBIX (57,1%) JIaHH (6,8 ner) JTAaHHBI OITyXOJIb
2020 BIX X crienuduye
[55] cKast
BBDKHBAEM
ocTb - 63%
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Tpancruiant
anus

32

10
(-
14)

Het nanHbIX

Her
JIAHHBIX

Her
JIAHHBIX

Her
JIAHHBIX

Her
JIAHHBIX

Het nanHbIx

15
(465

bI

80  mec
(6,8 ner)

Her
JTAaHHBI
X

5-netHsAs
OITyXO0IIb
cneuuuye
CcKast
BBEDKUBAEM
ocThb - 87%

Het manHbIX
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Kakos C.D. u coaBT. mpoBelu CHCTEMATHYECCKUI aHAIN3 WCCIIECIOBAHUM,
MOCBSAIICHHBIX TPaHCIUIAaHTAIMU TeueHu y namueHtoB ¢ 'K [62] . B ananmu3
ObUTO BKIIOYEHO 245 marmueHToB M3 67 ucciaepgoBanuid. Jluarmo3 I'IIK Obln
Bepu(HUIIMPOBAH 110 TPOBEACHHS TpaHCIUTaHTamuu y 61,2% (n=155/188) u
SBJISIIICA CITy4aifHOM HaXOJIKOU Mpu NaTOMOPGOJIOrHUYE€CKOM UCCIEeI0BAHUU TIOCIIE
BBITIOJTHEHMSI TpaHcIuianTarmu y 38,8% (n=73/188). ConmyTcTByIOIIast MaToI0THs
neyeHu otMmevanach y 80,9% naruenTos. BeokuBaemocts 6e3 onyXoinu (Disease-
free survival) B rpynne u3 150 mamueHToB ¢ U3BECTHHIMU MCXO1aMM),COCTaBHIIA
92,3%, 89,1% u 84,5% uepe3 1, 3 u 5 ner HaOmoaeHud. 1-JI€RHSA, 3 U SIETHSIA
OB 6butn paBabI 87,9%, 78,8% 1 74,3%, COOTBETCTBEHHOmAHAINS, [TOKA3aTEIICH
OB B 3aBHCHUMOCTH OT MPOBEJCHUS HEO0AbIOBAHTHOI/aJBIOBAHTHON TEPANHUH U
€€ OTCYTCTBUS, a Takxke rucrosnorndeckorofrma, I'I[Ky(knacenyeckuii npotus
¢I'TIK) He BBISIBUI CTaTUCTHUYECKH 3HAUYUMBIX pa3iuunii. ABTOpamMu ObLI
MPOBEJICH CPAaBHUTEJBHBIN  aHaAU3 ) pC3YJILTATOB  JICUCHUS  MAIMEHTOB,
NOABEPTHYTHIX TPAHCIUIAHTAUWK, M€UYCHA B COOTBETCTBUU C MMIIAHCKUMHU
kputepusimu u ¢ kputepusimu UCSF(University of California San Francisco) [63],
MPOJAEMOHCTPUPOBABILMK  OTCYTCTBHE ‘Jpa3iMuuii B TOKa3aTelsax oOmen
BBIKMBAEMOCTH MNp#l UCTIOAB30BaHNN MUIAHCKUX KPUTEPHUEB, OJHAKO, XYAIIHE
pe3yJIbTaThl FPAHEIUIAHTAIIMM Yy TMAalMEeHTOB, HE COOTBETCTBYIOLIUX MEHEE
ctporum kputepusim UCSF(oana omyxons < 6,5 cM unu 70 3 omyxouei <4,5 cm
WM QO imaMeTp omyxoJield <8 cm) [62].

Taglim 00pPa30M, HAKOIUICHHBIE K HACTOSIIEMY MOMEHTY JaHHbBIC,
CBHUJIETEJILCTBYIOT O TOM, UTO PE3YJIbTAThI TPAHCIUIAHTALIMU [TIEUYEHH Y TAlIUEHTOB
nerckoro Bespacra ¢ I'lIK kak MUHMMYM HE XYK€, UeM pPE3yJbTaThl PE3CKIUN.
Bonee Toro, TpaHCIUIaHTalMs MEYEHU MOXKET PACCMATPUBATBHCS KaK METO]
BbIOOpa y marueHToB ¢ HepesekradenbHOM ['TIK, xoTOpas He MOXeT OBITH
nepeBe/icHa B KaTErOpUI0 Pe3eKTa0eIbHOM TMpHU HCIOJIB30BaHUU PA3JIMUYHBIX

BapHaHTOB HeOa,H’BIOBaHTHOﬁ TCpallnuu.
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B nmocnegHme TOABI TaKKe TOSBWINCH MyOJUKAIMK, Kacalomuecs
NPUMEHEHUSI HOBBIX TEXHOJIOTHM JIJISl JICUCHUsI MAIlUEHTOB C Hepe3eKTa0eIbHOM
K. OpauM u©3  Takux  METOJIOB  SIBJISIETCA  TpaHcapTepualibHAs
paguosmoOomm3arust  (TransArterial  RadioEmbolization - TARE) ¢
UCroJyib3oBaHueM UTTpus-90, KOTOpbIA TOKazal CBOIO A(G(HEKTUBHOCTH B
YIPaBJICHUH OIyXOJIEBbIM TMPOIECCOM Yy TMEIUATPUUECKUX TMAI[UEHTOB C
Hepe3eKTa0enbHbIMU OomyXoJsiMu nedeHu [64]. VccnenoBanuednpoBenéHHoOe
Aguado A. u coaBT., onmchiBaeT ycnemrHoe npumenenne ’ARENy nereit ¢
MIEPBUYHBIMH 3JIOKAYECTBEHHBIMU OITyXOJISIMH TleueHH, BKIrQHas [ TIKNABTOpHI
OTMEYaIOT, YTO Mpoleaypa ¢ UTTpuemM-90 sBiseTcs oTHOEHICIHLHONOE30MaCHOM U
MOXET CTaTh Ba)KHOW OMIIMEN JJI TeX MalMeHTOB, KOTOPBIM MPOTHBOIMOKA3aHbI
VI HEBO3MOXKHBI XUPYpPrudecKas pe3eKunsL N BpaH CIlaH Tal .

Hcnons3oBanue TARE mno3Bosisge® LeneHalIPAaBICHHO BO3/ICCTBOBATh Ha
OMYXOJIEBYI0 TKaHb ¢ MUHUMAJbHBIM TIOBPEIKICHUEM OKPY>KAIOIIUX 370POBBIX
TKaHEH, 4TO 0COOCHHO BaXKHO JIfSL ieTeil/ Pe3yIbTaThl MOKA3bIBAIOT YMEHBIIICHUE
pasmepa OMyXOJdW U yBeIUYeHUE' TPOAOJDKUTEIBHOCTH JKU3HU Y 4YacTH
MalKMeHTOB, 4YTO [eNag’ 9By METOAMKY) MEPCIEKTUBHON B MEAMATPUUECKON
onkosioruu. Kpome! Toro, FARE MokeT ObITh HCIIONB30BaHA B KOMIUIEKCE C
JIPYTUMH METOA@MM JIOKAILHON Tepanuu, TAKUMHU KaK paguovyacToTHas aOJsius
U XUMHOAMOOJIM3AINS, 4TQ) OTKPHIBAET JIOMOJHHUTEIBHBIE BO3MOMXHOCTH JIJIS
KOHTPOJsT ' Ba0ojeBaHMsi W yJAydlllEHWs TPOrHO3a y  MAIMEeHTOB  C
HepesekTadenbHOMITIIK, B ToM yncie 3a cueT obecrniedeHus: TOMOJTHUTEILHOTO
BPEMEHM /U1 OUCKA JOHOpa Mepe]] TpaHCIIaHTauue neueHu [64].

Jpyroii TexHOJOTHeW, HampaBJIEHHOW Ha KOHTPOJb HEpe3eKTaOeIbHBIX
dopm I'LIK, sBnsiercss TpancaprepuanbHas xumuodmbonmsanus (TransArterial
ChemoEmbolization — TACE). OgauM u3 mccienoBaHUMN, TMOATBEPKIAFONTHIX
addextuBHOCT TACE, siBnasiercs padora Weiss K.E. u coast. (CIIIA) [65],
MPOBEJICHHAS] C y4yacTHEeM 8 MalMeHTOB B Bo3pacte oT 4 no 17 mer (cpeanuit

BO3pact coctaBmi 12,5 net). B uccienoBanuu nokaszano, uto npumeHenue TACE
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C WCMOJB30BAHUEM PA3IMYHBIX KOMOWHAIIMN ITMTOCTATUYECKUX MpErnapaToB
(uucruatul, 1okcopyOunmH u MUTOMUIIMH C) 3(pGEeKTUBHO YMEHbBIIAET 00BhEM
OITYXOJIH, YTO MO3BOJISIET KOHTPOIMPOBATH 3a00JICBAaHUE U 0O0SCIICYUTh BPEMS JIJIs
MOMCKa JOHOpAa M MOATOTOBKHM MAllMEHTOB K TpaHCIUIaHTauuu nedeHu. [locne
TACE 6 u3 8 nanuentam ObUla BBIMOJHEHA TPAHCIUIAHTAIUS IEYEHU, TTPU ITOM
BBDKUBAEMOCTh CPEJId MAlMEHTOB, MOABEPIIINXCS TPAHCIIAHTALMKU, COCTABUIIA
83%, nnmuTeNnbHOCTh HabMoAeHUsT BapbupoBaia ot 3,4 go 11 nesf [65]. Baxno
MOAYEPKHYTh, UTO CPEIHEE BPEMSI OT MOMEHTA MPOBEICHUSI HEPBOM MIPOIIEAYPhI
TACE 1o TpaHciiaHTaiuu nedeHu osu1o pasHo 141 anro (pazépoc 11-514).

Hcnonb3oBanue panunovactoTHoil abmsiiuu (RYAy), TaKk:KeIpe1cTaBiser
co0oii 3(pdhekTUBHBINA METOI 1S JIoKanbHOTro KouTpesis mipu 'K y Aeteit [66].

OaHUM U3 3HAYUMBIX HCCIIEIOBaHUH B ATOWQO1aChu sBisieTcs padoTta Long
H. wm coaBr. (Kuraii), B kotopoii € paccmatpuBasiace’ PHA B JeueHun
peumausupytomerd ['TIK. B wuccneiioBaniu, npoBeaeHHOM ¢ ydactueM 10
nanueHToB (cpennuii Bo3pact Il,7 net), Obuio MokazaHo, uto PUA no3Bosuia
NOOUThCS TOJIHOM abnauuu onyxodd B 93,3% cnydaeB (14 u3 15 ouaros).
[Ipouenypa npuBena kK 3HAYUTEIHHOMY )YMEHBIIEHUIO OIMyXOJEBOM Macchl U
OTCYTCTBUIO MECTHBIX PELIHANBOB B 30HE MpoBeieHrsi PUHA Ha NpoTsS)KEHUH BCETO
HaOoIeHUs (epeAHMIT IEPHO ] HAOMI0AeHUS cocTaBmi 63,1 Mecsa) [66].

B HaCrosmee BPpeMs BaKOIUIEHHBIA MMEAUATPUUECKUAN OIBIT MO JICUEHUIO
nanredToB ¢ TIK Hamien cBoe oTpaxxeHue B MPOCIEKTUBHOM MYJIBTULEHTPOBOM
patinomuzupoBanioM uccienoBanuun PHITT (Pediatric Hepatic International
Tumot’ Trial) (puc 1.) [67]. Opranuzaius MogoOHOTO HCCIIECIOBAHHUS CTaja
BO3MOKHQM, OJlarogapsi COTPYJIHUYECTBY BEIYIIMX KOOTEPUPOBAHHBIX TPYIII,
3aHUMAIOIIUXCS UCCIIEIOBAaHUSIMU JETCKUX OMyXoJjel neuenu, B Tom unciie COG,
SIOPEL, nemeukoii (German Society for Pediatric Oncology and Hematology -
GPOH) u smonckoii rpynn (Japanese Children’s Cancer Group — JCCG), u
SABJISIETCA BaXXHBIM IIArOM B HANpPaBJICHUU YIYYIIEHUS JIEYCHUS JAETCKUX

onyxoJiei neuenu, sxirovas ['IK.
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B mporokone PHITT npu Bbi6ope Taktuku Benenus namueHTtoB ¢ LK y
JIeTell yYUTBIBAIOTCS Takue (haKTOPhl, KaK HAJIMYUE COIMYyTCTBYIOIICH MAaTOIOTUU
MEYCHHU, PE3EKTA0CIbHOCTh OMYXOJW W HaJuuue OTHAJIEHHBIX METacTa3oB.
IIprmeuarenbHO, 4TO TakTUKA JedeHus 1o nporokony PHITT He 3aBucur ot
TUCTOJIOTUYECKOTO BapHaHTa OIyXOJiM, BKJIOYas (puOposiaMesuIsipHbIA MOITUIT
I'IK.

[Ipn Hamuuuu pe3eKTa0enbHOW OMYXOJU W OTCYTCTBUMA METACTa30B
MalMEHTy PEKOMEHYETCS MHULMAIbHOE XUpypruyeckoe geuedue. Bein omyxomns
paszBuiack de novo (0€3 MPeaIIECTBYIONIETO 3a00IeBaHUS TEUEHHN ), B TOM, UHCIIC
u npu ¢ubponamemapuom Bapuante ['TIK, @meeic  Xupyprudyeckoro
BMeINIaTeIbCTBA Ha3HAvaloT 4 nukia xumuorepanimio cxeme PLADO. B ciyuae
HaJIWYUs IPEALIECTBYIOIIEH MATOJIOTUN IEYSHW, @I bIOBAHTHA X UMUOTEPATIUS HE
IIPOBOJIUTCS, JaHHAS TPYIINa MAlMeHTOB@ICPEXOAMT B rpyIity HAOIIOACHUS. DTO
CBA3aHO C BBICOKMM pPHUCKOM II@HEHEUYHOM TOKCUYHOCTH, OCOOEHHO IIpHU
UCIIOJIb30BaHUU JIOKCOPYOULINHAE,

B cayuasx, korga omyxoub SBJSETCS HEPE3EKTAOEIbHONW WM MUMEITCS
OTHAJEHHBIE  METAacTa8bl, ) HEOOXOIMMO  HEMEIJIEHHOEe  oOpallleHHe B
CHieIMaIN3UPOBaHHBIC JIeUCOHbIE YUPEIKICHNS — B TPAHCIUIAHTAIIMOHHBIN IIEHTP
Y [IEHTP UHTEPBEHHUOHHON paanonaoruu. [{ns rakux nauuentos npotokona PHITT
npeaycMaTpUBaeT paHAOMM3AIINIO Ha OJUH U3 IBYX PEKUMOB HE0AAbIOBAHTHOM
xumu@fepanuu: PLADO (uucmiatuH + JIOKCOPYOMIIMH) C J100aBJIEHUEM
copadennda M6 GemOX (reMIuTabnuH + OKCATUIIIIATHH) TaKXKE B COYCTAHUH C
copaerndbom. B xome nedeHus mpoOBOAUTCS OIIEHKAa OTBETA OIMYXOJH, U TPHU
MOJIOKUTEILHON TMHAMUKE BO3MOXKHO MPOJIOHKEHUE TE€pPaIuU JIJIsl TIOBBIIIECHUS
IIIAHCOB HAa PE3eKTa0EIbHOCTh M KOHTPOJIA HaJ MeTacTa3amu. Takum o0pazom,
npotokoi PHITT mpencrasmisieT co6oii CTpYKTYPUPOBAHHBIA U MHOTOYPOBHEBBIT
nogxon k Jedenuto ['TIK y pgereld, OpMeHTMPOBaHHBII HAa MaKCUMAIbHOE
MIPUMEHEHUE XUPYPrUYECKOrO0 JICUCHHS TpU  y4YE€TE  UHIUBHAYaJTbHBIX

OCOOCHHOCTEM Ka)XXJ0To MaiueHTa. B To ke Bpemsi peKOMEHIAIMu MPOTOKOJIa
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PHITT (Paediatric Hepatic International Tumour Trial) He BxIIOYaIOT
nuddepeHmpoBaHHbIe MOAX0bI K JedeHuto kinaccuueckor I'IIK u ¢pI'LIK, uro
ABIIIETCSA TPEIMETOM OOCYX JCHHA B CBET€ WX pa3IWyuii B OHUONOTHH U
YyBCTBUTEJIBHOCTH K Tepanuu [67].

dudponamennsipHas ['IIK ponroe Bpemst ocTaBaiach HEIOCTATOYHO
M3YUYEHHOU OMyXOJIbI0, U MHOKECTBO BOIIPOCOB O €€ XapaKTEPUCTUKAX U JICUEHUN
ocTaBaluch 0e3 oTBeTa. TemM He MeHee, Ha CErOJHAIIHUNA [€Hb W3BECTHBI
KITF0UeBbIC (PaKTOPHI, KOTOPHIC ONPEACISIOT MporHO3 narueHTeB ¢ PLLIK 1 MoryT
crnocoOCcTBOBaTh 0osiee OMAronpusITHOMY HCXoay. B mepByro ouepenb, 3TO
pagUKaIbHOE YJAJIEHUE OIYyXOJIM, OTCYTCTBHE WHBA3WMROLYXOJIH B KPYITHBIC
COCYBI H/IIIK TPOoMO03a, OTCYTCTBHE MOPAKEHUS PEEMOHAPHBIX TUM(PATHIECCKIX
y3JI0B, JIOKaJu30BaHHas GopMma 3a00eBaHus[68]:

PanukanpHOe XHpyprudeckoe Jed€HUE OCTAETCs OCHOBHBIM METOIOM
neyenus QUK. Tlanuents, kozOPBM TpoBeacHa RO-pesexuust (momaHOE
yAQJIEHUE OIyXOJIh), UMEIOT TydlInii MPOTHO3, YeM Te, KTO nepenec R1 mmu R2
peseknuto. C yueToM BBICOKOTO pUCKAHOpaKEHUS! pErMOHAPHBIX TUM(DATUUYECKUX
y31510B (10 60% cityyaeB) PEeKOMEHIyeTCSHIIIIaHOBAsT TUMQPOIUCCEKIINS BO BpEeMs
nepBUYHON omnepaduu. YyWibiBas yHukanbHoe Teuenne GITIK, moBTopHOE
XUPYPrUUECKOLgdi€ICHUE TPY PELMJIMBE WM MPOrpecCUU 3a00JIEBAHMS TaKKe
MOXKET YJIyHIINTh BEIKUBACMOCTH [68].

Hccnenoanuss SIOPEL mokazanu, 4to cTaHgapTHas IUTOCTaTUYECKas
TePanusa (KapOOMIaTuH, JOKCOPYOMIMH/IMCIIATHH), dhGdeKTuBHAs TpU
knacenucckon I'IIK, He mpomemoHcTpupoBana 3HAYUMON 3(PGEKTUBHOCTH MPHU
¢I'IK. Meenenorarenu uz CLIA npenioxuian albTepHATUBHbIE JIEKAPCTBEHHBIE
KoMOuHanuu, Takue kKak GemOXx B cOYE€TaHWM C JICHBATUHHUOOM, KOTOPBIS
nokazan d(PQekTuBHOCTh Yy TManuMeHToB ¢ Meractatndeckon GITIK. B
HEOOJIBIIIOM HCCIEOBAHUM C Yy4yacThueM 16 TmanueHToB Obula JOCTUTHYTA

KJIIMHUYECKasi PEMHUCCHS B OJTHOM CJIy4ae U YACTUYHBIN OTBET y 8 manueHToB [69].
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B nmnocnenHue roapl paccMaTpuBAETCS BO3MOXKHOCTH HMCIIOJIB30BaHUS
umMmyHoTtepanuu B tedennu [ 1K, uyTo moarBep:kaaercs nepBoIMU Ty OJIUKALUSIMU
O MOTEHUUAIbHOW aKTUBHOCTH HWHTHOUTOPOB KOHTPOJBHBIX TOYEK MMMYHHOIO
OTBETa B TOM YHMCJIC U y MAIMEHTOB JIETCKOTo Bo3pacTa [70].

B wuccnenoBanun O’Neill A.F. u coaBt. u3 bocrona (CILIA) mectb
MAlMEHTOB c MpOrpeccuei I'gK MOJIyYaJld AMMYHOTEPAIU IO
(memOponn3ymab/HuBOJIlyMad B COYETaHWUU ¢ HIUIMMyMaOom).4Tpoe u3 HUX
MIPOJIEMOHCTPUPOBAIN MOJOKUTEIBHBIN OTBET Ha TEpanuio ¢ MCIIQIb30BaHUEM
MHTUOUTOPOB KOHTPOJBHBIX TOYEK: Y OJHOTO NAalMEHTa ObLT AOCTUTHY T HOJIHBIN
OTBET, Yy JABOUX — crabwmmsanus. Y TpouXMgHalleHTOB OTMEYEHO
MporpeccupoBanue 3aboieBaHus. Y TeX, KTO “QEBETHJI, Ha JeUeHHe, ObLia
BBISIBJIEHA BBICOKAs MYyTallMOHHAs HArpy3ka Wy BhIP@KCHHAS WHOUIBTpAIs
ONMyXOJH JUMQPOUUTAMHU. OTH pe3yJsfaTsl OOJUYEPKUBAIOT HEOOXOJUMOCTh
JanbHENIIero U3YYEHUS 120907075 (04N o - 54505 KaK NOTEHIMAIBHOTO
nomnoyiHuTeNnbHOro Merona yevefius neted ¢ 'K ocobenno B ciyuasx, korna
MIPOBEJICHHE XUPYPIUUECKOIO BMEINATEIbCTBA HEBO3MOXKHO [70]. B Hacrosmee
BpeMsi IPOBOJIUTCA HaOOP MaLMeHTOB B MecnenoBanue 11 ¢a3pl memOponuzymada
y nanHou kareropu#l nanueaToB (NCT04134559).

[lepcnekadBHBIMEA I10AX0OAAMH K TEpaluu PEUUIMBOB U pedpaKkTepHbIX
dopm 'Ky neTeit sBmsieTCAMTepanys, HarnpapjieHHAs Ha TOBEPXHOCTHBIN MapKep
ridnukas-3 opu kinacenmdeckoil 'K, Bkitowas pa3paboTKy cnenupuyeckux
MOHOKJIOHAIbHBIXTAHTUTEN U T-KJIETOK C XMMEPHBIM aHTUT€HHBIM PELENTOPOM
[54]-“)Pa3znuuyHble UMMYHHOTEpAIIEBTUYECKHE TOAXOAbl M BO3JCHUCTBUE Ha

PEryJISIIN,arnonTo3a ucciaeayroTes y nanuenton ¢ GITIK [54].

3AKIMIOYEHUE

Takum oOpazom, [TIK sBisercss oueHb pEaKOW 3JI0KAYEeCTBEHHOU
OMyXOJIbIO TEYCHU, XapaKTepu3yroIeics HebmaronpusaTHeiM nporHo3om. 'K

XapaKTepU3yeTCs: MOJICKYISIPHO-TEHETUUECKON T€TEePOreHHOCTHIO B 3aBUCUMOCTHU
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OT THUCTOJIOTUYECKOTO BAPHUAHTA OIYXOJM M COIYTCTBYIOIIETO IOPAKEHUS
[ICYCHH.

Monexkynsapueie Mexanu3Mmbl kiaccndeckon ['LIK y nmerern B HexoTopou
CTENEHU CXOKH C TaKOBbIMH Yy B3pPOCIBIX MAUHUEHTOB. OJTO CXOICTBO
OpeanojaraeT Haluyue OOIIMX NaTOreHETUYECKUX IyTe, KOTOpbhlE MOTYT
BKJIIOYATh aJbTE€PAallMM B TI'EHAX, OTBETCTBEHHBIX 3a PETYJHLMIO KIETOYHOTO
[UKJIa, afoITo3a M Iepenady BHYTPUKIETOUHBIX CUTHaNOB. He€3aBucumo ot
Bo3pacTa npu kinaccudueckor I'IIK yacto HaOmonar0Tca MyTady B T@HAaX, TAaKUX
kak TP53 u CTNNBI, a TakXe akTUBaIUsl CUTHAIBHBIX MyTel, BKIodasiyWnt/3-
kareHuH U PI3K/AKT. [loHumanue 3Tux oOmuX MOMEKyJIIpHBIX, MEXaHU3MOB
MOXET CIOCOOCTBOBaTh pa3pabOTKE HOBBIX TEPANCRBMYECKUX CTpaTeruid,
KOTOpBIE€ MOTYT OBITh 3()()EKTUBHBI KaK JJIsI JAETel, TaK W11 B3POCIIbIX.

PanukanbpHOEe XUpypruyeckoe BMe@laTesIbciBO, BKIIFOMAsi TPAHCIUIAaHTALUIO
IICYEHH, SIBISCTCS €IUHCTBEHHBIM KYPABUBHBIM METOJIOM TEpAIlUH I JETEN C
I'TIK. Xupyprudeckoe yJIajicHHE OIyXOdu 4acTe SBILIETCS IEPBOOYEPEIHBIM
1aroM B JICYEHUHU, OCOOEHHO €CJIH ‘OIIYXO0Jb JOKAIM30BaHA U pacCMaTpUBaeTCs
KaK pe3eKkTadenbHasl.

Hecmotps Ha@ . M3BEETHBIC CIIOKHOCTH IUIAHWPOBAHUSA M INPOBEACHUA,
TPAHCIUIAHTALMSglCUCHIH. TTPOIEMOHCTPUPOBAJIa BBICOKYIO 3((PEKTUBHOCTH y
nereii ¢ ['TIK u sBIIsIeTEsl MPEMIOYTUTEIbHBIM METOIOM JICUCHHS B CITy4asx, Korjaa
TpaauMOHHAs Pe3eKIUs HEBO3MOXKHA WIH HE3(P(PEKTUBHA.

Heo®xoAMMOCTh oKrCKa HOBBIX BAPUAHTOB CUCTEMHOM TE€panmuu OCTaeTCs
akTyajibHbIM BoIpocoM. (COBpEMEHHBIE MOIXOJbl K CHCTEMHOW Tepanuu
OTrpaHUYCHBbl U HE BCEr/a MPUBOAST K MOJOXKUTEIbHBIM Pe3yJibTaTaM, 0COOCHHO
IIPU HAJIMYUHU METACTa30B.

Heobxoaumo  yuuThiBaTh MoOJEKyJspHble ocoOenHoctn [HK  mms
pa3pabOTKH TMEPCOHATUZUPOBAHHBIX CXEM JICUEHHS, YTO MOXKET 3HAYUTEIIbHO

YJIYUHIUTDb IIPOTHO3 U KAYCCTBO KU3HU ITAIIUCHTOB. Knuanueckue HCCICOAOBaHUA
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HOBBIX TCPAIICBTUYCCKUX ITOJAXOJ0B HUIPAIOT KIIIOYCBYIO POJIb B ITOUCKC 0osee

3¢ PeKTUBHBIX METOI0B JieueHus neauarpudeckoi ['TIK.

HcTroynuku puHAHCUPOBAHUSA
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Fig. 1. Therapy of patients with HCC in the framework of the prospective clinicalrial of P
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