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Ieab: cpaBHUTH OCOOEHHOCTH TeMAaTOLE/UTIOISIPHOTO paka y JAeTeid U B3pOCIIbIX, @ TAKXKe OLIEHUTh BOBMOXKHOCTh 3KC-
TPAIOJISILIMY OIIbITA JIEUSHUST B3POCIIBIX MAIIMEHTOB Ha TeAMAaTPUIECKYIO TPAKTHUKY.

Marepuan u metoapl. [IpoBe/ieH aHAIM3 JTUTEPATYPHI, MOCBSIIIEHHON U3YYEHUIO U JICUCHUIO TeraTOLE/UTIISIPHOTO
paka y neteit u B3pociibix. OTnesibHOe BHUMaHKE YIeJIeHO CPAaBHEHH IO MAaTOMOP(OIOrMIECKUX U MOJIEKYJISIPHO-TeHe-
TUYECKUX OCOOCHHOCTEW 0OJIe3HU M TOAXOIOB K MEAMKAMEHTO3HOMY M XUPYPTUUECKOMY JIEUEHHUIO, B YACTHOCTU
MMMYHOTEPAIMU 1 TPAHCTUIAHTALIMM MTEYeHHU.

Pesyabratbl. [11s1 renmaToLE/UTIONSIPHOTO paka y IeTelt XapaKTepHO MpeBaaupoBaHue (hruOpoIaMeIIPHOTO TUCTOIOT -
YEeCKOTO MOATUIIA, HATTMUME XapaKTEPHBIX MOJIEKYJISIPHO-TE€HETMYECKMX MapKepoB, OOJIbILIKE pa3Mephl MEPBUYHOM
OTIyXO0JIW. Y JIeTeli 11e1ec000pa3HO MPUMEHSITh METO/IbI JICUEHUST, 3aMMCTBOBAHHBIE Y B3POCJIbIX, — TAPTETHYIO U UMMY-
HoTepanuio. [ToaXonbl K XMpypruuecKoMy JeYeHHI0, B YACTHOCTU TIOKA3aHUSI K TPAHCIUIAHTALIMU TIEYSHU, y IeTei
JOJKHBI OTJIMYATHCS.

3akimoyenue. J[abHENIINI MIEPEHOC OIbITa JIEUYSHMST B3POCIIBIX MALMEHTOB HA AETCKYIO TOIMYJISILIMIO MTO3BOJIUT YiIyd-
LIUTh PE3YIBTATHI JIEUeHUs AETel C rernaTole/UTIoNsPHBIM pakoM. PaboTa B paMKax MeXIyHApOIHbIX UCCIeI0BATEIb-
CKMX TPYIII HEOOXOAMMA [UTsI ONITUMU3ALIMY JICUEHUST IETEi ¢ renaToLes/UTIOJISIPHBIM PAKOM.

KioueBble ci0Ba: neuens, eenamoyesnioNapHas KapyuHoma, 0oemu, 0emcKas OHK0AOUS, ONYX0AU neveHu y oemell

Ccpuika qois nurupoBanus: Axananse [.I%, Pabaes I[.C. [enarouemntonsipHblii paK y JeTeil — OCHOBHbBIE OTJIWYUSI OT B3POCIIbIX
MalUeHTOB. AHHabL xupypeuueckoi eenamonoeuu. 2020; 25 (4): 85—94. https://doi.org/10.16931/1995-5464.2020485-94

ABTOpr MOATBEPXKIAAT OTCYTCTBHE KOHCl)J'lP[KTOB HHTEPECOB.

Pediatric hepatocellular carcinoma -
the main differences from adult patients

Akhaladze D.G.*, Rabaev G.S.

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology
Ministry of Health of Russian Federation; 117997, Moscow, 1 Samory Mashela str., Russian Federation

Aim: to compare the features of hepatocellular carcinoma in children and adult patients and to assess the possibility
of translating the experience of adult patients treating in pediatric oncology.

Methods. The literature dedicated to pediatric and adult hepatocellular carcinoma investigation and treatment has
been analyzed. Pathomorphology, molecular genetic features of disease, the drug and surgical treatment approaches,
in particular immunotherapy and liver transplantation were carefully compared in both groups.

Results. For pediatric hepatocellular carcinoma the analysis revealed that: fibrolamellar subtype as well as large size
of primary tumor are more common; typical molecular genetic markers are presented. It is advisable to use the
adopted adults treatment methods such as targeted and immunotherapy in children. In particular, the hepatocellular
carcinoma surgery, and the indications for liver transplantation in children should be different from adults.
Conclusion. Further translation of the adult patients treating experience will help to improve outcome in children with
hepatocellular carcinoma. In order to optimize the treatment of pediatric hepatocellular carcinoma it is necessary to
continue the investigations in international research groups.
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BBenenne

V B3poCbIX MAllMEHTOB TeNaTOLELTIONSIPHbBIM
pak (I'IP) sBasercss Haubosee vacToil 3jl0Kave-
cTBeHHO# omnyxonbto meyeHu [1]. THHP ocraetcs
LIECTBHIM MO YacTOTe 3JI0KaYeCTBEHHBIM HOBOOOpa-
3oBaHueM (3HO) y B3pocCibIX U 3aHUMAET BTOPOE
MECTO B CTPYKTYPe CMEPTHOCTH OT OHKOJIOTHYECKUX
3a00JiIeBaHUI B MUpe, YTO JejaeT 3TO 3a0ojeBaHue
OJIHOI M3 KpaliHe aKTyaJIbHbIX MPoOJeM B3pOCIoi
oHKojiornu [2—4]. Yame Bcero y B3poCibIX 00Jib-
Hbix ['IIP pazBuBaercst Ha (poHe BUPYCHOIO rernatu-
ta B (BI'B, HBV) u C (BI'C, HCV), a takxke Ha
(hoHEe anKOroJIbHOro LUPpPO3a U HEaJTKOTroJbHOM
KupoBoit auctpoduu mnedenu [5]. Cesizsb ¢ BI'B
oOycyioBiMBaeT Hanbosbiyto yactotry I'LIP B aHae-
MUYHBIX [0 BAPYCHOMY I'ellaTUTy peruoHax, a MMeH-
HO B cTpaHax Adpuku u Asum [2].

VY nereii 'LLP cocraBnser 0,5—1% Bcex ormyxoeit
U SIBIIIETCS peIKuM 3abojieBaHueMm [6]. OmHako,
YUUTBIBASI Majlylo 00IIyl0 BbikMBaeMocTb (OB) u
0OJIBIIIYIO YaCTOTy peluMauBa MPU OTCYTCTBUM 3P-
(hekTuBHBIX MeTOAOB jJeueHust, ['LIP sBaseTcst Bax-
HOI MPoOJIEMOW TETCKOW OHKOJIOTHU.

I'LIP y neteit uMeeT psii OTJIMUMIA TIO CPABHEHUIO
CO B3pOCJIbIMU MallMEHTaMu. Y JIeTeil 3Ta OIyXoJib
yalle pa3BUBaeTCsl MpU OTCYTCTBUU (DOHOBOI 00-
Jie3Hu 1 (uan) uuppo3sa nevyexu [7]. Ipu atom npo-
¢ub 3a001eBaHMii, Ha (hOHE KOTOPBIX MOXKET pa3-
BuBaTthcs I'LIP y meteii, oTanyaercsi, 1 Ha TEpPBLIA
aH BeixoadT rukoreHos 11 tumna, TuposdnHeMust
I Tuna, 6one3ns BunbcoHa u OwnmapHasi aTpe3us
[8]. B oTiinume oT B3pOCbIX, IJ1s1 KOTOPBIX XapakK-
tepHo pasputue I'IP mpu mnutenbHOM aHaMHese
uupposa neyeHu Ha ¢oHe HBV, y nereit onyxonu
BBISIBJISIIOT Ha (poHe nepuHataibHOit HBV-uHbek-
uuu [9]. Cnenyetr uMeThb B BUIY, UTO y JIeTel B BO3-
pacTe 10 5 1eT HeoOXOoaMMO MPOBOAUTH TP depeH-
HUadbHBIM nmarHo3 c remarobiactomoit (I'B).
BaxxHO yuuThIBaTh, YTO B I€TCKOW MOMyasiLiuu (pu-
oponamennspHbiii moarun I'LIP BcTpeuaercst ropas-
JIO Yallle, YeM Y B3pOCabIX 00IbHBIX (24,1% 110 cpaB-
Henwmio ¢ 0,3%) [10, 11].

Huxe nepeunciieHbl KJlIoueBble BOMTPOCHI, KOTO-
pble 00CYXIalOT B COBPEMEHHOM JiuTeparype, To-
csmeHHoit I'LP y mereii:

1. YTo siBisieTcsl cTaHAAPTOM JieUYeHMs TallueH-
TOB C MepPBUYHBIM pe3ekTadbenbHbiM ['LIP moce nep-
BUYHOTO paJuKaJbHOTO BMEIIATeJIbCTBA: HaOJIt0/1e-
Hue, copadpeHnd, PLADO (uucriaTuH u J0KCopy-
ounuH), copadpenn6 m PLADO B ambloBaHTHOM
pexume?

2.Yto sBAsIeTCS OCHOBOW JieueHUsT OOJIbHBIX
¢ MEepPBUYHO Hepe3eKTabeJbHON (MeTacTaTUYeCcKO)
dopmoii 6bone3Hun?

3. CylecTBYIOT I HOBBIE ITOAXOAbI K JICYCHUIO
I'tP y nereii?

4. Hy>kxHO 71 cTporo mpuaepXXuBaTtbcsi MusiaH-
CKMX KpUTEPUEB y MAllMEHTOB AETCKOTO Bo3pacTa?
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Omuaemuoorus I'LIP y nereii

[NepBuYHEBIC 3T0KAYeCTBEHHBIC OITYXOJIH ITEUYEeHHN
cocTaBIsoT 1—2% Bcex 3710Ka4yeCTBEHHBIX OITYXO-
neit y nereit [10]. Hacrora nepBuuHbix 3HO neueHun
cocrtaBisteT 1,6 Ha 1 MJTH JIETCKOTO HAaCeIeHUS B BO3-
pacte 0—14 7er |6, 12], a Ha momto I'LIP mpuxomurcst
0,5—1% Bcex omyxoneii y neteit. I'b cocrapmsteT mmo-
psanka 80% nepBuunbix 3HO meueHn y meteit, ¢ Hau-
OOJIBIIIEN YaCTOTOM B BO3pacTe OT 6 Mec O 3 JieT.
I'LIP BBISBIISIIOT 3HAYMTENIBHO pPeXe, OMHAKO Y AeTeit
cTaplliero Bo3pacta OTMEUYeH pocT 3a00J1eBA€MOCTH 1
I'LLP, kotopsrit ipeBanmupyet Han I'B [6, 12].

HecmoTpst Ha TO 4TO y nereil U MOAPOCTKOB
B OTJIMUME OT B3pochbix, cTpagatoiux [I'IIP, pexe
BBISIBJISIIOT 3TUOJOrnYeckue (hakTophl, CBSI3aHHbIE
C pa3BUTHEM paKa IeyeHU, B 30Hax, IHIEMUUHBIX
no Bupycy remnaruta B, puck I'lIP y nereit Takxe
6oxpire 1 coctaBusgeT 10—-25% |7, 13]. Ha TaiiBane
n B lTonkonre cpegu pereit, crpamarommx ['LIP,
xpoHuyeckyto HBV-unHpexkuio peructpupyror
B 100 1 64% nabmonenwnii [7]. I1lo maHHBIM HCCIIE-
nmoBarenieil, 81,5% manMeHTOB IETCKOro Bo3pacTa
umenan xponuueckyro HBV-uHdekuuto, npu atom
y 61,5% GONBHBIX BBEIIBICHB MHOTOOYATOBEIC OITY-
XoJii. B oTinume oT B3pOCbIX, 115 KOTOPBIX XapakK-
TepHo pasutue [P mpu naurenbHO TeKylleM
uuppose neyeHu Ha ¢oHe HBVY, y nereii onmyxonu
BCTpeyaloTcss Ha (oHe nepuHatagbHoii HBV-mH-
dekuuu [9, 14].

I[Ipoduns HewmH@pEKUMOHHBIX 3aboJieBaHUIA,
npuBoAsiux K pazpututo '[Py nereii, otinyaetcs
OT TaKOBOTO Y B3pOCJbIX. Y JeTeil TOJbKO HeOOJIb-
mrast yacth HabmoaeHuit '[P pa3BuBaercst Ha poHe
rmkoreHo3sa I11 tuna, Tuposunemun I tuna, 6o7e3-
HU Bunbcona n ounmuapHoit atpe3un [§, 15].

JIs malueHToB JETCKOro Bo3pacTa XapakTepHa
Oosbiiast yactora pudponamesuisipHoro I'LP (hI'LP)
10 CpaBHEHMIO CO B3poCbIMU. [10 TaHHBIM JIUTEpa-
TypHhl, gactoTa GI'LIP y meteit cocraBnser 24,1% mo
cpaBHenuio ¢ 0,3% y B3pocnbix (p = 0,71) [11].
B 3TOoM McciaenoBaHMU MTpoaHaIU3UPOBAHBI J1EMO-
rpacdudeckre U KIMHUYECKUe TaHHbIe 63 771 mauu-
enra ¢ ['LIP (257 mammenToB <19 net n 63 514 60715~
HbIX =20 JIeT), 3apeTUCTPUPOBAaHHBIX B Surveillance,
Epidemiology and End Result Database (SEER)
¢ 1973 o 2011 . [1pu ananu3e pe3yabTaTOB UCCIIC-
noBanust Pediatric Intergroup Hepatoma Protocol
INT-0098 (Pediatric Oncology Group Study 8945 /
Children's Cancer Group Study 8881) monyueHbl
CXOXWe IaHHble: M3 46 OOJBbHBIX, BKIIOUCHHBIX
B uccaenoanue, 10 (22%) nmenu pI'LIP, 36 (78%) —
He-pI'LLP [16].

Tucrosornyeckue xapaKTepuCTUKH

noarunos I'LIP

I'lIP y neteii BKIOYAET ABE IPyMIibl OOJIE3HE:
I'lIP npu HanmuuuMu mpeapacrioiaramuiero 3adoJe-
Banus nedeHu u ['LHP de novo. Ilpu stom rpymma
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Fig. Pathomorphology subtypes of hepatocellular carcinoma
in children.

de novo BKJIIOYaeT TPU TUCTOJOTMUYECKUX MOATUTIA!
knaccuueckuii I'IP, ¢pubponameisipHblii moaTUI
(pI'dP) u TUOP c uvepramu I'b (I'IP-I'b) [17]
(pUCyHOK).

[MaTomopdomorndyeckas KapTUHA Kiaccudec-
koro I'IP y neteit coorBeTcTBYET TakoBoii rpu I'LIP
y B3pOCJbIX, He UMeIoIIMNX (DOHOBBIX OOJIe3HEel me-
yenu [18]. ns ¢I'LLP, mpeBanupytomiero y mauueH-
TOB JETCKOTO BO3pacTa, XapakKTepHO HaJlu4ue CTpo-
MbI C JJaMEeJUISIPHBIMU KOJLJIATeHOBBIMU BOJIOKHAMU
U KPYMHBIMU TOJUTOHATBbHBIMU KJIETKAMU C 203U~
HouUIbHON uMTOMIa3Moi. lluTomnasma moxker
coiepxKarhb OJieHbIe TeJiblla U OKPYIJIble TMaJuHO-
BbI€ 3JIEMEHTHI, a SiApa KJIETOK KPYyMHbIe, CoaepxKar
MaJIMTHU3WPOBAHHbBIM XpOMATUH M XOPOILLIO Bbljie-
Jsiotieecst siapbiiko [18, 19]. I'LP ¢ snemenTamu
I'b xiaccuyecky 0603HavYaloT Kak MePexXoaHyo Te-
yeHOYHO-KJeTouHyto onmyxosb (ITITKO, Transitional
Liver Cell Tumor, TLCT), Takue oImyxonau daiie
BBISIBJISIIOT 'y TIOAPOCTKOB, M XapaKTEePU3YIOTCS
OHUM KpaliHe HeOJaronpusTHBIM mporsHo3om [20].
Ommcano 7 MallMeHTOB, U3 KOTOPHIX y 6 OBLT ITOXO
OTBET Ha XMMMOTepamnuio no mnportokony mis I'b,
a pemuccus Obula JOCTUTHYTA JIMIIb Y | MauueHTa.
[ucronornyecku 3TM OMyXoJu MpeacTaBIeHbI KIeT-
kamu, xapaktepHbiMu wist I'b u pns THP, a takke
cnabo nuddepeHIMPOBAHHBIMU KJIETKAMU CPEIHEe-
ro u 6osbiIoro pasmepa [21].

C 2011 r. nepexoaHbIe MEPBUYHbBIC OIMYXOJU Te-
yeHu ¢ npusHakamu ['IIP u I'b obGo3HauarT Kak
Hepatocellular Neoplasm Not Otherwise Specified
(HCN-NOS) [17, 20]. DTOT TepMUH TOJIY4YU]I pac-
MnpocTpaHeHue Mocjie KoHpepeHuu International
Paediatric Liver Tumours Consensus Classification
B 2011 ., KOrga 3TOT peAKWii TIOATUIT ObLT BbIAEICH
B OTIEJIbHYIO HO30JI0THrIO [22].

MoseKkyJaspHO-reHeTHIeCKHre

xapakrepuctuku noarunos I'TIP

Hawubosiee yactble reHeTMyecKue ajabTepaluu
B 'HP y B3pocCibIXx MalMEHTOB MPOUCXOIST B U3-
BECTHBIX T'€Hax-cylnpeccopax: reHe OeTa-KaTeHHUHa
(CTNNBI) u TP53 [18, 23]. Myrauuu B reHe
CTNNBI B I'IP B3pocbix yallie BbISBISIOT B OIY-
XOJISIX € BbICOKOW IuddEpeHIMPOBKON KIIeTOK
U MPU OTCYTCTBUU (POHOBOI Oosie3HU TeueHu [24].
B THP y nereii simepHyro skcripeccruio CTNNBI
4acTO BBISIBISIOT COBMECTHO C 3KCIpeccHuei
E-xanreprHa; Takxke ObUIM OOHapyKeHbI JpaiiBep-
Hble comatnueckue myTtaruu reHa CTNNBI [25, 26].
B nutepatype onucano 3 HaomwoneHuss HCN-NOS
¢ mytauusimu B reHe CTNNBI1 u npomotope reHa
TERT. Tot ¢akT, yTo MyTaludu B MPOMOTOpPE reHa
TERT O6bu1n onucanbsl uckiaouuteabHo B HCN-
NOS u koppenupylor ¢ BeicOkuM ypoBHeM ADII,
CBUAETEJILCTBYET O TOM, YTO IMEPBUYHO 3TH OMYXOJI1
pasBuBatoTca Kak I'b, a He kak I'LIP [21].

AxtuBanuums curtaiabHoro mytu EPHB2 y B3poc-
Jbix nauueHToB ¢ P accounmupoBaHa ¢ BHICOKUM
PUCKOM MPOrpeccCUpoBaHUs 3a00JeBaHUs, a aKTU-
Bauus c-MET accounupoBaHa ¢ yCUJIEHHBIM aHTHO-
TeHe30M M IIoXuM IiporHo3oM [27]. MHTepecHO,
yto nipu cpaBHeHuu 10 HaGmoneHuit I'IP y neteii
u 16 Habmonenuii I'LP B3pocibix, 21 XomaHruoxkap-
muHOMBI M 28 HabmomeHuit I'b Mmyrauum B reHe
MET Obinu BeIstBIIeHHI TobKO B I'LIP y mereit [28].

Y B3pOCIBIX MTALIMEHTOB BO3pacTa aKTUBALIUS CUT-
HasibHoro mytd mTOR u moTepst pyHKIIMU omyXxo-
nesoro cynpeccopa PTEN accoumupoBaHbl ¢ MeTa-
CTa3upoOBaHUEM, XYAIIUM TMPOTHO30M U OOJbIIUM
sHaueHneMm Ki67. Ilpu stom TI'LIP ¢ akTuBamueii
curHajbHoro rmytd mTOR y nereii He onucan [29].

B onHoM u3 uccienoBaHUl aBTOPbI BBISIBUIN
B Tpex oopasuax I'LIP maireHToOB AeTCKOro Bo3pac-
Ta TMOBBILIEHHYIO 3KCIPECCUI0 TPAHCKPUIILIMOH-
Horo (pakTopa GATA4. Bce maureHTbl OTHOCUJIUCH
K pa3HbIM TuUcTojornvyeckum mnoarpynmnam [1IP.
ITpumeyaTenbHO, YTO TIOBBIIIEHHAs 3KCITPeccHust
9TOTO TPaHCKPUIIIIMOHHOTO (haKTopa aBTOpamu
TakKe ObUTa oOHapykeHa B oOpasuax I'b, mpu aTom
akcnpeccusi GATA4 He oOHapyXMBaeTcsl B OIyX0-
JISIX TIeYeHU y B3pocibix [30].

B 2016 r. 6bL1 cocTaBieH TeHETUYECKUI TTPOGUITH
¢I'LIP Ha ocHOBaHUM MOJIEKYJISIPHO-TEHETUYECKUX
aHamm3oB 78 oOpasuoB GI'LIP mereit m Mosombx
B3pocCibiX [31]. ABTOpBI BBIAEIUIN TPU MOJICKYJISIP-
Hbix noaturna GI'LP. [MponudeparuBHbI MOATUIT
JIEMOHCTPUPYET TOBBILIEHHYIO 3KCIIPECCUIO TE€HOB,
Peryupymolmx KJIeTOUHyl npojudepaluio U ak-
TUBaLMIO curHajbHoro nytu mTOR; BocnaauTesb-
HBIM TOATUIT MMEET TMOBBILIEHHYI0 3KCIPECCUIO
T€HOB, PETYJIMPYIOLIMX BOCTIATUTEIbHbIE TTPOLIECCHI
U MPOAYKIIMIO LIUTOKWUHOB; B HEAHHOTUPOBAHHBIN
MOJTHUI BKJIIOUEHBI BCE OMYXOJIM C HETUTTMYHBIM 7151
I'lIP sxcripeccOHHBIM TTPOQUIEM.
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B 79% o6pa3iioB ObLT BBHIABICH (DBIOXH-
DNAJB1-PRKACA. Ota reHeruueckasi ajbrepa-
LM, KOTOPYIO CYNTAIOT THITMIHON MCKITIOYUTEIIHEHO
nst GILP u He BBISIBISIIOT TIPY IPYTUX OMYXOJISIX
TeYeHN, OblJIa paHee OOHapyKeHa U OIMMcaHa TPyTI-
noii aBTOpoB B cepuu obOpasuoB GI'LP [32].
@OyHKIIMOHAbHAS 3HAYUMOCTD 3TOM TIepPeCTPONKI
HeW3BeCTHA W TPeOyeT MaTbHEUIIero n3yIeHus.

B mocnename Tompl Bce OONBIINI WHTEpeC TpH-
BJiekaeT aHaiu3 Tumor Mutation Burden (TMB) —
CypporatHoro ouomapkepa, oTpaxaroliero MyTalu-
OHHYIO Harpy3Ky OMyXOJu MO JaHHBIM pacIlIupeH-
HOro TapreTHoro cekBeHupoBaHus JIHK omyxomnu
(Next Generation Sequencing, NGS) u cBsI3aHHOTO
¢ 3P (PeKTUBHOCTHI0O UMMYHHOI TepaIrni, B 4acT-
Hoctu PD-LI-unruburopos [33, 34]|. YuurtsiBas
OTCYTCTBME TapreTHbIX Ie€HETUYEeCKMX BapUaHTOB,
XapakKTepHBIX J1s1 MosiekysipHoro npoduist [P,
aHanu3 TMB 17151 ceslekiimy NaluMeHToB U TToceny-
IOIIEr0 Ha3HAYeHUs] UMMYHOTEparuu SIBJISIeTCS
MepcrneKTUBHON 3amaueil. [IpoBeneHO MoJieKyJsip-
HO-TEHETUYECKOe TecTUpoBaHUe 755 o0pa3loB
I'LIP B3pOCbIX TAIIMEHTOB, B TOM YMCJE C ITOICUe-
toM TMB [35]. Beicokas omyxosieBast Harpy3ka rnpu
I'llP (TMB-high) 6bu1a onpeneneHa kak >20 mut/
MG6. Cpennee 3HaueHue TMB B uccnenyemoii rpymre
coctaBmiio 4 mut/Mb, Toapko B 6 (0,8%) omyxomsix
obL1a BoissBIeHa TMB-high. MHTepecHO, UTO TOIBKO
y 1 (0,2%) 6ompHOTO TMB-high GbINa BEISIBIEHA CO-
BMECTHO C MUKPOCATEJUIUTHON HECTAOMIbHOCTBIO
omyxomu (MSI-high), a y 1 maumenra ¢ TMB-high
ucciaenoBaren WASHTU(OULUMPOBAIM MaTOTEHHbIN
BapuanT POLE R762W. B paGoTe aBCTpammiicKux
aBTOPOB OTMEUEHO, YTO BbICOKMI ypoBeHb TMB mnipu
I'lIP mocToBepHO acCOLMUPOBAH C YXyOIIEHUEM 0e3-
PEIMINBHOM 1 00IIIei BEDKMBaeMOCTH |[36].

CoOCTBEHHBII OMBIT OTPAHUYEH aHATIM30M YPOB-
Hs1 TMB y naumenTku 17 €T ¢ CHCTEMHBIM PeLIIN-
BoM GI'LIP. PesynsraTtel ocHoBaHbl Ha NGS psina
yuactkoB st 409 renoB (maHenb lonAmpliSeq™
Comprehensive Cancer Panel). YpoBenbs TMB cocra-
B 48,5 mut/M6. MHTepecHO, 4YTO aHAIU3 POBEIEH
Ha 00pa3slie MeTacTasa Mpu pelyaMBe 00Je3HU Mociie
matuHocoaepxaueit nonuxumuorepanuu (ITXT),
YTO, BO3MOXHO, O0YCJIOBJIMBAET BHICOKUII YPOBEHD
TMB y nauneHTKH.

DBosonus noaxoa0s K Jeuyenuio I'TIP

Jleuenue nipu I'IP siBnsieTcs TpynHoO# 3amaveid,
YUMUTBIBasi, YTO OCHOBOTIOJArawmllee BIWSIHUE Ha
BBDKMBAEMOCTh MMEET BO3MOXKHOCTH ITPOBEICHMUS
paguKabHOM pe3eKIny TedeH!. B mcciaemoBaHmsIx
HCTIONB30BAIM Pa3Hble KOMOMHAIIMA XUMHOTEpa-
ITMU C 1IeJTbI0 YMEHBIIIEHUs 00bheMa OIyXOJIU U 00e-
CITeYEHMS BOBMOKHOCTH TIPOBEICHNST PaTUKaTbHOM
pesekuuu neyeHu. Mcropuuecku nereit ¢ I'LIP ne-
YUJIU 110 OJIMHAKOBBIM MpoTokoyiam ¢ I'b ¢ mpume-
HEeHMeM IUCIUIaTuHA, JOKCOpyOMLIMHaA, KapOoruia-
TUHAa, 5-dTopypaluia U BUHKPUCTUHA.
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B uccnenosanve SIOPEL 1 06buto BKJIHOYEHO
39 manuenToB ¢ 'LIP B Bo3pacte mo 16 net, 37 u3
KOTOpBIX Tonydyasu mnpenornepaimonHyo [TXT mo
cxeme PLADO (uucniatud 80 mr/m?, nokcopyou-
mmH 30 mr/m?) B obbeMe 1—6 KypcoB (MeamaHa
4 xypca) [6]. YacTnuHBIif OTBET OTMeUeH B 18 (49%)
HabmomeHusx, crabunuszaumusgs — B 8 (22%),
ay 6 (16%) nmereii OTMEUEHO MPOrpecCUpOBaHUE
OosiesHu. PapukaibHOe ynajaeHUe Omyxoiu (B TOM
yucie 2 TpaHCIUIaHTAllMM T€YeHU) BBIMOJHEHO
14 (36%) manumenrtaMm. [gtmrernss OB cocraBmia
28%, 6e3penmaBHas BbpkuBaeMocTh (BPB) — 17%.
BceM mammeHTaM ¢ GJaTONIPUSTHBIM MCXOIOM BBI-
MoOJIHEHA pajavKajbHas omnepauusi. MccienoBaHue
npoaeMoHcTpupoBaio, uro I'IP seaseTcss xumno-
YYBCTBUTEJbHON OIyXOJIbIO.

B uccnenosanuu SIOPEL 2 uzyuanu adpdexkTun-
HOCTb MHTeHCUdULMpoBaHHOI cxembl [TXT ¢ Bkito-
yeHueM kapoOoruiatuHa 500 mr/m? (SuperPLADO)
[37]. [lpumeHeHune uHTeHcubuuupoBaHHoit ITXT
He TT0Ka3aJI0 IMPEeUMYIIIEeCTB IT0 CPaBHEHMIO C UCCIIe-
noBanneM SIOPEL 1 — marunetHas OB cocraBuita
22%. PamukanpHOE OIepaTHBHOE BMENIATEIBCTBO
Tak>Ke ObLJI0 OCHOBHBIM (DAKTOPOM 0J1IarONPpUSITHOTO
ucxona 3a00JIeBaHMSI.

IMo marubpM nccnemoBannss HB99 (1999—-2008),
y MaIlMeHTOB, TIEPEHECITNX paINKaJIbHYIO TTepBUY-
HYIO OTiepalMIo U Mocieayolue 2 Kypca kapooruia-
tHa 200 Mr/m? B aeHb X 4 1 arorno3uaa 100 mr/m?
B AeHb X 4, tpexinetHss BPB u OB cocraBuin
72 1 89% cootBeTcTBeHHO. [IpW 3TOM Y ITalIMEHTOB
C Hepe3eKTabelbHON MEepBUYHON OIYXOJIbIO WU
MeTacTa3aMM pe3y/abTaThl JIeUeHUs ObLIM 3Hauu-
TeapHO XyxXe — BPB 1 OB cocraBmmm 12 u 20%.
MHurencudukauus npenonepaurorHHoii [TXT ¢ aBy-
Ml Kypcamu KapOoruiaTUHa U 3TOMO3U/a C TToCceny-
IOIIMMU JBYMSI KypcaMM BbICOKOAO3HOTO KapOo-
[UIaTUHA M B3TOMO3MJa C ayTOTpaHCIUIaHTalMein
reMOITO3TUYECKUX CTBOJIOBBIX KJIETOK HE MPUBOIU-
JIN K TIepexoay B pe3eKTabesbHylo (opmy, yiydlie-
Huto bPB wiu OB [38]. AHanoruuHble pe3yabTaThl
ObLTM TIosTydeHbl B ucciaenoBaHuu INT-0098. TTatu-
setHsii bPB 1 OB y maiimeHTOB AeTCKOro Bo3pacta
¢ HepesekTabenbHbIM ['LIP coctaBunu 8 1 23%, nipu
Hammuun Metacta3oB — 0 1 19% COOTBETCTBEHHO
[39]. T1pu aTOM He TOJYYEeHO pa3Iuvuii B TpyIImnax,
B KOTOPBIX MalMEeHTHI TTOJIyYaJii HUCIIJIATUH U JOK-
COpPYOMIIMH WIN UMCIIATUH, S-(Topypalisl U BUH-
KPUCTHUH.

B Hacrosiiee Bpems unet ucciaenoBanue Pediatric
Hepatic International Tumour Trial (PHITT), B Ko-
TopoM oObeanHeHbl nauueHTel ¢ I'b u TP [40].
OnHa U3 3ama4y uccieqoBaHusl 3aKI0YaeTCs B TOM,
YTOOBI OMIPENEIUTD, YYUYIIAeTCsl U pe3yabTar Jieue-
HUSI Opu N00aBJIeHUM KOMOWHAILIMU TperaparoB
GEMOX (remuutadbuH u okcanurmiatuH) kK PLADO
y nmauMeHToB ¢ HepesdekTabeabHbiM ['TIP. B mporo-
Kosie ucciaenoBaHusl naureHTsl ¢ [P pasneneHb
Ha nBe rpynnsl. [pynna E — maimeHTsl ¢ pe3ekTa-
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oenbHbIM ['IIP. B aT0li rpyrine nocjie MHUIMAIbHO-
r0 XMPYPrMYecKoro BMeIlaTeIbcTBa 0e3 (DOHOBBIX
Oosie3Heil TedyeHu OOJIbHBbIE TOy4YaloT 4 Kypca
PLADO. IlauuenTs! ¢ (hpoHOBOI 00JIE3HBIO ITEYEHU
MOJIeXXaT IMHAMUYeCKOMY HAOJTI0IeHUIO ITOCIIe pa-
IUKAJIBHOM pe3eKuu neyeHu. B rpymnmy F Bxioue-
HBI TTALIMEHTHI ¢ Hepe3eKTabeIbHbIM U METAaCTaTU-
yeckuMm ['IIP. TlaiimeHTOB 3TOM TpyNIibl paHIOMU-
3UPYIOT IJIsE TpoBeAeHus HeoambioBaHTHOM I1XT,
cocrosmeir n3 3 uukinoB PLADO u copadenuba
unu 4 uukioB PLADO/GEMOX c copadeHudbom B
J030MHTeHCUBHOM pexume. [locne mnpoBeaeHus
npenonepaimoHHoi [TXT paccmarpuBaloT 1eneco-
00pa3HOCTb TpaHCIUIAaHTALUU TIeYEHMU.

B 2008 r. ObL1M OMYyOJIMKOBaHbBI pe3yJIbTaThl U3Y-
yeHust 3 GeKTUBHOCTU copadeHunda (MyJbTUKU-
Ha3Hblii nHruoutop VEGFR, PDGFR u Raf) mo
CpaBHEHMIO C ILIaledo Yy B3pOC/bIX MallMeHTOB
¢ pacnipoctpaHeHHbIM ['LIP [41]. ¥ GonbHBIX, MO-
JiydaBIIMX copaeHUO, OTMEUYEHO CTaTUCTUYECKU
3HAUMMOE YBeJIMUYeHUEe KaK BpeMeHHU [0 Mporpec-
cupoBaHus Oonesnu (5,5 m 2,8 mec), Tak u OB
(10,7 n 7,9 mec B moarpyme ¢ miane6o). Ha ocHo-
BaHUM PE3YJILTaTOB 3TOrO McceaoBaHus copade-
HuO Ob11 ogo6peH B CIIA FDA nnst nedeHus pac-
npoctpaneHHoro I'LIP. B Tom ke romy ObL1O Ipome-
MOHCTPHMPOBAHO, 4YTO KOMOMHaIusl copacdeHuba
C JOKCOPYOMILIMHOM TIO3BOJISIET NOOUTHCS JydIei
BPB (8,6 1 4,8 Mmec) 1o cpaBHEHUIO ¢ copadeHnOoM
B MOoHoTepanuu [42]. B HECKOJBbKMX MOCIEAYIOIINX
HCCleI0BaHUSIX TakKe ObLia MokazaHa 3¢ QeKkTuB-
HocThb copadenmba B neyenun ['LIP y B3pocibix
nauueHToB [43, 44].

VYcrenrHoe nmpuMeHeHue copadeHuda y B3poc-
JIBIX TALIMEHTOB MOCTYKMJIO TOJTYKOM K TPAHCSILIUU
3TOr0 ONbITAa Ha JeTcKylo mnomyisinuioo. B 2012 n
OIyOJMKOBaHbl Pe3yJibTaThl TTPUMEHEeHHUs copade-
HuOa B KomouHanuu ¢ PLADO B rpymme 12 neteit
¢ I'lP B Bo3pacte 7—16 net. [1pu 3TOM Ha MOMEHT
MEePBUYHON JMArHOCTUKU 7 TAIMEHTOB UMEIU
Hepe3eKTa0eIbHYIO TEPBUYHYIO OMNyXOJb. Y 4 u3s
7 GOJIbHBIX C Hepe3eKTa0eIbHOI OTYX0JIbl0 OTMEUYEeH
YaCTUYHBIN OTBET, y 3 — cTaOUJIM3aIIys, TIPOrPecCcU-
poBaHue — y 1 pebenka [45, 46]. B Hacrosiuee
BpeMsI MHOTME OHKOJIOTY PEKOMEHIYIOT copadeHn0
st tepanuu TP y nereii. Tem He MeHee TOYHBIE
MokasaHusl K MPUMEHEHUI0, HEOOXOAUMOCTb TpHU-
MeHeHUs1 copadeHuba B pexXuMe albIOBaHTHOM
XUMMOTEpANuU SIBJISIIOTCSI TIPEIMETOM JUCKYCCHUU,
a opraHusalus MpOCMeKTUBHbBIX KIMHUUECKUX HC-
clieJoOBaHUI B JETCKOM TOMYJSIMU 3aTpyaHeHa
B CBSI3U C HEOOJIBIIIMM YMCJIOM MAllMEeHTOB [46].

Psn MynbTuKMHa3HBIX THTHOUTOPOB (peropade-
HUO, JEHBAaTUHMO, Ka003aHTMHUO, paMyLpymad)
B 2017—2018 rr. mokazaju B KJIMHUYECKUX HCCIIe-
JIOBaHUSX 3(P(HEKTUBHOCTb Y B3POC/bIX MAlIMEHTOB
¢ I'IP [47—50]. B HacTosee Bpems JIeHBaTUHUO
MPUMEHSIIOT B TEePBOM JIMHUM JIEUEHUSI B3POCIbIX
OONBHBIX, a paMmylupyMad, peropadeHud u Kadbo-

3aHTMHUO — Yy TAIIMEHTOB C MPOTrPeCcCUPOBAHUEM
3aboneBaHus [51]. OnucaHo KIIMHMYECKOEe HA0I0-
nenue nanueHTa 10 net ¢ peuunusom '[P, kotopo-
My ObUIO Ha3HA4YeHO JieueHHe KabO3aHTUHUOOM.
Ha ¢one nedyeHus nmojaydyeH orser B TeueHue 12 me-
CsILIeB, TIOCJIe Yero KOHCTaTUPOBaH CUCTEMHBIN pe-
LIMAUB 3a00ieBaHus [46].

B 2017 . FDA 651710 0100peHO NpUMeHeHUe HU-
Boaymaba (PD-LI-6iokatop) B KayecTBe BTOpON
suHun Ttepanuu ['LIP y B3pocibix mauueHToB [52].
DTOT MeToJ Tepanuu ObUT 0J00peH Ha OCHOBAHUU
pesyabratoB I m Il ¢a3 mccinemoBanuss Check-
mate-040, Kynga OBLIM BKJIIOYEHBI B3pOCJIBIE ITaln-
eHTol ¢ ['LIP. OTBeT Ha Tepanuio 66T TToydeH y 20%
OGOJIBHBIX, ¥ 3 MAllMeHTOB JOCTUTHYT MOJHBIM OTBET
Ha nedeHue. B 2018 . Takske meMOpoan3ymad Ioiry-
ynn opoopeHue FDA B kadecTBe 2-i1 TUHUM Jiede-
Hug 'L P nocne copadennda Ha OCHOBaAaHUM Pe3YJib-
taroB Il da3el uccnemoBanuss KEYNOTE-224 [53].
[TamueHT ¢ peuuausoM I'LIP mocie mporpeccupoBa-
Husl 3a00JieBaHUSI Ha (poHe Kabo3aHTMHUOA MOJIy-
yaJl Tepanui IpernapaToM HUBOJIyMad. ABTOPbI
OTMETWIIM HETTPOMOJIKUTEIbHBIN, HO BhIpaXKeHHBIN
oTBeT Ha JieueHue [46]. B HacTosmiee Bpemst B Dana-
Farber Cancer Institute mpoBonT nsydeHue 3ppex-
TUBHOCTU MEMOpOIN3yMada y NallMeHTOB C PeIAIM -
BOM uiau pedpakrepHbiM TeueHuem ['LIP y nerei
¥ MOJIOIBIX B3POCHBIX [54].

JpyruM TIepCIIeKTUBHBIM HaIpaBIeHUEM WM-
MmyHHOU Tepanuu ['LIP y meteit siBnsieTcst aedeHue
GPC3-CAR-T-knerkamu. Glypican-3, mpoteo-
[JIMKaH, TTOBBILLIEHHAsT SKCITPECCUST KOTOPOTO OMpe-
nensieTcst Ha moBepxHocTU KiaeTokK I'b u I'lIP, Ho He
00HaApYXMBaeTCS B HOPMAaJIbHBIX TKAHSIX OpraHM3-
Ma, SIBIISICTCS TIEPCIIEKTUBHON MUIIIEHBIO TSI Tepa-
muu [55, 56]. B Dana-Farber Cancer Institute nHu-
LHUMPOBAHO KJIMHUYecKoe ucciaemoBanne CAR-
T-kneTtok ¢ xumepHbIM aHTUreHoM K Glypican 3
C yyacTueM JieTeld M MOJIOABIX B3pOoCbix 10 21 roga
¢ GPC3-1mo3uTUBHBIMU OITyXOJISIMU TieueHHU [57].

Xupypruvyeckoe jeyenune I'L[P

OO6cyxnast xupyprudeckoe JiedeHue rnpu [P,
HEOOXOAMMO OTMETUTb, UYTO pa3Hble TPYMIMbl U
KCCIeoBaTe/ M UCIOJAb3YIOT Pa3MuHble CUCTEMbI
cragupoBanusi 6one3nu. B CIIIA momyywmna pac-
MPOCTpaHEHUE cucTeMa cTaaupoBaHus mo Evans
(I-1V cramust), B EBporie ojis ornpeneyieHUsI CTaauu
I'OP B wuccienoBaHUsIX TIPUMEHSIIOT CUCTEMY
PRETEXT, a taxke cucremy TNM, 110 aHaJ10ruu co
B3pocabiMu mauueHtamu [10, 17, 37].

HMcropuuecky TMNpPUHATO CUUTAaTh OCHOBHON
LIEJIbI0 XUpypTrudecKoro BMmemarteabcTrBa mpu ['LP
paavKaibHOE MCCEYEHUE OMYXOJIU C OTCTYIIOM OT €€
kpas 10 MMm. OgHaKoO B psiie myOauKaluii OTMEUEHO,
YTO MUKPOCKOTIMUYECKM “YUCTBIN” Kpall pe3eKiuu
¢ orcTyriom MeHee 10 MM TakKe oIlpaBaaH Yy B3pOcC-
JIbIX TlalMeHToB [10]. DTOT hakT HEOOXOAUMO yUu-
ThIBaTh MPU OMNpEIEIEHUN Pe3eKTa0eJIbHOCTU OMy-
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XOJIM, a TakKe IUIaHa OTePaTHUBHOTO BMEIIATElhb-
CTBa.

PanukanbHas pe3eKuus MEYEHU B HACTOSIIEE
BpeMsl SIBJIIETCSI OCHOBHBIM, Haubosee 3¢ dekTun-
HBIM M BaXHBIM 3TanoM JiedyeHust ['LIP y mereii.
Ve mnpu aHaiuide pe3yabraToB UCCIeI0BaHUS
SIOPEL 1 (2002) 06bL10 TOKa3aHO, YTO BO3MOX-
HOCTb paJIMKaJIbHOM OTIepaIiui SIBJISIETCS OCHOBHBIM
(akTopoM, GIIATOIIPHUATHO BIUSIOIINM Ha BIKUBA-
eMocTh. Hanmnume (akTopoB, OrpaHMYMBAIOIINX
BO3MOXXHOCTb TPOBEICHUS paavKaJIbHON orepa-
MM, TaKWX KaK paclpocTpaHeHWe B JUMbaTIIe-
CKUe Y3JTbI, 9KCTparedYeHOYHbIC 0Yarh, OTIaJIcHHBIC
MeTacTasbl, B 3HAUMTEIbHOW CTEIIeHW HETaTUBHO
CcKa3blBaeTcsl Ha BbDXMBaeMocTu 00jbHbIX (BPB
<10%) [6]. [lpu aHamu3e maHHBIX 218 TMaMEHTOB
¢ nepBuuHbiM I'TIP, BkitoueHHbIX B peecTp SEER,
ObLIO MOKAa3aHO, UYTO pajavKajibHasi pe3eKIus OIly-
XOJIM 3HAUMMO YJIydylllaeT MSITUJIETHIOK BbIXKMBae-
MocTh nanueHToB ¢ I'LIP 6e3 mpeapacnonaraiommx
3aboneBannii meueHu (60% mo cpaBHeHuio ¢ 0%
B rpymme OojibHBIX 0e3 omepauuu, p < 0,0001),
a 6oJsibHBIE ¢ GI'LP nMeroT JIyuliyto 1eCSITUIETHIO
BbIXKMBAEMOCThb 10 cpaBHeHUIO ¢ He-(pI'LIP monTu-
oM (59 u 37%, p = 0,002) [58].

Kaxk yxe 0bu10 ynomsinyto, B iporokojie PHITT
nmauueHThl ¢ Hepe3ekrabenbHbIM ['IIP oTHeceHBI
K rpynre F [40]. T1auueHTam 3T0i rpymnbl mokasa-
Ho mnposeaeHue mnpenonepanmoHHoit IIXT. Tlpu
9TOoM 110 Havasia riposeAaeHus [TXT maimeHTbl 101K~
Hbl ObITh KOHCYJIETUPOBAaHbI B TpaHCIJIAHTAIlMOH-
HOM LIEHTpe ISl OTpeesieHUs TIoKa3aHUii K TpaHC-
miaHTauuu. OgHako ais nauveHtoB ¢ I'b, paBHO
kak u ripu 'L P, TounbIe moKa3aHus K TpaHCIUIAHTA-
LIMY TTeYeHU B HACTOsIIIIee BpeMsl He OTpeiesIeHbI.

B 1996 r. 6bUIO MPOAEMOHCTPUPOBAHO, YTO
TpaHCIJIaHTaUMsl SIBsieTcsl 3(PMEKTUBHBIM METO-
JIOM JIeUeHMsT MaJleHbKMX, Hepe3ekTadenbHbIX 1P
y MalyeHToB ¢ Luppo3oM [59]. B mocnemyroomiem
JUTST OTIpeAelIeHsT TTOKa3aHWi K TpaHCIDIaHTaIlluH
y B3pochbix nmaureHToB ¢ [P u unpposom neuenu
ObuTM paspaboTaHbl MusnaHckue Kputepuu. Co-
1acHO MUJIAHCKUM KPUTEPUSIM, TPaHCTUIAaHTAlUS
MeYeHU MoKa3zaHa MpY COJIMTAPHBIX OMYXOJISIX pa3-
MepoM He OoJjiee 5 cM, MYJbTU(DOKATbHBIX OMYX0-
JIIX, HO He Oojiee 3 ouyaros, He Oojee 3 cMm, Oe3
BHEMEYEHOUHOTO paclpoOCTpaHEeHUSI U BOBJIEUECHUSI
cocynos [60].

B ornuume OT B3pOCABIX MALMEHTOB Yy JeTei
yalille BBISIBJISIOT OOJIbIIME WJIM MHOIOOYaroBble
I'lIP, koTopble HE COOTBETCTBYIOT MUJTAaHCKUM KpU-
TEepUSIM; paJuKaabHasl pe3eKIUs ITPU TaKUX OMyXO-
JIIX BO3MOXHA, MO AaHHBIM JIUTepaTypbl, B 25%
HabmoneHuit [6, 37]. 3a nocneagnue 20 jeT HAKO-
IJICH OIBIT TPAHCIUIAHTAIIMY TIEYeHH Y MallieHTOB
¢ 'P, He ynosaeTBopsitoninx MuiaHCKUM KpUTe-
pusim. C TOYKU 3peHUSsI Psiia aBTOPOB, BHITIOJHEHUE
pe3eKLMU 3TUM MallMeHTaM CBSI3aHO C PUCKOM He-
paguKaibHOCTH [61].
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CoracHo pekoMeHganussM American Association
for Transplantation and The North American Society
for Pediatric Gastroenterology, Hepatology, and
Nutrition, mokazaHus K TpaHCIUIAHTaLlMU CJIEOyeT
paccMaTpuBaTh WHIWBHUAYAJIbHO TPU OTCYTCTBUU
PEHTIeHOJIOTMYECKUX TTPU3HAKOB BHETIEYCHOUHOTO
pacIpocTpaHeHUs U MHBa3UM COCYIOB, HE3aBUCHMO
OT pa3MepoB OITYyXOJIM M YKciia oyaroB [62]. O6pa-
IIaeT BHUMaHWE TO, YTO B PEKOMEHIALIMAX YKa3aHbI
abCOJTIOTHBIE TIPOTUBOINOKA3aHUS K TpaHCIUIaHTa-
1IMY, TaKKe KaK 3KCTpareuyeHOUHOoe pacrpocTpaHe-
HHE, U OTHOCUTENIbHBIC TTPOTUBOITOKA3aHMS, TAKHE
KakK BOBJIEYEHUE COCYAOB U MPpOrpeccupoBaHue 3a-
GoJyieBaHUSA Ha (hOHE XMUMUOTEPATTHH.

[To naHHBIM TUTEPATYPHI, CTpaTErUst BHe MuiaH-
CKUX KPUTEPUEB B JIETCKON MOMYJISIIAM OIpaBIaHa
U TIO3BOJISIET TOOUTHCA MPpUOIM3UTeabHO 80% nsiTh-
netHeit OB nocne TpaHcmianTauuu neyeHu. bonee
nbepaNbHbIe KPUTEPUHU OTOOpa MaIlieHTOB, B TOM
qUciie TP HAIMYUKU OOJIBIINX OITyXOJIeH, MYJIBTH-
(hoKabHBIX OITyXOJIeil, BHETIEYEHOUYHOTO PaCIIpO-
CTpaHEHHUSI W BOBJICUYCHUS COCYIOB, ITO3BOJISIOT
IIOOUTHCS XOPOIIMX PE3YJIBTATOB JedueHus [63, 64].

bbl1o mpoBeneHO cpaBHEHUE pe3yabTraToB Jie-
yeHus: mnauueHToB ¢ ['IIP, KoTOophIM BEIOJIHEHA
pe3eKIrs TeYeHr 1 TpaHcImianTanusa. M3 11 mamm-
E€HTOB, TIepeHecIInX TpaHcIaHTauuio, 8 (73%)
HE COOTBETCTBOBAIM MwunaHckuM kputepusim. bPB
MalEeHTOB, TIePEeHECIINX TPAHCIUIAHTAIIIIO (Meara-
Ha HaboaeHKs 66 Mec), coctaBmiia 72% [65]. dpyrue
ucciienopareny onvcanu 6 nauuenTos ¢ I'LIP, mepe-
HeCIIMX TpaHCIUIaHTauuoo. Hu omuH OonbHOI He
COOTBETCTBOBaAI MWJIAHCKUM KPUTEPUSIM, IIPU 3TOM
BC€ TMALMEHTHI IMOJYy4YMJIM HeoambloBaHTHYIO TIXT.
[TatunetHss OB cocrasuna 80%, a gecATUNETHSIST —
67%. BaxHO OTMETHUTB, UTO CTagus IO CUCTEME
PRETEXT He Bausuta Ha ucxon 3a0o0jeBaHUS.
HeGmaronpusiTHeIMM (haKTOpaMu OBLTM He3HAYM-
TeabHOe yMeHbIIeHne ypoBHs ADII Ha dhoHe Heo-
anproBaHTHON [1XT, a TakKe TTOMbITKA MPOBEACHUS
pe3eKLNY TTIeUYeH! Tepe] TpaHCIUTaHTauuei [66].

B 2013 r. OBLT TIpOBEICH aHAJIN3 PE3YJILTaTOB Jie-
yeHust 150 maumeHToB Aetckoro Bosdpacta ¢ ['LIP,
BKJIIOYEHHBIX B peructp Surveillance, Epidemiology
and End Results (SEER). 80 (53%) GOJNIBHBIX TIEpe-
HECIU XUpypruyeckoe JiedyeHue (60 pe3eKiuii,
20 TpaHcrutaHTaluii neyeHu). [1pu aToM MosoBHUHA
MMaIllUEeHTOB, TIEPEHECIITNX TPAHCIIAHTALINIO, HE CO-
OTBETCTBOBAIM MWJIaHCKUM KpuTepusiM. B rpymirre
OOJIBHBIX, TEPEHECIINX TPaHCIUTAHTAIINIO, dJallle
BBISIBJISLIM BOBJIEYEHUE COCYAOB U CaTeJJIUTHBIC
OITyXOJIM, YeM Yy IallMeHTOB, TMEPEHECIINX pPe3eK-
o medeHu. [lpu 3TOM MSTUIIETHSIS BbIKMBae-
MOCTb TIOCJIe TpaHCIUTaHTallMKM cocTaBuia 85,3%,
rnocJie pe3exkuuu rmeyeHu — 53,4% [67].

3aKkimoyeHue
ITpoBeneHHBINE aHaIU3 MUPOBOU JIMTEpaTypbl
JNIEMOHCTPUPYET aKTYaJIbHOCTb NaJbHEMUIIIEro u3yye-
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Hust ocooenHocrelr I'LIP y meteit, yauThiBast HEBbI-
COKYI0 MX BBIXKMBAaeMOCTb MPU 3TOM 3a00JIeBaHUMU.
B oTnume ot B3pocibix y aereit mpu '[P ormevator
npeBaaupoBaHue GUOPOIAMEISIPHOTO THCTOJIOT -
YECKOro MOJATUIIA OMYXOJU, pa3BUTHE 3a00JeBaHMS
yalle IpoOUCXoaUT 0e3 (poHOBOII 0O0JIE3HU IIeUECHU,
BeIylllel K IUPpO3y, B TOM YKCJIe BUPYCHOTO Trerna-
TUTA, W CIIeKTp OoJie3HeU, Mpeapacroiaraloiimx
K passututo I'LIP y neteit, otinuaercsi. B Bo3pacre
110 5 JIET HeOOXOAUMMO MPOBOAUTD AUd depeHIIaTb-
Hbli nuarHo3 ¢ I'b. s nerckoro I'LIP xapakTepHbI
MOJIEKYISIPHO-TEHETUYECKUE OCOOEHHOCTH, HETU-
MUYHbIE JJI1 B3pOCJbIX, HAIPUMEpP, IOBbILIEHHAs
9KCIIpecCcUs TpaHCKpUIIIMOHHOro (haktopa GATA4,
Hanuuue TunudHoro st GIIP prroxxH-DNAJB1—
PRKACA. Onyxonu meyeHu y AeTel dalle Ipe-
CTaBJIEHbI KPYITHBIMU 00pa30BaHUSIMU, TPEOYIOLIN-
MU TIPOBEJACHMST OOLIMPHBIX PEe3eKIIUiA MEeUeHU.

XUpypruyeckoe BMEIIATENbCTBO, KaK pajuKalb-
Hasl pe3eKiiusl, TaK ¥ TpaHCIUIAHTalMs [TeYeHU, OCTa-
JOTCS €TWHCTBEHHBIMM MeTogamu JedyeHus [P
y MalueHTOB JEeTCKOro Bo3pacTa. JlanbHelias
TPaHCJSLIMS PE3YJIbTaTOB MCCAENOBAHUN W OIbITA
JIeYeHUsl B3POCJIbIX MallMeHTOB C 3TUM 3a00JeBaHU-
€M TIO3BOJIUT YJIYUIIUTb pe3yabTaThl JCUCHUS AeTei
C pacrnpocTpaHeHHbIMU (QopMaMu U pPeLUIUBOM
0ose3Hn. OJHAKO OCHOBHOI MPOOJIeMOI pa3BUTUS
U BHEJIPEHUS HOBBIX TEpPaNeBTUUYECKUX METOJO0B
B MEIUaTPUYECKYIO TPAKTUKY SIBJSETCS PENKOCTb
I'1P y nereit. OpraHusanusi MyJbTULEHTPOBBIX UC-
clIeIoBaHUIT M paboTa B paMKax MeXIyHapOJHbIX
ucciaenosareabckux rpymnn (SIOPEL, COG u JPLT)
MO3BOJIST ONTMMU3UPOBATh MPOTOKOJIBI JIEUEHMUS
npu gerckom I'LIP.
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