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C22.0 IleyeHOYHOKIETOYHBIN paK

I'enaTouetonsapHelil pak

C22.1 Pak BHYTPpHIICYEHOYHOT'0 KEJTYHOI0 IPOTOKA

XoJIaHTHOKapIUMHOMA

C22.2 I'enaTobs1acToma

C22.4 [Ipyrue capkoMbl NIe4YeHH

C22.7 Ipyrue yro4HeHHbIe PAKH NeYeHH

C22.9 310kavyecTBeHHOE HOBOOOpPa30BaHNUe NeYeHN HEYTOYHEHHOe
Omnpenesienue:

I'ematobnactoma, I'enmaTonerutronspHblii pak, OMOpHOHAJIbHAs capKoMa Ie4YeHu?
U.T.J. — 3TO NEPBUYHBIE 3J]I0KAYECTBEHHBIE OITyXOJIH NIEYEHH.

OcHoBHast uHpopManus:

IlepBHUYHBIE OIyXOJIU NIEYECHH Y JETEH SABISAIOTCS OTHOCUTEIBHO PEAKOM NTATOJIOTUEHN
U COCTAaBIISIIOT, 110 JAHHBIM Pa3IMYHBIX aBTOPOB, OT 1 10 4 % Bcex HOBOOOpaA30BaHUH,
BCTpEYAIOLIUXCs B IETCKOM Bo3pacTe. /[aHHas maTosorus XxapakTepusyeTcst
MEIJICHHBIM Pa3BUTHEM MATOJIOTUYECKOT0 MPOLIECCca U OTCYTCTBUEM CHEIM(PUIHBIX
JUTSL DTOr0 3a00JIEBaHUS KAJI00.

Haubosnee yacToii 3110kaueCTBEHHOM OIMyXO0JIbIO MIEYEHU sIBIIAETCs renarodiaacroma. B
Mmeta-aHanuze A. Weinberg u M. Fiengold (1983 r.) 6butn npeacraBnens! 1 256

MIEPBUYHBIX OITyXOJIEeH MeYeHU: rernaTobnactoMa coctasisiia 43 %;



renaToLeIUTIONSIPHBIN pak — 23 %; 100poKaueCTBEHHBIE COCYAUCTHIE OITYyXOIU —
13 %; Mme3eHxuMalbHble raMapToMbl — 6 %; capkombl — 6 %; aneHoMbl — 2 %;
HoOAyJIspHas runepuiasus — 2 % u apyrue onyxoiau — 5 %. Peakumu onyxonsimu
SBIISIIOTCS pabJOUIHBIE OMYXOJIM U TEéPMUHOTEHHBIE OIYXOJIH IICUeHH.
I'emaTo6nacToma OoJee yacTo BcTpeyaeTcs y ManbuukoB. [ooBoe cooTHOIEHNE B
KOOIIEpaTUBHBIX MCCIEAOBAHUAX cocTaBiuseT oT 1,5:1 no 2:1.

I'emaTobnacToMa MMeeT YHHKaJIbHOE BO3pacTHOE pacnpeaeneHue. Otmevaercs 2
BO3PACTHBIX MTMKa 3200JI€BAEMOCTH: TIEPBBIN MPOUCXOINUT NPU POKICHUN WU B
NIEPBBIN MECSL )KU3HU, & BTOPOM npuxoautcs Ha 16—18-i MecsA1bl )KU3HU.
I'emaTo6nacToma ObIBaeT M y B3POCIIBIX, XOTS Upe3BbIYaiiHO peako. ['emarobiaacroma
y ZeTeit crapiie 5 neT o0bIYHO OoJiee arpecCuBHA, YeM TUITMYHAS renaTodiactoma, u
HUMEET XapaKTEPUCTUKU I'eNaTOLEIIIOISIPHOTO paKa.

MeracTa3upyer rernatodiactoMa Hanbosee 4acTo B JIETKUE U KOCTU. Pernonapueie
TUMQOY3IIbI IEYSHU TTOPAKAIOTCS YPE3BBIYANHO PEIKO.

3a00J1eBaeMOCTb OIyXOJIIMU TIEYCHH YBEIIMUMIIACh 32 TIOCIIETHIE HECKOIBKO
JECATUIICTUI, XOTS PEAKOCTh OMYXOJIeH NeUeHH y JIeTel U UX HeOOJIbIIOE YHCIIO
TpeOyIOT OCTOPOKHOCTH B MHTepHpeTanny. HenaBHee ncciiejoBaHue TEHACHIUHA
3a00J1eBa€MOCTH OIyXO0JIsIMU Y zieTeit ¢ 1992 no 2004 r. mpoaeMOHCTPUPOBAIIO
eXEroJHoe yBeIndeHue 3aboneBaeMoctu renarodaacromoit Ha 4,3 %. [Ipuunnel
yBeIUYEHUS 3a00JIeBa€MOCTH IernaTro01acTOMOM He U3BECTHBI, HO OJTHUM U3
(aKTOPOB CUUTAIOT YBEIMYCHHUE BBKUBAEMOCTH HEJIOHOIICHHBIX JIeTeH, MMEIOIIUX
OOJBLINIA PUCK Pa3BUTHS IeaTo0IaCTOMBI.

CxpuHuHT. /{715 NIpoBeeHNS CKPUHUHTA IEPBUYHBIX 3JI0KAYECTBEHHBIX OIyXOJel
MIEYEHH y JIeTeN UCIONb3YIOT UCCIIEA0BaHNE KPOBH HA COJIEP/KAHUE B CBIBOPOTKE
AOII u BemonHs0T Y3U OpromHoi NoJI0CTH.

JAunarnocruka:

ITpu cbope anHamHEe3a HEOOXOIMMO AETANBHO BBISICHUTD aKyIIEPCKUN aHAMHE3
MaTepH, 0COOCHHOCTH OEPEMEHHOCTH U PA3BUTHUS PEOCHKA OT POXKACHUS 10 MOMEHTA
oOcriefoBaHus. Y MHOTHX JeTel 32 HECKOJIBKO MECSIIEB 0 OOpaIlIeHus K Bpady
BO3HHUKAET OOIIMIA OIyXO0JIEBBI CUMIITOMOKOMILIEKC. B X0/e paccrpoca poauteneit u
peOeHKa (ecim 3TO BO3MOKHO) HE00X0IMMO YCTaHOBUTH HanboJjee paHHUE
CHUMIITOMBI (Hampumep, 0OHapyXeHHE NaTbIUPyeMOro 0opa3oBaHus B OPIOIIHOM
MOJIOCTH ), OOPAaTUTh BHUMAHKE Ha JUIUTEIBHOCTh TOT'O MJIM HHOTO KIIMHUYECKOTO

MPOABJICHUA, €TO JUHAMUKY, U3MCHCHUC BHCIIHCTO BUAAa U TIOBCACHUA pe6eHKa.



Ocoboe BHUMaHUE cIeyeT yASINTh OHKOJIOTHYECKOMY CeMEHHOMY aHaMHe3y, a
TakXke 00paTUTh BHUMAaHUE Ha BO3MOXHOCTb BO3/ICHCTBUS HAa POIUTEICH
HEeOIaronpusATHLIX (aKTOPOB: MPOPECCUOHATBLHBIX BPeIHOCTEH, 00IyUeHUsI MaTepH
BO BpeMs OepeMeHHOCTH U Ap. Heo0X0aMMo MOMHHUTE O HEPEAKOM COYETaHUHU
OITyXOJIU C TOPOKAMHU PA3BHUTHUs, KOTOpPBIE CBOEH MaHU(DECTaluell MOTYT «CKPBIBATh)»
HOBOOOpa30BaHUE.

QDu3ukanvHoe obcnedosanue. I101HBIN KIMHUYECKUH OCMOTP C U3MEPEHUEM POCTO-
BECOBBIX II0Ka3aTeNIeH, pa3MEPOB, KOHCUCTEHIIUH U MOJABMKHOCTH NMaJIbIUPYEMBIX
OITyXOJIEBBIX Y3JIOB, OIIEHKON OpraHHOM HEJJOCTATOYHOCTU. Y JIETeH ¢ OONbIIIMHU
OITyXOJISIMU T€YEHU MOXKHO OOHAPY>KUTh Pa3BUTYIO CETh MOJKOKHBIX BEH,
pa3BepHYTHIE Kpasi IPYAHON KIETKH.

Jlabopamopnsie uccnedosanus. C TOMOIIBIO TA0OPATOPHBIX METOOB UCCIICIOBAHUS
HEPEIKO ynaeTcs 0OHApYKUTh HeCTICIU(PUUECKUE N3MEHEHHSI, KOTOPbIE BOZHUKAIOT
IIPY 3JI0KAYECTBEHHBIX OIYXOJISIX IEUEHU Y AETEH.

BaxHbIM TeCTOM B IMAarHOCTHKE U MU (epeHInaTbHON JUarHOCTHKE
3JI0KQ4ECTBEHHBIX OIYXOJIEH MEUEHU Yy AETEN SABISAETCS OIPENEICHUE B CHBIBOPOTKE
KpoBu 3MOproHansHabHOro A®IL. V neteii ¢ renarobaacToMoi, U HepeaKo
MIPOYMMHU 3JI0KAYECTBEHHBIMH OIMYXOJISIMU IIeUeHH, HAOJII01aeTCs pE3KOe MOBBILICHNE
skckpenun ADII.

Hucmpymenmanwnuie uccnedoeanus. JlyueBbie METOIbI UCCIEIOBAHUS SIBISIIOTCS
OJTHUMU M3 PEIIAIONINX B KIMHUYECKON auarHoctuke. Y3M — Hambosee yacTo
UCTIOJIb3YEMBI METO/ B AMArHOCTHKE OOBEMHBIX 00Pa30BaHUI B MIPOESKIUH KUBOTA Y
nereit. KT wnn MPT npumeHstoTcst Ui yCTaHOBICHUS XapakTepa HOBOOOpa30BaHUs
u onpeneneHus ero cragun. O6a MeToa NO3BOJSIOT ONPEACTUTh PACIIPOCTPAHEHUE
OIlyXOJIM B II€YEHU U HAIMUUE PETMOHAPHBIX U OTIAJIEHHBIX METACTa30B.
JIONOJTHUTENBHBIMA METOAAMHU KJIMHUYECKON TMAarHOCTUKU 3a00JI€BaHUS SBISIOTCS
acTMpalMOHHAs WIH JIAAPOCKONINYECKass OMOIICHS C IIUTOJIOTUYECKUM,
MMMYHOJIOTHYECKUM U MOJIEKYJISIPHO-TEHETUUYECKUM UCCIIEI0BAHUEM MTOTYYEHHOIO
MaTepuana. Bo Bcex ciryyasix JHarHOCTHYECKUX MCCIIEAOBAaHHM, 0COOCHHO Yy
MaJICHBKUX JIeTel, HeOOXOMMO aHEeCTE3U0IOIMYECKOe TIOCOOHeE.
JuddepeHnnalbHYI0 TMATHOCTHKY IPOBOJAT ¢ HePpoO1acToMoil,
Heipo01acToOMO# HaAOYeYHNKA, TEPATOUIHBIMU OIYXOJISIMHU, TOOPOKAaYeCTBEHHBIMU
1 00bEMHBIMU HEOIYXOJIEBBIMH MTOPAKEHUSMH ITEYCHU.

MopdgoJiornyeckas XapaKTepuCTHKA:



Omnyxonpb Hanbosee yacTo MOHO(OKaNbHA B IICEBJOKAIICYJIE, KOTOpas HE SIBJISAETCS
a0COIOTHON Tperpaioi it MUKPOUHBA3UH OIYXOJIH 3a €€ MPHJIEIbI.

lemarobmacToma pa3HoOOpa3Ha MO CBOEH MOP(OIOTHIECKONH CTPYKTYype.
Beigenstor 6 mopdonorudeckux (HopM OMyXOiu. DNMHUTETUAIBHBIN THI BKIIOYAET
CIICAYIOIINE THCTOJIOTUYECKUE BapUAHTBL:  hemanbHbll, IMOPUOHANbHLIU U
Gemanvuvill, MaKpompabexyIapHblll, MeIKOKIeMOUHbll HeouppepeHyupo8aHuoiil.
CymectByer u cmemanublii tun ['b ¢ mepamouonvivu u 6e3 mepamouomnvix
NPU3HAKOB.

Haubonee 6naronpusitHoi GpopMoil B miaHe Mporuo3a TeueHus 3a00IeBaHMs
apinsieTcs (etanbHblil BapuaHT ['b (cMm. «'pynma oueHb HU3KOTO PUCKaY).

Hanmnune menkoxnerounsix HenudgepennupoBanubix (MHI') xommnoneHTOB
SIBJISICTCSL HEOJIArONMPUATHBIM B IIAaHE TPOTHO3a TUCTOJIOTHYECKIM BapUaHTOM. Takux
MAIMEHTOB OMKCAHO B JIUTEpaType Mano. B Gomnbimom uccnenoBannn Haas onucaHsl
atu 3nementsl (MHI) y 16 nmanuentoB ¢ | craaueit. Yucno peuniuBoM oka3zanoch
6ounbiie, yem oxunanoch s I cragum: y 10 u3 16 nereid. PerunuBel 1 cMepTu ObLIH
Jake |y TalueHTOB ¢ MaleHbkuMH  Qokycamu  HenuddepeHIupoBaHHOMI
MEJIKOKJIETOYHOH OITyXOJIH, BKIIF0Yasi OTHOTO YMEPILIEro MalieHTa, UMEBIIETO TOIHKO
1 hoxyc Ha 8 cpe30B OMYXOJH.

B anamuse CCG-881 BrpkuBaeMocth mid | ctamnu Obiia 70%, rme He OBLIO
¢oxycos MHI" (n=30) mpotus 50% c ¢oxycamu MHI" (n=4). B cxoxem ananmze
INT-0098 permnus 3aboneBanust Obl1 B 9% 6e3 pokycoB MHI' npu He (eTanbHbIX
Bapuantax I'b I craguu (n=35) nmo cpaBuenuto ¢ 38% peunnusoB I'b I craguu c
¢doxycamu MHI" (n=8). HenaBnee cooOmienne cymmuponaino 11 manuenros ¢ Il u IV
cranusmu I'b ¢ poxycamu MHI', mokazano, 94To manueHTsl 1ioxo otevany Ha [IXT
Y UMEJIH HU3KYI0 BRDKHBaeMOCTh. be3ycnoBHo, 6oapHBIe ¢ MHI™ BapnanTom TpeOyroT
HOBOT'O T€PANeBTUYECKOTO MOAX0/1a.

CragupoBanue

Haubonee pacipocTpaHeHbl ABE CUCTEMBI CTaIUPOBAHMS OITYXOJIeH TIEUCHH:
CeBepoaMEepHUKAHCKask OCTXUPYpPrudecKasi U eBpoIeicKas ToOXupypruueckas —
PRETEXT (Pretreatment Extent of Disease) (ta6u.1). i3Ha4aibHO 3T CUCTEMBI
ObUTH pa3paboTaHbl AJIs TeMaTOOIACTOMBI, 3aT€M CTAIH MIPUMEHSITHCS TAKKE U TIPU

renaToucC/uItOJIApHOM PAKC NMCUYCHU U CapKOMaAX IMCYCHU.



Ta6nauna 1. CeBepoamepuKaHCKasi IOCTXUPYPrudecKas U eBponeickas JOXUpyprudeckas

CHUCTEMBI CTaAUPOBAHUA

Cranun Hocrxupyprudeckas HJoxupypruyeckas (PRETEXT)
Her meracTa3os, onmyxoib ITopaxkeH TosbKO 1 cexTop nedeHy,
I IIOJHOCTBIO yJajIeHa MpuiIexamie 3 ceKTopa CBOOOJHBI OT
OILyXOJIU
Her meracTa3oB; Oosnblrast 4acTb ITopaxkeHbl 2 ceKTOpa MeYeHH, 1Ba
yAaneHa, OCTaBIeHA pe3UAyalIbHAsl | COCEAHHUX CEKTOPa CBOOOIHEI
I OITyX0JTb (TIO3UTHUBHBIN Kpaii,
Pa3phIB OIyXOIH,
pacnpocTpaHeHHUe OIyXOJIH BO
BpeMsI OIIepaIim)
Hert oTnmanenHBIX METACcTa30B; [TopaxeHnsl 3 coceqHUX CEKTOpa
Hepe3eKkTa0enbHa WIH MEYEHU WU 2 HECOCEAHUX, OJIUH
I pe3enupoBaHa ¢ OCTaBICHHEM CEKTOp WJIM 2 HECOCETHUX CBOOOIHBI
MaKpOCKOIUYECKOH OIyXONH, UIU | OT OIIyXOJIH
MO3UTUBHBIE Y3JIbI
OTpnaneHHbIE METacTa3bl BHE Omyxonb mopaxaer Bce 4 cexTopa
v 3aBUCUMOCTH OT MOPaKECHUS M€YEHHU, HET CBOOOIHBIX OT OITyXOJH
[EeYEHU CEKTOPOB

Cucrema PRETEXT 6p11a nononsena B 2005 r. B OCHOBHOM 3a CYET YTOUHEHUS
HKCTPANICUEHOYHOT'O paCIpOCTPAHEHUS OMyX0JH. bbutn 100aBiIeHbI HOBbIE KPUTEPUU:
BOBJICYCHHOCTb XBOCTATOM JIOJIH, Pa3phIB OIMYXOJIH, ACLIUT, IPSIMOE BpaCTaHUE B
KeIMyI0K WK quadparmy, (OKaIbHOCTh OITyXOJIH, BOBJICYCHHE JIUM(DOY3IIOB,
OTJaJICHHbIE METacTa3bl U MOopakeHUe cocyaA0B (Tadin.2). Bximouenue
JOTIOJTHUTEIBHBIX KPUTEPHUEB MO3BOJISIET CTPATH(PHUIIMPOBATH MALUEHTOB 110 TPyIIIaM
pHcKa. JTa cucTeMa B HACTOsIIEEe BpeMs IPUMEHSIETCS HEe TOJIBKO B IPOTOKOJIAX
SIOP (International Society of Pediatric Oncology), COG (Children’s Oncology
Group) u JLTG (Japanes Liver Tumor Group).

Jlnist onpeiesieHus pacrpoCTPaHEHHOCTH MOPAKEHUS TIEYSHH TIOCTIe TPOBEACHUS
HeoagbptoBanTHOU X T npemnoxkena knaccudukanus POSTTEXT. Kpurepun

anasornydbl cucteme PRETEXT.

Ta6auua 2. Jlononaurtensusie kputepuu PRETEXT (2005)




Kareropus

Kpurepun

C (xBocraras 107s)

C1 — ecTb mopakeHwue;

C0 — HeT nmopakeHus

E (BHenedenounoe

MHTPaabIOMUHAIIEHOE)

EO0 — Her nopaxkeHus;
E1 — Bpacranue B opransl wim auadparmy;
E2 — nepuToHeanbHbIE Y3IIbl IOPAXKECHHUE;

JlobGasnsgercs «a», ecTh acuuT (Hampumep: Ela)

F (dboxansHOCTB)

FO — conurapnas onyxoib

F1 — 2 u 6onee omyxonu

H (pa3psiB nnn
BHYTPHOPIOITHOE

KpOBOTEYEHHE )

H1 — BHyTpHOpIONIHOE KPOBOTEUEHHE (Pa3pPBIB OIYXOJH);

HO — net xpoBoTeUeHUS (HET pa3phiBa)

M (oTnancHHBIC

MeTacTasbl)

MO — HeT MeTacTasos;
M1 — mo6r1e MeTactassl (uckimtouenue E u N);

HOGaBHHeTCH «a» [Jisd ONIPEACIICHUS JIOKAJIM3alluy MUIIICHU

N (nopaxkenue

TuMQOy3II0B)

NO — HeT MeTacTa3oB;
N1 — ToabKO a0J0OMHHAJILHEIE;

N2 — BHeaOgoMHUHANBHEIE (C WK 0€3 a0JOMUHATBHBIX )

P (BoBnedeHne BOpOTHOIM

BCHBI)

PO — meT BoBICUEHOOCTH;

P1 — Tonbko nmpasast unu neBas BETBY;

P2 — ocHOBHOI1 CTBOI;

JobGasnsgercs «a», €CTh BHYTPUCOCYAHNCTOE ITOPaKEHNE

(mampumep, Pla)

V (HuwxHss monas BeHa
H/WIU I€Y€HOYHBIE

BCHBI)

V0 — HeT BOBJICUYCHHOCTH,

V1 — BOBJIEYEHHOCTH OJHOM MEUEHOYHON BEHLI U HET
MOpaxeHus;

V2 — BOBJIEYEHHOCTh JABYX IIE€UEHOYHBIX BEH U HET MOPAKEHUS;
V3 — BOBJICUEHHOCTH TPEX MMEUCHOYHBIX BEH /WU MOPAXKCHUE;
JobaBmnsercs «a», €CTh BHYTPUCOCYIUCTOE ITOPAKEHUE

(mammpumep, V3a)

IIpumep popmyaupoBanus guarnosa. ['emarodracroma PRETEXT III (T3 No Mo,

III ct.), cocrosinue nocie HeoaabtoBantHo [1XT. [1ocne npoBeaeHHOTO

XUPYPTUYECKOro 3Tana jJeueHus chopMyITupoBaH OKOHYATEIbHBIN KIMHUUECKUH

JMarHo3 ¢ y4eToM Mopdosiornueckoro 3akimoueHus. Hanpumep: remato6nactoma,




snutenuanbHbii BapuanT PRETEXT III (T3 Ng M, III cT.), cocTostHue mocie
KOMOWHUPOBAHHOTO JICYECHUSI.
Jleyenne

VYiydmeHue pe3ynbTaToB JEUSHHs JeTel ¢ renarodaacToMoil ObUIO TOCTUTHYTO
Onmaronmapst KoomepaTuBHbIM uccienoBanusiM B Epome, CeBepHolt Amepuke u
SInoHMM, CO3MABIIMM OCHOBBI JJs1 MHTEHCU(UKAaLWu Je4eOHBIX moaxonoB. Ilo
JTAHHBIM COBPEMEHHBIX CTaTUCTHK, BBDKHBAEMOCTH JIETEH ¢ rernaTo0siacTOMOM mocie
paauKanbHOro JedeHus cocrasiser 75 —95% [1,5,6,7,8,9,10].

OBouTIOLMS METOIOB JieueHHsI OOJIbHBIX JIeTeH renarodIacToMOi MpoIUIa MyTh OT
XUPYpPrudecKoro BMEIIATENbCTBA, KaK €IMHCTBEHHOT' O METO/1a, 10
KOMOWHUPOBAaHHOTO TOJXO0/a: MPOBEJACHUE MOJUXUMHUOTEpANUM JO U Tocie
XUpyprudeckoro srana jeueHus. CerogHs XUpypruueckuii METo SBIIETCS BayKHOU
COCTABJIAIONICH MYyJNbTUMOJAIBHOW TEpanud, a BBIIOJIHEHUE oOmepauuu 0e3
npenBaputenbHoil [IXT, Bo3moxkuo Tonbko npu PRETEXT I/11 [4].

HcTopuueckn paaukanbHas pPe3eKlMs € yNaJeHHMEM BCEX OYaroB BbUICYMBAJIA
TONBKO 25% MaIMeHTOB, TaK Kak ToJbko 50% NanueHTOB MMENu pe3eKTadelbHbIe
omyxonu, ¢ BbDKHBaeMOCcThio 50% [3]. Heymawa Obuta cBsi3aHa ¢ HaJTWYHEM
OKKYJIbTHBIX METACTa30B, HE BBISBIISIEMBIX JTy4E€BBIMU METOAAMH.

CoBpeMeHHast OJIMXUMHOTEepanusi BechbMa 3pPeKTUBHA NpU renarodiIacToMe H
no3Bosier B 70 — 85% ciiyyaeB BBINOJHUTH MPH HEPBUYHO HEPE3EKTAOEIbHBIX
OIyXOJISIX PATUKAIBHOE XHPYPTUYECKOTO BMELIATEIbCTBA B OOBEME PE3CKIUH
neyeHu. KpoMe Toro, npuMeHseMas crelaibHas JEKapCTBEHHAs Tepanus, CHUXKAET
OMOJIOTUYECKYIO0 aKTUBHOCTh OITyXOJIH, YTO MOJATBEPKAACTCS HOPMATIU3aIMeld yPOBHS
a-erornporenna [1]. Ha pucynke 1 mpencraBieH BbIpaKEHHBIA MOJOXKHUTEIbHBIHN
¢ dexT nedyenus (cokpamienue oobema omyxonu Ha 70%) nocne aByx kypcoB ITXT
no cxeme DDP/DOXO/CARBO.

JlydyeBass Tepamusi HE HPUMEHSETCS NpPU TenarodbiacToMe B CBA3M C HU3KOH

TOJIEPAHTHOCTBIO K JIy4EBOW Harpy3Ke NapeHXUMbI reueHu [2].

Pucynok 1.



[Maruent M., 3 roma (HWM [JOI' POHILI). PKT OpromHoii monoctd ¢ B/B

KOHTPAaCTUPOBAHUEM: OIYXOJIEBBIM y3€l B mpaBoil pone neueHu. A. [lo nedenus. b.

Ilocne neoanwroBauTHou [1XT
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9. Tiao G.M., Bobey N., Allen S. et al. The current management of
hepatoblastoma: a combination of chemotherapy, conventional resection and
liver transplantation. // J. Pediatr. — 2005. — Vol. 146(2). — P. 204 - 211.
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12.1 3¢ ¢dpeKTHBHOCTHL PA3HBIX ATCHTOB JIEKAPCTBEHHOH Tepanuun
B panmHux wuccnenoBaHusx Obuta  MokazaHa  A(PQPEKTHBHOCTH  psla
XMMHOTEPANEBTUUYECKUX TPErnapaToB (BUHKPUCTHH, IMCIUIATHH, JTOKCOPYOHMIIMH) B
MoHopexkxume [5]. Ouenb Manmo wuHpOpMAnMM 00 AaKTHMBHOCTH B MOHOPEKUME
udpochamuaa, sronasuna, BUHKpUCTHHA,SDY, muknodpochamuaa, xapOoIiaTiHa B
nedenuu ['B, GONBIIMHCTBO ATHX areHTOB MCIONB3YIOTCS B KomOuHarmu [1,2,4].
Kcenorpad wuccnenoBanus ObUIM TPOBENEHBI, MCIONB3YS JOKCOPYOUIIUH,
IUCIIATUH, KapOomulaTHH, 3Tono3ua U udochamua [3]. YMeHblIeHHEe pa3MepoB
omyxonu U cHwkeHue A®II ObUIO TONBKO NMPH IUCIJIATHUHE W JOKCOPYOHIIMHE.
HUdochamua, xapOorutatuH, W dTOmasuja ObUIM MPUYUHONM HE3HAYUTEIHHOTO
YMEHBIICHUSI POCTAa OIyXOJM B CPAaBHEHUH C KOHTPOJEM. OTHU HCCIEAOBAHUS
MoKa3alld, YTO LUCIUIATUH W JOKCOpPYOMIMH Hauboiee >(pQexTuBHbI, npochamua
obnagaer HEKOTOPOH 3((EeKTUBHOCTHIO, KapOOIJIaTUH YMEPEHHOH, a 3Tomasuj He
3 PEeKTUBEH.
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Bunkpucmun
B oxgHOM 13 3THX HccaeI0BaHUU ObUIa JOCTUTHYTA MOJHAS perpeccus y 4 MECsYHOro
pebenka, IpyroM - OTBET ObLI oaaepkan 6oee 20 Mec Ha OAHOM BUHKpUCTHHE [ 1].
Jlurepartypa

6. Lascari A. Vincristin therapy in an infant with probable

hepatoblastoma. // Pediatrcs. — 1970. — Vol. 45. — P. 109 — 112.
7.

Bunkpucmun+5-¢pmopypavwun

S®Y 1 BUHKPUCTUH BXOJAT B CTAHJAPTHBIE CXEMBI JICUCHHs] B IIPOTOKOJIAX
COG — C5V u C5VD. CymiecTByIOT JUIIb KOCBEHHbIE J10KA3aTEIbCTBA, YTO 3TH 2
areHTa akTUBHBI U MOTYT OBITh CHHAPIMYHBI C IJIATUHOW, Tak Kak pe3ynbTarel COG
CpPaBHMMBI C pe3yibTataMu BbDKMBaeMocTu MpotokosioB SIOPEL u  German
Cooperative Pediatric Liver Tumor Studies, B xotopsix ucnons3oBaiu PLADO u
IPA  (udocdhamun, wUcHIaTUH, JOKCOPYOWIIMH) COOTBETCTBEHHO. Ecmmu Obl

BUHKpUCTUH U SDPY Obutd OBl HEAKTUBHBI, TO HEOOXOAMMO OBUIO OBI OXUIATH



npeBocxonctBo PLADO and IPA. Opnako pesynbratel SIOPEL u HB wumm
skBUBaNeHTHB Wik HIWke COG, He cMOTpsl Ha 0ojee MHTEHCUBHYIO HKCIO3MIIUIO B
9TUX HccaenoBaHusix. B wuccienoBanun P9645 B sKcIepUMEHTaIbHOW BETBU
pe3yabTaThl MHTEHCU(UKAIMHM  IUIATHHOCOACPKALIMX pPEKUMOB  (TUJIATHHA  +
kapOormnaTiH) ObUH XyXke B cpaBHeHHU ¢ C5V, 4TO OKa3bIBAeT, YTO BUHKPUCTUHA U
5@V nobapisieT aKTUBHOCTH LUCIUIaTUHE. TOKCUYHOCTD, CBS3aHHAS C BAHKPUCTHHOM
u SOV yMepeHHas U ¢ MUHUMAJIBHOW OTCPOYEHHOM TOKCUYHOCTBIO, TOIIA KaK OCTpast
U OTCPOYEHHAsi TOKCHYHOCTH aCCOLUUPYIOTCS ¢ AOKCOpYOUIMHOM, npochaMuaom u

OTOIIO3UI0M.

Jlokcopyouyun

JlokcopyOuIIMH BTOpPOHl 1O AKTUBHOCTM TIOCJIE LMCIUIATUHA areHT B
orHomenuu I'b. B pannem mynpTHLIEHpOBOM HccnenoBanun Acute Leukemia Griup
B mokazana >(Q@eKTHUBHOCTb JOKCOPYOMIIMHA TPH CEPUU COJHUIHBIX OITyXOJIEH,
KOTOpbIe ObUTN pedpakTepHbl K Apyroi Tepanuu. 13 Tpex cioyyaes I'b B 310if pabote
B 2yX OBbUI JOCTUTHYT MOJHBIA OTBET. PexuMm momuxumuorepanuu Obl1 win 4ex
nHeBHBIM 15-20 Mr/M?/ners win 3ex gHeBHbIM 30 Mr/m/ness [7].

B coBpeMeHHBIX TporpaMMax JOKCOPYOHMIIMH MPHUMEHSETCS B KOMOWHAIHMSX.
Haubonee pacmpoctpanennsie cxemsl: DDP/DOXO/CARBO, DDP/DOXO u
C5VD.

JlokcopyOuIMH BBOAUTCS MPOAJICHHO U O0tocHO. BBeeHne nokcopyounmHa
B OOJILIMHCTBE MPEAbIIYIIUX HCCICIOBAHUN JJIsl YBEJIWYEHUS IUTOTOKCHYECKOTO
apdekra ObUIO0 TpomneHHBIM [6,1,3]. OgHakKo HET MaHHBIX, TOBOPSIINX, YTO
npoaneHHas HMHQY3us JokcopyOuimHa Oonee 3(QeKTHBHA, 4YeM OOIIOCHOE €ero
BBeZieHHE. [IpooHTHpOBaHHOE BBEIEHUE JIOKCOPYOHIIMHA TpeOyeT rocruTalIn3aiu
B pe3yinbraTe OOJBIIEr0 KOJIMYECTBA MYKO3UTOB U Muenocymnpeccun. Hert
A0KA3aTEJbCTB, 4YTO MNPOAJeHHAs HHQY3UsI [TOKCOPYOMIIMHA YMeHbIIaeT
KapIHOTOKCUYHOCTD [2,5,8]. Kapnuorokcuunocts B INT-0098 Obiia oTHOCHTENBHO
HeOobIIoN - v 3 u3 81 manuentoB (4%), kto moxy4an 320 mg/m2 (n = 24) wim 640
mg/m2 (n = 57) nokcopyoununa [4]. B Gonee crapom uccinenoannn CCG-823F, >
400 mg/m* noxcopy6GuuuHa 66110 gaHo 30 mareHTaM 6e3 KapaHOTOKCHUHOCTH [3].
Her pannbix, uyro dexrazoxane (DXRZ) ynydmaer BBDKHBA€MOCTh IMIPH
MeIUATPUIECKUX 37I0Ka4eCTBEHHBIX onmyxoisixX. [loaToMy 3TOT mpenapar ucciemyercs

IIPU TPEBBIIICHUH J03bI ToOKcopyOunnHa 6onee 240 mg/m?2.



B Hamem mnporokosie TOKCOPYOMLIMH BBOJAWUTCS B TeueHHE 3 dYacoB 2
TocIIeI0BaTeIbHbIe THS B 103¢ 30 Mr/M’. Cymmaphas no3a Ha 6 kypcoB — 160 — 240
Mr/M°. VUHTBIBAs XapaKTep BBEACHHS H CYMMApPHYIO 103y, HE MPUXOAHTCS OKHIATH
3HAYUTENIBHON KapINOTOKCUYHOCTH.
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1249.

7. Wang J., Holland J., Sinks L. Phase II study of
adriamycin (NCC — 123127) in childhood solid tumors. //
Cancer. Chemother. Rep. — 1975. — Vol. 6. — P. 267 — 270.

8. Wexler L.H. Ameliorating anthracycline
cardiotoxicity in children with cancer: clinical trials with

dexrazoxane. // Semin. Oncol. 1998. — Vol. 25. — P. 86 — 92.

Hucnaamun

[ucnnatuH ocHoBHOM mpemapaTr Tepanuu nanueHtoB ¢ I'b [2,3] C ero
MCIOJIb30BaHUEM Hauanach HoBas spa jedeHus nereit ¢ I'b. Douglas u3 St. Jude
Children's  Research  Hospital  gomoxumum 06  otrBere Ha  cis-DDP
(diamminedichloroplatinum) B mo3e 90mr/mM> y 9 u3 11 marmentos [3]. ¥V msrepbix
MAIMEeHTOB, pe(paKTEPHBIX K BUHKPUCTHHY U JOKcopyOouuuny, DDP ucnonb3oBasncs
B MOHOpEXUMe. M TOBKO y OHOTO U3 3THX IIATH He ObLTO 3HAUYNTENbHOTO 3¢ deKTa.
YV ocraBmmxcs mecrtepplx  DDP ucnone3oBancs BHayale Kak OJWH areHT C
MOCENyIoMUM  A00aBleHHEeM KOMOMHALMU  IUCIUIATHHA, BUHKPUCTHUHA |
nokcopyounmHa. [locnenytomee uccnegoBanue B MD Andersen Cancer Center mpu
HepesekTadbenbHOl ['b mcmonb30Banu OHOKPATHO BBICOKHE 03Bl mUcIuiatuHa 150
MI/M° W OOHAPYXIIM SBHBII OTBET B OTHOLICHHH pa3Mepa ONYXOIM, a TAaKkKe
MeTacTa3oB 3a0oJieBaHus [2].

KomnoHeHThl miaTHHBI NposBUIM ce0s Kak Haubonee 3(QeKTuBHbIE B
neueHun nerel ¢ I'b, XOoTd accouMMpPOBAIMCH CO 3HAYUTEIBHOW TOKCHYHOCTBIO.
Cornacio EBpomeiickomy wucciieioBaHuio, BkItouaBmiero 120 ngereit, ¢ cpelaHum
BO3pacToM 2,6 JeT ¢ OmyxoJieBOM maronorueit, u3 kotopeix 11 Opumm ¢ I'B,
OTOTOKCHUYHOCTB ObliIa 3apeructpupoBana y 37% paerel, mpoJiedeHHOM mpernapaTamMmu
wiatuHbl.  [loteps cimyxa ocoOeHHa Oblma siBHa y Jerteid Monoxke 3,6 ner, a

yXyJIIeHHE TOTepH ciryXa ObuTo npu JuinTensHoM Habmoaenuu [1]. Tak cembu ¢ I'b



JIOJDKHBI OBITH MPEIYTPEKIACHBI O TAKOM OCJIOXKHEHHUH, a IETH MOHUTOPUPOBATHCS Ha
IpeIMeT MPOSIBICHUS OTOTOKCHYHOCTH.

Ceroans UCTIATUH SABIISICTCS OCHOBHBIM npenapaToM B
MHOTOKOMITOHEHTHBIX cxemax JICUCHUS: DDP/DOXO/CARBO,
DDP/DOXO(SIOPEL);C5V, C5VD (COG) u IPA (HB99).

B SIOPEL — 3 (1998 — 2006) uccnenoBaiy LUCIJIATUH B MOHOPEXHUME NIPU
crangaptHoM pucke (PRETEXT LILIII wu A®II 100 > ur/mia) u DDP/DOXO.
Llucriatie BBOAWICS B TpOMIeHHOH nbysum (24 uaca) a mose 80 mr/m ¢
uHTEpBasioM B 14 nHell (cymmapHo 6 KypcoB). B rpynme MoHOTepamuu, Kak H
OXHUJAJIOCh, ObUIA MEHBIIE TeMaTOJOrMYeckass TOKCHYHOCTb, a Heppo- W
OTOTOKCHMYHOCTh B 3THUX JBYX TIpymmax ObUTH cXxoku. MccnemoBaTenu MONTy4HIIH
CXOXKYI0 pPE3eKTa0elIbHOCTh U BBDKMBAEMOCTh B TIpynmax. 3-jeTHss oOuias
BBDKMBAEMOCTh ObUIa Ui TPYNI ¢ MOHOTEpanmue U KOMOMHHPOBAHHOTO JICUCHHS
95% u 93% coorBeTcTBEHHO, a OeccoObITHiiHasg — 83% u 85% COOTBETCTBEHHO
(Menuana HaOmronaeHUss 46 MecsIeB). DTO MCCICIOBAHHE TOKA3ajlo, YTO IUCIUIATHH
MoXkeT ObiThb 3¢ddexruBen, kak mnporpamma DDP/DOXO. B  pesynbrate
WCCIIeIOBAaTENU CAETAlN 3aKJII0OYeHHEe, YTO MPH CTAaHJAPTHOM PHUCKE JOKCOPYOUINH
MOKET OBITh 0€30MaCHO UCKIIIOUEH U3 MPOrpaMMbI JieueHus [4].

HccnenoBatenu MOHMMAIOT, YTO JUIA orpenesneHuss 3(p(EeKTUBHOCTH TaKOTo
M0IX0/1a He00X0IMMO OoJiee ATUTEIbHOE HAOMI0ICHHE 32 TAIlUEHTaMH.

B »5T10i1 cBs3M, B HameMm MPOTOKOJIE MBI HE IMOLUIM HA MOHOTEPAIUIO JUIS
cranaaptHoro pucka (kak B SIOPEL-3), npennounTas cokpamienue kypcos IIXT B

3aBUCHUMOCTH OT I'pYIIIbI pUCKaA.
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3. Douglass E.C., Green A.A., Wrenn E. et al. Effective
cisplatin (DDP) based chemotherapy in the treatment of
hepatoblastoma. / Med. Pediatr. Oncol. — 1985. — Vol. 13. — P.
187 - 90.

4, Perilongo G., Maibach R., Shafford et al. Cisplatin
versus Cisplatin  plus Doxorubicin for Standard-Risk
Hepatoblastoma. // N. Engl. J. Med. — Vol. 361.—P.1662-70.
Hucnnamun + 0okcopyouuun

Hcnonp3oBaHnne B KOMOWHAIMM LMCIUIAHWHA W JOKCOPYOMIIMHA MOKAa3alo
s dexruBHOCTh. [lepBoe cooOImeHne O KOMOWHUPOBAHHOM HCIOJB30BAHUU ITUX
npernapaToB kKacaercss 15 mMecsayHOM aeBOYkHM ¢ HepesekrabenbHoW ' cmemanHOi
ructonoruu [2]. J.J. Quinn et al. (1985) momoxkunu o 4 manueHTax MPOJICYCHHBIX
JTaHHOM KoMOuHaImen [3].

VYcnemHoe KOMOMHUPOBAHUE MUCIUIATHHA U JOKCOPYOHUIIMHA OTPAXKEHO U B
coobmiennn R. Filler et al. (1991) 15 nmereit (13 ¢ Hepe3eKTaOEIBHBIMU OITyXOJISIMH )
GBLIM MPONEYCHBI IUCILIATHHOM 20 MI/M” B TEYeHHE 5 IHEH M JOKCOPYOHIHHOM 25
Mr/™M” - 3 gaeii [1]. Jipyroe cooGIeHne 3THX HCCIeoBaTeneii Kacaaoch IPOBEICHHS
TEparuu 3THUMU JK€ TpenapaTaMd B TeX K€ J03aX B JJIMTEIbHBIX HH(DY3UAX C
MOTIBITKON YBEIMYUTHh LUTOTOKCHYECKUH 3((EKT CO CHIKEHHEM TOKCHUYHOCTH [4].
3HaunTeNbHbIN 3((eKT, MO3BONMBLIMK BBINOJIHUTH OIEpanuio, ObUT y Bcex 6
nanueHToB. [larepo uMenu UIMTENbHYIO BBDKMBAEMOCTb, OJWH PEOCHOK yMep B
pe3yJbTaTe MOCIeONePAlMOHHbBIX OCIOKHEHUH.

Children's Cancer Study Group mnpeicTaBuiIM MporpamMmy BBEICHHUS
mpcmiaTHHa B go03e 100 Mr/M°/IeHb COBMECTHO C TMPOXOIDKCHHOH HH(Y3HEH
JTOKCOPYOUITMHA U JOJIOKWIH 3(P(PEKTUBHOCTH NMPH MEPBUUHO HepesekradbensHol I'b
[6].

Hns  ounenkn d¢pdeKTHBHOCTH U OE30MACHOCTH 3TOW  KOMOWHAIUU
CeBepaMepuKaHCKHE KOOINEpPAaTHUBHBIE TPYNNBl TMPOBETHM Ha OOJBLION Trpymime
MAIEHTOB PaHIOMHU3UPOBAHHOE HCCIICOBAHUE, CpaBHUBABIIIETO
JTOKCOPYOUITMHHIMCIUIAHN ¢ KOMOMHUIIMEH HUCIUIaTHH SOTOpypauni+BUHYPUCTHH
(C5V). Ilo ux naHHBIM >PPEKTUBHOCTh 3THUX NPOTpaMM OKa3anach CX0Xa, B TO

BpEMSI KaKk TOKCUYHOCTh cXeMbl C5V Huke, 0COOCHHO y MIIaieHIeB [S].
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Hucnaamun+xkapoonnamun
Hcnonp3oBaHne  yepeloBaHME  AHAJIOTOB  IUIATHHBI  IMCIUIATHHA |
kapOormaTuHa ©0e€3 JApPYrMX AareHToB OBLJIO H3Y4E€HO B PaHIOMH3HMPOBAHHOM

uccnenoBannu Pediatric Oncolody Group (POG 9645). Pe3ynbraThl OKa3aiwch



yapydaommumu: 37% 6e3co0bITHITHAS BEBKUBAEMOCTb B IPYIIIE TUNIATHHOCOAePKAIICH
CXEMBbI B cpaBHEHMH ¢ 57% y mauueHToB, nony4aBmux CS5V. Ilpu yBenuuenuun n03
MPErapaToB IUIATHHBI MOJYYMIA TOJBKO OOJBIIYI0 TOKCHYHOCTh U HEOOXOJUMOCTD
yBenuueHus ruaparanuu nanureHta. [loatomy B CHIA cranpaprom ocraercs C5V:
nm 4 kypca IIXT nocne onepaunu npu HavaiabHbIX cTanusax, wim 2-4 kypea [IXT no

OTEpaLIH C MOCIeIYIOIUMHE rocieonepannonueiMu Kypcamu ipu PRETEXT III/IV.

IIpoepamma DDP/DOXO/CARBO
Jlannast cxema siBisieTcst 6a30BOI B HAIlIeM MPOTOKOJIE.

[TonoxutenbHble CTOPOHBL. B Hee Bxoaar Hanbonee 3¢dexruBubie B uiane ['b
XUMHOTEPANETUISCKUE  areHThl  (UUCIUIATUH W JokcopyOuruH). UW3yueHa
3¢ (HEeKTUBHOCTh, KaK OMMCAHO BBIIIE, COYCTAHUS LUCIUIATHHA C JOKCOPYOUIIMHOM H
mucIuiaTiHa ¢ kapborutatuHom.  Cama mporpamMma  u3ydalach B CEpHH
MEXTyHApOKHBIX MPOTOKIOB. Takoe coueTaHue areHTOB B OCHOBHOM HCIIOJIB3YIOT y
HEpe3eKTa0eNbHbIX TAIMEHTOB ¥ BBICOKMM PHUCKOM TenaTto0iacTombl. Takum
oOpa3om, mpexanoinaras BBICOKYIO 3((EKTHUBHOCTh cXeMbl. JlJisg manueHToB Oosee
HU3KOTO PHUCKA JAaHHYIO TpOTrpaMMy JICUYCHHUs HE Pealu3ylT B CBSI3U C BBICOKOM
TOKCUYHOCTBIO JICYeHHs. B HalieM mpoTokoe KyMYyJISSTUBHBIE TO3bI ITUCIUIATHHA (HA
6 xypcoB) Hike, ueM B TekymeM SIOPEL 4 (a 3HauuT MeHbIIIe TOKCUYHOCTh), KPOME
TOTO KOJMYECTBO KypCOB B HAIIeM HCCIEJOBAHHE OMNPEIESICHO TPYNIONH pHUCKa
3a00JIeBaHUs, TTIO3TOMY Y LIEJIOT0 psifa MAIMEHTO YHCIO KypCOB MOXKET OBITh 2 WiH 4,
a 3HAUUT TaKXKe MpeArojaraéM MEHbBIIYI0 TOKCUYHOCTh. B Halem uccieqoBaHUH
JI03bI/M2 XUMHUOTEPANICBTUUYECKUX areéHTOB aHAJOTHYHBI TAKOBBIM B HCCIIEIOBAHUSIX

SIOPEL — 3. CymectByet otiinuue B Metoguke B BeaeHuu. B SIOPEL-3 nucratun
BBOJUTCA TpojyieHo (24 yaca) B 103e 80 rng/m2 Ha 129 57,85 mo oneparuu u 15

JIeHb B aJIbIOBaHTHOM mporpamme. KapOoruiatun BBogutcs B no3e 500 mg/m2 B
teuenue | yac B 15, 43, 71 nHM U B agproBaHTHOW nporpamme Ha 1 u 29 nuu. B

cllyyae TOYE€YHOM NAUCOYHKIMU J03a KapOoIIaTWHA pPACCUUTBHIBAETCS COTJIACHO

dopmyie Calvert's. [JokcopyOutiua BBoguTCS B 03¢ 60 mg/m2 B TeueHue 48 yacoB
nocje OKoH4YaHMs MH(Y3um kapOorutatuHa Ha 15, 43, 71 nmo omepauuu u mocie
olepanuyu B aabloBaHTHOU mporpamme Ha 1 u 29 guu. [Ipu HEOOXOAMMOCTH YHUCIIO

AOOMCPAIMOHHLBIX KYPCOB B 3TOM HUCCJIICAJOBAHUU MOKCET OBITE YBCIIUYCHO 0 5 JIIsL



DOXO/CARB u 5 ona DDP. Bo Bcex NPOTOKOJIAX CTPEMSTCS JOCTHYb €IUHOU

KYMYJISATUBHOM J03BI IIpenapara s KaKJ10ro alueHTa.

KyMy.1siTHBHbIE 10351 (Mg/M”) XHMHOTEPANEeBTHYECKHX AT€HTOB ISl MAIMEHTOB

€ MIPOMEKYTOYHBIM M BBICOKMM PHCKAaMHU renarod;aacromsl (Tada. 3)

Tabnuua 3
HcciaenoBanus CDDP DOXO CARBO
SIOPEL-2 320 360 3000
SIOPEL-3 400 300 2500
SIOPEL-4 570 300-350 2-3 kypca
POHIL 480 360 3000
Hpunomexan
WUpunorekan — uWHruOUTOp TOMOM3OMEpa3sl | CcO  3HAYMTENBHOM

IIPOTUBOOITYXOJIEBOM AKTUBHOCTBIO y OIyXOJIEBBIX KCEHOTpaHCIUIaHTaToB [33-35].
Hpunorekan ¢ u 0e3 IOKCOpyOMIIMHA B HACTOSILEE BPEMs HCCIEAYEeTCS  IpH
peunauBax B uccinenoBanun SIOPEL. HakoruieHne nanuMeHTOB MPOUCXOIUT
MEJUIEHHO, PE3YJIbTAaThl 0)KUIAI0TCS.

Ectb enunuHble naHHble B juteparype [1,2] (mopsnka 10 maumenrax) c
peuuauBoM MM mnporpeccupoBaHueM I'b, KoTOpble I€UMINCh MPUHOTEKAHOM 10
pasHbIM nporpammam. M3 HUX y 6 HMOJYYHIN YaCTUYHBIA A3PPEKT JTUTETBHOCTHIO 3
— 12 Mecsues. 2 mamnueHTa ¢ MeTacTa3aMu B JIETKME MMEIU [OJHOE MCUE3HOBEHUE
Mertacta3oB U HopManuzauuio ADII (6 u 11 mecsues). [[Ba apyrux mnauueHta He
OTBETWJIM Ha Tepamuio. Tepamus ObUla ONTHMajbHA B IUIAHE MHEJIOCYNPECCUU H
nuapen (HamOosiee THNUYHBIE MOOOYHbIE 3(dekTr). IlanMeHTs ¢ YacTUYHBIM
3¢ deKTOM OBUTH CHIIBHO MPEJICYSHBI, YTO TOBOPUT 00 3(h(heKTHBHOCTH MPUHOTEKAHA
U ONpAaBIBIBAECT €0 HCIIOJIB30BAHME B IPYIIE MAUEHTOB, KTO umeeT 70% maHc
nporpeccupoBaHus 3a00JIeBaHMsI HA CTAHAAPTHYIO TEPAIIHUIO.

Ham nporokon, xak u nporokon AHEPO731, oueHUT OTBET, CBSI3aHHBIN C 2

IIUKJIaMHA BUHKPUCTHHA W uUpuHOTeKaHa (VI), aAMUHUCTpUpPOBAHHBIX Kak ‘“‘up-front”



window therapy [uis mamueHToB BbICOrO pucka. Pexxum VI yxe ObUT MUIOTHBIM B
dazax 1 u 2 uccnenoanuii COG (P9971, D9802).

[Manmentsl, y KOTOpbIX 3a0oneBaHue Oyaer mporpeccupoBaTh Ha VI,
nepeBogsaTcss cpazy Ha 6 kypcoB DDP/DOXO/CARBO. OtBeruBiive Ha JIeYCHHE
MaIMeHTHI moayyaT ansTepHupyomue Kypesl ¢ VI u DDP/DOXO/CARBO. Ooburee
konndectBO KypcoB 4 ¢ VI u 6 ko ¢ DDP/DOXO/CARBO. IIpensapurensHo

ianupyetcs Habpath 30 manueHToB.

Jlutepartypa
1. Katzenstein H.M., Rigsby C., Shaw P.H. et al. Novel therapeutic
approaches in the treatment of children with hepatoblastoma. // J.
Pediatr. Hematol. Oncol. - 2002. — Vol. 24. — P. 751-755,
2. Palmer R.D., Williams D.M. Dramatic response of multiply relapsed
hepatoblastoma to irinotecan (CPT-11). // Med. Pediatr .Oncol. -
2003.—-Vol. 41. - P. 78 — 80.

1. OGocHoBaHMe [eJleHHs] Ha TIPYNNbl PHCKA W AJTOPUTMBbI Je4yeOHOM

TAKTHKU

Ouenv HU3KUIL pucK

Orta rpynmna Bkmouaet nanueHToB I'b ¢eransnoro Bapuanta PRETEXT I u
yposaeM A®II > 100 ng/mL.

Pannmne 0630psl Ha OOJBIIMX CEpHUsX MOKA3aJld, YTO MALUEHTHI C (PeTanbHOM
¢dopmoii I'b umenu Gosnee GnaronpusTHbIE Pe3yibTaThl, YEM T€, Y KOTO Mpeodianat
SMOPHOHANIEHBIA KOMIIOHEHT M/MIIM MaKpOTpaOeKyIsipHbIe XapaKTepucTHkH [ 1,4].

CoBpemeHHasi TEHICHIMSI HallpaBJIieHa HAa YMEHbLIEHHE NHTeHCUBHOCTH [1XT
nociae mnonHoM pesekuun ['b ¢ QeranbHOil THcTONOrMeil. IlepBas mombITKa
ymenbimnth [IXT y at1oit moarpymnmel I'B Obuta mpenmpunsta B Intergroup Study
(POG 8881). INammentsl ¢ mepBoi cragueir I'b ¢eranbHOro Bapmanta MOITyYaH
MOCJICONEePAIIMOHHYIO TEPAIHUIO TOJIBKO JOKCOPYOUIIMHOM 4 Kypca, TOria Kak Apyrue
MAIMEHTHI JISYHITUCh MYJIbTHAr€HTHOM Teparueil.

B Hacrosiiiee BpeMsi CyIIECTBET CTPEMIICHUE JICYUTh 3Ty KOTOPTY MAIlMEHTOB
TOJIBKO XUPYpPrHUecKd. PalMoOHaNbHOCTh TAaKOro IMOJAXOJa CTPOMJIACh HAa OCHOBE

JaHHBIX O MAaIlMEHTaX, KOTOpbIC MOJTO XWIM IOcle omepanuu 0Oe3 yeueHus [3].



PannroHanbHOCTh TaKOro MOAXOJa MOATBEPKIAIOT JIaHHBIE TEKYIIEro IMPOTOKOJa
P9645 u xuBymux no Hacrosimiee BpeMms, 18 manuentoB [2]. IlocTpe3ekunOHHBII
uatepBan 3,7 ner. lloTeHUManbHBIA OTKAa3 OT  aJbIOBAHTHOM  Tepamuu
MOTYEPKUBACTCSI HEOOXOIUMOCTBIO MU{AMEIbHBIM TUCTOJOTUYECKUM aHATH30M
BCEH OMyXOJIH.

TakuM oOpa3omM, HET HEOOXOIUMOCTH TMPOBEICHUE OECIONIE3HON U BpEIHOMN
[IXT npubnusurensHo y 4% c I cragueii I'b.

B HameM mpoTokoje MOAXoJ K TaKuM MalMeHTaM aHaJIOTH4eH B3IUIsIaMm

uccaenosareii COG AHEPO731.

Jlutepartypa
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391.
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AJITOPUTM Jie4eOHOii TAKTHKH IPYNIbI 0YeHb HU3KOr0 PHCKAa

1. A®II> 100 ng/mL

2. Bce mamumentst PRETEXT 1 omepupyrorcs Ha mepBoM 3Tame B o0beMe
ATUITUYHOM PE3EKIIUH MTEYECHU SHJOXUPYPIUUECKH UIH OTKPHITO.

3. Mopdomnoruueckoe uccae0BaHus U TOATBEPKICHHE (hEeTaTLHOTO BapUaHTa

4. MOHUTOpPUHT

Hus3skuii puck
Bruttouaer nanueHToB ¢ pe3ekrabensHbiMu onyxoisiMu PRETEXT [ u 11 6e3

HeOIaronpusATHLIX (akTopoB mporxHo3a (6e3 MHI).



[pubmusurensuo 20-30% I'B moryr OBITH OTHECEHBI K TpYIIE HHU3KOTO
pucka. B nmporokonax POG8696/8697, INT-0098 u P9645 »Tn nauuents noayyanu 4
Kypca aabioBaHTHOH [IXT C5V. 5-netHsis 6e3co0bITHITHAS BEKUBAEMOCTH Obla 84%
u oOmas BeDKHBaeMOCTh 96% [1]. ABTOpHI cuuTanW, 4YTO ONpPABIAHO HE
WCTOJB30BaTh AHTpPAIMKINHA W upochaMuaa, y4UTBIBasS HMX TOKCHUYHOCTH. Jlis
NEPBOIl CTaAMK ATOM TpyHIbl S-1eTHsSA 6e3co0bITHiiHAs BBIKMBAaEMOCTh Obuta 91% u
obmas BeDKMBaeMocTb 98%  [1]. KymynutuBHas TokcuMuHOCTH 3-4 cCTeNeHH
cBa3anHas ¢ 4 uukinamu [IXT B P9645 Briouana: anemuto (45%), HEUTpoONEeHUIO
(75%), Tpombomuronenuto (11%), anopekcuro (10%), poty (14%), GxOpuIbHYIO
Heitrporienuio (16%) nu cromatut 2%. 3HaunmMas noteps ciyxa Ovia y 10% nereit.
Orta Tepanus OKa3blBaja 3HAUYUTEIILHOE BIUSHUE HA KPATKOCPOUHOE U JI0JITOCPOYHOE
Ka4eCTBO KU3HU JIETEH.

Hucnnatun siBisieTcst 0a30BBIM IpEMapaToM, a JIOTOJIHUTENIBHBIE AareHThI
OTIMYAIOTCS B  Pa3HbIX HCCIIEJOBaHMSIX. [loaToMy ClOXHO CpaBHMBATh
UCCIIEIOBaHMs, KPOME TOTO 3aTPYJHSIET 3TO U Pa3HbIE CUCTEMBI CTaIUPOBAHUS.

B SIOPEL-2 cdokycupoBaliuch Ha HCIOJB30BAHMM I[HCIJIATHHA B
MOHOTEPANIMK [l CTaHAAPTHOrO pHcKa (6 LMKIOB IuCIIaHuHA SOMI/M° B
KyMYJISTUBHOM 1103€ 489 Mr/M%) [2]. D10 Gombie deMm KyMYJISITUBHAsE 71032 4 KypcOB
muciiatuael 1o 100 Mr/Mz, WCIIOJIb30BAHHBIX OCJIE pe3eUUPOBaHHbIX 1 1 2 cTaauii
B P9645. B German Cancer Group pe3enupoBaHHbIE NAUEHTHI NOIyYaIn 2-3 Kypca
nokcopy6urmua (60Mr/m%), npocdomuna (3500 mr/m’) ¢ mucrmaataaoM (20Mr/M X5)
uMenu OOJBIIYI0 TOKCHYHOCTb, Y€M pe3elpoBaHHble Npu 1 M 2 craauax B
uccnenosanusix COG [3.4].

[InaTuHa OCHOBHOM KOMIIOHEHT TOKCHYHOCTH B pEXHMME y NalMEHTOB C
HU3KUM PHUCKOM, IIO3TOMY OCHOBHAs CTpaTe€rusi Ha YMEHBIIEHHWE 03 IIJIaTHHBI.
JlanpHeliee yMEHbIIEHHE 10 2 KypCOB LIUCIIJIATHMHBI B HU3KOM PUCKE B IPOTOKOJIE
AHEP(O731 n10o/kHO yMEHBIIUTH TOKCUYHOCTb U CTOMMOCTD JICUEHHUSI.

B mpemiaraeMoM HamH MPOTOKOJIE MAlMEHTHl C HE(ETaIbHBIM BapHAHTOM
remarobmactombl PRETEXT I mocne mepBUYHOM pe3eKIMH MOIy4aT TaKxke 2 Kypca
I[NIXT mno mnporpamme DDP/DOXO/CARBO. Ilanuentsl e ¢ HedeTaabHbIM
BapuantoM remnaro6isacromsl PRETEXT II momywar 2 Kypca HeoalbIOBAaHTHOM
teparmmn DDP/DOXO/CARBO, a nmocne pesekiun emie 2 kypca [IXT no nporpamme
DDP/DOXO/CARBO. Msbl cuuTaeM OIpaBAaHHBIM TPOBEACHHE 2 KYpPCOB



HeoaabtoBanTHOU Tepanuu npu PRETEXT II Bo ums obecrnieyeHus paauKaabHOCTH
PE3EKLMH.

Brerxuaemocts B uccienoBanusx COG u SIOPEL-1 (Tabnuma) cpaBHUMBI €
SIOPEL-2  craHmapTHBIM  pHCKOM, uMess 3ex JIeTHIOI  Oe3peluIUBHYIO
BbDKMBaeMocTh 89+7% B cpaBHeHuu ¢ 88+6% HM3KOro pucka jgedeHHoro C5V B
INT—0098 u 86+6% COG C5V 0e3 amifostine P9645 [2]. OnHako pe3ynbTaThl
SIOPEL2 nomxHBI OBITh HHTEPIPUTHPOBAHBI OCTOPOKHO MO0 HECKOJIBKUM IMPUYHNHAM:

1. Dro uccrnenoBaHue TPAKTOBAJIO JHOO0E COKpAIEHUE OIyXOJI UM CHUKCHHE
A®II kak oTBET, YTO HAMHOr0 MeHe cTporo, 4yeM 50% cokpamieHue Mo
kputepusam COG

2. W3 77 nmauueHToB, KTO Kiaccu(UIupoBaiIcs Kak CTaHAapHbIN puck, 23 (30%)
HE JICYWIUCH COTJIACHO MPOTOKOIY, MOJIydain 0ojiee HHTCHCUBHYIO TEPAITUIO
JOKCOpYOUIIMHOM M KapOOIIaTMHOM, TIOTOMY pE3YJIbTaThl  CIOYKHO

UHTEPIPETUPOBATH

JleyeHue U BBIKHBAEMOCTD NP pe3eKTa0e/JIbHOM HeMeTacTaTHYeCKOM

renarodjacTomsl (Ta6.1.4)

Tabnumna 4
HccienoBanus Cxema Tepanumn Yucao Cragnsa EFS S
MAIHEHTOB

% %
P9645 [26] C5V 55 I 84* 96*
C5V 26 I 88* 100*

INT-00986 [6]
/11 96* 96*
CDDP/DOXO 24
6 I/II/111




SIOPEL-2[3] CDDP 36 (PRETEXT) | 73" 917
25
6 /I 100% 100%
SIOPEL-1[14] 52 (PRETEXT) | 83% 91%
CDDP/DOXO
45 56% 68%
HB-94[7] CDDP/DOXO 27 I 89 96
/IFOS
3 11 100 100
HB-89[27] CDDP/DOXO 21 I 100 Her
/TFOS 6 - 50 JTAHHBIX

[Tpumeuanue: * = 4-netusis EFS (6e3co0biTuiinas) u S (BBDKHBAEMOCTh); & =

5-netustss EFS u S; # = 3-netusas EFS u S

Korna napymenus nporokosna Obutu yutenbl B SIOPEL-2, To 3-ex neTHss
EFS oxazanace 3HauumrenbHo Huxke, yeM B COG nansd CTaHZApTHOIO pHUCKA U
coctaBuia Toibko 73+11% [2].

CyIecTByIOT TpPOTHBOPEUMBHIC JAHHBIE 00 YBEIWYEHUH JIETATBHOCTH U
OCJIOKHEHUH TMocie omepanuu, oOyciioBieHHble mnpenonepannonHoit I1XT.
Hccnenosatenu SIOPEL - 2 ngonoxkunu o 4 cMEpPTHBIX MCXOJaxX IOCIE ONEpaluu B
rpynne HeoamroBanTHoU IIXT [dingamep3] u 310 ObUTIO OOJNBIIE B WCCICIOBAHHUH
COG (INT-0098), B KOTOpOM CMEpTh CBsI3aHHasi C orepanueil Obula TOIbKO B 1
ciyuyae u3 182 mamuentos [1]. B HB-89 xupypruueckue ocnoxxneneus 6vud B 15%
mociie MepBUYHBIX pe3ekumii u 21%, ecnu Obina HeoanwsioBanTHas [1XT [4]. Ha nam
B3IJISJI TT0/100HBIE CPAaBHEHHS HE KOPPEKTHBI, IOTOMY YTO MEPBHUYHO ONEPUPYIOTCS B
6onpummHcTBe cirydaeB nanueHTsl ¢ PRETEXT 1 /11, KoTOpbIM 3a4acTyt0 BBITIOIHSIOT
SKOHOMHBIE pe3eKuuu. Kpome TOro Hago yuyuThIBaTh M TO, YTO NPU BBIIOJHEHUU

PE3CKIMOHHOI'0 3Tana JOJIZKHa OBITh IIOJIHAS YBCPCHHOCTL B €€ PAAUKAJIBHOCTH. B




sroi  cBa3u npu PRETEXT II ™Mbl mnnanupyemM mnpoBeaeHHe 2 KypcoB

HeoaabroBaHTHOM ITXT.
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AJropuTM Je4e0HOi TAKTHKY IPYNNbl HU3KOI'0 PUCKA
A.
1. A®II> 100 ng/mL
2. Bce maumentst PRETEXT 1 omepupyioTcst Ha mepBoM 3Tame B 0ObeMe
ATUITUYHON PE3EKIUH SHAOXUPYPTUUECKU WIN OTKPBITO
3. Mopdodonoruueckoe HcciIeOBaHHE M MOIATBEpXkJAECHUE HE (eranbHOro, He
Heu(GepeHIIUPOBAHHOTO MEJIKOKIIETOUHOTO BapUaHTa

4. Tlposenenue 2 xypca DDP/DOXO/CARBO



1. A®IT > 100 ng/mL

2. Becem nanmentsl PRETEXT II npoBonuTcs 2 Kypca
DDP/DOXO/CARBO

3.0nepanust — DSHAOXUPYPrHUECKass aTHINHWYHAS pE3EKUUs WIA OTKPBITO:
aTUIHMYHAs PE3EKLUs WM aHaToMuueckas pesexuus S [1+111

4. Mopdomnoruueckoe HUCCIEIOBaHUS W TOATBEPXKICHHE He (eTanpHOro, He
Heau(GepeHIINPOBAHHOTO MEJIKOKIIETOUHOTO BapHUaHTa

5. IpoBenenue 2 xypcos aawtoBanTHo# [IXT: DDP/DOXO/CARBO

6. MoHUTOpUHT

Ipomesccymounwiii puck

B o1y rpynmy BKIIOYEHBI:

1. DBonbmass Hepe3kTabenbHash WM COMHUTEIBHO pe3eKTa0eNbHASI OIyXOJb
(PRETEXT III)

2. Pesekrabenpnoe 3abomeBanme (PRETEXT I/I) ¢  MeNKOKIETOYHBIM
HeauddepeHIINPOBAHHBIM KOMIIOHEHTOM, HO He uMerolee MetactazoB 1 ADII< 100

ng/mL.

Y npanMeHTOB OSTOW TIpPYyNNbl pUCKA HCCIEAOBANACh IeNas MOJUTpa
nexapcTBeHHbIX cxeM. Pediatric Intergroup Study (INT-0098) panmomusupoBano
NANMEHTOB, MONy4aBmMX mucuiate (90 mg/m?), 5®Y (600 mg/m?), and
punkpuctae (1,5 mg/m®) (C5V) u rmucmmatue +  gokcopy6urmu (80 mg/m?)
(DDP/DOXO). PesekrabenbHble nanuenTsl noxyunin 4 kypca [IXT, B To Bpems kak
NEPBUYHO Hepe3eKTaldeNbHble MoMydand 6 — 8 KypcoB ¢ KyMYJISTUBHBIMU J103aMH
mucnmatuaa 720 mg/m” u goxcopyOuumna 640 mg/m” [1]. Y Tpex mammeHToB C
DDP/DOXO pa3Buiach cepaeuHasi HEJOCTaTOUYHOCTh, IBO€ yMepiu. B cepusix He
ObUIO 3HAYUMOHN PEHAIBHOM HEJAOCTATOUHOCTH M HE 3a(PUKCUPOBAHA OTOTOKCUYHOCTD.
ITarunernsas OeccoObITHITHAS BBEDKUBAeMOCTh Obuia 64% g 83 marnumentoB ¢ 111
cragueit u 25% nns 40 nereit ¢ IV cragueit. BepkuBaeMocCTh JUisl JIOKAJIM30BaHHOM
I'b 6bu1a npubnmsurtensHo 70%, Toraa Kak Juis MeTacTaTHdeckoi Oonesnu - 35%.
XoTs He OBUTO OTIWYHSI MEXKIY JBYMS MOAXOIaMH, OHH OTIMYAIHUCH JATbHEUITUMU

coObITHsIMH. OmyxoJeBasi POrpeccusi Cpean «coObITHI» Obuta y 86% c C5V, HO



tosbko y 50% ¢ DDP/DOXO. COG ono6pun C5V kak craHgapTHYIO Tepanuo. B To
BpeMs KaK JIOKCOPYOMLIMH acCOLMUPOBJICS C OONbIIe TOKCHYHOCTBIO H
CMEPTHOCTBIO, 3TU PE3yJbTAThl MOKAa3aJd HEKOTOPOBIM Jy4IIWH OTBET B IpyIIe
JeTeH, MOyYUBIINX TOKCOPYOULIMH.

B German Cooperative Pediatric Liver Group Obuia apyras nedeOHas
cTpaTerusi, BKIouaromas wudochamMu M OSTOMA3HI HAPALY C UUCIUIATHHOM H
kapOomatiaoM. B HB-89 mammentsr neumtuch udocdammmom (3500 mg/m?),
nokcopy6uiHOM (60 mg/m”) u mucmatraoM (20 mg/m’ X 5) Ha Kakablif muki. 21
nanueHT | craguu nonyywin 3 nukna 1 uMmend 100% BeIKMBaEMOCTb, B TO BPEMS Kak
6 manuenToB Il cragum nomyumnu 4 nukia U uMenu Toiabko 50% OGe3pernuanBHYIO
BBDKMBAEMOCTh, MPH TPEThEH CTaIuM MAIMEeHTHl Moiy4anu udochamuma, 3TOmas3mi,
IUCIUIATUH U KapOOIUIaTHH ¢ 0e3pelnANBHON BDKHBaeMOCTbI0 71% y 38 marueHToB
u Tosbko 9% misa 7 ¢ IV craaumeii [3]. B otaensHoMm coobmennn HB-89 nomosxeHo o
37 manMeHTax ¢ Hepe3eKTaOeNbHBIMU MM METACTaTMYECKUM OIMyXoisMu. OIHaKo
YHCI0 KypcoB He ObUIO CTaHIapTU3MpoBaHO: 21 mamueHt momydmn 2 Kypea, 5 — 3
Kypca, 7 - 4 xypca, 3 - 5 kypcoB, u 1 - 6 kxypcoB [4]. Takum oOpazom,
spdexTuBHOCTS [PA, BKIIOYANONIYI0O pPE3eKTa0eNbHOCTh M BBDKHMBAEMOCTb HE
OLIEHEHA, MTOTOMY YTO HE OBLJIO KOPPEKTHOTO MpoBeaeHus: nportokona. B HB-94, 69
ManueHToB, mpojedeHHbx 1o cxeme CDDP/DOXO/IFOS ¢ noGaBieHuem
KapOommaThHa U 3Tonasuaa, umMenu B 46% He yJOBIETBOPUTENbHBIA OTBET. OnsATh
ObUIO OYEHb CIIOKHO PAa3IMYUTh YUCIO IMKIIOB, MOJY4YEHHBIX ManueHTamu, Ho EFS
obuta 89% nnsa 27 nanuentoB ¢ I cramueit, 100% mns 3 2 cragum, 68% nmusa 25 111
craaueit u 21% nns 14 IV cragun. DTH pe3ysbTaThl HE OTJIMYAIOTCS U HE JyYllle, YeM
B COG [2]. B rabmume moka3aHo, 4YTO HET MPEUMYIIECTBA B PEXHMax B
MEXIYHApOAHBIX HccienoBaHusax. O0mas BebKMBaeMOCTh B P9645 Obina BbIlIe, 4YeMm
B SIOPEL-2. M MoxeT oTpakaTb BO3MOYKHOCTb IIOBBICUTb BBIKHBAEMOCTb C

no0aBieHHEM JOKCOPYOUITHHA.

JleyeHue H BBIKHBAEMOCTH NPH Hepe3eKTa0eIbHON U MeTacTaTH4eCKOi
renarodjacrome (Ta6.1.5)

Tabauua 5




HccienoBanus Cxema Tepanuu Yucao Cragnsa EFS S
MalueHToOB
% %
P9645 [26] C5V 38 I 63* 88*
10 1\ 50" 67"
C5V 45 1 60* 68%*
INT-0098 [6] 21
A\ 14%* 33%
CDDP/DOXO
38 I 68* 71%*
13
1\ 37* 72%
21 I\ 48" 61"
SIOPEL-2[3] CDDP/DOXO 25 mts combine 44"
d
/CARBO (PRETEXT)
39 I\ 46% 57%
SIOPEL-1[14] 31 mts 28% 57%
CDDP/DOXO
/IFOS (PRETEXT)
HB-94[7] CDDP/DOXO 25 111 68 76
/IFOS/VP
14 A\ 21 36
/CARBO
HB-89[27] CDDP/DOXO 38 111 71 Her
/IFOS JIAHHBIX
7 1\ 9




[Tpumeuanue: * = 4-netuss EFS (6e3co0biTuiinas) u S (BEDKHBAEMOCTh); & =

S5-netussa EFS u S; # = 3-netusas EFS u S
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AJropuT™ Je4e0HOii TAKTUKH IPYNIbI IPOMEKYTOUYHOI0 PHCKa
A.
1. A®II> 100 ng/mL
2. Bce maumentst PRETEXT 1 omepupyioTcst Ha mepBoM 3Tame B 00beMe
ATUIUYHON PE3EKIUH SHAOXUPYPTUUECKU WIN OTKPBITO
3. Mopdodonoruueckoe UCCIIeIOBaHHE u HOJTBEPXKICHUE
Heu(GEepeHIIUPOBAHHOTO MEJIKOKIIETOUHOTO BapUaHTa

4. Tlposenenue 6 kypcoB DDP/DOXO/CARBO



b.

1. A®IT > 100 ng/mL

2. Becem mammentst PRETEXT II mpoBomutcs 2 xypca DDP/DOXO/CARBO

3.0nepanust — DSHAOXUPYPrHUECKass aTHINHWYHAS pE3EKUUs WIA OTKPBITO:
aTUIHMYHAs PE3EKLUs WM aHaToMuueckas pesexuus S [1+111

4. Mopdonoruueckoe UCCIIEIOBaHUS HenupdhepeHInpoOBaHHOTO
MEJIKOKJIETOYHOTO BapHaHTa

5.  IIposenenue 4 xypcoB aastoBanTHol [IXT: DDP/DOXO/CARBO

6. MoHuTOpHUHT

B.

1. A®IT > 100 ng/mL

2. Beem mamuentsl PRETEXT III mpoBoautest 2 kypca DDP/DOXO/CARBO

3.0uenka ¢ dekra B 1aHe pe3eKTadeTbHOCTH

B.1. Ecin onmyxoab pe3exkradesbHa

1. pe3zekuus

2. 4 xypcos agptoBanTHOM [IXT: DDP/DOXO/CARBO

B.2. Eciin onyxoJib 0TBeTHJIA HA Je4dyeHHe (yMeHbleHue pazmepa >50%, ecthb
cHkeHrne A®II), Ho Hepe3eKkTabeabHA

1. 2 xypca DDP/DOXO/CARBO

2. pe3eKIMH WIN TPAHCIUIAaHTALUH TTEYCHU

3. 2 xypcos agptoBantHoi [IXT: DDP/DOXO/CARBO
4. MOHUTOPHUHT

B.3. Eciin onyxosib He OTBeTHJIa HA JiedeHHe (YMeHblleHus pasmepa <50% u
ecTh cHmxeHue A®II)

1. 2 xypca DDP/DOXO/CARBO

2. Onenka 3¢ ¢exra: pe3eKuus UiId TPaHCIUTaHTaIHs

3. 2 xypca DDP/DOXO/CARBO

4. MOHUTOPUHT

B.4. Eciin omyxo/1b He 0TBeTHJIA HA JledeHUe (HET yMEHbUICHUS pa3Mepa U HeT
camxeHust ADII)

1. TpaHCTIIIAaHTALIUY TI€YESHU

3. aJUTOreHHas TPaHCIUIAHTAIMsI KOCTHOTO MO3Ta WM HMMYHOTEpAanus

4. MOHUTOPHUHT



Buvicoxuit puck

B o1y rpynny BKIIOYEHBI:

1. Bee nanuenTs! ¢ metacrtazamu I'b

2. Bee mauuents! ¢ ypoaeM A®II < 100 ng/mL BHe 3aBucumoctu or PRETEXT
3. Bce naruents! ¢ PRETEXT IV

Ha  ocHOBe cepum  KOONEpPATUBHBIX  MCCICAOBAaHUN  IOKA3aTENIH
0€3CcOo0bITHITHON BEDKMBAEMOCTH JIJIs1 Hepe3eKTabeIbHbBIX MAIlMEeHTOB COCTABIAIOT 40 -
70%, a nns metactarndeckux 20 - 40%, To ecTb ocTaeTcst CyOONnTUMAIBHBIMUA. Y
MAIMEHTOB C Hepe3eKTaOelIbHbIM U METAaCTaTUYECKUM 3a00JIEBAHUEM HET PEKHUMOB
IIXT, xoropsie Obl IEMOHCTPUPOBAIM OBl SIBHOE NpeuMyIiecTBo. Jlo cux mop He
M3BECTHA  ONTHMAalbHAs /1032  [MUCIUIATUHBI A7 HEpe3eKTaOeNbHBIX |
Meracrarnueckux I'b.

Mpb1 Ha3HauaeM B MPOTOKOJIE LHUCIUIATUH B J03¢ 40 Mr/m> 15,16 nuu, Ha 6
KypCOB CyMMapHO - 250 — 480 mr/m’, ansTepaupys ¢ kapGommarusoii 100 mr/m” 1 — 5
HH, Ha 6 KypcoB cymmapHo 2000 — 3000 mMr/m” u gokcopy6umma 30 mMr/m” 1,2 muu,
cymmapuol160 — 360 mr/m’. JIo3bl nuciuiatiaa Hivke, veM B AHEP0731 SIOPEL-4.
SIOPEL - 2 porpamme

DDP/DOXO/CARBO - 320 mg/m2, to B SIOPEL — 4 (Tekymee uccienoBaHue)

Ecm B CymMMapHas J03a LHUCIUIaATUHA B
IIporpaMMa Juis BBICOKOTO PUCKa BKIJIFOYAET YK€ CyMMapHyIO 103y LucruiatuHa S70

mg/m’, nokcopyburmu 300 - 350 mg/m* u 2-3 kypca kapGoriatiHa. B
uccnenoBanusasx AHEP0731 m HB-GPOH xymynstunble n03bl nucmiaTtuasl 600

mg/m” u 400 mg/m’ coorercTBerHO (Tabu.).

KyMy.1siTHBHbIE 10351 (Mg/M’) XHMHOTEPANEeBTHYECKHX AT€HTOB ISl MAIMEHTOB

€ IPOMEKYTOYHBIM M BBICOKMM PHCKAMH renaro0;aacromsl (Tad.6)

Tabnuma 6
HcciaenoBaHus CDDP DOXO IFOS CARBO VCR FU
AHEP0731 600 360 0 0 33-39 3600
P9645 600 0 0 0 0 0




SIOPEL-2 320 360 0 3000 0 0
SIOPEL-3 400 300 0 2500 0 0
SIOPEL-4 570 300-350 0 2-3 kypca 0 0
HB-GPOH 400 240 12000 0 0 0
HHUU 101 480 360 0 3000 0 0

Kax ™Mbl Bugum, B Tepanuu nereid ¢ ['bB HOBBIX XMMHOTEpAreBTHUECKUX
areHToB Mo4uTu Her. Takue ucciemoBaHusi HaXoAsaTcs B 1 u 2 (a3ax u KOJIHYECTBO
MalKUeHTOB MUHUMAJIBHO.

[ManmenTs! ¢ Metactazamu I'b cocraBnsitor 25% Bcex OonbHBIX. Pe3ynbTarhl
neyeHue B TeueHue mnocienHux 30 JeT ocTaloTcd IJIOXUMH, HE CMOTpS Ha
WHTCHCUBHYIO TEpPANUI0 C HAWIYYIIMMU areHTaMHu: HUCIUIATUH W JOKCOPYOHIIMH
(PLADO), - B uccnegoBanusix SIOPEL u COG unu ¢ C5V B POG u INT-0098 [2].
Bce »53Tm wuccnenoBaHus MOKa3blBalOT — HempemyieMmble  pe3yiabTaTel < 40%
0e3co0BITUIHON BhDKHMBaeMOCTH [2,3,4]. XOTs ManueHThl YaCTO XOPOIIO OTBEYAOT
BHauaje Ha TEpanuio, 3a4acTyl0 ATH paHHUE OTBEThl HE OMNPENENSAIOT MPOTrHO3
neuenus. Hampumep, H.M. Katzenstein et al. (2002) uccnemoBany WHUITUATBHBIN
YaCTUYHBIA OTBET Ha KapOOIUIaTHH, KOTOPBI cocTaBmi 55% mpu pacpoCcTpaHEHHBIX
cranuax (IV  cramus), HO S5-meTHsisE 0e3COOBITHITHAS BBDKMBAEMOCTH OBLIA TOJBKO
27% [1].

Takum oOpa3zom, nis JTOH TPyNNbl MAIUEHTOB HEOOXOAUMBI HOBBIE
JIEKAapCTBEHHbIE areHThl. B HameM mpoTOKoJe Mbl BBOJAMM HOBBIM IIpemnapar

HpunotekaH (cM. «3PPEKTUBHOCTD Pa3HBIX ar€HTOB)
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13.1 MeTacTa3sl renaro6,1acTOMBbI B JIeTKHe

I'b naubonee yacto mMeracTazupyer B JieTKHe. TepameBTUYECKHH MOAXOJ H
IIPOTHO3 oOcTaeTcss HescHbIM. Yactora mnopaxkenus Jerkux npu I'b cocraBmser
nopsiaka 20% [3]. Ilpu conuTapHOM NOpPa)XEHUU JIETKOTO (JIETKMX) M HaJUYHeM
noBbiieHUs: A®Il  BBINONHAETCS XUPYPrHUECKUH dTam JedeHus C o00bEme
KJIIMHOBUJIHOM PpE3€KLMM JIETOYHOM TKaHU, C IIOCICAYIOIIHUM JUHAMHYECKUM
koHTposem A®IL. Ilpu cHwkenun A®II 1o HopmanbHBIX HUGP, MTPOBOIUTCS
JMHaMUYecKue HaOnoaeHue, npu ganpHeimem pocte ADII, OonpHOMY HazHadaeTCs
IIXT. Bcerma Ha nepBoM 3Tane I[PU MHOXECTBEHHOM IOPAXKEHUM JIETKHUX
nposoautcs IIXT u, Tonbko 3aTeM pe3uayanbHble odard MoryT onepuposatbes. C.T.
Black et al. (1991) mpeacraBunu 4 TAIMEHTOB C JIUTEIHLHOW BBDKHBAEMOCTHIO,
MMEBIINX METAcTa3bl B JIETKUE, W TOJHBIM JIOKaJIbHBIM KOHTposieM Ha ¢oune [IXT.
Kpome Toro, mcciaenoBaTend NPOBEIN KOPPEIALHUI0 METACTa3dKTOMHUU C YPOBHEM
anb(a-peronporenHa. B pesynbraTe yero oTrcTauBald PaHHIOK METacTa3dKTOMMIO
ocobenHo y namueHToB ¢ poctoM A®II Ha npoBoaumyro ITXT. J.H. Feusner et al.
(1993) u3 Children’s Cancer Group moka3zanu, 94To U3 6 MAlUEHTOB C PEIUJAUBAMH B
JETKUX TPO€ HMMEJH MOJHYI0 PEeMHCCHI0 M Xuiu Oosee 5 mer. Mx moaxon ObLn
MOJIUXUMHMOTEPIIUS M arpeccuBHas  Xupypruueckas  pesekuus.  Kpome
CeBepoaMepUKaHCKUX pE3yJIbTaTOB, 3aCIy)KMBAalOT BHHMMaHHE JBE pabOTHl W3
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remaro6iacToMe U JieroyHbiM MeTactazam. MccnenoBanue G. Perilongo et al. (2000)
npeactaBuino pesynbtatbl SIOPEL-1: 20% mnamuentoB ¢ I'b umenu meracrassl B
JIETKUE M3 HUX JOCTUTIIM S-MeTHeH Oe3peluIMBHON BBDKMBAEMOCTH TOJBKO 28%.
[Mognepxanue pemuccuu y 26% NaUMEHTOB W3 KOTOPTHl C METacTa3aMH B JIETKHE
ObUIO JOCTHTHYTO TOJbKO Onaronmaps xumuorepanuu. J.M. Schnater et al. (2002)
IpoaHanusupoBanu xupyprudeckuil noaxon B SIOPEL-1 u noxymeHTHpOBaIu, 4TO
41% c meracTazaMu B JIETKHE UMEIN JUIUTENbHYIO BBDKMBAaEMOCThb. V3 22 manueHTos,
KTO ObUI ONEpUpOBaH U MOJyYall MOJUXUMHUOTEPAIuio, 4 ObUIM XKHUBBI HAa BpEMs
aHasin3a (MUHUMYM 2,5 rozxa nocie jedeHust). MIX naHHble roBOpsAT, YTO XUPYpPrus U
XUMHOTEPANAS METAacTa3oB B JIETKUX BO3MOXHA JUIS JIOKAJIbHOI'O KOHTPOJIS
3aboneBanus. lccnenoBanue moOAAEpHKajao BO3MOXXHOCTh METACTa3dKTOMHUH IIPH
rernato0yacToMe B BBIOOPOYHBIX pPE3UAYaTbHBIX COCTOSHHSX. B TO ke Bpewms
pe3yabTaThl He ObUIM 00HAAeKUBAIOIIUMU B Xupyprudeckoit rpynmne SIOPEL - 2, rie
u3 8/25 onepupoOBaHHBIX MAIMEHTOB TOJBKO 3 MMENH JJIUTEIbHYIO BBDKHBAEMOCTD
[4]. Pa3Huma B KIMHMYECKON pEMHUCCHH, KOTOpas IOCTHraeTcsl olepanued Wiu
XUMHUOTEpanuei He ObuIa ccie10BaHa.

[TarueHTsl, MMEBLIME A0 JTana IOJUXUMUOTEPANIMM MeETacTa3bl B JIETKHE,
KOTOpBIE pErpeccUpoBaM B peE3yJbTaTe JIEYEHMM WM OCTATOYHbIE IOCIE
HeoagbtoBaHTHOU [IXT enuHMuYHBIE MeTacTasbl TeNaToOJaCTOMBbI B JIETKHE OBLIH
ylaJeHbl CUMTAIOTCS IEPCHEKTUBHBIMM HE TOJBKO JJIs BBINOJIHEHMS PE3EKIUU
IIEYeHU, HO U AJd ee TpaHcmiaaHtaumu. B uccnenosanum SIOPEL-1 msarepeim
JETSIM, ¢ UMEBLIMMUCS JIETOYHBIMUA METacTa3aMH, KOTOPHIE PErpecCUpOBaId IMOCHE
npenonepanuonnoi IIXT, Obula BBINOJIHEHA TPaHCIUIAHTALMS IEYeHU. YeTBepo
neteil KUBBI 0Oe3 MposBICHHS 3a00JeBaHUs, CPOK HAONIOJEHHS C MOMEHTa
TpaHCIUIaHTAIMK cocTaBmi 52 — 99 mecsuen [6]. [Ipobnema 3akimrodaercs B BIOOpe
s¢dexruBHOl mporpammbl [IXT B OTHOIIEHMH METAacTa30B TeMaToOJACTOMEI B

JICTKHC.
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AJTOpUTM Jie4e0HOH TAKTHKH IPYNINbI BBICOKOTO PHCKA

A.

1. A®II<100 ng/mL, PRETEXT I
ATHIIUYHAs PE3EKIUs SHAOXUPYPIUICCKU HIIH OTKPBITO
Mopdonoruueckoe uccieoBaHue — Jr000i BapuaHT
[Ipoenenue 6 kypcos DDP/DOXO/CARBO
b.
1.PRETEXT II/III ¢ A®II < 100 Hr/mu,

PRETEXT 1V c¢/6e3 A®II < 100 =Hr/mu,

JIro6o#i PRETEXT (M)

Eal

2buorncus

. IIpoenenwue 2 kypco DDP/DOXO/CARBO

3

4. Ecau ectb 3¢ pexT

5. Onmneparus (pe3ekuust Wik TPaHCIUTAHTALIHS)
6

. 4 xypca agproBanta CDDP/DOXO/CARBO



7. Cymmapno 6 kypcoB [IXT 6 CDDP/DOXO/CARBO
8.  MonuTopuHr
B.
1. PRETEXT II/IIl ¢ ADII < 100 ur/mu,
PRETEXT IV c/6e3 A®II < 100 ur/mi,
JIro60it PRETEXT (M)
buoncus
[Tpoenenue 2 xypcos DDP/DOXO/CARBO
Ecau Her 3¢ pexra
2 kypca aasioBanta CDDP/DOXO/CARBO
Onenka ¢ dexra
Omnepanust (pe3eKuus Wik TpaHCIUTAaHTAIHS)
2 kypca aasioBanta CDDP/DOXO/CARBO
Cymmapso 6 kypcos [IXT (CDDP/DOXO/CARBO)

el A e AT A e

MonuTopuHr

Ilpumeuanue: Pezexyus neuenu uiu mMpaHCHAAHMAYU MOdcem Oblmb
npouszgedena nocie 1006020 Kypca npedonepayuonnou IIXT, koeda 3mo
CMAHOBUMCSL B03MONCHBIM. KenamenvHo npouseecmu onepayuio 6 Cpoxu

coomeemcmeeHHO l’lpe()Cma6]Z€HHblM 6 ajeopumme.

AJITOpUTM TepanuM NpH NepBUYHbIX MeTacTta3ax I'b B 1erkue

1. IlaumeHTHl ¢ MeTacTa3aMd B JIETKME IOJydaloT 2 Kypca IO BBICOKOM
YPHUCKY.

2. Ecnu MeracTta3bl OTCYTCTBYIOT Iociie 2 — 4 KypcoB, TO TAKOMY HaI[UEHTY
BBITIOJHSIOT PE3EKILUIO WIHM TPAaHCILIAHTALUIO

3. Ecom mnocne 2 - 4 Kypca INe4eHb MOXET OBITh pE3ELHUpOBaHA, 4YTO
BBIIIOJHACTCSL €€ PE3EeKLUs, a MeTacTasbl 3aTeM pe3CLUPYIOTCS WIN
npoaospkaercs [IXT

4. Ecmu nocie 4 KypcoB INPOAOJDKAIOT OINPEAETAThCS €IUHUYHBIE
pesuayanbHble MeTacTasbl B JIETKHX, a HEOOXOJMMa TpaHCIUIAHTAIHS
NIEYEHHU, TO MPOM3BOAMUTCA PAAMKAIbHAs PE3EKIUs METACTa30B JIETKUX.

3aTeM BBINOIHICTCS TPAHCIIJIaHTAlIHuA IICYCHU.



8. Ili1aH Jeyenus

Kax Tonpko YCTAaHOBJICH AWArHo3 remarooj1acTomMa H€06XO,Z[I/IMO CTaAupoOBaTh IO

kputepusMm PRETEXT u onpenenuts ypoBeHs ADII.

PexxuMbl XMMHOTEPANHH AJI AUATHOCTHPOBAHHOM JIOKAJIU30BAHHOM CTAIUU
3a00/1eBaHHA

Pacuer mpenapaTroB mpou3BOAAT Ha IUIOLIAAb IOBEPXHOCTH Tenma. g nered c
Maccoi Tena <10 kr win Bo3pacT < 12 mecsLeB IPOU3BOJUTCS pacueT IpenapaTa Ha
maccy tena (kr). [lepepacuer Ha KT Macchl Tena NPOU3BOAUTCS 1O HOpMyIIe:
Jlo3a mpemnapara AeauTcs Ha 25, MOJIYyYEHHOE YMCJIO YMHOJXKAeTcsl Ha Maccy Tela.
[Tpu TsDKENI0M MepeHOCHMOCTH 1032 Ka)KJ0To Mpenapara peayuupyercs Ha 1/3.
XUpyruyeckoe BMEaTeIbCTBO IPOU3BOAUTCS Yepe3 7 JHEHU MOCIIE OCIEIHErO BBEICHUS
XMUMHOTEPANIEBTUUECKOrO areHTa
ITocneonepanonHas XMMUOTEpaNus 10JDKHA HadyaThesl Ha 21 IEHb OT MocieqHen 1036l

MPEIOoTIEePAMOHHON XUMHUOTEpaItH, T.€. )KelaTesIbHo yepe3 14 aHel nosce onepaiuu.

15.1 IlpenonepanuoHHasi XUMHOTEPANIHSA

HeoanroBanTHasi NOJTMXUMHOTEpaNus

[IpoBonutcs no nporpamme DDP/DOXO/CARBO. MakcumanbHoe
KOJIMYECTBO KYpPCOB 4.

Bze 3aBucMMOCTH OT OT IpyIIbl PUCKA U CBSI3U C ONIEPALIMOHHBIM
BMeIarensecTsoM nporpamma I[IXT B mpoTokose ctangapTHast.
JokcopyounuH B 103K 30 Mr/mM? BBOAUTCS KarneiabHO B TeueHue 3 yacoB 1 u 2 mauu (1
MI/KT Tipu Macce Tena < 10 kr).
Kapo6onsnarun B no3e 100 mr/mM? BBOAUTCS KareiabHO B TedeHue 2 yacos 1 - 5 quu.(4
MI/KT Tipu Macce Tena < 10 kr).
Hucnaatun B 103¢ 40 Mr/m? BBOJMUTCS KalelbHO B TeueHHE 2 yacoB 15 u 16 IHU.
(1,6 mr/kr pu macce tena < 10 kr).

[IpoaomKUTENBHOCTD IBYX KypPCOB NOJUXUMHOTEPANINN COCTABIAET 46 THEN.



CARBO 100Mr/Mm° 1L 11!
DOX 30 mr/m* 1!

CISP 40 mr/m>

JIHu BBEICHUA 123 4 567 8 91011 121314 15 16

+OXOxkapauorpadus * - mepea Ha4aIOM MOJUXUMUOTEPAIIHH,
* ECHO
NepeIXUPYPrudecKiM TAlOM JICYSHHSI, U B KOHIIE JieueHus (* ecru C

TIATOJIOTUEH - IOTIOJIHUTEIIHHO)

Nudopmanus no npenaparam, cnocodax U pe;kuMax BBeJAeHHS.

He BBoamTcst KapOomiaTun, Jloxkocopyonumn, IHlncniaTun eciau adbconoTHoe

uncio Heiitpoduiaos <1.0 x 10°/1 u TpoméouuTon <100 x 10°/:1.

IIpenapatsl 1 103B1.
KAPBOIVIATUH
@naxonvt no 50 me/5 mn, 150 me/15 mn u 450 me/45 mn 6 pacmeopax
[Tpenapar paszBoautcs B 200-400 (B 3aBUCHMMOCTH OT Bo3pacTa pebeHka) mi 5%
pacTBopa IIIIOKO3bI WM (DU3MONIOTHYECKUM pacTBOpoM Hatpusi xjopuna 0,9% wu
BBOJIMTCS| BHYTPUBEHHOMN KarenbHO HH(y3ueil 3a 2 yaca B g03e 100 mr/m” ¢ 1 mo 5
IHU TIpU Macce Tena pedenka >10 kr u Bozpacrte > 12 MecsIieB.
VYuuTeiBas HEPPOTOKCHYHOCThH TpernapaTa, pacdyeT €ro OCYIIECTBISETCS C YYETOM
[I0Ka3aTesl KIMPEHca 110 3HI0OT€HHOMY KpEaTUHHHY .

Kymynamuenas o6uian 0o3za 3000 me/m’.

JOKCOPYBUIIUH
@naxonvt no 10, 20, 50, 100 u 150 me ruogurusuposannozo nopowka

Dnaxonwt no 10 m2/5 mn, 20 me/10 mn, 50 m2/ 25 mn, 200 me/100 mn



[Ipemapat pazBomutcs B 200-400 (B 3aBUCHMMOCTHM OT BO3pacTa peOeHKa) MII
¢uznonoruueckoro pactopa Hatpus xinopuga 0,9% u BBOIUTCS BHYTPHUBEHHOM
KanenpHOM nH(py3ueii 3a 3 gaca B go3e 30 Mr/M” B Teuenne 1 u 2 qHs IpU Macce Tela
pebenka >10 kr u Bozpacte > 12 mecsies

Kymynamuenasn do3a ne 6onee 300 mo/m’

HOUCIIVIATUH

PactBop mnst uadysuit 1 ma nucnatun 1 Mr Bo ¢uiakoHax TeMHOro crekia mo 10, 25
w50 wmin. Ilpumeuanue: Wrasl W CUCTEMBbI JUISl BIIMBAHUA, COJEpIKallUe
QIIOMUHMEBBIE [€TAJIM, HE JOJDKHBI HCIIOJIB30BATHCA ISl BBEIEHUS JTAHHOTO
npemnapara. ATIOMUHHNA BCTYIaeT B PEAKIMIO C IUCIUIATUHOM, BBI3bIBasi 00pa3oBaHuUe

0CaJlKa U CHW)KEHUE CWIIbI IEHCTBUS IIpenapara.

[Ipemapat pazBomutcs B 200-400 (B 3aBUCHMMOCTHM OT BO3pacTa peOeHKa) MII
¢uznonoruueckoro pactopa Hatpus xinopuga 0,9% u BBOIUTCS BHYTPHUBEHHOM
KareapHoO# uH(y3ueii 3a 2 yaca B 103¢ 40 Mr/M° B Tedenne 15 u 16 st npu Macce
Tena pederka >10 kr u Bo3zpacte > 12 mecsies

Kymynamuenas 0o3a ne onee 480 me/m’

BBenenue npenaparon

[Ipenapatsl pa3BosATCS HEMIOCPEACTBEHHO Niepea mpuMeHeHneM. Heobxonuma
ajZiekBaTHas TuapaTanus. OJTO OCOOEHHO OTHOCHUTCS K JAETAM J0 Troja u JUlsd
npopWIaKTUKA  BEHOOKKIIO3MOHHOW Oonesnu. Kak u B cioywae JApyrux,
MOTEHIMAJILHO TOKCUYHBIX COCMHEHUH, HE00OX0AUMO COOIIOIATh OCTOPOKHOCTH MPH
o0palleHnu ¢ pacTBOpaMH XMMHONpEnapaToB. MOryT BO3HUKHYTh KOXKHBIE PEaKIUH
u3-3a TONaJaHus Ha KOXY pacTBopa XHMHoONpenapaTta. PexomeHmyeTcs
UCTOJIb30BaHUE NepyaTok. Ecnu pacTBOp XuMuoInpenapara monajiaeT Ha KOXY WIIH
CIIM3UCTYI0 O0O0JIOYKY, HEMEIUICHHO CMBITh €ro TIIATEJbHO C BOJOW U MBUIOM.
CoOnronate  HEOOXOAMMBIE MEpBl  MPEIOCTOPOKHOCTH, YCTAaHOBJCHHBIC  JUIS

MUTOTOKCUYCCKUX CPCACTB.

MeToauka NMPoBEIACHUSA MOJIUXUMHUOTECPAIINA



. 2
(pacuet 1103 mpenapatoB ¥ WH(PY3UOHHOU Tepanuu paccuutad Ha S=0,5 m

MMOBEPXHOCTH TeNA)

Jleuenue npoBouTCs Ha (poHe 0bme rupaTamuy B 066éMe 3 1/M°. Benenue
XUMHOIIPENApaTOB IPOU3BOMMUTCS Ha (OHE BOAHOH Harpyske 3im/M°. V NaIueHTOB,
BEeC KOTOpbIX He mpeBbiman 10 Kr u Bo3pacT OOJBHOIO MEHBIIE T0Ja, JO3bI
MpernapaToB IEPECYUTHIBAIOTCS Ha Kujorpamm Beca. llepecuer 103 mpemnaparoB
npousBonwica no ¢opmyne: JO3A + 25 x ke  (u3BecTHas 7103a JenuTcs Ha 25,
MOJIyYeHHOE YHUCIIO YMHOXaeTcss Ha Bec OompHOro pebenka). IIpu mepecuere Ha

Maccy Tena rnpu Bece pedenka < 10 kr BojgHas Harpy3ka coctasisieT 100 Mi/kr.

1 u 2 ii 1HM BBeJleHUS] XMMHUONIPENAPATOB

NaCl 0,9% - 200,0
KC110% - 5,0
(Nel undysus 3a 2 yaca)
#

NaCl 0,9% - 200,0
Carboplatin - 50mg
(Ne2 undysus 3a 2 yaca)
#

NaCl 0,9% - 200,0
KC110% - 5,0
(Ne3 undysus 3a 2 yaca)
#

NaCl 0,9% - 200,0
Doxorubicin - 15mg
(Ne4 mngy3us 3a 3 yaca)
#

NaCl 0,9% - 200,0
KC110% - 5,0
(NeS undysus 3a 2 yaca)



3,4, 5 ii 7HM BBeIEeHUA

NaCl 0,9% - 200,0
KC110% - 5,0
(Nel undysus 3a 2 yaca)
#

NaCl 0,9% - 200,0
Carboplatin - 50mg
(Ne2 undysus 3a 2 yaca)
#

NaCl 0,9% - 200,0
KC110% - 5,0
(Ne3 undysus 3a 2 yaca)
#

NaCl 0,9% - 200,0
ITananrun - 5,0

(Ne4 undysns 3a 2 yaca)

NH®Y3NOHHASA U JESUHTOKCUKALIMOHHASA TEPAIINU

(mpoBOAATCS HA MPOTSIZKEHUN 2 THeH UM MPOI0JIKAETCS M0 MOKA3aAHUAM)

NaCl 0,9% -200,0
KC110% - 5,0
(Nel undysus 3a 2 yaca)
#

5% p-p I'moko3sbi - 200,0
IMananrun — 5,0
(Ne2 undysus 3a 2 yaca)
#



Punrep —200,0

15, 16 ii n1HM BBeJeHMs XUMHOIIPENapaToB

NaCl 0,9% - 200,0
KC110% - 5,0
(Nel undysus 3a 2 yaca)
#

NaCl 0,9% - 200,0
Cisplatin - 20mg
(Ne2 undysns 3a 2 yaca)
#

NaCl 0,9% - 200,0
KC110% - 5,0
(Ne3 undysus 3a 2 yaca)
#

NaCl 0,9% - 200,0
ITananrun - 5,0

(Ne4 undysus 3a 2 yaca)

NH®Y3NOHHASA U JESUHTOKCUKALIMOHHASA TEPAIINU

(mpoBOAATCS HA MPOTSIZKEHUN 2 THeH MJIH MPOI0JIKAETCS M0 MOKA3AHUAM)

NaCl 0,9% - 200,0
KC110% - 5,0
(Nel undysus 3a 2 yaca)
#
5% p-p I'moko3sbI - 200,0
Iananrun — 5,0

(Ne2 undysus 3a 2 yaca)



#
Punrep —200,0

KoanuecTBo KypcoB HeoaablOBaHTHOI Tepanuu B 3aBucumMoctu oT PRETEXT:
1. 2 xypca g PRETEXT II Hu3KOro pricka u mpoMeKyTOYHOI'O PUCKOB

2. 2 —4xypca ana PRETEXT III npomexyTOYHOTO pUCKa.

B rpynne Boicokoro pucka (kpome PRETEXT I) npoBoautcs 2 xypeca IV
(MpyuHOTEKaH+BUHKPUCTHH). B 3aBucHUMOCTH OT 3 deKra:

1.Ecam ecth 3¢ dexT, To 2 kypca DDP/DOXO/CARBO ¢ 2 IV «window
therapy» mmo 1 mMexay Kypcamu

2.Ecsm Het 3¢ pexTa, To 2-4 kypca DDP/DOXO/CARBO

PCBCKLII/II/I NMCYCHU WJIN TPAHCIUJIAaHTAI W BBIITOJHAOTCA B TCUCHUC 4 HEACIIb IIOCJIC 2-4

kypcos IIXT.

15.2 AxblOBaHTHasI MOJUXUMHOTEPANINS

[IpoBonuTtcs no nporpamme: DDP/DOXO/CARBO

AnrwroBanTtHas [IXT noymkHbI HAUThCS B TeUeHHE 42 JTHEH MOcIe onepanuu. 3a
ATOT MEPUOA OJIKHBI OBITH CKOPPETUPOBAHBI BCE MOCICONEPANIMOHHBIC
OCJIOKHEHEUSI.

Opnako Oonee xenaTeNbHO HaYaTh Tepanuio B TeueHue 28 cyrok. Hauano
KQ)KJI0TO [HUKJIa BO3MOKHO, KOT/1a a0COMIOTHOE YuCIio HeTpodmmoB > 750/uL and
TpoMOoumToB > 75,000/uL. Ecnu pesenupyercs 6onee 75% mnedeHu, TO ¢ TOUKH
3peHHs NIeYeHOYHON perenepanuneii Heooxoaumo HaunHath [IXT MuaMyM yepes 2
HEJICNH.

B 3aBucHMMOCTH OT KOJTHMYECTBA MPEONEePAIIIOHHBIX KYPCOB U TPYIIIIHI PUCKA YHCIIO
nocieonepaoHHbIX KypcoB DDP/DOXO/CARBO konebnercs ot 2 10 6.
Huskuii puck

2 kypca DDP/DOXO/CARBO

IIpoMe:XyTOYHBINI PUCK



2-4 xypca DDP/DOXO/CARBO
Bbicokuii puck

2-6 xypcoB DDP/DOXO/CARBO

15.3 Tepanus mocje TPAHCIVIAHTAIUM MEeYEHH

HecmoTpss Ha Bce mpeuMyllecTBa TpPaHCIUIAHTALMM IE€YEHH  IIpU
rernato0yacToMe, OCHOBHOM NPUYMHOM CMEPTH OCTaeTcsi peuuauB 3abosneBanus [4].
[To mamaeiM UNOS (United Network for Organ Sharing) 54% cmepreii mocnie
TpaHCIUIAHTAIIUK HACTYIAET B pe3yjbTare peuuansa 3adoneBanus [2]. B a1oif cBs3u
UCCIIEYIOTCSl KaK IPOrHOCTHUYECKHE XapaKTEPUCTHKU CaMOM OIlyXOJIM, TaK M
BIIUSHUE PEXKUMOB HMMyHOCylpeccud M axbBaHTHOM IIXT Ha BO3HUKHOBEHHE
peuuauBa 3aboneBanus [3]. IlepCHeKTHBHBIM CUHMTAETCS H3yUEHHE MPOBEACHUS
MIOCJIE0BATEIBHOIO TPAHCIUIAHTALIMM TI€YEHW M aJUIOTEHHOH TpaHCIUIaHTalUH
CTBOJIOBBIX T'€MOIIOITHYECKUX KJIETOK Ha (POHE HEMHUenoadlIaTUBHOTO pPEXHMa
KOHAULIMOHUPOBAaHUS OT POACTBEHHOI'O TalUIOMACHTUYHOTO AOHOpa (MaTh, OTEL) C
LEJIBI0 TIOYYEHUSI B MOCTTPAHCIUIAHTALMOHHOM Tepuoje 3¢deKTa TpaHCIUIAaHTAT-
IIPOTUB-OITYXOJIH.

C mnporpeccom B anptoBaHTHOW IIXT cBsA3bIBalOT Hazexay Ha YIydllIeHHE
pe3yJIbTaToB JICYEHHUS. B HaCTOsIIEee BpeMs HET CTaHJapTHOU
nocnerpanciuiantaionHoit I[IXT, a ee saddexkruBHOCTE He M3BecTHa. B Oonbiieit
CTETIeHH, BO3MOKHO, OHA TI0Ka3aHa MalleHTaM, KOTOpble ObUIM OTIEPHUPOBAHBI B CBS3H
C MECTHBIM DPEUUAMBOM 3a00JIEBaHUS WM C HMMEIOUIMMHCSA 10 Hayana JIeUeHHs
OTJAJICHHBIMH METaCTa3aMHU.

[TpoBenenue IIXT mocie TpaHCIJIAHTAIMKM MEYEHU MOXKET OBITh 3aTPYIHEHO B
CBA3M C  OCJIOXHEHMSMM IIOCJI€  TPAHCIUIAHTAMM IE€YEHHM WM  CaMoW
nonuxumuoreparmui. B coobmenun W. Al-Oabandi et al. (1999) wu3 8§
IIPOOIEPUPOBAHHBIX IMALIMEHTOB TOJAbKO 4 mpoBenu aabroBaHTHYr IIXT, a nByx

,Z[eTef/'I €C 3aBCPIINIIA B CBA3U C pa3BUTUCM IMOYCYHOM HEAOCTATOYHOCTH.



CerofiHs HET KpUTEPUEB NMPOTHO3UPOBaHUS 3 dekTuBHOCTH aabtoBaHTHOM [TXT
nocje TpPaHCIUIAHTALMK T€YeHW MpH remaroOnactoMe. JlanmpHeilee u3ydeHue
OMO0JIOTMH renaTodIacTOMBI M 3aKOHOMEPHOCTEH OIyXO0JIEBOM MPOTPECCUU TIOMOKET B
OyayeM 6osee 3¢p(peKTUBHO yHpaBiIATh Tepanrel JAaHHOTO 3a00JIeBaHUs y JETEH.
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AJITOPUTM aABIOBAHTHOM Tepanuu M0cJie TPAHCIJIAHTAIINH IIeYeHH

A. IlepBuYHasA TpaHCIUIAHTAIMs (OIyXOJb YyBCTBUTEIbHA K HEOAIOBAHTHOU
I1XT)

1. 2 xypca agproBanta CDDP/DOXO/CARBO

b. [IlepBuunasi TpaHcmiaHTanmusi (OMyXOoJdb HE  YYBCTBUTEIbHAa K
HeoaatoBanTHou [1XT)

1. AnmoreHHasi TpaHCIUTAHTALUS +/- UMMYHOTEpaIus

B. Jlo6as nepBHYHAsg TPAHCIUIAHTALMA BHE  3aBUCUMOTH  OT
YyBCTBUTEIBbHOCTU HAa MHIYKIMOHHYIO Tepanuio (HeT Hopmoauzauuu yepes 30 cyTok
ypoBHs ADII)

1. AnmoreHHasi TpaHCIUTAHTALUS +/- UMMYHOTEpaIus



I TpancmanTanumsa mo NOBOAY penuauBa  3a00/1eBaHUSl MM
HepaMKAJIbHON pe3ekunu (ecTb HopManuzauus ypoBHs ADII)

1. 2 xypca Mpunorekan+BuHKkpucTuH

J. TpancmuiaHtamusi 10  MOBOAY penuauBa  3a00JeBaHMA  WJIH
HepaauKaIbLHOI pe3ekunu (HeT HopManuzanuu ypoBHs ADII uepes 30 cyTok)

1. AnnmoreHHasi TpaHCIUIAHTALUSA+/- IMMYHOTEPATTHSI

15.4 TokcUYHOCTHL

I'emaTto/iornyecKkas TOKCHYHOCTD
AHamu3 KpoBH (TPOMOOLMTHI, JEHKOIMTHI, TE€MOTJIOOWH) IOJIKEH OBITh

BBIMIOJIHEH JI0 Hayajga XMMHOTEpanuu BceM namueHtam. KapOomnatun w
JTOKCOPYOUITMH MOTYT BBOJUTHCS HPU YCIOBUH €CIU HEUTPOPUIOB > 1000/mm3 u

TPOMOOIIMUTOB > 100.000/mm3 . [TpennoururensHel 3anepkars Havaino IIXT,
HeXenn pexaynupoBath 103bl. Ecnmu 3agepxka IIXT mnpoucxomut Oonee omHOIM
HEJ/IeIH, TO He00X0AUMO YMEHBIIUTH J103bI MIpenapatoB Ha 25% B cieayromeM Kypce

Y MCTIOJIb30BaTh IPaHyJIOLUTCTUMYIUpYIoero ¢pakropa. Eciu B pe3ynbraTte Tepaniu

pa3BuBaeTcs Tsbkenass HeuTporneHus( < 500/mm3) B aCCOLMALMU C JIMXOPAAKOU M

CEeTICUCOM WJIM TsDKeNoM wuHpekuuendn w/wimm TshKenod TpombonuroneHueit (<

10.000/mm3  Goxee 5 mueit) ¢ KPOBOTEUYEHHEM, HEOOXOAMMO Ha CIYAYIOIIUN Kypc
ymeHbuTh 103y [IXT Ha 25%. Ecnu nocneayromuil Kypc He OCIIOXKHSETCS, TO 103y
mpernapara yBEJIMYMBAIOT 10 MPEXKHEHI'O YPOBHS. AHemus: aHEMUS HE SBISCTCS
OCHOBAaHHEM Il W3MEHEHHs Teparuu. Tpancdysus kpoBu HeoOXoauma MpU
nokasaressx remorioouna 70r/m.

OTOTOKCHYHOCTH

I'panynpoBaHHy0 cucreMy morepto ciyxa mnpemioxun P. R. Brock et al
Hcnonezyercs B B SIOPEL 3. TmiarenpHblii MOHUTOPUHI OCYIIECTBIISIET SKCIEPT
aynuosior B TeueHus: kypca CDDP. Ilpu nanmnuum 3 u 4 creneHell OTOTOKCUYHOCTH
LUCIUIATHH J0JKEH OBITh OTMEHEH.

Pan:kuMpoBaHHas IIKaJA MOTEPH CJIyXa B pe3y/ibTaTe HUCIJIATHHA



bunamepanvnas nomeps ciyxa Pane Obo3nayenue

<40 dB at all frequencies 0 None

> 40 dB at 8,000 Hz only 1 Mild

> 40 dB at 4,000 Hz and above 2 Moderate
> 40 dB at 2,000 Hz and above 3 Marked
> 40 dB at 1,000 Hz and above 4 Severe

Kpowme Toro B iuTeparype ecTh yKazaHUE Ha yBEIMUEHUE OTOTOKCUYHOCTH pU
HazHaueHUn CARBO u CDDP. MOHUTOPHHT B IUIaHE OTOTOKCUYHOCTH JJOJKEH
OCYIIECTBIIATHCS HE TOJIBKO B ITPOLIECCE JIEYEHMSI, HO U [TOCIIE HETO.
Hedporokcuunocrb

HedpoTokcnyHOCTh IMCIIATHHA JJ0303aBUCHUMa M WHOT/IA MPOTEKAET TSKEIIO.
CDDP ne naet 00nbIIyl0 HEPPOTOKCHYHOCTh y MJIQJICHIEB, YEM Yy CTapIIUX JETEH.
N3mepenue kpeaTuHa B IJIa3M€ M KIMPEHCA KpEaTMHMHA HE HAEXKHBbIE KPUTEPHUU
YPOBHS TOBpEXJIEHHUS (DYHKIMH IMOYEK IUCIUIATUHOM. TIIaTenbHOE H3MEpeHHe
riomepynspHoro ¢unbTpannonHoro mnokazatens (GFR) mo kmupency wuzoroma
SBIACTCS TOYHBIM METOZOM MoHHTOpuHTra GyHkimun mouek. Cr'' EDTA GFR

ABSIJICTCS. IIPEAIIOYTUTENIIBHOW TEXHOJIOTMEH. B ciydasx Ccepbe3HOro COKpalieHus

S'CrEDTA GFR (<60 ml/min/1.73 m2), To IPEKPALIAETCs BBEACHNUE LIUCIUIATHHA.

Ecnmu 3Ta TeXHONOTHS HEAOCTYNMHA KIMHUKU, TO (YHKIMIO TIOYEK OIICHHWBAIOT
0 KIIMPEHCY KpeaTHHHHA.

TyOynsipHass TOKCHMYHOYTH MOXET OBITh NPUYMHON «IOTepW» MarHusi B
pe3yabTaTe dYero pa3BUBAETCS TUIIOMArHUEMHUs, IOITOMY PEKOMEHIYETCS ero
KOppeKIHsl 3a cue mepopaibHOro mpueMa. CHIDKEHHE KOHICHTpAallMd MarHusi He
SBIISICTCS OCHOBAHUEM ISl MPEKpAIICHUsl BBEIEHHs IMCIIaTUHA. | MmoMarHueMus

MOKCT NCPCUCTHPOBATH B TCUCHUC JICT MTOCJIC OCTAHOBKU TCPAIINH.

I/ISOJII/IPOBaHHaﬂ raCTPOUHTECCTUHAJIBbHAA TOKCUYHOCTD

PBoTa O0OBIYHO BO3HHMKAET B TEUYEHHE HECKOIBKHX YacOB TIOCIE BBEICHHS
JokcopyOunna.  JleueHue CHUMNTOMATHYECKOE W pPENKO TpeOyeT H3MEHEHHs

Tepaluu.



EI/Ia[ZGH c umn 0Oe3 PBOTHIL qame BCETO BO3HHMKACT IIOCIIC I/IpI/IHOTeKaHa. IIo
IIOKa3aHUAM Ha3HA4YarTCA CHAa3sMOJIIUMTUKH, KHIICYHBIC AHTUCCIITHUKH, I/IH(I)y3I/IOHHaH

Teparnus.

3anop BO3HUKAET NpU NPUMEHEHUM BUHKPUCTHHA. B ciydae mnapaJuTudyeckoro

ujeyca BUHKPUCTHH IIpepbIBaeTcs U HaunHaercs B 50% no3e.

I'enaTOTOKCHMYHOCTD.

OcnoxHeHHs: MOTYT BOSHUKHYTH Ipu BBeJeHUn JlokcopyOurmna. [lamueHTs ¢
IucyHKIMEeH TeueHH TINATeNbHO OOCIeAyIOTCS. BHHKPHCTHH TakXke MOXKET
YBEJIMYUTH F€NaTOTOKCUYHOCTD.

HeTt crangapTHBIX KpUETpUEB ONpEeAETIeHHs peXKUMa BBECHHS TOKCOPYOHUIIMHA
npu nedeHoyHou auchyHkimu. Kaxercs pasyMHbIM pekoMeHnoBath 50% penyKIuio
10361 DOXO ecnu obuwmii 6umupyous > 3 mg/100 ml w/unu yposenr AST, ALT
Ooonpiie yeM B 5 pa3 or HOpMbl. NB Tokcmunocth or DOXO pasBuBaercs
Ype3BbIUANHO PEAKO, MO3TOMY MPH MOXKbeMe (EPMEHTOB HEOOXOIUMO HCKATh B TOM
qucie ApYyrue NpUYMHBl (BUPYCHYIO Tpupoay). [{o3sl kapOomiaTHHA M IHUCIUIaTHHA
HE JI0JKHBI U3MEHSITHCSL.

Berpsinas ocna nian Herpes Zoster.
[TameHTrl, KOTOpBIE 3a00JE€BAIOT BETPSIHOM OCIOW MM TepreTHYECKOi
uHOEKIed, MnomyyaroT ANMKIOBHP W HE HCKIIOYAIOTCS M3 NPOTOKONA, a

MpOAOJIKAKOT JICHCHUC CITYCTA HCACIITO ITOCJIC PA3PCIICHNA ChIIIHN.

Kapauosnoruyeckasi TOKCHYHOCTh

He cymectByer oOWmENpUHATHIX pPEKOMEHIAIMKA, Ha KOTOPHIX MOXKET
06asupoBarbcsi  jgosupoBaHue  JlokcopyOurnmHa. EcTh  mpeamoyoxeHus, —4UTO
KapJIMOTOKCUYHOCTB 3TOTO Mperapara MOXXHO CHU3HUTh, €CITU BBOIUTH JloKkcopyOuInH
B TeueHHe 24 4acoBOi HHPY3HH.

MonuTopuHr paboThl cepama oOs3areneH, Bkmovamomuil DKL u 3XO-
Kapauorpaduio, MpOBOAUTCS Tepen MepBbIM BBeAeHHEM JlokcopyOuiuHa, 1o
JOCTHKEHUH KyMYJISITUBHOM 10361 200 MI/M y HAUMEHTOB C JIOKaJIW30BaHHBIMU
CTaaUsIMHM M TI0O OKOHYAHHH JICUCHHUS (B TEUCHUE 3 MECSIIEB OT MOCIEIHEr0 BBEICHHS

aAHTPALMKIINHOB).



Heo6xonuMo BpeMeHHO NIpepBaTh Ha3Hau€HHE JOKCOPYOHMIIMHA TPU CHUKECHUU
¢pakuun BeIOpoca Huxke 29%. CHmxenue dpaxmuu 6onee yem Ha > 10%, HO mpH
stoMm OB ocraercs > 29% (OB 42% — SF 31%) moxer Takxke 0TpakaTb CEPbE3HbIE
HapymeHus QyHKIUH cepara.

Cnycrss 3 Hemenu noBTOpsitoT DXO-kapauorpaduio M ecid BO3MOXKHO BBEJICHHE
JokcopyOuraa Bo300HOBIsIIOT, HO OKI' mmu DXO-kapauorpaduio BBITOTHSIIOT

nepes KaxapiM BBeaeHue JJokcopyOuinna.

HeBposaornyeckasi TOKCHYHOCTH

l'unotonust u runopediaexcust — rnaBHble ModouHbIe 3¢ dexTsl Bunkpuctuna.
MoryTt HabmonaTbes 00Jdb MpHU TIOTAaHUH, XPHUIOTa, OO0Nb B 4YeTIOCTH. B cimyuae
nepugepuyeckux napanuiend, 00Ju B HOrax OTMEHSIOTCS 1B 1036l BUHKpHCTHHA, a

MOCTIETYIOIIUE CHUKAIOT 10 2/3.

HenepenocumocTs npeonepanioHHON XMMHOTEPAIHH.

I'maBHBIE KPUTESPHUHU IPEKPALICHUS XUMHOTESPAIINH:

1. TnyGokas TtpombouuTonmenus (Tpombormtsl <50x10°/1) ¢ wnmm  Ges
reMOppParuiyeckoro CHUHAPOMA, ACCOLHUHPYIOIIUECS C BEHOOKKIIIO3MOHHOMN
00JIE3HBIO:

- Oonmp B JKMBOTE€ C JHMapeei, acIUT, OTEKH, TemaTOMEraius, OJIUTypus,
JIMXOpaJKa U KENTyXa; C KOXKHOU 3PUTEMOM, IIETYIIEHUEM U 3YI0M.
2. Cepbe3Hble HEBPOJIOTMYECKHE OCIOKHEHUS C TapacTe3nsiMu, MapainyamH,

cyZoporaMu, KOMON U aMaBpO30M.

HonnepxkuBarwmasi repanus.
Haznauenne mnopnepkuBarIIel TEpanud HAXOOUTCA B  KOMIIETEHUUH
JIeyalero Bpaya.
Crabumenvhble Ha3HAYAlOTCA JUIsI MPOQPWIAKTHKH 3allOpOB  TIPU  BBEJACHUU
Bunkpucruna.
[Ipu mpoBeneHUM JTy4eBOW Tepamuu IMOKa3aHa ouema ¢ UCKIIOYeHUeM JIAKmOo3bl,
caxaposvl u kineuxosuuvi. C 1enpl0 TPO(UIAKTUKA THEBMOLKUCTHOW MTHEBMOHHUH

peKoMeHJlI0BaHO HazHaueHue Kompumoxcazona (bucenmon). G-CSF  noinkeH



BBOJUTCA GOHBHBIM, noJIydaromuyM JICUCHUC 110 IMPOTOKOJIY BBICOKOI'O pPUCKaA II0

IMOKa3aHUusAM, KOTOPLIC ONIPCACIACT neqamnﬁ Bpay.

9. OC00eHHOCTH aHECTEe3HO0JIOrHYeCKOro Mocoous

Bce TtpaBmartuuHble omnepanuu HEU30€KHO COMPOBOXKIAIOTCS PA3BUTHEM
«XUPYPTrUYECKOI0 CTpECCa», KOTOPBIM MOXKET MPHUHATh XapaKTep BbIPAKEHHOU
3aTSHYBIICWCS  cUMIIATOAApeHanoBo  peakuuu. [losromy, rmmaBHas 3axava
aHecTe3uoJiora - 3alllMTa MalKdeHTa OT MaryOHbIX MOCIEICTBUI HEKOHTPOIUPYEMOit
CUMIIATOAJPEHATIOBON pPEaKLUU, YTO JOCTUrAETCsl MPUMEHEHHEM CIELUAIBHBIX MEp
AHTUHOLMIENTUBHOM  3ammThl. OJTa  KOMOMHHMpOBaHHas  cOajJaHCHpOBaHHAS
MHOTOKOMIIOHEHTHAsl aHEeCTe3Us ¢ DSIHUIYypAJbHOM aHaimbre3uei. B Takoil cxeme
aHEeCTe3WW TJIaBHAs POJIb - HCIOJIBb30BAaHUE SMUIYPATbHONW OJOKaIAbl MECTHBIMH
anecretukamu (ponuBakauH 0,2%) B codyeTaHUU OMHOUIOB ((PEHTAHUI, TPOMEION).
OnuaypanbHas aHaJble3usi WIPAaeT Ba)KHYIO pOJIb HE CTOJIBKO Ja)ke BO BpPEMs
OIepaluy, HO, YTO elle 0oJiee BaXKHO, B IEPHOJ] MPOOYkKAECHUS U B KAUeCTBE CPEJICTBA
MOCICONEePAIMOHHOT0  00e300MMBaHus. DNUAYpaJbHBIA KaTeTep CTaBUTHCS [0
ormeparuu Ha ypoBHe Th 8§ — Th 9, obecmeunBas Takke paHee BOCCTAHOBJICHHE
NEPUCTATIBTUKN KUIIEUYHUKA.

Wnpykuust aHecTe3ud MPOBOAAT MO OOMIMM MpaBUiaM CeBO(IypaHOM.
OnHo3HauHO, HaJ10 U30eraTh PropoTaHa.

UBJI - uzberatey I1JIKB, uncmonab3oBaTh HeOOIbIINE AbIXaTelIbHbIE 00BEMBI,
n30erartb IepepacTHKEHUS JETKUX.

Heo0xoauMo moAaroToBka OONBHOTO MPOTHO3UPYEMOH HHTpPAONIEPALMOHHOM
MacCHBHOI KpOBOIIOTEpH: OOECIeYeHHe JA0CTyIa B BEHO3HOE PYCIIO, MO3BOJISIONIHIA
MOJIEP>KUBATh BBICOKYIO CKOPOCTh MH(Y3HUH, MPEBBIIIAIONIYI0 TEMIT TOTEPH KPOBH.
3-4 xpynHble BeHBI (LEHTpAJIbHBIC W/UIH TIepudeprudeckrue) KaHIOIIMH (KaTeTepamMu)
kamuOpa 16 G uiaM Tak Has3bIBaeMble T'€MOJMAIM3HbBIC JBYXIPOCBETHBIE KaTETEPHhI
kamuOpom 16+16 G. DTu KaHIONU JOMHKHBI OBITH PACIIOJIOKEHBI B BEHAX, KOTOpbIE
HaxXomATCS B (YHKUMOHUPYIOUIEM COCYJUCTOM pyclie, He OJOKHPOBAHHOM
MaTOJIOTUYeCKMM O00pa3oBaHMEM M HE TOAJEKAIIeM IMEepeBs3Ke B Ipolecce
XUPYPrUUE€CKUX MaHUITY IS,

B nponecce BBINOIHEHMSI PACHIMPEHHBIX PE3EKIMM IEUYEHW BO3MOXKHA OCTpas

kpoBonoteps. [ToaToMy, cHavanga onepaTUBHOIO BMEIIATEILCTBA MPOBOIMICS 3a00p



KPOBH U3 OINEPAllMOHHON paHbl C IEJIbI0 ayTOJOTMYHOW TeMoTpaHc(y3uu c
ucnonb3oBanuem amnmnapata «Cemn CeliBep» C.A.T.S ¢upmbr «Fresenius» meronom
BO3BpaTa ayTOKPOBH BBICOKOW CTENEHBIO OYUCTKH «on line». B apcenane
aHecTe3uoyiora HEoOXOIWMO TOATOTOBKA OOJBIIMX /03 CBEKE3aMOPOKEHHOM
IUIa3MBbl, JPUTPOLUTAPHON B3BECH M KOJUIOMAHBIX PACTBOPOB (BOIIOBEH 6%) 1uIs
nogaepxxkn OLIK. IIpu HeoOxoaumocTH, ISl cTaOWIM3alUU CEepACYHO-COCYTUCTOM
NESATEIbHOCTH TPUMEHSIOTCS aJApPEHOMHUMETHKM - JOoNMuUH (B Oera 103ax).
CorpeBanue 00JBHOTO 00s3aTENBHO (OMESATIOM), TIOJOTPEB B/B KHUAKOCTEH TaKKe.
[InanoBast mnpeBeHTHUBHAs  aHTUOAKTEpHalNbHass  Tepamusi (YUUTBIBasg  TaKxKe
O0COOCHHOCTH TaIlMeHTA).

Monutopunr — Kpome cranmaprHoro Habopa mokaszateneil Heooxomaum LIBJI.
YpoBeHb 0 5 MM.PT.CT., @ TaKXK€ Ha HadaJIbHbIX dTanax omepauuu (10 pe3eKIUH
MIEUYEHHU) CleyeT M30erarb arpecCUBHOTO BOCIIOJHEHHS 00BEMa LUPKYIMPYIOLICH
KpOBH, J€p)KaTb IMAalMEHTa B COCTOSHUM YyIpaBisieModM rumnotoHuu. Ilpu
MIPOTHO3UPYEMBIX KpPOBOTEUEHHH Takke HEOOXOIUM HMHBA3HUBHBIH MOHUTOPHUHT
apTepHaJIbHOTO JaBJIEHUS (KaTeTepu3alys Jy4yeBO apTepUH), UTO MO3BOJSAET TAKXKE
KOHTPOJIMPOBATh Ia3bl apTEPUAIBHON KPOBHU, KUCIOTHO-OCHOBHOE COCTOSIHUE KPOBH.
B 3aBucumocTH OT cOCTOAHUSI OOJBHOIO, BO3MOXKHO OJKCTyOamus  Tpaxew IIo
OKOHYaHMU onepanuu. IlepeBon Oo0sbHOTO ¢ SBNUAYPaIbHOM aHaibre3ueil B

OTACIICHUC pCaHUMAlIUH.

Ocobennocmu anecme3onozuieckozo o0becnevyenus npu JAAnapoCKONUYECKUx
pe3eKyun neuenu

OCOOCHHOCTBIO ~ aHECTE3HOJIOTUYECKOr0  OOECIeYeHHs  JIanapoCKOIMHU
ABIISICTCS HAIWYKE MHEBMOepUTOHEyMa. [loBbIIeHHOE BHYTPHOPIOIIHOE AaBICHHE U,
KaK CIIE/ICTBUE, OrpaHMYEHHE MOABWKHOCTH AuadparMbl MPUBOAUT K PACTKUMOCTH
JerOYHOW TKaHW. BO3HMKAIOT MHKpOATENeKTa3bl, YMEHBIIAETCS (DyHKIMOHAIbHAS
OCTaTOYHAasE €MKOCTh JIETKHX, MOSBISIIOTCS M TNPOTPECCHPYIOT BEHTUISILIMOHHO-
nepdy3uOHHBIE HApYIICHUS, pPACTET JIETOYHOE IIYHTUPOBAaHUE, TUIOKCEMUS,
Pa3BUBAIOTCS TUMOBEHTWISALMS M TUIEPKAIHUA, IbIXaTeNIbHBIM auumo3. Bce 3tm
(akTOpHI CYIIECTBEHHO BIMAIOT HA OPraHu3M peOeHKa BClIeACTBHUE (PU3UOTOTHUECKUX
ocobenHoctei BcackiBanuss CO; yepe3 OpIOIIMHY, MAJIEHBKOTO 00beMa U PE3EepPBOB
BEHTWJISILMM JIETKUX. B 3TOM cBsA3M, 3HHOTpaxeanbHass aHecte3us ¢ MBJI B pexume

TUIIEPBEHTWIALIMN U yBEJIIMYEHHE MUHYTHOTO oObema BeHTWIsimuu Ha 20-30% (mox



KOHTPOJIEM IOKa3aTelNeil ra30B apTepHau3upOBaHHON KPOBHU) MO3BOJISIOT U30EkKaTh
N0JOOHBIX HAPYIICHUH.

IIpumep - npomoxon amecmesuu nayuenma 4 nem, Komopomy Obviia
6bINOJIHEHA MPUCECMEHMIKMOMUSA, CONPOBONHCOABUIAACA KPOBOMEUEHUM

B cocrosiHun MeTuKaMEHTO3HOTO CHa OOJBHOI MepeBe/cH B ONEPAlUOHHYIO.
Jlexcamera3on 2 mr. Muaykuus anecte3uu: ceBopaH 1o 7 00%. Ha untyGamnmio:
dentanun 0,005%-2,0; aumbexc 3,2mr. BcemomoraTenbHas BEHTHIISALUS JIETKUX.
WuTybanus Tpaxen opoTpaxeanbHoil TpyOkoit Ne 5 ¢ mamxkerkoil. IBJI Ha anmapate
PRIMUS (Drager) B pexxume HOpMO U TunepBenTwsinuu. Ha ypoBHe Th7- Th8
MPOM3BEACHA MYHKLHUS M KaTeTepHU3alus SIHIYypAIbHOTO MPOCTPAHCTBA KATETEPOM
18 G. Tecr-no3a muaokanH 2%-20 mr. OcCHOBHasl aHECTE3U: AMUYPaIbHO: HAPOIUH
0,375% - 2,0 + cmecwy HapommH 0,2% u denranmna 100 mkr 3,2 mun/4a. [locraBien
xemygpounbiid 3084, FiO 2 =0,5- 1,0. MoueBoii katerep. [lognepxaHue aHeCTE3HH:
dentanun 0,005%-2,0; ceBoparn 10 2 00%. Muormerus obecriedeHa MOCTOSHHOM
uHdpy3uel HUMOekca B 103e 1,6 mr/gac.

B 10.00 B/B BBenen dpoptym 0,5 Tp.

Y4uuThIBas TOKATU3AIUIO OIYXOJIH, 3aIUIAHUPOBAHHYIO KPOBOIIOTEPIO CHAavasa
OIEPAaTUBHOTO BMEUIATEIHCTBA MPOBOAMICA 3a00p KPOBU M3 ONEPAIMOHHOW PaHBI C
LENbl0 AyTOJIOTHYHON remMoTpaHcdy3mu c¢ ucnoib3oBanuem anmapara «Cesn
CeiiBep» C.A.T.S ¢pupmsbl «Fresenius» MeT010M BO3BpaTa ayTOKPOBH BBICOKOMH
CTENeHbI0 OYUCTKH «on line».

CrneBa kareTepu3upoBaHa JiyueBasi apTepusi 0€3 TEXHHYECKHX TPYIHOCTEH.
[Tpo6a Anena orpunarensHas. [lo OkOHYaHUU Onepanny yJajieH KaTeTep U3 JIy4eBOi
apTepuu.

Bo Bpems omepanuu mpoBOAWJICS MOHHTOPUHI B cienyromeM oObeme: Al
unBasuBHoe 120/80-110/70-50/20-106/65 mm pr.cT.; HCC 124-133-110-105-99 yn. B
muH; SpO2 = 100%, Et CO2 — 33-26- MM pT. CT., Ta3bl apTEPUATTUZUPOBAHHON U
apTepuaNbHOM KPOBH, 00.aH. KPOBH.

VYurennas kposonoteps: 3000,0. Moun: 450 mi.

[Tpokanano: ¢wuz.p-p 600,0; p-p Punrepa 1400,0; BomoBen 6%-1500,0;
cBexke3amoposkenHas masma AB (IV) Rh+ 300,0 + 300,0 + 300,0 = 900,0 mn. Op.
B3Bech AB (IV) Rh+ 250,0 +330,0, ayrokpoBb 600,0, Tpomeramoina 260.0, rimoko3a
5%-150,0.



[Ipn paHeHWMM KpPYIOHBIX COCYIOB TE€MOJAMHAMHUKA  IOJIEPKUBATIACH
MOCTOsSIHHOM nH(pYy3uel nonmuHa 5-7-10-3 MKr/Kr/MHUH.

B/B nmexcamerazon 14 mr. B compoBoxaeHUM aHecTe3uosiora OOJIBHOH, C
MOAJEPKKON JBIXaHUS MENIOKOM «AMOY» MEPEeBOIUTCS B OTACICHUU pEaHUMAIIH
Ha NBJL.

WNudy3uonHas mporpamma B OTACICHUN pEaHUMAIUN B paHHEM
MOCJICONEePAIIIOHHOM IEpHO/IE:
1.06e300muBanue: snuaypanbHo HaponuH 0,2%- 3 mu/4
2. poptym 0,5 rp B 18.00, 2,00 B/B MeaneHHO
3. P-p I'moxo3a 5%-200,0x1 p

But.C5%-5,0
4. p-p I'moko3za 20%-200,0x1p

Wnc 8 exn
5. P-p ratoko3st 5%- 75,0

P-p HoBokauna 0,25%- 75,0x1 p

6. ®us. P-p 0,9%- 200,0x1p
But.B1-0,5
7. ®u3. P-p 0,9% - 200,x1p
But.B6-0,5
8. Humenpon 1%-1,0 x2 p
9. Humunon 1,0x2 p
10. Kontpons: OAK, OAM, 6/x, snextponutsl B 18.00,
22.00.
11. Bomosen 6%- 200,0x1p
12. Punrep 200,0x1p

10. Xupypruueckuii 3Tamn Jie4eHus: H peKOMeHIAIHH.

17.1 buoncus omyxoJu
B wuccnenopanuu SIOPEL — 1 20% mnanueHToB He UMeTH MOP(HOIOTHYECKOTO
JMar’Hosa J0 Havaja JieueHue. /luarHos3 cTaBWJICS HA OCHOBAaHUHU KIIMHHUKHU (BO3pacT,

1oJ1), ayueBoil cuMuotuku U ypoHs A®IIL. B SIOPEL — 3 u3 255 nanuento y 172



IrarHo3 ObLI OCTaBJIEH HA OCHOBaHME OMONICHH, a 83 — HA OCHOBAaHUH KIMHUYECKUX
JTAHHBIX.

B Hamem wuccienoBaHWM, €CIM BO3MOXHO BBIIIOJHUTH Ha IEPBOM 3Tale
paaukanbHylo opraHocoxpaHHyro pesekuuto (PRETEXT I), BHe 3aBucumMoctu OT
YPOBHSI MapKepa, TO OMOIICHsI HE TIPOU3BOUTCS.

B nporokomax COG nekapCTBEHHOE JIEYEHHWE HE HauyMHaeTcs 0e3
MOp(OJIOTHUECKOM Bepr(pUKaLIUU IUArHO3a.

Mpsl npuznepKuBaeMcs TOYKH 3PEHHUS, 4TO OHOICHs OMyXoiu O0OOCHOBaHA
KoTrja:

1. umerorcs Mapkep-HeratuBHele omyxonun PRETEXT  IVIIVIV, npu
muddepennmansHoil nuarnoctuke (APII < 100 Hr/m).
2. TpH IJIAHUPOBAHUHU TPAHCIUIAHTALIMYU ME€UEHU (MPH JIarapOCKONUU BO3MOKHO

KpOME TOT'O OLIEHUTh UHTPaaOJOMUHAIBHYIO PACIIPOCTPAHEHHOCTD ).

3. Bospact MeHbmie 6 MecsneB, koraa mnoBbimeHue A®II moxkeT OBITh
00yCJIOBJICHO BO3POCTHOW HOPMOM U JPYTUMH OIYXOJISIMU

4. Bospacr 6onee 3 ner, s nposeaenus auddepennunansaoro quarsosa ¢ I'LP

Marepuan noyiydaroT B pe3yJbTaTe JIAmapOTOMHH, JIATAPOCKOITUYECKITUU HUITH
YPECKOXKHOW MYHIMH (TOHKOUTOJIBHOM mim tru-cut) mox Y3U waBuranumeit [1]. Jdns
WCKJIIOUEHHS] OIyXOJIEBBIX OTCEBOB W PE3UAMBOB IO XOAY WIJIBI, ITyHKIIHIO
MIPOU3BOIAT Yepe3 MApeHXUMY MeUeHH, KoTopasi Oy/eT B IOCIECTBHE PE3eIIMPOBAHA.
Heo6x01uM0 BBIOTHATH HECKOJIBKO BKOJIOB ISl YBEPEHHOCTH, 4TO MOpdosor Oynet

HUMCTh HOHHOHCHHBIﬁ MaTrcpurall.

Metoauka oOnoncumn

Pa3pe3 koxu 1,0 cM mox mynkom, MHEBMOIIEPUTOHEYM uriioll Bepema, B
OpIOIIHYIO MOJIOCTh BBOIUTHCS MOpT 10 MM M jamapockomn. BeimosHseTcst peBU3Hs
OpIOIIHOM MMOJIOCTH M MaJioro Ta3a Ha MpeiMeT JAUCCEeMHMHAIH. YCTaHaBiIuBaeTcs |
wii 2 mopra 5/10 MM B 3aBUCHUMOCTH OT PACIOJIOKEHHUS OIYyXOJIEBOTO y371a H
MHTCHCUBHOCTH KpPOBOTEUEHHsI M3 Mecta Ouoncuu. Ilocie BBISBICHUS OMyXOIH H
OIIpEeJICJICHUs] TIOPAKECHHBIX CETMEHTOB IEYEHH, MUCIOJIb3Ys MOHO WM OWITOJISPHBIMA
KOAryJsiTOp, BBINOJNHSIETCA KOAryJsiliisg BOKPYI ouara Jjsi HpeaynpexacHUs
mud¢y3Horo kpoBoredeHus. C TMOMOIIBIO IHAOCKONMUYECKOW OWOTICHITHON MarKu

BBLIIIOJIHAETCS MHOKECTBEHHasl OMOIICUS OITyXOJICBOT'O Yy3Jia, B CJIy4dac BBIABJICHUA



HECKOJIbKUX OITyXOJIEBBIX 00pa3oBaHMU MaTepHai Oepercsi U3 HECKOJIbKUX Y3IIOB.
buoncun Tak ke IMOABEPraroTCs IMOJO3PUTENIbHBIE YYaCTKH, OOHApy>KEHHBIE IPH
pPEeBU3UM U yBENUYEHHBbIC JTUM(OY3/bl B 00JaCTH TremnarolyaacHaTbHONH 30HBI.
Koarynsusi BBIOTHSAETCS MOHO WJIM OWIIOJISIPHBIM KOAryJsITOPOM TOJIBKO MOCTe
3aBepIleHHs 3a0opa MaTepHajia WM B Clyyae BBIpaXXEHHOrO KpoBoTedeHus. [lpu
HEOO0XOIMMOCTH B 00JIaCTh Je(eKTa YCTaHABIUBACTCS I'€MOCTATHUECKUI MaTepHal.
Ha cyTkn ycranaBiuBaeTcs CTpaxOBOYHBIM JpPEHAX, KOTOPBIM IMOJBOAUTHCS K MECTY

ouoncuu 4gCcpe3 OAUH U3 YCTAHOBJICHHLIX MOPTOB.

Jlutepartypa
1. Czauderna P., Otte J.B., Pritchard J. et al. Guidelines for surgical
treatment of hepatoblastoma in the modern era. Recommendations from the
Childhood Liver Tumor Strategy Group (SIOPEL) of the International Society of
PediatricOncology (SIOP). // Eur. J. Cancer. — 2005. — Vol. 41. — P. 1031 — 1036.

17.2 Xupyprudeckasi MeTO10JI0TUsI

B Hacrosiiee BpeMsi, HECMOTPSI Ha BBICOKYIO UYBCTBUTEJIBHOCTH OIYXOJHU K
XMUMHUOTEpANuu, HeOOXOAMMO IUIAHUPOBATH MOJIbKO PAOUKATIbHOE XUpypzuyeckoe
éMeuamenbcmeo C SKENaTeIbHBIM BBIMOJHEHHEM JHUM(OIUCCEKIIMM B OOJIACTH
remnaro-1yoJIeHAIbHON CBSI3KM W O0mIel medeHouHou aprepun. OTpagHO, dUTO
nporpeccupoBaHie 3a0ojieBaHHMsS IOCIE PAJAMKAILHO BBINOJHEHHON —ONEpauu
npoucxomut penko. ITo manaeiM SIOPEL (Childhood liver tumor study group of
SIOP) u3 757 onepupoBaHHBIX JIeTei pelUIuB 3a00JeBaHUs Pa3BUIICA TOJIBKO y 56
(7,4%) [5]. Ecnu omepanusi BBINOJHEHAa HE PaJUKAIbHO, TO TMPOTHO3 Y TaKUX
MAIMEeHTOB HEeOIAroNpUATHBIHN, EPCIEKTUB HAa U3JI€UCHHE Ype3BbIuaiiHo Mao [4].

B nurepatrype HET CTpOrMxX pEeKOMEHIAIM B IUIaHE JIMM(OIUCCEKIIMUA BO
BpEMS BBINOJIHEHNS PE3EKLIUU NIEYEHU B CBA3H C Ka3yHMCTUYECKU PEIKUM MOPAKEHUEM
TUM(ATHYECKUX Y3JI0B TeNaToAyOJCaHIbHON CBSI3KH, BJIOJIb COCYZOB UYPEBHOTO
CTBOJIa U OTCYTCTBHEM JAHHBIX O JIOKAJIBHBIX B HHUX PELUUAMBAX. MBI BCTPETHUIIH
tonsko B cratbe G.E. Tomlinson u M.J. Finegold «Tumors of the liver» xuurm
«Principles and Practice of Pediatric Oncology» no pen. P.A. Pizzo u D.G. Poplack
(2001)  pexomeHmamMM K  BBINOJHEHHIO  JUMQOIMCCEKIMH B 30HAX

rernaToay0/ICHAIBHON CBS3KM M OOIIEH MeueHOW apTepHH, Kak IyTsSX PEerHOHAPHOTO



orToka JIuMpsl. bonbmmHCTBO aBTOPOB pekomenayeT npu ['b 6patk muMdoy3nsl st
HCCIIEIOBaHMS, €CJIM OHHM YBeJIMYEHBI U eCTh M003PeHHe Ha HX NTOpPaKeHue.

I'b ocraercs Xupyprudeckou MAaTOJOTHM, TaK KaK CYIIECTBYIOT  TOJIBKO
Ka3yHUCTUYECKHE HAOIIOACHUS BBIJICUMBAHUS JIETEH OHOW JIEKApCTBEHHOM Teparueit
[3].

CeromHss oOTMe4aeTcs TEHJAEHLUS Ha  BBINOJIHEHHE XUPYPIHUECKOTO
BMemaTenbcTBa nocie HeoangbtoBaHTHOW IIXT. UccnemoBarenn COG ormedaroT
ymenblienue | cragum u ysennuenue Il cragum. Korga cpaBrmnm npomnopuuio |
cragun B mnporokonax INT-0098 u P9645, To okazamoch, 4TO B THEPBOM
uccnenoBanuu | cragmst Obuta B 28% (51/182), a Bo BTOpoM B 23% (40/175).
Otmeuaercs u napagurma B usmeHeHuu crtparerun SIOPEL Ha HeooaqbrOBaHTHYIO
TEPAITUIO C LENbI0 YBEINYCHUS Pe3eKTa0CIbHOCTH U YMEHBIICHUS OCII0KHEHEHIH.

Bre 3aBHcHMOCTH OT BO3pacTa BCE PE3EKIMH IIEUYEHHU B HAllleM UCCIIEI0BAaHUU
BBINIOJHAIOTCS 4€pe3 CPEIUMHHYI0 JanapoToMuio. Ilpu TpaHcIlaHTaluu IE€YEHU
ucnonbs3yercs nocryn tuma «Mepceaec». [lammentst PRETEXT I u POSTEXT /11
MOTYT OBITh ONEPUPOBAHBI SHAOXUPYPTUUECKU (CM. «IAMApPOCKONNYECKUE PE3CKIIUH
neuenn»). Ilpu PRETEXT 1 BeimonHsercs artunuyHas pe3eKUus IIEUEHHU.
Jlumdarnyeckne y3ibl TenaToayoACHANTBHON CBA3KHM M COCYIOB UPEBHOTO CTBOJIA
OepyTcsl Ha MCCIICAOBAaHUM NPU UX YBEITUYECHUHM U MOJO3PEHUH Ha mts MOpakeHHe.
IIpu POSTEXT 1I BBIIIOJIHSIETCS Tremurenardkromus. lIpu wucnonb3oBaHUU
HHJIOCKOITMYECKON TEXHOJOTMH TPOM3BOIUTCA (HUCCypalbHas pe3eKUus IpH
OTKPBITOM BMEILIATENBCTBE - AHATOMUYECKAsI PE3EKIU, HA OCHOBAHUN CErMEHTAPHOM
anaromun Couinaud. Jlumdaruyeckne y3apl OepyTcs Ha UCCICAOBAHHM IIPH
MOJ03PEHUH Ha UX MopaxeHue. [Ipy OTKpPBHITOM BMeEIIATENbCTBE JTUM(OANUCCEKITHS
rernaToayoICHAIBHOM CBA3KM M MO XOAy OOIIed NMEeYeHOYHOH apTepuu W MpaBoOii
MIOJIyOKPY>KHOCTH ~ YpPEBHOTO  CTBOJIA BXOJAUT B  METOJAUKY  OIEPATUBHOIO
BMmematenscTBa. [Ipu POSTEXT III BBINOAHAIOTCS TIE€MUIE€NAaTIKTOMHUM WM
TPUCErMEHTAKTOMHUH, B 3aBUCHMOCTH OT PacHpOCTPAHEHHOCTH Mpoliecca: 6e3 WiIu ¢
SL.

Bonpoc 0 BO3MOXHOCTM BBINOJIHEHHUS] ATUIMYHBIX PE3EKLIMSIX OCTAETCs
OTKPBITHIM. [IpOTUBHUKM MOJOOHBIX BMELIATEILCTB CYMTAIOT, YTO OHH BO3MOXKHBI B
UCKJIIOYMTENBHBIX CIIydasX, KOIr/la OIyX0Jb COEJUHEHA C IEUYEHBI0 TOHKOW HOXKOM, B
NPOTHBHOM CJIy4yae pE3eKIHss MOXKET OBITh HE paJuKalbHa M CONPSDKEHA C

ocnoxkHeHusiMu [1]. Ha ocHoBanuu Hamero 20J1€THEro omnbiTa Mbl CYUTAEM, YTO MPU



NPaBUIHHOM IIAHUPOBAHWM MAaJIOMHBAa3MBHOTO BMEIIATEIbCTBA W HCIIOJIIb30BAHUH
COBPEMEHHBIX CPEACTB I'eMOCTa3a TaKue ONepaluu BO3MOXHBI. Ha 3Toit ocHOBE MBI
pa3BuBaeM dHIO0XUpypruto npu I'b.

Bo umsa obecrieueHus paauKambHOCTH ONEpaldd MeHee 4eMm y 5% neteit ¢
rernaTo0IacTOMOM BO3HHUKAET HEOOXOAWMOCTBH BBIMOJHATH MPEICIBbHO JIOMYCTHMBbIE
pesekuuu niedern (ITPII), T.e. ¢ ocraBienuem 2 - 3 cermenTtoB (20-25% obOnema
MeYeHN), Ui ee TpaHciutantanuio [6]. [loaHas perenepalus HaCTyMmaeT B TEUCHHE 3
MECSLEB BHE 3aBUCUMOCTH OTpexuMoB npenonepaunonHo 1IXT [7]. B nureparype
ectb uHpopmanus o IIJIPII ¢ peseknueil W PEeKOHCTPYKIHMEH TpeX IMEYEHOUHBIX,
MOPTAJIbHOM BEH M HIKHEH moJiolt BeHbl. Onucanbl neHTpaiibHble pesekiuu (IV, V,
VII) ¥ TpUCErMEHTIKTOMUU C PE3EKLHE MIEUEHOUHBIX BEH C ApeHupoBaHueM V u VII
CerMEHTOB uepe3 J00aBoyHylo mpaByio Beny [3]. [lpu mumanupoBaHMM TOJOOHBIX
00bEMOB  XUPYPrHUYECKHX BMEIIATEIbCTB HEOOXOAMMO  BCEra  Y4YUTHIBAThH
MO3UTHBHBIN OIBIT TPAHCIUIAHTALIMY TIEYEHH MIPU renaTodnactome [2,4].

[Ipy mIaHUPOBAaHMM  TPUCEIMEHTAKTOMUHM  WMJIM  pEIIeHUs  BOIpoca
pe3ekTabenbHOCTH  peOEHOK  JIOJDKeH ~ OBITh ~ KOHCYJNBTHPOBaH  3a  JBa
npeponepaunoHHelx kypca IIXT tpancmmanTosmoramu. Ecim Bcraer Bompoc o
POJCTBEHHOM JIOHOPCTBE, TO 00Cieayercss KTo-1u00 M3 poAUTeNed, Ipu TPYIHOM -
peOeHOK TOKEH ObITh BHECEH B MOCKOBCKHUH JINCT OXKUJAHMUS.

Jlurepartypa
1. Fuchs J., Rydzynski J., Hecker H. et al. The influence of preoperative

chemotherapy and surgical technique in the treatment of hepatoblastoma--a

report from the German Cooperative Liver. Tumour Studies HB 89 and HB

94.// Eur. J. Pediatr. Surg. —2002. — Vol. 12. — P. 255 - 261.

2. Haeberle B., Fuchs J., Schmid L.et al. Infiltration of large vessels in high-risk
hepatoblastoma — is respectability and complete remission achievable? // 41%
Annual Conference of the International Society of Paediatric Oncology, Sao
Paulo, 5 — 9 Oct, 2009. — P. 716.

3. Otte J. Progress in the surgical treatment of malignant liver tumors in children. //
Cancer Treat. Reviews. —2010. - Vol. 36. —P. 360 — 371.

4. Otte J.B., Pritchard J., Aronson D.C. et al. Liver transplantation for
hepatoblastoma: results from  the International Society of Pediatric Oncology
(SIOP) study SIOPEL-1 and review of the world experience. //  Pediatr.
Blood Cancer. —2005. - Vol. 42. - P. 74 - 83.



5. Semeraro M., Brugieres L., Zsiros J. Relapses in HB patients: clinical
characteristics and outcome — experience of the Internatonal childhood liver
tumour strategy group — SIOPEL. // 41* Annual Conference of the International
Society of Paediatric Oncology, Sao Paulo, 5 — 9 Oct, 2009. — P. 746.

6. von Schweinitz D. Management of liver tumors in childhood. // Semin. Pediatr.
Surg. —2006. — Vol.15. - P. 17 — 24.

7. Wheatley J.M., Rosenfield N.S., Berger L., LaQuaglia M.P. Liver regeneration in
children after major hepatectomy for malignancy-evaluation using a computer-
aided technique of volume measurement. // J. Surg. Res. — 1996. — Vol. 61. — P.

183 — 189.

Obuwue no3uyuu XupypzuiecKko2o émMeulanmeibcmea.

XUpypruuecKkoe BMEIIATEIbCTBO OCYLIECTBiIAeTCs B onTuke x4 — x4,5 ¢
¢doxycHbIM paccTosiHueM 45 — 40 cM. OnTHYecKre CUCTEMBI TOJDKHBI OBITh y XUpypra
U TIEPBOI'0 ACCUCTEHTA.

Omneparyst HaUMHAETCS C PEBU3MU OPIOIIHON mojocTH. MccnenyroTes neueHs,
nuM@aTtuyeckue y3ibl M OpIOIIMHA Ha MPEeIMET METacTaTHYeCKOro IOpaXKeHHUS.
Jlro6oe momo3puTeNbHOE B OTHOIIEHUH OIyXOJIM HOBOOOpPA30BaHHE yHAISIETCs MU
BBITIOJIHSACTCSI OMOTICHA TPU HEPE3eKTa0eNbHOCTH. OJTO Kacaercsi W OHOICHH
TUM(ATHIECKUX y3JI0B, €CIM OHU MAaKPOCKOIMYECKH BBITJISIIAT HE MOPaXXeHHbIMU. B
cllydae, KOrJia OIyXoJjb IIpU3HaHa HeonepadeabHOM, BHITIOIHIETCS €€ OMOTICHS.

B ciywae pe3ekTaGenbHOCTH TMpoLecca OCYIIECTBIISIETCS MOOMIU3AIHS
neyeHu. [lpm IpaBOCTOpPOHHEN TIe€MHUIenaT3KTOMUHU IIEPECEKAIOTCA  Kpyrias,
CEpIIOBUHAS, ITpaBble TpeyrojbHass W BeHeuHass CBA3KU. [Ipu seBocTOpoHHEH
reMHUIeaTIKTOMUU TIEPECEKAIOTCS JIEBBIE TPEYroJibHAs U BEHEUHas CBA3KU. Ecnu
BBITOJIHSACTCSI TPHUCETMEHTIKTOMUS, OCOOCHHO KOTJa HMeEETCS B3anMOJCHUCTBHE
OITyXOJIM C IEYEHOYHBIMU BEHAMU WIN CTPYKTYpaMHU IenaToAyaeHalIbHON CBSI3KH, TO
MoOmin3yercs Bcs medeHb. Kpome Toro, mpoBomstcst TypHukersl mox HIIB B
CYIIpapeHaJbHOM €€ CerMEHTe, B MojaauadparMaibHOM WM, €CIU 3aMHTEPECOBAHBI
[I€YEHOYHbIE BEHBI, TO TYPHUKET IPOBOAUTCS B HHTPANIEPUKAPINATIBLHOM €€ CETMEHTE.
Ha typHuker Oepercs TakKe M rernaToyoieHaNIbHas CBSI3Ka.

Hanee BbIMONHsETCS HHTpaonepanuonHoe Y3W  uccnenoBanue, s

OIPCACIICHUA  pacCIIPOCTPAHCHHOCTU OITYyXOJIH, HCCIICAYCTCA  IMapCHXHWMa  Ha



MyJIbTH(OKATbHOE TMOPAXKEHHE, NPOCICKUBACTCS XOJ CPEIUHHOM BEHBI W
NICYCHOYHBIX BEH. BhIeneHne CTpyKTyp CBSI3KM HauWHAeM € JUM(OAUCCEKIMH IO
X0y OOIlell MeYeHOUYHOM apTepuu 0 MPaBod MOITYOKPYKHOCTH YPEBHOTO CTBOJIA U
BJIOJIb JIEBOM MOJYOKPY’KHOCTH MOPTANbHOM BeHBI. TakuM oOpa3zoM, OTKPHIBAIOTCS
o0Iasi Me4YeHouHasi apTepus, racTpoAyoJeHalbHash M COOCTBEHHAs IEYEHOYHAs.
CTaHOBUTCSI OYEBHIHBIM XOJ MOPTAIbHOM BEHBI. 3aT€M OCYIIECTBIISIEM OTPAOOTKY
XOJIELUCTIKTOMUHU OT HIEMKH, YTO IMO3BOJISIET ONPENEIUTh IEeNaTHUKOXOJEA0X U €ro
B3aMMOOTHOIICHHE C MPAaBOW MEYCHOUHOU aprepueid. Jlamee mo Xomy coOCTBEHHOM
IIEYECHOYHOM apTEepUU OIPEACIICTCS €€ ACIICHUE Ha MPAaBYI0 U JIEBYIO IIEYCHOYHYIO
apreputo, npociexuBaercs xon aprepuu SIV. Ilon 3anHTEpecOBaHHYIO apTEPHUIO
MIPOBOJIUTCS JIMTAaTypa, OTBOJUTCS MEUCHOUYHBIH MPOTOK U BbLAEISACTCS OU(YpKAIH
NOPTAJILHOM BeHbl. [loj 3aMHTEpECOBaHHYI0 BETBb BOPOTHOW BEHBI IPOBOAUTCS
aurarypa. CieayromuM 3TanoM pou3BOIUTCS COOTHECEHUE JIaHHBIX ONEpPALlMOHHON
PEBU3HHU C JAHHBIMHM O COCYAHMCTOM apXUTEKTOHUKHU JIy4EBBIX METOAOB JUArHOCTHKHU
(KT anrumorpadumu, peKOHCTPYKTHUBHBIMH TpEeXMEpHbIMH  Mozesimu). [lpu
a0COIIOTHON YBEpEHHOCTH B TOINHKE COCYJOB U 0OBEME MPEAINONaraéMoi pe3eKIuu
OCYIIECTBJISIETCS JIMTUPOBAHUE IEYEHOYHOM apTepUM M BETBU IOPTAIBHON BEHBI.
KynbTst BeHBl ymmMBaeTcs B IOINEUEHHOM HAIIPaBIEHUHM K OCH CTBOJA MOPTAJIBHOM
BEeHbI HempepbiBHOM HUTHIO [Iponenom 6-0. JlucTanbHBIA KOHEI MPOILIMBAETCS IO
32KUMOM WM JUrupyercs. Eciim HeT yBepeHHOCTH B Tomorpaduu U Mpu HATHMYUH
CIIOKHOCTEH B 00pabOTKE TMEYEeHOYHOW BEHHI MOXKHO HAJOXKUTh Ha Hee
IIPEIBAPUTENIBHO KIIMIICY, a YK€ IIepeceub Ha 3Talle pPACCEUCHMs] MAPEHXHUMBI.
JKenuHbple TPOTOKM JIMTMPYIOTCS TOJBKO Ha 3Tale pacceueHus napeHxumsl. [Ipu
HEYBEPEHHOCTHU B MX TOMOTpauy MCIOJIb3YeM METOAUKY «2yX Oyxkeit». [Ipu pabote
B 30HE IeNaTUKOXO0JIeZ[0Xa HEOOXOAMMO CTPEMHUTHCS COXPAHUTh «aJIBEHTHIIMATIbHBIHI
byTasip» TpOTOKa, COACpXKALIMA  KamWUIApHYIO ceTh. Ecimum  cymiecTtByer
BO3MOXHOCTb, TO Ha OJOTOM JTale JUIMpyeM IIEYEHYI0 BEHYy, €CIIH €CTh
HEOO0XOMMOCTh, U CpeAuHHYI0. lleueHOYHAss KynbTs BEHBI, YTOObI M30EkKaTh ee
COKpalllEeHHE TIO0CJIE€ OTCEYEHHs, YIIMBAETCA C 3aXBaTOM IIAPEHXUMBI IE€YEHH.
KpanuanbHas KynbTs npomuBaeTcs HenpepbiBHO IIpomenom  5-0/6-0. Dran
pacceueHus NapeHXUMBbl IPOU3BOJIUTCS C YUETOM YJIbTPa3BYKOBBIX I'PaHUL] PE3EKLIUHY,
30HBI JIeMapKallMi 1 Tonorpaduu CpeAMHHONW BeHbI. [ obneryeHus ompeneneHus
IJIOCKOCTH PE3EKIHMH NPHU JIEBOCTOPOHHEN I'€MHUIeNaT3KTOMUU MOKHO MCIIOJIb30BaTh

hanging — maneuver. JTan pe3eKIMU OCYLIECTBISETCSA C UCIIOIb30BAaHUEM OJTHOU U3



METOAMK: MHHIETTMOHOMOSPHON Koaryisiuuu, Liga-Sure u  yIbTpa3BYKOBOTO
JECTPyKTOpa bupmbl Solinger. Kemunsie MIPOTOKH JUTUPYIOTCS
MHTpANapeHXnMaTo3Ho. B cioyuyae pe3ekuuu >KETYHBIX IPOTOKOB PEKOHCTPYKIMS
OCYIIECTBIIsICTCSI (POPMHUPOBAHUEM OMIIMOAUTECTUBHOIO aHacTomMo3a Ha Py merne. B
ciyyae BbIonHeHUs pesekiun HIIB HeoOxoauMo mpeaBapUTEIbHO MOOMIN30BAThH
XBOCTaTyI0 J10i10. Pe3ennpoBaHHasi MOBEPXHOCTh MEYEHH MOXeET ObITh 00paboTaHa
aprHOIUIa3MEHHOW  Koarysiuued M ykpelta 1iactuHod Taxakomba. Ecmim
BBINIOJHAETCSI  MPABOCTOPOHHAS  IEMMIENAaTIKTMOMHUS  Ji€Bas  J0JI  II€YEHH
¢ukcupyercs k auadparmMe 3a CcueT BOCCTAHOBJCHHS CBSI30YHOTO armaparta.

BpromiHas moiocTs qpeHupyeTcs OOBIYHO 2 ApEHAKaAMH.

10.3 Jlamapockonmu4yecKkue pe3eKnHH NMevYeHu
Metoauku
Cezmenmaxmomus SII-11T
Pazpe3 xoxu 1.0 cM mox mynkoMm, THEBMONIEpUTOHEYM UTJIoi Bepera, B OpromHyo
II0JIOCTh BBOJAUTHCA NOpT 10 MM M nanapockon. BwinmosiHseTcs peBU3Us OpIOLIHOM
IIOJIOCTH M MaJIOro Ta3a Ha IpeaMeT aucceMuHauuu. [locie BbIABIEHUS OIMYXOJHU B
npoekiuu  II-III cermMeHTOB ™ ompeneneHuss TPaHUIl Y3JIOBOTO OOpa3oOBaHHS
UCTIONB3Yys dHAOCKoNuYeckuid Y3 nmatumk. B ciydae yBenuueHus num¢oysioB B
o0JIaCTH TrenaToayOJIeHaJbHOM 30HBI BBINOJHsIETCA Ouoncusd. J{OMOTHUTENBHO
ycTaHOBJIMBaroTcs 3 nopta 1o 10 MM: 1o cpeiHel MOAMBILIIEYHON JTUHUM HA YPOBHE
MyIKa clpaBa, B JIEBOM HoJpedephe, MO MepeHel MOAMBIIICYHON JTUHUM ClieBa Ha
YPOBHE IIyNKa. YJbTPa3BYKOBBIM CKaJbIIEJIEM pACCEKAeTCsl CEpIIOBUIHAS, JIEBas
TpEYrojpHasi W BEHEYHas CBS3KH, BBIAEISACTCS JieBas IE€YEHOYHas BEHa.
IIoBEpXHOCTHBIN CIIOM IEYEHH PACCEKACTCs BIOJIb CEPHOBUIHOM CBI3KM 5 MM
yibTpa3BykoBeIM ckanblieieM «ULTRACISION» nacagkoit nnuHHOU 32 cM U 0 5
MM. Jlaree B OCHOBHOM C IIOMOIIBIO 5 MM 3HJIOCKONTUYECKOM pykoaTku LigaSure, a B
cillyyae OOHapyX eHHs KPYIHBIX COCYIOHCTBIX CTPYKTyp 10 MM pyKOSATKOM
BBINOJIHSICTCS (PUCCYpalibHOE pacceyeHHe MapeHXUMbl nedeHd. Jlepas medeHouyHas
BEHA BBIJEINAETCS, NTpolmBaeTcs u nepecekaercs annaparom ENDO GIA 30 (BeicoTa
ckpenok 2,5 MM). PesenupoBanHHas neBas [J0Ji1 IOrpyXXaeTcd B KOHTEHHED
«EndoCatch» u sBakyupyercst uepe3 pa3pe3 B JCBOW MOAB3AOLIHONW 0OIACTH, THHA
paszpe3a 3aBUCUT OT pa3Mmepa yJaleHHoH nomu ot 4 o 6 cM. IloBepxHOCTh

pe3enrpoBaHHON J0aM 00pabaThIBaeTCs aproHO-IUIA3MEHHBIM KOAryJsiToOpoM |



YKpbIBaeTCs TeMocTaTudeckoil cerkoit "Surgesel". B noke ynamneHHod noiu
OCTAaBJISIETCS IPEHAK.
IlIpasocmoponnsas zemuzenamiKmomus

ITonoxeHne Ha ONEpalMOHHOM CTOJIE: HA CIIMHE C Pa3BEJACHHBIMU B CTOPOHBI
HoramH, 0e3 BaJlKa. XUpypr pacrnoiaraeTcs MeX,y HOT MaIleHTa, Ba aCCUCTEHTA —
cnpaBa u cieBa oT Hero. JlaBneHne CO, HCKYyCCTBEHHO CO3/1aBaeMoOe€ B OpIOIIHOI
II0JIOCTH, BapbUpPYyeT OT 8 10 12 MM pT. CT.

Pazpe3 xoxu 1.0 cM napaymOuInMKaaIbHO, THEBMOIIEPUTOHEYM HUII0i Beperna, B
OpIOIIHYIO MOJIOCTh BBOAUTHCS MOPT 10MM U stanapockorn. YcTaHOBIUBaeTcs 4 mopTa:
10 MM — mnapaymOwnukanbHO, 12 MM — B 3SOUracTpalbHOM o00JIacTu 1o
CPEAHEKIIOYMYHON JIMHUM COpaBa, 5 MM — B TpaBOM noapedepbe IO CpenHeit
MOIMBIIIEYHON JIMHUHM, 5 MM — B JIEBOM MoJpeOepbe MO MepeaHel MOAMBIILICYHOM
JUHUH, 12 MM — B 3NIUTacTpajIbHON 00JACTH MO CPEIHEKIIIOUMYHON JINHUY CIIeBa.

Brimonnsercs peBusus OpIOIIHON MOJOCTH M MaloOro Ta3a Ha MpeaMer
nucceMuHanuu. ITocne BBISIBIEHNS OIyXO0JIM U ONPEEIICHUS TOPAKEHHBIX CETMEHTOB
NEYEHU HUCHOJb3ys 3HAockonuueckuil Y3 naruuk. [locnenoBaTenbHO BbLAESAETCH,
KIMIUPYETCSl U TNEPECEKaeTCsl IMy3bIPHBIM MPOTOK M apTepHsl KEIYHOro IIy3bIps.
Vnbrpa3zBykoBbiM ckanbneneM «ULTRACISION» nacankoil anuHHOM 32 c¢M U @
SMM, a TaK K€ 3HJIOCKONHMYECKHUM JIMTUPYIOLIUM U INEPECEKAIONIMM HHCTPYMEHTOM
LigaSure k sneprernyeckoit mnatdopme «Force Triad» nuamerp 10 u 5 MM, JyinHHA
32 cM paccekaercsl CEpIOBUIHAS U IIpaBasi TPEYrojbHas CBSI3KU IeueHu. Vcmob3yro
TO k€ HabOp HMHCTPYMEHTOM pacceKkaeTcs MapueranbHas OprommHa nHaj HIIB,
BBITIOJIHAETCS KOATyJISIUs KOPOTKUX NEYEHOUYHbIX BeH. Hameuaercs MHus pe3ekuuu
MIaPEHXUMBI OT MEIUAIBHOIO Kpasi JHA KEJIYHOTO Iy3bIps 1O MECTa BIAACHUS IPaBOM
neyeHo4yHoM BeHsl B HIIB. Pacekaercs neuyeHO4YHO-ABEHAATUIIEPCTHON CBs3Ka, Ha
MIEYCHOYHYI0 HOXKKY HAKJIa[bIBACTCA CTPaxOBOYHAsl JUraTypa sl BBIIIOJHEHUS, B
ciryuau, HeoOxoauMocTh Pringl-maneBpa. [1oBepXHOCTHBIH CITOi MMEYEHN pacceKaeTcs
5 MM yJIbTPa3BYKOBBIM CKajibleneMm. Jlajee B OCHOBHOM C IIOMOIUBIO 5 MM
SHJIOCKONIMYECKO pykosTkn LigaSure, a B ciiyuae OOHapyXeHHs KPYITHBIX
COCYIUCTBIX CTPYKTYp 10 MM PYKOSITKOW BBINOJIHSAETCS (PUCCypabHOE pacceueHue
napeHXuMbl TedyeHH. HeoOXoauMo OTMETHTb, YTO SHIOCKONMHMYECKas pPYKOSTKa
LigaSure ¢ 10 MM mo3BOJsIa KOAryJaupoBaTh OTAENbHBIE COCYABl W AU(PHY3HO
KPOBSILYIO ITAPEHXUMY, OCYLIECTBIISASA HaJCKHbIA remocTtas. [IpaBas BeTBb BOPOTHOMN

BCHBI NECPCCCKACTCA UHTPAIAPCHXHUMATO3HO. HpaBaﬁ II€YCHOYHAasa BCHaA BBIACIACTCA,



npomuBaeTcs U nepecekaercs anmapatoM ENDO GIA 30 (BeicoTa ckpernok 2,5 MM).
PesenupoBanHass mpaBas Jons  morpyxkaercss B KoHTelHep «EndoCatch» wu
HBaKyHpPYETCs yepe3 pa3pe3 B MPaBoOil MMOIB3I0MIHON 00IaCTH, JJIMHA pa3pe3a 3aBUCUT
OoT pa3mepa npaBoil aonu oT 4 1o 6 cm. IloBepxHOCTH pe3elMpOBaHHOW AOJIH
oOpabatbiBaeTcs aproHO-IJIa3MEHHBIM KOaryJsiTopoMm u YKpBIBaeTCS

reMocTaTudeckoil cetkoii "Surgesel". B noxe ynaneHHON 1011 OCTaBIAETCS IPEHAK.

17.4 TpancniaHTaAlUA NIeYEHH

TpaHcnnaHTanuo NIEYEHU npu  remarobiacrome OpPOBOAAT  TIpHU
HEpPEe3eKTa0eNbHOCTH Ipolecca TOCie HEOaJAbIOBAHTHOM  IMOJIMXMMHUOTEPAINH,
MYJIbTH()OKATHHOM MOPaKEHUH TEUCHH, NMPH IEHTPAJbHON JIOKAJIU3ALMHU OIMYXOJH
W/WIN BOBJICUYECHHH CTPYKTYpP BOPOT IEYEHU WM TMEUYCHOYHBIX BEH, HEPaIUKaIbHOM
pesekiun (R1 pesekunun), MECTHOM peruauBe 3a00ieBaHusl WK (YHKIHOHATIHHON
HECTIOCOOHOCTH OCTaBIIEHCS IIapEHXUMBI [IEYEHU (peMHaHT) I0CJIe
TpucermMeHTIkromuu [2,3,4,8,9].

VY nereit, KOTOPBIM BBIMOIHAIOT TPAHCIUIAHTAIIMY [I€YEHHU, TPUOIU3UTEIHHO B 2%
npousBoautcss no nosoxy I'b [7]. Cpennmii Bo3pact 2,9+2.5 ner [3]. Haxe B
KOOIIEPATUBHBIX ~ HCCIICOBAHUSAX B JICYEHUH OOJBHBIX C TIernaro01acTOMOM
TpaHCIUIAHTAallMsl TEYEHM 3aHUMAeT CKPOMHOE MecTo. B mpocnekTuBHOM
uccnegopanuu SIOPEL - 1 12 wu3 138 (1990 — 1994) nanuentoB mocie
HeoaxbBaHTHOU [IXT nmoasepriuch Tpancutantanuu. Ipuuem tonpko 7 (5%) netsam,
y KOTOPBIX OITyXOJIb OKa3ayachk pesucteHTHOH K I1XT, Obu1a mpousBeeHa nepBuyHast
TPAaHCIUIAHTAlUSA, OCTAJbHBIE S5 TpPaHCIUVIAHTAUMKA OBLIM  BBINOJHEHBI IOCIE
nepBUYHBIX peseknuit [17]. HeGonbinas qons TpaHCIUIAaHTAIMA CBsi3aHA ¢ OOJBIION
spdexkruBHocThi0o  [IXT mpum  remarobmacToMeé Y € TEXHOJOTHYECKHMHU
BO3MOXXHOCTSIMU  BBIIIOJIHEHUSI MPEEIBHO JOMYyCTUMBIX PE3EKLUM neyeHu. B Toxe
Bpemst aHanu3 potokona SIOPEL — 1 moTeHnuansHO TpaHCIUIAHTAIIMS JT0JDKHA ObLIa
OBITH BBITTOJTHEHA HE B 5% (12/138), a okono 15% [12].

TpancinaHtanuioo nedyeHH peOeHKy TMpu  remarodjacTromMe  HEoO0XOAUMO
paccMaTpuBaTh, KaK COBPEeMEHHBIH M 3()(EeKTHBHBIM METOJ JICUEHUs,, HECMOTpPS Ha
Bcto ero cinoxuocts [10,11,13,16,18,19]. B uccnenoBanun SIOPEL - 1 S5-netHsis

BBDKMBAEMOCTH I10CJIE TPAHCIUIAHTALMU COCTaBWiIa B rpymnmne 66%, npu NepBUYHON



TpaHCIUlaHTanuu - 85%, a B Tpymie, e TpaHCIUIAaHTalus Oblga BBIOJHEHA I10
MOBOAY peUuaArBa 3a00JEeBaHUS WJIM HEPAJAUKAIbHONW pE3eKIHMH BBDKUBAEMOCTD
cocraBuia 40%. B mporHoctudyecku OnaronpusaTHOW rpynne (4yBCTBUTEIBHOM K
I1XT) ornanennsie 10-meTHUE pe3ybTaThl BBDKMBAEMOCTH OBUIM COM3MEPUMBI C
pe3ysibTaTaMu CTaHaapTHOH pesekiuu — 80%. [13].

B 0630pe J.B. Otte et al. (2005) 6-neTHss O6e3pennaIUBHAS BEIKUBAEMOCTh ObLIA
86% mi1a 106 manueHToB 1ocie NepBUYHON TPAHCIUIAHTALMY, KOTOpasi COM3MEPHUMA ¢
3neTHel Oe3penuauBHON BBDKUBaEMOCThIO — 89% nns 77 mnamuentoB ¢ Ib
CTaHJIaPTHOTO pUCKa ¢ mopaxkeHueM He Oomnee 3 cextopoB (SIOPEL — 2) [14]. Tlo
nanaeiM UNOS 135 (1987 — 2004) nereit 6bu1M TpaHCIIAaHTUPOBAHBI 110 noBoay ['b.
C orpanennoii 1, 5 u 10-meTHel BDKUBAEMOCTBIO 79%, 69% 1 66% COOTBETCTBEHHO
[3]. B mocnemnem ELTR coobmenun (129 namuenToB) 1 u S5-1eTHsISI BEDKMBAEMOCTH
obumm  100% wu 74% coorBerctBeHHO [Hoti]. IIpekpacHble pe3ynabTaThIT
TpaHCIUIAHTAlMK ObUIM TIPEACTABICHBl W3 OTICNIBHBIX TPAHCIUTHTATOTMYECKHX
nentpos [11,12,15,18]. B ximnuke Birmingham, 5-netasist DFS 6puta 100%, xornoa y
nareHToB Obu1 xopommwmii orBer Ha IIXT, S-year DFS 60% - mnepBuuHas
TpaHCIUIAaHTAIMA IPU TUIOXOM OTBeTe, S-year DFS 50% npu pe3uayanbHoii 601€3HU 1
permaue u 0% 6e3 xupypruu [12]. Haunyumme pe3ynbpTrarhl MOCIe TPAHCIUIAHTAIIUU
[IOJIy4€HbI B TPYIIE MALMEHTOB, Yy KOTOPBIX OMYXOJIM OKA3aJUCh YyBCTBUTENIBHBI K
[IXT, oaHako BBINOJHUTH PE3EKIUIO II€YEHH B CBA3U C PACIHPOCTPAHEHHOCTH
npoiiecca ObUIO He BO3MOXKHO. BhINoTHEHNE TPpaHCIUIAaHTALMY TIEUYEHH Y MAI[EHTOB C
MECTHOPACIPOCTPaHEHHBIM IIPOLIECCOM pedpakTepHbIM Jaxe K
uHTecupumpoBanubiM Kypcam [IXT, 3T0, cBoero popa, MOCIEAHMN IIAHC Ha
BBI3/IOPOBJICHHUE.

Haubomee  4WacTo B MpPENCTaBIEHHBIX  COBPEMEHHBIX  CTATHCTUKAX
TPaHCIUIAHTAIIMS BBIOJIHSAETCS 110 TIOBOJLY IEPBUYHON TrenaTodnacTomMbl. B Oonbiom
o63ope J.B. Otte et al. (2004) 611 mpeacrasneH onbiT 24 1eHTPoB (12 u3 CeBepHoi
amepuku, 10 u3 EBponbl, 1 u3 Anonuu, 1 u3 ABcTpanuu), B KOTOPBIX IPOU3BEIAECHO
147 TpaHcmnmaHTanMii TEYEHH TO TOBOAY TemarobrmactoMbl. 106 mamueHTam
MPOM3BE/ICHA TEepBUYHAS IIaHOBas TpaHciutantauus (72%), a 41 pebenky (28%) —
TpPaHCIUIAHTAIlUA TPOM3BOAWIACHE B CBA3M C pEIUIMBOM 3a00JE€BaHUS WU
HepaaukanpHOW mepBuuHOM pesekiuu (R1/R2). 28 maumentoB (19%) Obumn c
HATMYUEM MaKpPOCKOIMMYECKON BeHO3HOW uHBaszued u 12 (8%) mmenu nerodHsie

MeracTa3pl. MeauaHa HaOMIOACHUS C MoMeHTa auarHoctuku (1 — 121 mecs).



BrokuBaemocts  GnetHsiss  OespeumauBHas — Obul 82%  mocne  TEpBUYHOM
Tpa"cmanTauu u 30% mnocie BTOpU4YHOM.

B mupe mpu rematoGiactomMe mpeoOiasaeT TEXHOJIOTHS IMEpPecaaKkd TPYIHOM
nedenu (split Texnomnorus). B Toif ke myOnukamuu tonbko 28 (19%) mamumeHTtam
IIPOM3BEIEHA POACTBEHHas TpaHciulaHtauusd, a 119 (81%) —  TpyIHasd.
BrokuBaemocts 82% mnociie TpaHCIIaHTAMU OT POJACTBEHHOrO JoHOopa U 71% mocne
tpynHoil. [lo mannsiM UNOS (CILIA) poxactBeHHass TpaHCIUIAHTALMS COCTaBHIIA
TosIbKO 16%. B Poccum nanexko HecoBepIlEHHA CUCTEMA TPYIIHOTO JOHOPCTBA JaXKe y
B3pOCIBIX, TOATOMY Oosiee 3(h(HEeKTUBHON SBISIETCS POJACTBEHHAS TPAHCIUIAHTAIIHS
IIEYEHU OT >KUBOT0 JOHOpAa. MyJIbTUBApUAHTHBIA CTATUCTUYECKUN aHAJIMU3 I0Ka3al,
4YTO HM IIOJI, HU BO3PACT, HM JIETOYHBIE METAcTa3bl WIM THUIl TPAHCIUIAHTALUU HE
BIMSUTM Ha pe3ynbTar. s NmepBUYHOM TpaHCIUIAHTAIlMM OJUH TMOKas3aTeldb ObLI
CBsI3aH C 001Iel BEBKUBAEMOCTBIO — MAKPOCKOITMYECKasi BEHO3HAsIbI HHBA3MSI.

XoTd HET [JaHHBIX 00 ONTUMAJbHBIX CpOKax JUIsl TpaHCIUIAaHTAlUH, B
OOJIBLIIMHCTBE IIEHTPaxX MPUACPKUBAIOTCS MOJX0/a MPOBEACHUS MO KpaifHel mepe 2
KypcoB IIXT ¢ moneITKOM COKpalleHUs OIYXOJIM C ONPEACIICHUEM BO3MOYKHOCTH
pesekiun. Koraa nimaHupyercst Tepanus naieHTaM, KOTOPbIM MOXKET OHA00UTHCS
TpaHCIUIAHTAIUSA NIEYEeHU, HEOOXOAUMO 00s3aTeNbHO Oosiee paHHEe HalpaBiICHUE B
TPAaHCIUIAHTAJIOTUYECKUE IEeHTpbl. HeOospmoe OKHO MeXIy UUKIaMHA IS
MIPOBEICHUS TPAHCIUIAHTAI[MH, TpPeOyeT TECHOr0 B3aUMOJCHCTBUS OHKOJIOTOB H
TpaHCIUIaHToJ0TOB. B 3T0ii cBsizu corpyauuku HUU JIOT" pabGotator B Koonepauuu
co cnenuanucramu PHIIX M. akagemuka b.B.IleTpoBckoro, KoTopbsle 3aHMMAOTCA
TpaHCIUIAaHTAllMEeH NIEYEHH y IeTEN.

Kpome TOro, mpu IUIaHUPOBAHMM KaXKIOM NPENENIbHO AOMYCTHUMOM pE3EKLUU
MEYEHU HET TapaHTUH, YTO OCTAIOIIAsACS YacTh IEYEHH OyAeT AOCTaTOuHa JUIs
pebeHKa 1 yaacTcst i30eKaTh HEYPaBIsIeMOM OCTPOI IEYCHOYHOH HETOCTATOYHOCTH
B PaHHEM IIOCJICONIEPALIMOHHOM TEPHOJE, YTO MOXKET MOTPeOOBaTh TPaHCIIJIAHTAIIIH
nedeHu. [l pemieHus 3TOM MpoOIeMbl BO3MOMKHO IPHUBICUYEHHE POJICTBEHHOTO
JOHOpa C IEJbI0 TMOJyYeHHUs] MEYEHOYHOro (parMEeHTapHOro TpPaHCIUIAHTATA.
[Toaromy npu mnanupoBanuu [1J[PI1 HeoOxoaumo oOcienoBaTh poauTeneil pedeHka
Ha IPEIMET BO3MOXXHOW POJCTBEHHON TPAHCIUIAHTALIUU IIEYEHH.

B CHIA Opran no pacnpenenenuto nedenu - United Network for organ Sharing
IIPEIOCTABIIAET BBICOKUN MPUOPUTET JUISl JETEH, HYKIAIOLIUXCS B TpaHCIUIAHTALUU

npu remnatobnactome. Pebenoky c¢ aumarnozom I'b, y koToporo paccMmarpuBaercs



BONIPOC TPAHCIIAHTAIIMU, aBTOMaTHuecku mnpucBanBaercs unaekc 30 (Pediatric End
Stage Liver Disease - PELD) u umeeT BO3MOKHOCTh OJTHATKCS 10 cTatyca 1B uepes
30 nueil. CpenHee BpeMms oxxunanue npu craryce 1 - 3-7 nueii [12]. Takoil npupurer
B JINCTE OXUJAHUS MO3BOJIAET MOJYYUTh TPAaHCIUIAaHTaUMK Mexnay nukiaamu [IXT,
KOIZla TeMaTOJIOTMYECKHE IIOKa3aTesd €lle He yhnaiau. B ciayuyae poJcTBEHHOM
TpaHCIUIAaHTALMK, BpeMs Ul TPAHCIUIAHTAIL[MM MOYKET OINPEAEIATHCS AIEKTUBHO. Bo
BpeMs TpAHCIUIAaHTALMU ONEpallMOHHAs pPEBU3MsA HEOoOXoauma sl OLCHKH
pactpocTpaHeHHOCTH 3aboneBaHusi. Ecnu  BbIIBIEHBI MeTacTa3bl B OpIOLIHOM
MOJIOCTH, KOTOTOpble HE MOTYT OBITh PE3eLMpOBaHbI, TOTJAa TPAHCIUIAHTAIMS He
BO3MOXHa. B TakoMm ciyyae Ba)KHO MMETh PE3E€PBHOTO PELUIHEHTA, YTOOBI IIEHHBIH
TpaHCIUIaHTaT He nponait. Liver tumor subcommittee of COG Rare Tumor Committee
Hayanu npotokosn «COG AHEP-04P1: panHero HamnpaBieHUs IOTEHLMAIBHO
HEpe3eKTa0eNbHBIX MAIlEHTOB B TpaHCIUIAHTAJOrHueckue wueHTpe» [10]. Oro
UCCIIeZIOBAaHHUE UCCIICAYET POJb TPAHCIUIAHTAIIMY TpU Hepe3ekTabenbHoil ['b.

B nureparype nonroe Bpems OOCyXJaldM TaKTUKY JIEUCHHS MAIMEHTOB C
MynbTH(OKaNbHBIM nopakeHuem nedeHu (PRETEX 1V), y koTopslx mocie
npeponepaunonHoi IIXT Busyanusupyercs JIMIIb OJUH OCTaTOYHBIA OYar B IIEYCHU,
10 TOBOJY KOTOPOI'0 BO3MOKHO BBINOJIHUTH PAaJMKAIBHYIO pe3eKkiuto. B Hacrosmiee
BpEMS OTJIAHO NPEANOYTEHHE TPAHCIUIAHTALMU IE€YEHH, NPUHMMAs BO BHUMAaHHE
NEPBUYHYIO PACHpPOCTPAHEHHOCTh OIYXOJEBOIO TMpolecca B CBS3W C OOJNBLINM
PHUCKOM pe3uyaibHOI 00JIe3HHN y TAKUX MALUCHTOB.

Mpl 11aHupyeM BHOCUTH NMALMEHTOB I10CJIE€ TPAHCIUIAHTALMU TIEUYEHU 10 TOBOAY
I'b B otkpeiThiii MexayHaponusiii peructp PLUTO  (Pediatric Liver Tumor
Observatority) opranuzoBannelii SIOPEL. D10 peructp mo3Boiser on-line
perucTpupoBaTh manueHToB. Llenb perucrpa co3mgaHue MeXAyHapOTHOW Oa3bl
JaHHBIX  JUIsI  TPaHCIUIAHTUPOBAaHHBIX  MAallMEHTOB  Mojoxke 18 jmer ¢
Hepe3eKTa0eIbHBIBIMU OITYXOJISIMU (IB, I'HP, SNUTENUAIIbHAS
reMaHrnosHaoTenuuoma u zip.). Ha nepuon nosiops 2008 roga 3apeructpupoBano 42
uHctutyta u3 Espomnbl, CeBepHoii u HOxHoil Amepux, Aszum u ABcTpanumy,
yd4acTBYIOIIMX B peructpe.  Perucrpamuss  OTKpeITa Ui IALUEHTOB
TpaHcianTaupoBanueix ¢ 1 wions 2006 roma (http:/ Pluto.cineca.org) [12].
HakornuieHne  gaHHBIX  IO3BOJIMT  OTBETUTh HA  HEPEIIEHHBIE  BOIPOCHI:
IIPOrHOCTUYECKAasT LEHHOCTh COCYJIUCTONM WHBAa3UHM, ONTUMAJbHOE BpeMs Ui

TPaHCIUIAHTALlH, ONTUMAJIBHOE KOJIMYECTBO 10 M mocie TpaHcrutantaumu [IXT,



LIEHHOCTh TPAHCIUIAHTAlMM II0 IIOBOJY pEUUAMBA II0CIE IEPBUYHOU PE3EKLUH,
LIEHHOCTh TPAHCIUIAHTAlMM y IAallMEHTOB C METacTa3aMH, KOTOpbIE pa3pelIINCh
nocie [IXT u Heo6xonumasi IMMYHOCYIIPECCHS TTOCIIE TPAHCIIIAHTAIUH.
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Xupypruyeckue 0CJI0KHEHUs!

B okcnepTHBIX IEHTpax YUCIO XUPYPrMYECKHUX  OCIOKHEHMHM  IIOCIIe

pacIIMpPEeHHBIX PE3CeKIMH, Takue KakK: KPOBOTCUEHHE, BO3AYyIIHAS SMOOIus,



HEPACIIO3HAHHOE IOBPEXKJIECHUE JKEITYHOIO IPOTOKA, - HE 4YacThle, a JETAIbHOCTb
HU3Kasl.

Hanpuwmep, B kmuauke Saint-Luc (Bproccens) 3a 25 ner (1978 — 2003) Obu10
onepupoBano 53 pebenka ¢ I'b B pazHom oObeme. Tombko 1 mammeHT ymep oOT
MAacCHUBHOTO  TpoM0O3a  BOpPOTHOM  BEHBl. 3HAYMMOE  IIOCJICONEPALMOHHOE
KpoBoTeueHue 6bu10 y 2 (3,5%). bunuapubie ocnokHeHHUs pa3BWIKCH B 7,6% mocie
pesexiuii meyenn u B 23% mocie TpaHCIUTAaHTAllMU. AKTypualibHas Oe3peruinBHas
BBDKMBAaeMOCTh Obuta 89% u 79% mocne TpaHCIUIAHTAlMM M PE3CKIHHU IeUeHH

COOTBETCTBEHHO [1].
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11. MoHNTOPHHT 00JIBbHBIX

B npouecce neuyenust

VYposenb ADII onpenensiercsa nociie 2 kypcos 1IXT

Pentrenorpacdus opraHoB IpyIHOM KJIETKH KaXKIble 3 Mecslla IpH JIOKATH30BaHHBIX

OITyXOJISIX U B HeJelo 6, 12, 3areM Kaxkaple 3 Mecsia Ipyu MeTacTaTUYeCKuX popmax.

Y3U opranoB OpIOUTHOW MOJIOCTH U 3a0PIOIIMHHOTO IPOCTPAHCTBA MIPH MMOCTAHOBKE

ANAarHo3a, HEMoCpCACTBCHHO IICPEC pe3eKuMeI71 INCYCHHU U JaJICC KaXKIbIC 3 MeEcALa.

Pa3BepHyTbIN aHAIU3 KPOBHU IEepe] KaXAbIM KypCOM XUMHUOTEPAIIUU.

KpeatuHvH CHIBOPOTKM KpPOBU MEpE]] HA4YaJIOM JICUCHHS U Jajiee IMepe] KaKIbIM

KYpCOM XHMHOTEpAInu.

IleyeHOYHBIC TECTHI nepca HadajloM JICYCHUA, TMCpCH KaXIAbIM BBCIACHUCM

JlokcopyOutiHa (Ipu remaTroTOKCUHYHOCTH M TPOMOOIIMTONICHHH O0Jiee 4acTo).

ADTCDI/IEUIBHOG AaBJICHUC MTPU NICPBUIHOM OCMOTPC U 110 H606XOI[I/IMOCTI/I.

OKI' u  DXO-kapauorpadgus mepeA HadalioM JICYCHHS, TPH JOCTHKCHHUH
KyMyJSTUBHOM 10361 JlokcopyOunmna 200 wmr/mM2 u 300 wmr/m2, namee 1o
HE0OXOUMOCTH TIPU HApyIICHUU QYHKIUU CEepAla, IO OKOHYAHUH JICUCHUs dyepes 3

MecsiIia OT nocjeHero BeeneHus JJlokcopyouruna.



MOHHTOPHHT MOYE€YHOW (YHKIMH AWHAMHYECKAs PEHOCHHHTUTPA(US BHITOTHICTCS

Iepes; HayajoM JICUYEHHUs, Iepel] KaKIbIM TpeTbUM KypcoM ¢ llucrmatunom. bonee

YacThle UCCIIEIOBAaHMS MTOKa3aHbI PU HAPYIICHUU (PYHKIIUH ITOYEK.

1o oxOHYAHHNH JIeYEeHHUSHA

Yposens ADII exxekBapTajIbHO B TEUEHHE S5 JIET.

¥Y3U opranoB OprONIHON MOIOCTH U 3a0PIONMIMHHOTO MPOCTPAHCTBA €KEKBAPTAILHO B

TEeYeHue S JeT.



