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lenaTobnacTtoma (0ocHOBHas
nHdopmauua)

1.

YT10 Takoe renatobnacroma?

lenatobnactoMbl - 3TO BbICOKO3MOKAYECTBEHHbIE CONWAHbIE [COMUOHBIL] ONYXONW MNEeYeHW.
MockonbKy OHW pa3BMBAOTCS HEMOCPEACTBEHHO B MEYeHM, UX Takke HasbiBaloT "nepBUYHbIMU"
onyxonsaMu nedyeHu. [enatobnactomMbl BO3HMKAKT Jdaxe B [OPOAOBOM Bo3pacte U3
MYTUPOBABLUMX KMNETOK-NpeAlleCTBEHHNKOB TKaHW neveHu. [MOoCKOnbKy MyTauusi 3TUX KIeToK-
npegwecTtBeHHMKOB MOXET MpoucxoauTb B pa3Hble nepuodbl pasBUTUA NevYeHu, CyLecCTBYHOT
pa3nunyHble rucTonormyeckue Tunoel renatobnactom (Hanpumep, deranbHas unn ambpuoHanbHas
renatobnacrtoma); HekoTopble renatobrnacTombl MOryT Takke cogepXaTb pasfnuyHble 3pernble
npeaLwwecTBEHHVKN APYIMX TUMOB TKaHeWn. PasnuuHble TUMbl OMyxonemn Takke oTnnyaloTca apyr ot
Apyra no xapakrtepy pocrta.

lenatobnactoMbl MNpPeuMyLLEeCTBEHHO pasBuBalOTCA B npaBov gone nedeHn. OBbIMHO 3TO
OOMHOYHbIE, KPYMHbIE OMYXONUW C XOPOLUMM KPOBOCHabXEHWEM, KOTOpble€ OrpaHU4eHbl OLHOW
obnactbto opraHa (yHudokanbHble onyxonu). Tonbko npumepHo y 15 % 60mnbHbIX Oonyxonwu
OoBHapyXMBalTCA OZHOBPEMEHHO B HECKOMbKMX MecTax (MynbTUdOKanbHble Onyxonu) -
npusHak arpeccuBHoro pocta. OuyeHb pegko renatobrnactoMa BbIXOAUT 3a Npeaenbl nevyeHu
(BHeneyeHo4Has). OBbIYHO OMyXOrb PacnPOCTPaHAETCHA MO KPOBEHOCHOW CUCTEME B OTAANEHHbIE
yacTu Tena u Jaét Tam MeTacTasbl (B MeAuuMHE OHM HasblBalTCA OTAAnNéHHbIe MeTacTasbl)
TOnbKO, ecnu GonesHb NporpeccupyeT. Yaue Bcero metactasbl ocegatoT B nérkmx. Okomno 10-20
% peten yxe UMeT Memacmasbl B NErkMx Ha MOMEHT MOCTaHOBKW AuarHo3a. Metactasbl B
Jnumgbamuyeckue y3/ibl BCTPEHATCS KpanHe peako.

Kak yacTto y geten BcTpe4yaeTtcsa renatobrnacroma?

lenatobnacTtomMa - camasi pacnpocTpaHeHHas NepBnYHasi ONyxosb NeYeHW y 4ETEN U NOLPOCTKOB U
TPEeTbS N0 YacTOTE ONyXOrb OPIOLLIHOW MONOCTU B 3TON BO3PACTHON rpynne (nocne HenpobnacTombl
Helpobnacmoma n HedpobnacTombl Heghpobriacmowma). o faHHbIM HeMeLKoro 4eTCKOro kKaHuep-
peructpa (pabotaetr B . ManHu), exerogHo B epmaHum renatobnactoma AuarHocTupyercs
npuMepHo y 25 pgeTeri m nogpocTkoB B Bo3pacTe o 18 net (apyrumm cnoBamu: y OBYX
YyernoBeKk Ha MUMMMOH AeTen). STU onyxonm cocTaensaT okono 1 % Bcex 3rnokayecTBEHHbIX
3aboneBaHun y geten M nogpocTkoB. 3aboneBaeMocTb renatobractomMamy pacTeT BO BCEM
MUPE YXe HECKONbKO AEeCATUNETUA. OTO NpeanonoXWTENbHO CBA3WM C yBENWYEHWeM 4ucna
npexxaeBpeMEeHHbIX PO4OB U HU3KOW Maccou Tena npu poxaeHun (cm. pasden "Modemy y demed
nosierisiemcsi 2enamobnacmoma?"”).

nOCKOJ'Ibe renatobnacTombl SIBNSAOTCS 3M6pMOHaJ'IbeIMVI 3M6pUOHaﬂbeIL7 onyxondamMuy, OHU B
OCHOBHOM BO3HWUKAKT Y HOBOPOXAEHHbLIX, MilaAeHLeB N MalieHbKUX aeten, TO eCTb B paHHEM
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aetctee: BonbWKWHCTBO MaumeHTOB Haxo4ATCA B BO3pacTe OT LWeCTM MecsueB A0 Tpex et
CpepHun Bo3pacT Hadana 3aborneBaHuss Mpu MOCTaHOBKE [AuarHosa cocTaenseTr 1,5 roga.
lenaTtobnacTtoma peaoko BCTpevaeTcs y aeten crtapuwe 4 net. Manb4nkm cTpagaroT vaule, Yem
OeBo4kuM (cooTHoLeHue nonos: 1,4 : 1).

NMouyemy y neten nosiBnsAeTcsa renarobnacroma?

HvWKkTO TOYHO He 3HaeT, noyemy Yy JeTen nogABnaAlTCA renatobnactomel. CneumanucTbl
npeanonaratT, YTO CYLEeCTBYEeT MpeHaTasbHbIi Tpurrep. MI3aBeCTHO, YTO HEAOHOLIEHHblIe AETU
W OETU C OYeHb HMU3KOM Maccon Tena npu POXOEHUN UMEHT MOBLILWEHHbIN PUCK Pa3BUTUS
renatobnactombl B ganbHenweM. lMockonbky oba chaktopa yBennumMBalTCsi B MPOMbILLIIEHHO
pasBuUTLIX CTpaHax, To 1 3aboneBaemMocTb renatobnacToMon pacteT BO BCEM MUpe.

B peakux crny4dasix cyllecTByeT CBS3b MeXOYy BO3HUMKHOBEHWEM remnatobrnactombl U HanmmuMem
Tak HasblBaeMblX CUHAPOMOB/GONE3HeN, KOTOpble [JalT MNpeapacrnonoXeHHOCTb K - paky
HacriedcmeeHHbIe 0rlyxorneable CUHOPOMbI. ATO reHeTudeckne [eeHemuyveckull 3aboneBaHus,
KOTOpble CBsi3aHbl C HacneaCcTBEHHOW NpeapacnonoXeHHOCTLI0 kK onyxonsaMm. K HacneacTBeHHbIM
ONyXoreBbIM CUHOPOMAaM, U3-3a KOTOPLIX MOXKET NOSIBUTLCS renatobnacroMa, OTHOCSTCA CUHOPOM
bekeuma-BudemaHa (cokpawéHHO Ha aHrn. BWS), cuHgpom OpaBapaca (Tpucomus 18) wu
cemeliHbil adeHoMamo3HbIl nouno3 (cokpaweHme Ha aHrn. FAP).

Kpome TOro, KIeTKM ModTU Bcex renatobnactom coagepxat U3MeHeHUA B eeHaX nvnn B
XpoMoCOoMax XpPOMOCOMbI, KOTOpble NPUBOOAT K MpeBpalleHUI0 KINeTKU nevyeHun B OnyxorneByro
KNEeTKY. OT0 KacaeTcs gaxe Tex Cny4aes, Korga HeT HacrieaCcTtBeHHOro onyxornesoro cmHapoma. B
TaKunx cny4vyadax naMmeHeHusa nponcxogdaT CNOHTaHHO.

Kakue 6bIBalOT CMMNTOMbI O0Nne3Hn?

Kak n gpyrme onyxonu B GPOLLHOM MOMOCTU, renaTobnacTtoMbl 3TO OBbIYHO OMyXonu, KoTopble
BUOHO, MX MOXHO MponanbnMpoBaTtb, OHWM 6e3bone3HeHHbl. VX HaxoasaT, Hanpumep, BO Bpemst
OCMOTpa y AeTckoro Bpaya. Kpome Toro, MoryT BO3HUKaTb 0OLME CUMITMOMbITakue Kak BbiCOKast
TemnepaTypa, ycTanocCTb, HapylleHMe pexuma npuema nuwyM U NUTbs, NnoTepst annetuta u
noteps Beca, a Takke 60NM B XMBOTE U TOLIHOTA, OCOOEHHO Ha NO34HMX CTaausix 3aboneBaHus.
Onyxonb Takke MOXET Bbi3blBaTb CKOMIEHME XMUAKOCTU B OPIOLLIHON NOMOCTM (acumT UK acuumT),
mpombouumos W/vnu aHeMuo aHemMus.

OueHb peaKko MOXeT NOSIBUTLCS HapyLLeHUe paboTbl NedeHn. 3TO MOXKET NPOSIBIATLCS, HAanpuvep,
B BuOE TOXENTEHUS KOXW, CNU3UCTbIX 0BofoYek U rmMas (Tak HasblBaeMblil UKTEPUT) Unu
MOBbILUEHHOW CKMOHHOCTU K KPOBOTEYEHMSIM. Takke paspbiB OMyxofiM C KPOBOTEYEHWEM MUNU
npexneBpeMeHHoOe Hayano MornoBoro cospesaHus (nybepmamueili nepuod/pubertas praecox)
SBMNAIOTCS PeaKUMM CUMIMTOMaMW.

Kak auarHoctupyetca renato6nacrtoma?

Ecnn nctopusi 6onesHn pebéHkal (aHamHe3) W pe3ynbTaTbl HAaPYXXHOMO OCMOTPa [HapyXXHbIU
ocMomp] BbI3bIBAIOT y NegnaTpa nogo3peHne Ha renatobnactoMy mnm pyryto onyxosib NeYeHu,
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TO Bpay HarnpaensieT pebEéHKa B KITMHUKY, B KOTOPOM €CTb creumanmsaums no aton dopme paka
(knHWKa OeTckon oHkornoruu/remartonoruu). [loTomy 4TO, ecrnv NoAo3peBaloT Takyk OMyXorb,
TO HeobXoAMMO MPOBECTU pasHble aHanuM3bl U uccnenoBaHus. Bo-nepBbix, Ansi Toro, 4ToObI
NOATBEPANTL, OEWCTBUTENBHO N y pebéHka pak neveHn. Ecnu amarHo3 noateepxpaetcs, TO
CrneumanmcTbl JOIMKHbI BbIACHUTL, KAKOW KOHKPETHBLIN TUM OMYyXOSN HaLLM Yy pebEéHKa 1 HaCKOMNbKO
bonesHb ycnena pacnpoCcTpaHUTLCA MO OpraHu3amy. TonMbKO OTBETMB Ha 3TU BOMPOCHI, MOXHO
ONTUMAaIbHO CNIAHNPOBATL TAKTUKY JIEYEHMS U JaBaTb r1po2HO3 BoNesHwu.

5.1. Bpa4yeOHbIN OCMOTP U NabopaTopHbie aHaNU3bI

Cneunanuctel B KIMHUKM CcHadvana TWATENbHO MPOBOAAT aHamHe3 OonesHn w genawot
Hapy>HbI ocMoTp pebéHka. Takke 6epyT kpoBb Ha aHanm3. OcoObI MHTEpeC NpeacTaBnstoT
onpefeneHHble BeLlecTBa B KPOBU (Tak Ha3blBAaEMbIE Ofyxosiesble MapKepbl), €CNU OHWU
MOBbILWEHbI, TO 3TO MOXET FOBOPUTb O Hanmuumu renatobnactombl. Hampumep, y 80-90 %
NauMeHToB C renaTobnacTtoMol 3Ha4YMTENbLHO MOBLILLEHO coaepXaHue arnbgha-ghemornpomeuHa
(Tarke HasbiBaeTca a-petonpotenH, AFP). OnyxoneBbii mapkep B-XI'Y noBbilaeTca NpuMepHo
y 20 % naumneHToB.

5.2. inarHocTnyecKasi BUsyanm3sauus onyxorm 1 nomck
MeTacTa3oB

Y3W (ynbmpassykoeoe uccnenoBaHve) opraHoB OpHOLLHON NONOCTM NO3BONSIET BU3yanvM3npoBaTtb
pacnonoxeHue, pasMmepbl, CTPYKTYPY W CoCyaucToe cHabxeHue onyxonu nedyenun. [ins Gonee
MONMHOM W TOYHOW [JAWarHOCTUKM Heobxoauma [OMOonHWTENbHas BU3yanusauus, Takas Kak
Maz2HUMHOo-pe3oHaHcHas Tomorpadums (MPT) u, B pegknx cnyyasx, KoMrnsromepHas momozpaghusi
(KT). OHM npoBOAATCA C UCMONb30BAaHNMEM KOHTPaCTHOrO BELLECTBA KOHMpacmHoe 8euecmaso
N MO3BOMSAKT NyYlle OLEHUTb pasMepbl OMYXONW B MEYEeHW M COCedHUX CTPYKTypax, a Takke
npopacTaeT nu onyxornb B KPyMNHble BeHbl (B MeauuUMHE HasblBaeTCs COCyaucTas UHBasus) Unu
nopaxeHbl Nn JuMgamuyeckue y3rbl. Takke Ha CHUMKax BO3MOXHO YBUAETb MPU3HAKKU, Kakon
TMN onyxonu y pe6éHka. B cBA3M C MonoabiM BO3pacTOM NauMEHTOB 3dTa AMarHocTuyeckas
BM3yanu3auus NpoBOAATCA NOA HapKo30M. [Ina BbIABNEHUS MeTacTasoB NPOBOAUTCA PEHM2EH U
KOMIMbOTEPHAasA ToMorpadns ferkmx, Takke ¢ KOHTPACTHLIM BELLLECTBOM U MO HAPKO3OM.

5.3. AHanu3bl o6pa3uoB TKaHen (buoncus)

[na okoHyaTenbHOro AuarHo3a HeoOXOAMMO MPOBECTM 2uCmOosIo2uYeckull aHanms OMnyXomnw.
Heobxogumbivi ans atoro obpaseL, TkKaHu MOXET ObITb B3SIT B XOA4€E OnepaLumn Ha 6ptoLLIHON NonocTu
(ranapomomus) (Tak HasbiBaemasi OTKpbITas 6uoricusi), BO BpPeMsi KOTOPOW Takke yaansaercs
onyxorb. B kayecTBe ansTepHaTMBbI MOXXHO PACCMOTPETHL BapUaHT YPECKOXHON NepdopaLoOHHON
Buoncun. B 3ToM cnyvae HECKONbKO TKaHEBbIX LIMAMHOPOB U3BMEKAOTCA U3 OMYXOmn Yepes KOXY
nog noa koHtponem Y3WM mn nog Hapko3oM. A flanapockornusi NpoBoautcst pexe. Bouibop Buaa
Broncum 3aBUCUT OT PasnUYHbIX PAKTOPOB, B TOM YMCIie OT pa3mepa OMyxOSin U HacKOMNbKO OHa
onepabenbHa (onepabensHOCMb).
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Mone3Ho 3HaTb: KaK MUCKIOYEHNe, BMOMNCUI0 MOXHO He AenaTb y AeTen B Bo3pacTe OT LIeCTU
MecsiLeB O TpeX, eCnu AnarHoctTmyeckasa Bu3yanuaaLms nokasblBaeT HanmMyne onyxonu nevyeHu,
a ypoBeHb A®I1 B KpOBM NpeBLILWAET OMNPEAEreHHbIi CTaHAApPTHbI MokasaTernbHo (bonee
1.000 Hr/mn), n OOHOBPEMEHHO 3TOT MOKasaTenb B TPWM pasa Bblle HOPMbl Afs JaHHOro
Bo3pacta. B atom cnyyae, kak Mbl 3Haem M3 onbiTa, 3TO BCcerga renarobnactoma. Ho ans
nccregoBaTenbCKUX MPOTOKOMOB MO NEYEHM0 onyxonu Groncus MoXeT ObITb HyXKHa, Hanpumep,
Ans 6onee TOYHOrO FMCTONOrMYECKOrO OMUCAHUSA OMyXONu U AN MONEKYNAPHO-TeHETUYECKOro
MOrIeKynsipHO-eeHemu4YyecKul aHanusa.

5.4. Kakne aHanu3bl n uccnenoBaHuUs AenaroT A0 Havyana
nevyeHua?

B 3aBuMcMMOCTM OT BMOa NNaHMPYEMOro feYeHWst Nepepn Hadvanom Tepanuu NpoBOOATCS
JononHuTenbHble obcneaoBaHust Anst MPOBEPKU COCTOSHUS U OYHKLMU OnpeaeneHHbIX OpraHoB.
MNMepen xumwuoTepanuen xumuomepanusi 3TO, Npexae Bcero, nposepka paboTebl cepaua
(anekmpokapduozpamma [OKI n axokapduoepamma), cnyxa (ayouomempusi), paboTbl MOYEK U
nerknx, a Takke pasnuyHble aHanuabl KPOBMW. VI3MeHeHMs, KOTopble MOryT MPOU3ONTU B XOAe
Tepanum, MOXHO Jyylle OLEHUTb HAa OCHOBE TakuMX NEPBUYHBIX PE3YNLTaTOB Y COOTBETCTBYOLLNM
06pa3om ydecTb B Xofe NeveHus.

Mone3Ho 3HaTb: He Bce BbllenepeyncrieHHble aHanu3bl U UCCNeaoBaHUA HeobXxoaMMbl
KakgoMmy peb&HKy. bbiBaeT 1 Tak, UTo peOEHKY TpebyroTCsl HEKOTOpbIE ApYyrMe UccrneoBaHus,
KOTOpble Mbl 34eCb He HasBanu. Jlyyuwle Bcero yToyHUTb Yy Jleyallero Bpaya wunum y
cneumnanucToB, KoTopble BeayT Bawero pebéHka, kakast UMEHHO AMarHoCTMKa 3anfaHupoBaHa
1 noyemy oHa Heobxoamma ans Baluen KOHKpeTHOW cuTyaumn.

lNcuxonoeuveckas u coyuanbHas MOMOUWb

Pak y pebéHka - aTo cTpeccoBas cuTyaumsi Ans scen ceMbn. KomaHaa cneunanmncToB Nno okasaHuio
MCUXOMOrMYECKON M COoLMarnbHOW MOMOLUM B KIMHWKAXMIIM MO3XEe B LEHTpax peabunurtaumm
N BOCCTAHOBUTENbHOIO NeYeHns NpefocTaBnseT KOHCYNbTUPYeT M MOMOraeT nauueHTam U ux
POACTBEHHMKAM, Ha4yMHasi C MOMEHTa NMOCTAaHOBKU AMarHo3a 1 0O OKOHYaHWS JIeYeHusl, a Takke
nocrie neveHus. MNoxanyncra, He CTECHANTECH MOMNb30BaTbCs 3TON NporpaMmmon nogaepxkn. OHa
SIBMSIETCS HEOTHEMIIEMOW YaCTbO KOHLIENUUN NIEYEHMST BCEX OETCKMX OHKOIOMMYECKMX LEeHTpax B
HeMeLKOoA3bIYHbIX CTpaHax. McuepnbiBatoLLyo MHGPOPMaLLMIO NO 3TOW TeMe Bbl HaaeTe 3ecCh.

Kak cocTaBnaroT nnaH neyvyeHuma?

Mocne okoHYaTenbHOro guarHo3a COCTaBMsAT NnaH nedeHust. Ytobbl cocTaBUTb MakcMmMarnbHO
WHAMBMAYaASbHYIO NPorpamMmy NevYeHns, cneumanbHo NogobpaHHyo Anst KOHKPETHOrO nauueHTa,
N OUEHUTb BO3MOXHble PUCKM peumamBa bonesHu (puck-aganTupoBaHHasi Tepanusl), komaHaa
nevawmx Bpayeln OOoMmKHa YYUTbIBaTb OnpeaenéHHble akTopbl, KOTOpble BRUSIIOT Ha' Mpo2HO3
OonesHN y KOHKPETHOro pebéHKa (Tak HasblBaeMble Mpo2HOCMuUYeckue ghakmopbl Unn akTopbl
pucka).
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OcHoBHbIe MpozHocmMuYeckue ¢hakmopbl ANs OeTen ¢ renatobnacTtomMomn ABnaTCS pacnonoXeHne
N pasMep Onyxonu Ha MOMEHT MOCTaHOBKW AuarHo3a WU, COOTBETCTBEHHO, ee oriepaberibHOCmb
(cm. marxe cnedyrowul pasden o cmadusix 3aboneeaHus). lNonHoe yganeHne onyxonu u
NoObLIX MeETACTa30B Memacmasbl UTPaeT BaXkHYH0 POsib B LIAHCAX MauueHTa Ha BbI3OOPOBIEHME,
noaTomMy TOYHOE onpegeneHne crtaguym 3aboneBaHnss HeobxoguMO ANs TOYHOW  OLIEHKM
puycka M nnaHupoBaHus nedeHus. [lockonbky OOMbLUMHCTBO MNaUMEHTOB nepes onepaumen
NpoXoAsaT XUMUOTEPAnuio C LENbi0 YMEHbLUEHMST OMyXonwu, OTBET Ha 3TO MpegonepaunoHHOoe
npedornepauloHHbIl NeYeHne Takke BaXeH Ansi NPorHo3a 6onesHu.

OpyrMMy NporHoCTMYECKUMU PaKTOpaMu SBNSAOTCA BO3pacT MalMeHTa Ha MOMEHT MOCTaHOBKU
OmnarHosa, ypoBeHb HEKOTOpbIX rnabopaTopHbix nokasatenen (ansgha-gpemonpomeuH, API) n,
KpOMe TOro, rMCTONOrMYEecKuii TUMN renatobnactoMbl, €cfivi Ha MOMEHT MOCTaHOBKM AMarHosa
onyxorb yxe 6bina yganeHa. Bce aktopbl yunTbiBalOTCS NpU NNaHMPOBaHUN NEYEHUS C LEeNbio
OOCTWXXEHUSI HAUMNy4Lero pesynerarta s Kaxaoro naumeHTa.

6.1. Knaccudumkauma renatobnacrtomol no ctaguam (cucrtema
PRETEXT-npegonepaumMoHHoe ctagupoBaHme 605ne3Hun)

CTtagusa renatobrnactoMbl OLIEHMBAETCH B COOTBETCTBUM C Tak HasbiBaemon cuctemon PRETEXT
(PRETEXT — ato cucTema, NpuHATasd NS OLUEHKW pacrnpoCTpaHeHUs Onyxonu nepeq neyeHuM,
coKpalleHue OT aHrn. ,pre-treatment extension®). OHa Gbina paspaboTaHa nccrnegoBaTenbCKown
lpynnor no wu3ydeHuto onyxonem nedyeHn MexgyHapogHoro obulecTBa OETCKMX OHKOMOros
(SIOPEL). 3Ta cuctema knaccudmkaumm y4nTbiBaeT CTEMNEHb PACNPOCTPAHEHMWS OMYXOMNW B NEYEHU
[0 onepauun (NpegonepaumoHHON) NO CHUMKaM UarHOCTUYECKOW Bu3yanu3sauun. B 3aBucumoctun
OT TOrO, CKOMbKO W3 4YeTbIpex (XMPYPrnyeckn 3HaYMMbIX) CEKTOPOB [OMWN MEYEHU MOPaXKEHO,
pasnu4yatot YeTbipe ctagum 3abonesaHus (I-1V).

Mpu onpegeneHMn cTeneHWn pacnpoCTpaHeHMs OMyXonu TakkKe YYUTbIBAETCS, 3aTpPOoHyna nu
renatobnactoma KpynHble COCyAdbl MeYeHu, Takne Kak BOpoTHas BeHa (P) mnm neveHouHble
BeHbl (V), nnn pacnpoctpaHunach 3a npegernsl nevyeHun (E - BHene4yeHo4YHOe pacnpocTpaHeHue).
A Tarke umeeTcs nu MynsTudokanbHoe pacnpoctpaHeHve onyxonu (F), pa3pbiB onyxonu Ha
MOMEHT noctaHoBku gnarHo3a (R), nopaxeHne numdatnyeckmx ysnos (N) unu gaxe otganeHHble
meTactasbl (M). Takne AaHHble CUMTAOTCA AOMNONHUTENBHBLIMU (hbakTopamMun pucka n oTMevaroTcs
COOTBETCTBYOLUMUN JOMONHUTENBHBIMU ByKBaMW.

6.2. Knaccudmkauma naymeHToOB € renatob6rnacrtomon no
rpynnam pucka

B 3aBMCMMOCTM OT KOHKpETHOW cTagum 6onesHn u Jpyrux MNPOrHOCTUYECKUX haKTopoB
rpo2Hocmu4eckue ghakmopbl NPUHUMAIOTCS TepaneBTUYECKME PELLEHUS, HAanNpuMep, PeLIeHne o
TOM, MOKa3aHo N yganeHue onyxonu (pe3ekumst) unu mpadcrnnadmayusi, unn 0 TOM, HaCKOMbKO
WHTEHCUBHOW [OIMKHA ObiTb xumuomepanus. loatoMy Ans ONTUMM3aUUM WHOAMBUOYAIbHOMO
neyeHnss NauueHToB OEendAT Ha pasnuyHble FPyMnbl pUcka UM Ha TepaneBTUYecKue rpynnbl, B
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KOTOPbIX NCMOJMb3YIOTCA pa3fyiniHble NiaHbl Ie4eHU4. Kak npasuno, 4Yem Bbllle pUCK peunanea, Tem
WHTEHCUBHEE J1Ie4YeHne.

Mone3Ho 3HaTb: B MeXAyHapoaHOM uccnegoBatenbckoM npotokone PHITT (cokpalieHue ot
Paediatric Hepatic International Tumour Trial), kOTOpbI B HACTOsILLLEE BPEMS OTKPLIT ANs BCEX
nauMeHToB C HeJaBHO AUArHOCTUPOBAHHOW renatobnacToMon, BblAENSIOT B 0BLLEN CIIOXHOCTM
yeTbipe rpynnbl pucka. MHopmauumio o pacnpegeneHum no rpynnam pucka u fie4eHnm B paMmkax
uccregoBaHns cM. B pasgerne «JleyeHne no nccnegosarensckomy npotokony PHITT».

Kak neyat renato6bnacromy?

HeTen ¢ renatobrnacTtoMon AOMKHbI NEYUTb TONBKO Bpayun U3 AETCKUX KIMHUK CO cneunanusaumnen
no Aetckon oHkonorun. MIMeHHoO Tam paboTatoT BbICOKOKBANMMUUMPOBaHHbIE CheLManucTbl
(Bpaun, MedcécTpbl) CO cneuvanusauMen no [AEeTCKOW OHKOMOrvMM, KOTOpble BrnageoT
COBPEMEHHbIMY MporpaMmamMu Tepanuu. B aTux 6onbHMuax Bpady pasHoro npodunsa BxogATt
B pasHble pabouue rpynmnbl, KOTOPble NOCTOAHHO HAXOQATCA B TECHOM KOHTakTe. Bmecte oHu
COCTaBMAT MnaHbl NnedyeHus, obcyxaaloT M BedyT CBOMX nauueHToB. [lporpammbl Tepanuu
perynspHoO yCOBEpLUEHCTBYHOTCS.

Llenb neyeHus — [JobUTbCS MakCMManbHO BO3MOXHOW BbDKMBAEMOCTW MALMEHTOB MU
oaHOBpeMEeHHO MUHUMN3NPOBATb No6oYHbIE OCMOXHEHMS U OTAANEHHbIE NOCNEACTBUSIMU.

7.1. MeTtoAabl ne4yeHus

MeTtoabl neyeHns renatobnacTtomMbl OOLIMHO BKMHOYAKOT OMepauuto Mo yAarneHuo Oonyxomnu
nevyeHu (B MeJuLunHe Ha3biBaeTCHd «J1oKalibHOe nequme») M NOYTU BCeraa XxmmMmuotepanuio.
[nsa HekoTopbIX MaLMEHTOB BO3MOXEH BapyaHT TpaHCNaHTauMy nevyeHu. Jlyyesasi Tepanusi
He BXOAMWT B MMaH feyeHuss renatobnacTtoMbl U3-3a paHHEro Bo3pacTta 3aboneBlunx OeTen.
Tun 1 Kypc NevYeHus: 3aBUCST B MEPBYIO OYEPELb OT KOHKPETHOIO TWMa OMyXOosu, rae UMEHHO
OHa BbIpOCHa 1 Kakoro oHa pa3mepa (To eCTb HacKOmbKO OHa onepabenbHa) (cM. pasgen "Kak
COCTaBnsOT NnaH neyeHns"). ObLias NPOAOMKUTENBHOCTL NIEYEHUSI COCTABMSAET MPUMEPHO OT
Tpex Ao ABeHaguatn MecsueB.

Jleyenne pgeten ¢ renatobnactoMon B OCHOBHOM 6a3smpyeTcs Ha ABYX OCHOBHbIX HarnpaBneHusX:
Xumuomepanusi U Xxvpyprudeckoe ygarneHve onyxonu. lNonHoe yganeHve onyxonu (pesekuus)
ABNseTca Hanbornee Ba)KHbIM CbaKTopOM And BbXMBaHUA NauneHTa.

B pegkmx cnydasx, korga onyxonb Hebonbllas, eauHudHasa (Hanpumep, CTagus Mo cucteme
PRETEXT | unu, BoamoxHo, Il), B Ka4ecTBe NepBOro Lwara MOXHO cpa3sy e NpOoBECTM onepaumio
(onepayus). OpgHako y GonbLUMHCTBA AeTen Ha MOMEHT MOCTaHOBKM AnarHo3a renarobnacroma
y>Ke CIIULLKOM BEnuKka Ans yCrNeLwHoro XMpypruyeckoro BMeLlaTenbCcTBa, NMMbo yxe ecTb MeTacTasbl
B nerkmx. Y Takux MauMeHTOB cHayana npeanpuHMMaeTcsl NOMbiTKa YMEHbLUMTb OMyXofb U
nmeroLmecs mMeTactasbl C MOMOLLLIO (NPpefonepaunoHHoON npedonepayuoHHbIl) XMMmMoTepanuu,
a TOmnbKO MOTOM - yAanuTb ee. NockonbKy 60MbLWNHCTBO renatobrnacTom XOpOoLO pearnpyoT Ha
XUMMOTEpPaNuIo, 3TOT NOAXO0[, OKa3biBaeTcs ycnelwHbiM y 90 % nauneHToB.
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Mocne xvMMOTEpanuu MPOBEPSIOT, XOPOLUO NN OMyxosfib OTpearnpoBana Ha fiedyeHne, T0 ecTb
ABNAETCH 1M OHa onepabenbHoi. Ecnn aTo He Tak, MOXeT ObITb LienecoobpasHo AaTh AanbHenwme
Kypcbl XxumuoTepanuu. [ocne Xupypriuyeckoro yaaneHusi onyxosv XMmmuotepanusi NpoaoikaeTcs
(nocneonepauyoHHas XMMmuoTepanus), YTobbl YHUUTOXMTL BCE OCTaBLLMECS OMyXOmneBble KMNeTku
U TEM CaMbIM CBECTV K MMHUMYMY PUCK peumnanea.

7.1.1. Xumunorepanusa

Mpu xMMMoTEpPanMM Ha3Ha4alTCs Npenaparbl, KoTopble BNOKUPYIOT POCT KNETOK (Yumocmamuk), ¢
Lienblo OCTaHOBUTb POCT PAKOBbIX KNETOK UMW YHUYTOXUTL UX. [nsg onTuMm3aummn adhekTMBHOCTH
nevyeHns MNCMonb3YTCH HECKOMbKO LMUTOCTATUYECKUX NpenapaToB B pasfuMyHbIX KOMOBUHaLUAX
n BBoAATCcA 6Gnokamw. Kak npaBumo, xmmuoTepanus COCTOMT W3 [OBYX OCHOBHbIX 3Taros:
npegonepaunoHHON XumMmoTepanuu (B 3TOM criyyae cneumnanmcTbl UCNOoNb3yT TEPMUH UHOYKLMS)
M nocneonepauyMoHHON XxXuMuoTepanun (B 3TOM Criydae crneumanucTbl UCMOoMb3ylT TepMUH
KoHconuaaums).

Haubonee BaxHbIM uuTOCTaTMKOM sBnsieTcsa uucnnatuH (CDDP), KoTopbil Takke MOXET
ncnonb3oBaTbCcs B KOMOMHauMM C  ApyrMMyM  npenapatamu  (Takmmu  Kak  kapbonnaTtuH,
OOKCOPYOMLMH, BUHKPUCTWH, 5-bTOpypaunn, 3Tono3ng W MPUHOTEKaH). VIHTEHCMBHOCTb
XumuoTtepanum (obas gosa, KOMYECTBO LUKIOB fIeYEHNsT) 3aBUCUT OT IFPyNMbl pUcka, B KOTOPYHO
nonan pebéHok B 3aBUCUMOCTM OT cTaaum GonesHu. Yem Bbllle CTeneHb pacnpoCTPaHEHHOCTU
©onesHn, TeM MHTEHCUBHEE DyaeT neyenHue.

7.1.2. Onepauus (xupypruyeckoe yaaneHme onyxorsm)

MonHoe yaaneHue onyxonu 1 niobbix oTAaneHHbIX METacTasoB MMEET pellatollee 3HadeHe ans
BbDKMBaHWUS naumeHToB. Mo aToi NpuynHe nNpeanpuHMMAaloTCs NOMbITKA pagukanbsHoro yaaneHus
Aaxe OBLIMPHBIX renatobnactoM (C OOCTaTOYHbIM 3anacoM MPOYHOCTU 300POBbLIX TKaHeMn).
Mpy Heo6XoOAMMOCTUN 3TO AenaeTcs U C NMOMOLLbLI0 crieuuanbHbIX NPYeMoB, HanpumMep, MorHoM
GNOKMPOBKN KPOBEHOCHbIX COCY0B (B MEAMULIMHE 3TO Ha3blBAETCA «OKKIO3USA» ), MOYLLNX K ONyXOmnn
1 OT Hee.

Kak npaBuno, yaanawTcs NOMHble CerMeHTbl MeYeHN unun Bca ee Jond. 3TO HasblBaeTCs NpaBon
Wnn NeBOn pe3ekunen nnmn pacluMpeHHon NpaBor nnu neson pesekumen. OtTaanéHHble MeTacTasbl,
KOTOpble BMAHbI HA CHWUMKax AWarHOCTUYECKOM BM3yanusauuu, Takke Hago yaansaTtb, eCcrnv mx
BCe elle BMAHO Mocre npegonepaurMoHHoOn XxuMmuoTepanuu. ocne onepaumn Bcerga 4atoT, Kak
MUHUMYM, OAMH Onok xumuotepanuu. TakkKe HYXHO OTMETMTb, YTO nepep TpaHcnnaHtaumen
neveHun TpebyeTcsa caHauus (peabunurauyms) NErkmx.

7.1.3. TpaHcnnaHTauumsa neYeHn

B Tex cnyyasix, korga Xupypruyeckoe yganeHue onyxonu CAMLKOM PUCKOBaHHO, CreuuanmcTbl
MOryT paccMaTpuBaTb BO3MOXHOCTb Mnepecagky nedeHn (mpaHcrnadHmauyus). 3TO OTHOCUTCH,
Hanpumep, K nauuMeHTaMm, y KOTOpbIX MOpaXeHbl BCe YeTblpe cektopa (ctagusa IV no cucteme
PRETEXT) unu y KOTOpbIX UMEETCA MynbTUdOKarnbHas OMyxorb B pasHbIX CekTopax. B atom
criy4ae mManoBeposiTHO, YTO BCE UMEIOLLMECH ovarn renatobnactoMbl B MEYEHN MOXHO yAanuTb
XUpypruyeckum nytem. TpaHcnnaHTauus Takke MOXET OblTb BapuaHTOM Ans nauueHToB c IV
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ctaguen PRETEXT u cocygucton MHBa3nen, KOTOopble He OTBeYaloT Ha XMMMuoTepanuio npwu
yMeHbLLeHUn pasmepa onyxonu go lll craguu.

7.1.4. Ipyrne metoabl neYyeHus

8.

Ecnu onyxonb He 0TBeYaeT Ha XMMUOTEPaNUIO UMW eCNX yAArneHWe onyxonu Unu TpaHcnnaHTaums
MevyeHn HEeBO3MOXHbI MO APYrMM MpUYMHaMm, HeOoOGXOAUMO PpacCMOTPeTb Apyrve BapuaHThl
neyeHus. Hanbonee nepcnekTUBHbLIM METOAOM SBMSIETCH XUMUO-ambonu3ayus. To ecTb nop
BM3yanu3aLMoHHbIM KOHTPOMEM JeKapCTBEHHbIE MNpenapaTtbl BMECTe C BCMNOMOraTenbHbIMU
BELLECTBaMU-HOCUTENSIMU  BBOAAT HEMOCPEACTBEHHO B NUTAOWME COocyabl MNeYeHW, Tem
cambIM «3anevatbiBasy (3mbonuampys) ux. Llenbto Takow NnokanbHOW XMMUOTEpanuu siBrsieTcst
yMeHbLUeHVEe 0GbeMa ONyXomnu 3a cHET YHUUTOXEHUS OMyXOneBbIX KNETOK. B HEKOTOPLIX cryyasx
OMyxonb MOXET OblTb yaaneHa Wnu BpeMsi A0 NepecagkyM nevyeHu MOXET ObiTb COKpalleHo.
OpHako aTa npouenypa MoXeT GbiTb COnpsikeHa ¢ OCNOXHEHUSIMU U NO3TOMY [OMKHA TLLATENBHO
paccmaTpuBaTbCs B MHOMBUAYaNbHOM MOPSOKE.

Opyrme wmeToabl, KOTOpble WCMOMb3YIOT MNPUMEHSIEMbIE B JI€Y4EeHUM ONyxonew mneyvyeHn y
B3POCHbIX - HAaNpUMmep, s1a3epHas meparusi, Kpnoabnauus (3aMopaxmBaHWe OnyxoneBow TKaHW),
paguodactoTHas abnsaumsa (HarpeBaHWe OMyXOoneBOW TKaHM C MOMOLLLID BbICOKOYACTOTHbLIX
pPagMoBOMH) - MOKa He MWCNoMb3ylTcs Yy AeTel M MOAPOCTKOB M MNPUMEHSIOTCA TOMbKO B
nannuaTMBHOW Tepanuu (naanuamueHasi mepariusi).

Mo Kakum nNpoToKonam u perucTpam re4yart geten?

BonbwunHCTBO Oeten ¢ renatobnactomon B FepmaHMM nedyat no CraHaapTU3npoBaHHbLIM
ncenenoBaTeribCKMM MPOTOKOJ1aM, KaK MnpaBuiio, B paMKax nccrnegoBaHMi nNo onTUMM3aumnn
Tepanun. Hemeukune nccnegoeartensckme NPOTOKOIbI, NN uccnedosgaHusi onmumu3ayuu mepanuu
— 3TO KIMHN4YeCcKne nccriegoBaHmnda, OHU CTPOro KOHTPOJNNPYHOTCA. WX uenb — neuntb 3abonesLUmnx
Jeten no cambiM coBpeMEHHbIM pa3pa60T|<aM. O,EI,HOBpeMeHHO 3T wuccnegoBaHna AakoTt
BO3MOXXHOCTb yny4LlaTb noaxoAdbl K nNe4eHnto 1 3a CYET 3TOro JodMBaThCs nporpecca B fie4yeHun.

[etn, koTopble He rfevaTcs No OeWCTBYOLWEMY MUccrenoBaTenbCKOMY MpoToKomny (Hanpumep,
€CNnn Ha MOMEHT OOone3HN cTapblii MPOTOKOS 3aKPbISICSA, @ HOBbIM NMOKa He OTKPLINCS; UM ecnu
3a00MeBLINA He MOAXOAWUT MOA KPUTEPUWU, KOTOpble SIBMSIOTCS 06si3aTenbHbIMU AN npuéma
B AEWCTBYIOLUIA NPOTOKOI), NPOXOAAT Yepe3 revyebHble perucTpbl. OCHOBHas LeNb Takoro
peructpa - AOKYMEHTMpOBaTb BCE KIMHUYECKUE, MOSEKYNsSPHO-FreHeTUYeCcKNe [MonekynsipHo-
eeHempuyecKkul] n opyrue AaHHble, CBsI3aHHbIE C JlIeYeHMEM KOHKPETHOIO NauueHTa, 1 Torga ¢ ux
MOMOLLIbI0 MOXHO 00beauHUTL 3HaHMsA O BOMNesHn 1 e€ nevyeHun 1 oNTMMM3MPOBaTL fieveHue (To
ecTb caenatb ero 6onee agppekTnBHBIM). KpoMe Toro, uccnegoBatenbckas rpynna KOHKPETHOro
ne4yeBGHOro perMctpa NOMOraeT M KOHCYNbTUMPYET nevalumMx Bpaden npu Bbibope onTMManbHON
Tepanun Onsi KaX[aoro KOHKPeTHoro pebGéHka. TepaneBTUYeckuMe pekoMeHOauun OCHOBaHbl Ha
COBPEMEHHbIX Hay4HbIX no3uuumsix. Moatomy aTo obecrneynBaeT BbICOKOE Ka4yecTBO JeYeHus!.

B HacTosiwee Bpemsa B epmaHumn (C MexayHapOAHbIM yyacTuem) paboTarlT crepgylolime
nccnegoBaTterbCckMe NPOTOKOMbI U fiedebHble perncTpbl Ans Aetein ¢ renatobnactomoi:
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* WUccnepoBatenbckum npotokon PHITT: mexayHapoAHbIi MCCreaoBaTenbCKUA NPOTOKON
no neyeHuto onyxonen nevenn y geter PHITT (cokpaweHue ot aHrm. Paediatric Hepatic
International Tumour Trial). Habop HOBbLIX NaUMEHTOB B WCCHEeLOBaTENbCKUA MPOTOKON
3aBepLIéH 3akpbinca 31 gekabps 2023 roga. Pesynsrathl pabiooTel npoTokona byayT roToBbl
(n onybnnkoBaHbl) MPpUMEPHO Yepes3 Tpu roga. B nccrnegoBatenbCkuin NPOTOKON BKAOYANMUCh
nauneHThl (B Bo3pacte Ao 30 neT) ¢ BnepBble yCTaHOBMEHHbIM ANarHo30M renatobnactombl Unm
renaTouennonsapHon KapumHoMmel. [1o npoTokony paboTanu Bce OCHOBHbIE UccriegoBaTenbckue
rpynnel mupa. B EBpone SIOPEL, B CesepHont Amepuke COG u B AnoHuun JPLT, Hemeukad
nccneposartenbckaa rpynna GPOH Bxogut B rpynny SIOPEL. Hemeukuin HaumoHambHbIN
nccrnenoBaTenbCkuin LEHTP HaxoauTes B MioHxeHckon 6onbHuue LMU (Dr. von Hau-nersches
Kinderspital) nog pykoBoacteom npod. A-pa Mea.H. NpeH Lmna.

* JleyeGHbIN pernctp onyxonewn neyeHm ,,GPOH Lebertumorregister®: pernctp ansa geten,
NnogpoCTKOB M Morogblx B3pocnbix (B Bo3pacte o 20 net) ¢ [obpokavyecTBEHHOW wnn
3110Ka4YeCTBEHHOM OMNyxonbio nevyeHn B [epmaHumn. Peructp 6bin oTkpeiT B 2011 ropay,
Korga 3akoH4un paboty mccnegoBatensckuii npotokon HB 99. U ¢ Tex nop oH pabotaet
rmaBHbIM 00pasomM ans cbopa [aHHbIX C LENbl yNydlleHust 3HaHuin o 3aboneBaHun W,
cneposaTenbHO, OyoyLmMx BapuaHToB rfeveHus. HayyHo-uccnegoBaTenbckas rpynna Takke
npuHMMana y4yactve B paspaboTke wuccrnepoBartenbckoro npotokona PHITT (cm. ebiwe).
PykoBoauTtenem nedebHoro perncrpa sensietcs npodeccop a-p Mea.H. Mpen Wmua, knnHuka
LMU Munich (Dr. von Haunersches Kinderspital). Hay4uHo-nccnegosarensckuii odouc perncrpa
npenocTaBnsaeT pekoMeH4aUUn Mo NeYeHuHo.

JleyeHne no akTyanbHbIM BpeMeHHbIMU peKoMeHpauusaMm: ViHdopmauuio O nevyeHun
nauMeHToB C renatobnactoMor B Pas3NUYHbIX rpynnax Tepanunm Mo BPEMEHHbIM
pekoMeHaaunaM MOXHO HaWTK No STOW TeMe 30eCh (Ha HEMEeUKOM Si3bIKe).

9. Kakue waHchbl BbiNIeYUTbLCHA OT renatoonacTtomMmbli?

MepcneKkTuBbI BbKMBaHMSA (NMPOrHO3) AeTel U NoapoCTKOB C renatobnacToMol 3aBUCAT OT CTENEHM
pacnpocTpaHeHusl 3aborneBaHus, OTBETa Ha XMMWUOTEPanuio U BO3MOXHOro obbema yaaneHus
onyxonu. [ns XopoLlero rpo2Ho3a HeoGxoaAMMO NOMHOE yaaneHue onyXoru.

3a nocnegHve AecATb-ABaguatb feT  BO3MOXHOCTM  XUMWOTEPANeBTUYECKOro  fieyeHus
3HAYUTENBHO PacCLNPUUCL, YTO NpuMBENO K Bce 6Bonee BbLICOKMM MoKasaTensMm U3neyeHus
nauueHToB ¢ renatobnactomoin. Mo gaHHLIM Hemewukoro 4eTcKoro KaHuep-perncTpa B HactosLee
BpemMs okorno 85% Bcex nauMeHToB C renatobnactoMonm MoryT ObiTb manedveHol (10-neTHAs
BbXMBaeMocCTb). OgHaKo NPOrHo3 Asnsi KOHKPETHOTO NauMeHTa 3aBUCUT B NMEPBYIO ovepedb OT TOro,
HaCKONbKO 3anyLleHa 6onesHb Ha MOMEHT NOCTaHOBKM AnarHo3a (cTaams 3abonesaHus) U K Kakomn
rpynne pyMcka OTHOCUTCA MauUUeHT:

HanGonee 6naronpusiTHble MNepCnekTMBbl UMEKT MauMeHTbl, BXOAsLME B Tpynmnbl «O4YeHb
HMU3KOro» W «HWU3KOro» pucka. Mockonbky ux 3aboneBaHWe OGbIYHO OYEHb XOPOLUO pearvpyet
Ha XUMMOTEpanuio, BEPOATHOCTb TOSIHOMO YyAareHus onyxonu coctaenseT 6Gonee 90 %,
COOTBETCTBEHHO BbICOKM W MokasaTeny BbDKMBAEMOCTM (5-NeTHAs BbhkuBaemocTb - Gonee 90
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%). Y naumMeHToB C «NMPOMEXYTOYHLIM PUCKOM» 5-neTHsIA BbhknBaemocTb coctaBnsaeT 70-80 %,
B TO BPEMs KaK y MauMeHTOB C «BbICOKMM PUCKOM», Y KOTOPbIX 5-NETHAS BbIXMBAEMOCTb Ha
cerogHsAWHuN aeHb coctaenseT 50-60 %, NporHo3 meHee BrnaronpuATHbIN. KCNepTbl MO ONyXONAM
neyeHn Hagetotcs, 4to npotokon PHITT no3sonuT ynyylinTe nokasaTenu BbXKMBAEMOCTMU.

Heobxognmoe 3amevaHue: Korga Mbl HasbiBaem LMApPbl MO BbPKMBAEMOCTU OETEN, 3TO 3HAYHT,
YTO Mbl Aa€M TOSbKO TOYHYIO CTATMUCTUMKY MO 3Ton popme paka y geten. OHM ABNAIOTCH BaXKHbIM
N TOYHbIM MOATBEPXAEHMEM ANsl BCEW rpynnbl NauMeHTOB ¢ renatobnactomon. Ho ctatuctuka
He MOXEeT npeackasaTb, Bbl3gOPOBEET KOHKPETHLIN PeBGEHOK, nnn HeT. Ecnun y Bac ecTb BONPOCHI,
Kak crneunannctbl OLEHMBAKT MPOrHO3 KOHKPETHOrO BapuaHTa 6onesHn y Bawero pebGEéHka,
obpallantech, NOXanymncra, K BalMM fievalimm Bpayam.
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lenaTobnactoma (OCHOBHas MHopmaLms)

ncropua bonesHn

MarioKpOBME; CHWXKEHME KOHLEHTPaUMM KpacHOro nuMrMeHTa
KpoBM (remornobuHa) n/vnn copepxaHus KpacHbIX KPOBSIHbIX
Terney, (3TOT MokasaTenb Ha3blBaeTcs ,FeMaToKpUT®) Huxe
YPOBHS, 3aBUCMMOro OT BO3pacTa.

3TO M3MEepeHue OCTPOTbl CryXxa C MNOMOLLbBI ChelmanbHbIX
reHepaTtopoB 3BYKOBOW 4acTOTbl; OHW MPOM3BOAAT CUrHanbl
PasfiMyHON YacToTbl C onpeaenéHHON rPOMKOCTbIO.

B3ATME oOpasua TkaHW AN uccrnegoBaHus (mpexae Bcero
noa MWKpockonom). MOXEeT BbINOMHATLCA KakK MNyHKUUA C
NMOMOLLIbIO cneunansHOW NOMon UMb, AN C NOMOLBLID APYruX
WHCTPYMEHTOB (HanpuMmep, Wunubl, 30HA U T.4.), TaKKe MOXET
NPOBOAMTBLCS XMPYPrUYECKMM NyTEM (C MOMOLLBIO CKanbnens).

eavHuLa HacnegcTBEHHOCTM B XPOMOCOMax. JTO  y4yacTok
Monekynbl ge3okcupuboHyknenHoson kucnotbl (JHK), koTopbin
COOEPXUT UHGOPMaLMIO O CTPOEHMM OOHOro OrnpeaenéHHoro
Benka.

T.€. CBSA3aHHbIN C reHamu, C HacneaACTBEHHOCTbLIO; BpO)K,EI,éHHbIﬁ

TO eCTb CBf3aH CO CTPOeHWeM TKaHel opraHu3ma, KoTopble
n3yyaloT nog Mukpockornom. [na 3toro o6pasubl TKaHewn
npoxopasaT  cneuuanbHylo 0b0paboTky (3T0  MoryT  ObiTb
cTeknonpenapatbl, 06paboTka pasHbIMK KpacuTensamu).

KOHTpOMNUpyeMble KNMHUYecKne nccrenosanHus. Mx uenb - neunts
nauueHToB Mo rnocrneaHuMm paspaboTkaM W OAHOBPEMEHHO
noebilaTe dMMEKTUBHOCTL TepaneBTUYECKUX BO3MOXHOCTEN.
Mpu 3TOM ONTUMU3AUUS NEYEHUs 3aKno4yaeTcss He TOmNMbKo B
yNyJlleHUN/yBENMYEeHN LLIAHCOB Ha Bbl34OPOBIIEHNE, HO U B
TOM, YTOGbI OrpaHNYMBaTh NOGOYHLIE OCIOXHEHUS U OTAANEHHbIE
NnocneacTBus, BO3HUKAKOLLME U3-3a NeYeHUs.

MEeTo4 [OWarHoCTUKM MO CHMMKaMm, B KOTOPOM WCMOSNb3YHTCS
PEHTreHOBCKME My4Yun U KOMMNbIOTEPbI AS MOCIONHOIO NOMyYeHnst
n3obpaxeHun vacter Terna (TpPEXMepHoe un3obpaxeHue,
nonepeYHbIN UNn NPOAOIbHbBIV cpe3 Tena)

npenapar, C MOMOLLbI KOTOPOrO Ha CHUMKE MOXHO nydlle
YBUOETb, Kak oOpraHuaM paboTaeT, B KaKOM COCTOSIHUM €ro
CTPYKTYpbl. B OCHOBHOM KOHTpacTHOe BeLecTBO WUCMonb3yercs
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nasepHasi Tepanus

lanapockonusa

ranapoTtomusi

numdaTtmnyeckme yanbl

MarHMTHO-pe3oHaHCHasA

MeTacTasbl

MOJIEKYIAPHO-TEHETUYECKUI

HapKo3

lenaTobnactoma (OCHOBHas MHopmaLms)

B PEHTTEHOBCKOW AMarHoctuke (PEeHTreH, KOMMbloTepHas
TOMorpacus), B MarHuTHO-pe30HaHCHOM ToMorpaduu, a Takke B
Y3W.

9TO pacnnaeneHve TKaHW B pesynbrate  TennoBOro
BO3OEWCTBUA Na3epHoro nyya. ATOT METo[ NpPUMEHsieTCs Ans
yOoaneHust yactel TKaHM W Npu CKNepo3npoBaHWM COCYLOB
(cknepotepanus).

TaK Ha3blBaeTCs OCMOTP OPHOLLIHON NONOCTU: BPIOLLHYIO0 MOMOCTb
uccriegyloT ¢ MOMOLLBIO CheuuanbHOro 3HAOoCKoMNa, KOTopbIn
BBOAST NOJ HApKO30M (B XKMBOTE AeNnatoT XMpYpPru4eckuin Hagpes)

XMPYpPrMyeckoe BCKPbITUE BPHOLLHON MOMOCTY.

HebonbLlUMe opraHbl OKPYrNow W OBanbHOW (POpMbI, KOTOPbIEe
OTHOCHATCH K UMMYHHOW cucTeme opraHuama. OHuM HaxogaTcs B
pasHbIX YacTax Tena u pabotairoT PUNBTPOM ANS XKUAKOCTU B
TKaHsIX (Mumdbl) B oNpeaenéHHom YacTv opraHmama. B Hux xmneyT
KNETKN MMMYHHOW CUCTEMbI.

MarHWTHO-pe3oHaHCHas Tomorpadusa - MeTod AnarHoOCTUKU Mo
cHuMKam. OyeHb TOYHbIN MeToA UCCreaoBaHWa Ans NonyyYeHus
n3obpaxeHusi BHYTPEHHUX TKaHEM W OpraHoB, B KOTOPOM
He ucnonb3yetcs uany4veHve. C NMOMOLLLIO MarHUTHbIX Monen
CKaHWpyoT Teno. [NonyyYyeHHble CHUMKM O4€Hb XOPOLLO NOMOratoT
OLEHUTb COCTOSIHNE OPraHOB M MPOMN3OLLEALLMNE B HUX U3MEHEHMS.

B [aHHOM KOHTEKCTe: BTOpWYHAsi OMyxoSib, pacnpocTpaHeHue
onyxonu. 3TO OnNyxonb BO3HWKAET W3-3a pacnpocTpaHeHus
paKoBbIX KIETOK B APYryH0 YacTb OpraHuamMa.

T.e. CTPYKTypa, BO3HMKHOBEHWE, pasButve, QYHKUUN U
B3aMMOOENCTBME KIETOK U 3NEMEHTOB KMeToK (Hanpumep,
HYKINEVHOBBbIX  KWUCMOT, MPOTEMHOB) paccMaTpuBaeTcs Ha
MOMEKYNspHOM  ypoBHE. AHanu3unpyeTcs HacrneacTBeHHas
nHcopmaums B HyknenHosbix kucnotax (QHK n PHK); a takxke,
KaKk aTa HacnegcTBeHHas uWHdopmauns obpabaTbiBaeTcd B
npouecce cMHTe3a 6enka u perynsauum reHHON akTUBHOCTH.

Bua obesbonmBaHus, Npu KOTOPOM YEnoBeK CMUT U KOHTPOINb
Hag pednekcamun cHwxaeTcs/Tepsaerca (=00LWMIN HapKo3 wnu
obwan aHecTtesns). NpuBOAMT K NOMHOMY BbIKNHOYEHMIO Goneson
YyBCTBUTENbHOCTWN, TEMsioBOM 4YyBCTBUTENBHOCTU W MoTepe
CO3HaHusA. T.K. KOHTPOMb Hag pedrekcamu CHWXEH, TO Kak
npaBuno BO BPeMs onepauun naumeHTy BBOAAT AblXaTenbHYHo
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Hapy>XHbI OCMOTP

HacneacTtBeHHbIe
onyxonesble CMHOPOMbI

HenpobnacToma

HedpobnacTtoma

onepabenbHOCTb

lenaTobnactoma (OCHOBHas MHopmaLms)

TpybKy (MHTYyOaumoHHas TpyOka) (B MeguuMHe 3TOT npouecc
HasblBaeTcs UHTYbauus).

3TO BaXKHbIl 3MEMEHT AMarHoCTUYECKOro uccriegosBaHus. Bpau
NMpoCnylWMBaeT ONpedenéHHble opraHbl W OLWYMNbiBaeT UX
(nanbnauus), npoBepsieT onpeaenéHHble pedunekcbl, YToObI
OUeHUTb BuA 3aboneBaHWs WM TMOMYyYUTb TMOKAa3aHWs, Kak
3aboneBaHne NpoTeKaer.

3TO reHeTMyeckme 3aboneBaHud. T OGonesHM CcBsi3aHbl C
NOBLILLIEHHON NPEAPACMONOXEHHOCTbIO K 31TIOKA4YeCTBEHHbIM
ONyxonsiM, a Takke C pa3HbIMW aHOManusMu pa3BUTUsSi OPraHoB
W C 3adepXKoM B YMCTBEHHOM passButuu. 1o coBpeMeHHbIM
Hay4yHbIM daHHbIM 10% oOHKomorudecknx 6GonesHen y AeTen
U NOOPOCTKOB MOSABMIOTCS WU3-3a KAKUX-TO HACMNEeLCTBEHHbIX
W3MEHEHWUW, UNN TOYHEE FOBOPS M3-3a TOrO, YTO €CTb OAWH U3
HacneaCTBEHHbIX OnyxoneBblX cUHApomoB. K HacrnencTBeHHbIM
OMNyXoneBbIM CUHAPOMaM OTHOCATCH, HanpuMep, CUHOPOM
Jlyn-bapa (= aTakcusa-TeneaHruakrasus), cuHgpom beksuta-
BugemaHna, cumHgpom [ayHa, ©Oone3Hb [unnens-flvHaay,
cnHgpom  Jln-®Opaymenn, cungpom MEN (MHOXecTBeHHas
9HAOOKPVMHHAs Heonnasusl), HempodubpomaTod W  CUHOPOM
WAGR. Cioga Takke OTHOCUTCS HacrneacTBeHHasd (cemenHas)
dopma peTmHobrnacTomsl.

3TO 3I0Ka4YeCTBEHHasl Onyxofib  CUMMaTUYEeCKOW HepBHOM
cuctembl. O4eHb YacTo eto 3abonesatoT AeTn 40 5 neT, ocobeHHO
HOBOPOXAEHHblE W rpydHble MrageHubl. Henpobnactombl
COCTaBnsatT noytn 8 % BCex 3rokavyecTBEHHbIX 3aboneBaHui.
3TO BTOPOW pacnpoCTpaHEHHbIV BUA, CONMMAHBLIX OMyXOren.

9TO0 amMbpuoHanbHas 3MokayecTBEHHas ConuaHas OMyXxorb
MOYKM, KOTOpas yalle BCEro BCTpevaeTcs y AeTell B BO3pacTe
oT 1 go 5 net. OcobeHHO, ecnu y pebéHka ecTb pasHble NOPOKU
pas3BUTUSi N BPOXAEHHbIE aHoManun. Cpean Bcex hopM paka y
AeTer U NoJpPOCTKOB, paK MOYKU COCTaBnsAeT NpuMepHO 5%.

COCTOsIHME NauuMeHTa 1 3aboneBaHusl, Korga MOXHO BbIMNOMHUTL
onepauuto. byayT nu onepupoBaTb nauneHTa, 3aBUCUT OT TOrO,
B KakoM KITMHMYECKOM COCTOSIHUM OH HaxoguTcs. A Takke oOT
TOro, SIBMSIETCA NM onepauusi B KOHKPETHOM CcUTyauum Tem
afeKkBaTHbIM METOAOM Jle4YeHUs, KOTOPbIA MNPUBEOAET K uenwu
(mokasanwus kK onepaumm). OnepabenbHOCTb OMYXONW 3aBUCUT B
TOM 4uCre OT TOro, B KaKkOM KOHKPETHO MecTe B OpraHusme
OHa HaxoguTCs M Kak OHa pacTéT. PelweHne o ToM, siBNSAeTcs
nn onyxonb onepabenbHOW, OCTa&Tcs 3a XUPYProm, KOTOpbIn
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onepauuna

onyxoreBble MapKkepbl

nannmaTtnBHaa Tepanuna

npegonepaumoHHbIN

NnporHos

NporHocTnyeckme akTopbl

ny6epTaTHbIN Nepuog

PEHTIeH

lenaTobnactoma (OCHOBHas MHopmaLms)

nocne obcyxaeHusi ¢ ApyrvMMu feYallymMn BpadyaMu B3BeLLUMBaeT
M yunTbiBaeT MHorve dpaktopbl. CerogHs AnNs Bbl3OOPOBMEHMUS
nauveHTa He MpoBOASAT oOnepauuun, KoTopble MpUBOASAT K
WHBaNWAOHOCTW, eCNK eCTb ApYyrue opMbl NeveHus.

XUpYyrMyeckoe BMELLATENbCTBO B TENO  MauuMeHTa  unu
NpoBOAMMOE Ha Tere nauueHTa, KOTOPOe BbIMOMHSAETCS B
Lensix fievyeHmnsl, Horaa BXoauT B NporpaMmy AuarHOCTUYECKOro
obcnenoBaHns.  Xupyprudeckast — onepauusi  BbIMNOSHSeTCs
cneumanbHbIMU MHCTPYMEHTaMM, Kak NpaBuIio, Nnog HapKo3oM.

3T0 6Guonorudeckve BellecTBa (Hanpumep, cneunduyeckue
Benku), KoTopble cogepxaTcd B KpoBM unu B nobon apyrown
XMOKOCTU B opraHuame. Mx noBblleHHAsk KOHUEHTpauus B
opraHu3Me MOXeT YyKasblBaTb Ha OMNyxofb WNW Ha peuvaus
Onyxonu. YpoBeHb OMyXOMNeBbIX MapKkepoB M3MEPSOT BO BpeEMS
nevyeHus, 4Tobbl MNPOKOHTPONUPOBATL ero 3PPEKTUBHOCTL.
OT0 HeobxogMMO [ONs  Tex NauMeHToB, Yy KOTOPbIX K
MOMEHTY MOCTaHOBKM AuarHosa Obifl MOBbIWEHHbIA YPOBEHb
onpedenéHHoro oHkomapkepa. Ho ecnu y 4enoBeka Hawmnu
onpegenéHHble OHKOMapKepbl, 3TO eLlé He rOBOpUT O TOM, YTO
y Hero pak. [MloTomy 4TO, C OAQHOW CTOPOHbI, OHKOMapKepbl
ABMSAIOTCH €CTECTBEHHbIM 31IEMEHTOM B opraHusme. A ¢ apyrown,
€CInu X HeT (MMeeTCs B BUAY, eCNW UX YPOBEHb He MOBbILLEH), TO
3TO HE 3HAYWT, YTO YernoBeK He 3abonern pakoMm.

Tepanus, 3ameansowas Xo4 OHKONOMMYeCcKMoro 3aboneBaHus,
eé uenb — noaaepXuBaTb W YNydlwaTb KayYeCcTBO JKU3HW.
MannnatveBHas Tepanus HadMHaeTcs Torga, koraa 6onbHoOro
yernoBeka Gonblue Hemnb3s BblnednTb. EE NpoTMBONONOXKHOCTLIO
ABMNAETCA KypaTUBHAs Tepanusi, OPUEHTUPOBaAHHAas B MEPBYIO
ovepenb Ha neyeHne 6omnbLHOro.

T.e. 0 onepaumu

oXumaaemoe TeyeHne GonesHu, npeackasaHue BEpPOATHOCTU eé
n3neyeHus/LaHchl Ha BbI3AOPOBEHNE.

¢akTopbl, MO KOTOPbIM MOXHO MPUMEPHO OLEHUTb AanbHENLnin
xof 6onesHu

3TO BpeM4d NoyioBoro co3peBaHn4.

MEeTo4 [OWarHoCTUKM MO CHMMKam, B KOTOPOM WCMOMb3YHTCS
PEHTrEHOBCKME Nyymn s Nony4yeHms n3odpaxeHuin opraHoB Unm
onpeaenéHHbIX YacTen opraHoB.
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3MOpPUOHanNbHbLIN

lenaTobnactoma (OCHOBHas MHopmaLms)

npusHak 6onesHu, kak 6onesHb NposiBnsieTcs
T.€. NIIOTHbIN
3TO Nepecajka TKaHel, OpraHoB UK KNETOK.

3TO aHOMasbHO MOBLILEHHOE KONIMYECTBO TPOMOOLMTOB.
Cnuwkom 605bLUIOE KONMYECTBO TPOMOOLIMTOB MOXET NPUBECTU K
onpefeneHHbIM OCNOXHEHUAM 1 6onesHsaM. Takke NoBbIwakTcs
puckK nosiBreHus Tpom6oB. Ecnu konmyectBo TpoMGOLUTOB
npeBbIIAET ONpeaeneHHbI BEPXHUIA Npeaen, 3TO Takke MOXEeT
cTaTb NPUYMHON NOBLILLIEHHOW CKITOHHOCTM K KPOBOTEYEHUSIM.

uccnegosaHve. Metog AMarHOCTMKM NO CHUMKaM, MpU KOTOPOM
3BYKOBblE BOIHblI MPOHMKAOT B OpraHu3aM u4epe3 koxy. Ha
rpaHvle TKaHeMm W OpraHoB OHW OTpaxarTcs, WHdopmauus
obpabaTbiBaeTCst KOMMNBIOTEPOM U NEPEBOANTCS B M30OpaXKeHue.

B [JaHHOM  KOHTEKCTe: WCMONb30BaHWEe  MeOuKaMeHTOB
(xvmuonpenapatbl, UUTOCTATUKWM), KOTOPble crneundunyeckm
NpPenaTCTBYIOT POCTY ONYyXONEeBbIX KIETOK B OPraHn3me.

HOCUTENW HacnegcTBEHHOro Marepwana, T.e. FeHeTU4eckomn
WHoOpMaLMM  KNEeTKN.  XPOMOCOMbI  SBASIOTCSA  Y4acTbio
Aagpa  KNeTkn, KOTopble  COCTOAT  npexae Bcero  u3
AesokcnpuboHyknemHoson  kucnotbl  (OHK) un  6enkoB (Tak
HasblBaemble TUCTOHbI). VX CTpoeHnMe M KOnu4yecTBO 3aBUCHAT
OT cneundukM Buaa xmeoro opraHusama. OpraHusMm 4enoseka
coaepxut 46 xpomocowm (23 napbl).

npenapaTt, KOTOpPbIM 3agepXuBaeT pPocT  kretok. MoxeT
YHUYTOXaTb abCOoMTHO pasHble KIEeTKM, B OCOGEHHOCTU Te,
KOTOpble GbICTPO AEnsATCs, BAMSSA Ha X OGMEH BELLeCTB; MOXET
NpensaTCTBOBaTbL POCTY KMETOK, UMW 3HAUYMTENBHO €ro 3aMeansieT.

MEeTOoA ANarHOCTUKKM INEKTPNUYECKNX nMnynbCoOB cepaua.

3TO MHBEKUMS BELLECTB, KOTOPblEe 3aKpbiBalOT (3aKynopuBatoT)
KPOBEHOCHbIE cocyabl. Hanpumep, ons Toro, 4Tobbl OCTaHOBUTL
KPOBOCHabXeHWe Onyxorew, UM ecnvm ecTb KPOBOTEYEHUS C
Yrpo3on ONS KU3HW, KOTOpble TPYAHO MOOOAIOTCS OCTaHOBKE,
a Takke 4TOObl 3aKpbITb COCYOUCTLIN KateTep. OTOT MeToq
NPUMEHSIETCA B OTAENbHbIX OCOObLIX Cry4asix Mnpu OMNyXonsix
KPOBEHOCHbIX COCYAOB WK ApYrnX BMaax onyxonen ¢ 6onbimm
KONMMYEeCTBOM COCYOB.

T.€. TaKkoOW, KOTOPbIN HaxXoAWUTCH B paHHEeW cTaguu pasBuTus,
He3penbIn
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axokapguorpaMma

lenaTobnactoma (OCHOBHas MHopmaLms) cTpaHuua 19

MeTon AMarHoCTMKM [Ans u3ydeHus paboTbl cepaua, T.e.
pacronoXeHuss cepAeyHbIX KranaHos, TOMWWHY cepaeyHou
MbILLLbI, MTAPAMETPOB ,BbITANKMBAaEMOro” MOTOKa KPOBM, U T.4.



	Гепатобластома (основная информация)
	Оглавление
	1. Что такое гепатобластома?
	2. Как часто у детей встречается гепатобластома?
	3. Почему у детей появляется гепатобластома?
	4. Какие бывают симптомы болезни?
	5. Как диагностируется гепатобластома?
	5.1. Врачебный осмотр и лабораторные анализы
	5.2. Диагностическая визуализация опухоли и поиск метастазов
	5.3. Анализы образцов тканей (биопсия)
	5.4. Какие анализы и исследования делают до начала лечения?

	6. Как составляют план лечения?
	6.1. Классификация гепатобластомы по стадиям (система PRETEXT-предоперационное стадирование болезни)
	6.2. Классификация пациентов с гепатобластомой по группам риска

	7. Как лечат гепатобластому?
	7.1. Методы лечения
	7.1.1. Химиотерапия
	7.1.2. Операция (хирургическое удаление опухоли)
	7.1.3. Трансплантация печени
	7.1.4. Другие методы лечения


	8. По каким протоколам и регистрам лечат детей?
	9. Какие шансы вылечиться от гепатобластомы?
	Список литературы
	Глоссарий
	Deckblatt.pdf
	www.kinderkrebsinfo.de


