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Onyxonb Bunbmca (Hedppodbnactoma) -
KpaTkas MH¢opmMauus

1.

YTo Takoe onyxonb Bunobmca?

Onyxonb Bunbmca — 3TO O4eHb BbICOKO3MOKA4YeCTBEHHAsT coUOHast onyxosnb novek. OHa Takke
Ha3sblBaeTCca HedopobnacToma (YacTb cnoea ,Hedpo” obo3HavaeT noyky, a ,6nacroma“ o6os3Havaet
onyxonk). CBOE Has3BaHMe OMNyxosfb MONyYnna oT MMEHM HeMeLKoro xupypra us lengenbbepra
Makca Bunbmca. Ha py6exe npoiunoro Beka Makc BunbMc 3aHnmancst 3o 60mnesHbio u Bnepsble
eé noapobHo onucan.

Onyxonb Bunbmca BO3HMKAET M3 MyTUPOBaBLUEN MPUMUTUBHOW [MpUMUMUBHBLIU] TKaHW. TKaHb
3TON OMyXOnM HanoMuHaeT 3MOPUMOHANbHYHO TKaHb MOYEK, TO eCTb TaKyl, KoTopas HavyumHaeT
pas3BMBaTbLCSA B MEPUOL BHYTPUYTPOOHOrO pasBUTUS OpraHMamMa, U MOXET COCTOATb M3 pasHbiX
BMOOB TKaHW. Yalle BCero onyxorib NoYeK COAEpXNUT KNETKN-NPeaLIeCTBEHHNKM Novek (brracmema).
Ho B Helt Takke MOryT ObITb U ApyrMe TUMbl TKaHEN, KOTOpble YCMENU CO3PETh B Pa3HOW CTENEHMU,
Hanpumep, CoeguHUTENbHasa TKaHb, MblLeYHas, XpsLweBas U srnumesiuanbHas mkaHb. [1oatomy
HedpobracTomy Takke Ha3blBalOT ,,CMELLAHHON OMyXOnbHo®.

3noka4yecTBeHHOCTb He(ppobrnacToMbl COCTOUT B TOM, YTO OHA OY€Hb ObICTPO PacTET N HAYUMHAET
paHo faBatb MeTacTasbl. [pumepHo y 15 % fpeTen yxe ecTb Metactasbl B TOT MOMEHT, Korga
UM CTaBAT AmarHo3 onyxonu Bunbmca. Mo ctatuctuke B Nepmanum ato Bcero 11% geten, Tak
Kak B CTpaHe O4YeHb pa3BuTa cuctemMa npodunakTMyeckoro ocmoTtpa Aeten. bonblias yacTb
MeTacTas HaxoauTcs B NuMdoyanax [Jiumgamudeckue y3rbi] BOKPYr MOYeK, a Takke B JNETKNX.
B eguHunyHbIX cnyvasx meTtacTtasbl HaxogaT B nedveHu. Ecnv BonesHb Ha nosgHen craguu, TO
MeTacTasbl HAXOAAT TakKe B KOCTSX, B LEHTParibHON HEPBHOW CUCTEME U 3a Npeaenamm 6prolLHON
nonoctu. MNMpumepHo y 5% aeten onyxonb Bunbmca ¢ camoro Havana BblpacTaeT cpasy B ABYX
noykax, a He B ogHOW. B aTux cnyyasx TkaHb, U3 KOTOPOM BblpacTaeT HedpobnacTtoma, 370 Tak
Ha3blBaeMble HedporeHHble ocTatku. To eCTb 3TO He3penasi aMOpuoHanbHas nodeyHasi TKaHb,
KoTOpasi cuMTaeTcs npealecTBeHHNKOM onyxonu Bunbmca.

Yawe, yem npu Opyrmx OHKOSOrMdyecknx OonesHsaAx B OETCKOM Bo3pacTte, Hedpobnactomon
fonetoT feTn ¢ onpedenéHHbiMM aHoManusamMm (gedektamm passuTs) /Mnu ¢ HaCNEACTBEHHbLIMA
cnHapomamm paka (modpobHee cm. pasden o rnpuduHax 6onesHu).

Kak yacTo BcTpeyaeTtcs onyxonb Bunobmca y nperen?

M3 Bcex BMOOB paka y AeTen M nogpocTKoB onyxonb Bunbmca (Hedpobnactomy) HaxogaT y
npumepHo 5,4% y peten B Bo3dpacte oT 0 fo 14 neT, UM COOTBETCTBEHHO Y 4,2% paeten u
noapocTkoB B Bo3pacTte oT 0 4o 17 net. 3To camas Yyactas onyxosb NoYek y AeTelr U B LIeNTIOM OHa
cyMTaeTca OfHOM 13 Hanboree pacnpoCTPaHEHHbIX CONMUAHbLIX onyxonen [conudHas ornyxons]. B
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lepmaHunn No aaHHbIM geTckoro pakosoro pernctpa (Deutsches Kinderkrebsregister, pabotaet B .
MariHu) HecbpobriacTomow exxerogHo 3abonesaeT okorno 95 geten 1 NOAPOCTKOB B Bo3pacTte Ao 18
net (HoBble cnyvam). MiHbiMu cnoBamu no cratuctuke us 1.000.000 geten B Bo3pacTe A0 MOMHbIX
17 net a1y 6GonesHb exerogHo HaxoasT y 8-9 peten.

Tak kak onyxonb Bunbmca — 310 amOpuoHanbHasa [aMOpuoHaribHbIU] ONyxosnb, TO €0 Yalle BCEro
oonetoT getn B paHHeM Bo3pacte. Okono 60 % 3aboneBLunx — 370 AETK OT rofga Ao YETbIPEX NeT,
15 % - MnageHubl rpyaHoro Bo3pacta. CpeHuid Bo3pacT 3aboneBwux - 3 roga. [leBodku Gonetot
HEeMHOro valle, YeM mManbumkn. Ho onyxonb Bunbmca Takke ObiBaeT y AeTen cTapLuero Bo3pacta
1 NoapocTkoB. Bapocnble 3aboneBatoT 04eHb PeaKo.

Noyemy goetun 3aboneBaroT HedppobracTomon?

HukTO TOYHO He 3HaeT, noyemy y AeTen nosiBNSETCA onyxonb Bunbmca. Ho uccnegosaHus
nokasanu, 4YTo onpeaenéHble 2eHbl U XPOMOCOMbI, KOT4a OHU U3MEHSOTCS, BIUSIOT Ha NOSIBIEHNe
onyxonu. CerogHs 6onblue BCEro n3yyeH Tak HasbiBaeMbii 2eH 1 onyxonu Bunbmca [reH WT1]
Ha ognHHaguaTton xpomocome. OH BaxkeH A5 HOpMarbHOro pa3BuMTUS nodek y geten. N ecnu B
HEM NPOMUCXOAAT KaKMe-TO U3MEHEHMWS, TO MOTYT MOSABNSATLCA OMyXonu W/wunu Apyrve aHomanuu
(nedekTbl pas3BuTUs). YUYéHble Takke HalmuM pyrve reHbl Ha OAMHHAaALAaTOW XPOMOCOME M Ha
Apyrmx XpoMocomax, KOTopble y4acTBYKT B npouecce obpasoBaHus onyxonu Bunbmca. Ecnu
B [OHK npowucxogaTt gpyrve MyTauum, TO OHW Takke yBENMYMBAKOT NPEApPacnofoXEeHHOCTb K
nosiBneHnto Hedpobnactombl. [JaHHble U3 COBPEMEHHbIX WCCNEAOBaHWN FOBOPAT O TOM, YTO
CHavana AomKHO NPOUN30NTU N COBNACTb HECKOSbKO FEHETUYECKMNX U3MEHEHNI (MYyTaLMI), Npexae
4YeM BblpacTaeTt onyxornb Bunbmca.

Onyxonb Bunbmca 4vacto Haxogat y getenm (npumepHo 10-15 %), y KOTOpbIX €CTb OfHa
N3 HacneactBeHHbIX OonesHen. CneumanucTtbl Taknme 6GOMNe3HU HasblBalOT Hac/edCcmeeHHbIe
onyxonesble CUHOPOMbI, MOTOMY YTO Y HUX €CTb MPeapacnofioKEHHOCTb K MOSBIEHNIO Pa3HbIX
onyxonen. HacneacTBeHHbIMU OMyXOMNEBbIMA CUHAPOMaMK, Y KOTOPbIX MOXET ObiTb CBS3b
C Hecppobnactomon, siBnawTcs, Hanpumep, cuHOpom WAGR, cuHOpom beksuma-BudemaHa,
eemuaunepmpodbusi, cuHOpom [eHuca [pawa, cuHdpom lNepnmaHa v opyrue, ewwe donee peakme
cvHapomebl. Bce aTn 6onesHu nrpatoT ponb NULLb Y HEOOMNBLIOIO KONMYeCTBa NaumneHToB. Y HUX eCTb
He TONbKO NOBbILUEHHAs NPEeAPaCMONOXEHHOCTb K 3MOKa4eCTBEHHbIM OMyXonam. OTU CUHOPOMbI
TakKe CONpPOBOXAAKT pa3Hble aHOManumn pa3BUTUS OPraHoB.

Kpome TOro ectb cembu, rge 4acto 3aboneBarT HedpobnactoMor u3-3a onpenenéHHom
HacneacTBEHHON npegpacnonoXeHHocTU. Mpu 3TOM y 4YernoBeka HET KakoW-nMbo aHomanuu
pasBuUTMS OpraHoB, 4YTO 0bbIYHO Habnwpaetca npu cuHOpomax. B uenom ato okono 1-2% Bcex
OeTewn ¢ onyxonbio Bunbmca, B OCHOBHOM y HUX 6one3Hb nopaxaeTt aBe noyvku (bunartepanbHas
Hedppobractoma). Y OonblUMHCTBA fAeTen onyxonb Bunbmca nosBnsieTtca Brepsble (Bpayu
NCNONb3YIOT B 3TOM Criyyae TepMuH "cnopaguydeckun"). To eCTb Y HUX HET HU BPOXAEHHOIO PakoBOro
CUHOPOMA, HU KaKoW-TO APYrov CeMenHOW npenpacnofnoXeHHOCTU. 1o coBpeMEHHbIM HayYHbIM
JaHHbIM HET CBSI3M Mexay NosiBlieHneM HedpobnacTombl M (hakTopamMy OKpy»KatloLwen cpegbl
(akonornyeckue aktopsbl).
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Mone3Ho 3HaTb: ANd [JeTel, Yy KOTOPbIX €CTb onpegenéHHas reHeTndeckas
NPeapacnonOXXeHHOCTb K BO3MOXHOMY MOsIBNMEHWMO  onyxonu Bunbmca, pabotator
crneuumanbHble CKPUHUHIOBbIE MpPOrpaMMbl MO  BbISIBAEHUIO BO3MOXHbLIX OMyXonewm Ha
paHHer ctaguu. Tawkke UM HeobxoouMO MPOWTM FEHETUYECKYH KOHCYMNbTauumilo y Bpada-
aHTponoreHeTuka (cm. pasdern ,Kak cmasssm duaeHo3 6one3Hu”).

4. Kakne ObIBalOT CMMNTOMbI OONne3Hn?

CHauana us-3a onyxonu Bunbmca y getent HuYero He GOMWUT M OHM HU Ha YTO He >KanykTcs.
Yawle Bcero y 3abonesLUmx AeTen NOABNAETCH TONCTbIN XMBOTUK MU OH Kak Obl ,BblbyxaeT" Bnepéa.
PoauTenu obbsAcHAIT 310 XopoLlunm annetuToM. MpumepHo y 10% aeten Ha 0OA4HOM M3 NNAHOBbIX
MeaMLMHCKMX OCMOTPOB NeamaTp COBEPLUEHHO Cry4anHO HaxoauT OMyXorib Nocne NpoLLynbIBaHNUS
xuBoTa. lNpu 9ToM y pebEHka HeT HUKaKMX CMMNTOMOB. Pefko nepBbiM cumrimomom 6onesHn y
pebéHka bbiBaoT 6onu B XXMBOTE, UMW Y HEFO NOSBMNSIETCSH KPOBb B MOYe [2emamypusi]. Y HEKOTOPbIX
AeTen nosBnaTca 60Ny B CNMHE 1 3TO MOXET YKasbiBaTb Ha OMyXxosb B NoYvKkax. Tawkke y pebéHka
MOXET MOSBUTLCH BbICOKas TemnepaTypa, pacCTPOMCTBO NuLieBapeHus (Hanpumep, 3anop, unm
MOHOC), NOTeps Beca, BbICOKOe AaBrieHue, a Takke Kallenb M3-3a MeTacTta3oB [Memacmasbl] B
nérkmnx. Kpome T0Oro, He0o6xoAMMO BHUMATENbLHO CneanTb, ecnu y pebéHka ecTb onpeaenéHHble
aHoManuu B pa3BMTUM HEKOTOPbIX OPraHoB, WM OOQUH U3 FreHeTUYECKUX CUHOPOMOB (1700pobHee
cm. pasden "Modyemy demu 3abonesarom Heghpobriacmomoui?*).

5. Kak guarHoctupyrot onyxonb Bunbmca?

Ecnn unctopust 6onesHn pebéHka (aHamHe3) W pesynbrTaTbl HaPYXXHOM0 OCMOTpa [HapyXHbIU
ocmomp)] BbI3bIBAKOT Y neguatpa nodospeHue, 4To y pebéHka onyxonb Bunbmca vnn kakas-to
Opyras onyxorb noyek, To Bpay HanpasnseT pebéHka B KNMHKKY, B KOTOPOM €CTb cneyuanuaauuns
no aton dopme paka (KnNMHMKa OETCKOM OHKonornm). NoToMy 4TO, ecrniv Nogo3peBatoT OMyXosb
noyek, To HeobxoAMMO MPOBECTU pa3Hble aHanu3bl U uUccrnefoBaHus. Bo-nepsbix, Ana Toro,
4yTOObI NOATBEPAMTL NpeanonaraeMbl AnarHo3. Bo-BTopbIx, ecnv guarHo3 nogreepxgaercd, To
crneumanucTbl JOMKHbI BbIACHUTL, KAKOW KOHKPETHO TUM Onyxonu y pebéHka 1 HacKonNbko BonesHb
ycnena pacnpocTpaHUTbCS MO OpraHn3my. TornbKo OTBETUB Ha 3TV BOMPOCHI, MOXHO ONTUMAarnbHO
CMNaHMpoBaTb TaKTUKY NevyeHus 1 aaeaTtb ripoeHo3 6onesHu.

5.1. Kakas Bu3yanbHas guarHocTuka Heobxoamma, 4YToobl
HanTU onyxosnb?

Kpome HapyXHOro ocmoTpa caMbiM BaXHbIM ANS MNOCTAHOBKU [AuarHo3a SABMSIOTCA Takue
MeToAbl AMarHOCTUYECKOWN BU3yanu3aunm Kak yibmpassykogoe nccnegosanue (Y3W), mazHumHo-
pe3oHaHcHas Tomorpacoua (MPT), B HekoTopbIX crydasx KomrbromepHas momoepagus (KT,
MHOrAa BbIMOSTHAKT C KOHTPACTHLIM BELLECTBOM [KOHMpacmHoe sewiecmso], nHorga 6e3). C umx
MOMOLLbIO ONyXofb Bunbmca MOXHO OTNMYXTL OT ApYrnx 3aboneBaHuin NoYek ¢ JOCTOBEPHOCTLIO
95% w Bblwe. K gpyrum 60ne3HsM noYyek OTHOCATCS, Hanpumep, Takne OMyxomnu MoYek, KoTopble
BblpacTalT M3 COOCTBEHHOW MOYEYHOW TKaHW, Kak CBETIOKIETOYHAas capkoma, pabgougHasi
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onyxosib, NOYEYHO-KINETOUHbI pak, BpoXAEHHaA MesobnacTuyeckas Hedpoma, a Takke apyrue
OYeHb peakve onyxonu nodek. Tawkke B Movkax PedKo BblpacTaloT ApyrMe 3rokadecTBeHHble
onyxonu, Hanpumep, Jumgoma, Helpobracmoma W O4eHb peako capkoma. Mo cHUMKam
cneumnanmncTbl MOryT o4eHb TOYHO OMPedEnuUTbL pasMep OMyXomu, U HACKOMbKO OHa yxe ycrnena
pa3oiTUCh MO OpraHM3My, TO eCTb ONpeaenuTe cTaauio GonesHu.

YcnoBust Ans NocTaHOBKM MaKCUMaribHO TOMHOMO AMarHo3a: 3T UCCreqoBaHus Mo BU3yanusaumm
ONyXonu OOMKHbI BBINOMHATLCA Ha annapaType C OYEeHb XOPOLUMM KadeCTBOM CHUMKOB M MX
OOIMKEH AernaTbh OMbITHbIA cneynanuct. 3ToO 0COOEHHO BaXKHO, Tak Kak B EBpone, B oTnuune
oT CeBepHON AMEpPMKN, pesynbraTbl MCTOMOMMYECKOro aHanuaa onyxonu Afis noarBepXaeHus
TOYHOro guarHosa (To ecTb OepyT obpasel TKaHM OnyxonuM W MOTOM WCCReaylT ero nog
MUWKPOCKOMOM), Kak MpaBwio, AenarT Mnocne npensapuTenibHOr0 MeaMKaMeHTO3HOro nevyeHust
(npeponepaunoHHasn xumuoTepanus) (cm. pasden 0b aHanu3e obpa3yoe oryxoneeoli mKkaHu).

5.2. ononHuTenbHaa gnarHocTuka ans noaoTBepxXaeHusA
AnarHo3a v Ansd noMcka metTacta3oB

WHorga ogHon Bu3yanusaumm onyxonn HegoCcTaTo4HO, YTOObl TOYHO OTNNYMTL ONyXxornb Bunbmca
OT OpYyrux BUOOB paka, Hanpumep, OT HempobnacTomel. B aTom cnydae cneuwanuctel genarot
OOMOMHUTENBHYIO AnarHocTuky. Hanpumep, 4tobbl OTNNYMTL HEedpobnacTomy oT HempobnacTombl
NCMNOmb3yeTCcsa TakOM MEeTo Bu3yanusauunm kak cyuHmuepaguss ¢ MIBG ¢ BBeAEHMEM MEYEHOrO
cnabopagmoaktusHoro noga 123-1 (B MmeguumHe OH HasbiBaeTcsa "MeTamogbeHaunryaHmguH", y
CMeumanucToB NPUHATO ero cokpaleHne MIBG vnun MVIEF), Opyroe HasBaHWe Ons 3Toro Buaa
AunarHoCcTukn cyuHmuepacgpusi ¢ MIBG. J1nbo B opraHuame 1LyT Takne onpeaenéHHble ornyxosieable
MapKepbl, KOTOpble ecTb, ecnu pebéHok 3abonen HenpobrnacToMomn, HO UX HeT, ecrnu pebEeHok
3abonen onyxonbto Bunbmca.

Bcsa octanbHas guarHocTuka BbINOMHAETCA ONA TOro, YToBbl HAaNTW BO3MOXHbIE Memacmassl,
nMbo yOoCTOBEPUTBCS, YTO UX B OpraHvMame HeT. [Ins nmowcka metacTasoB B NErkUX Aenatot
KOMMbIOTEPHYO TOMOrpacduio rpygHor nonoctn. Ecnvn nogospesatot, 4TO MeTactasbl €CTb B
nevyeHu, B OPIOWHON NOMOCTM WAW B FOMOBHOM MO3re, TO AeNnakwT MarHUTHO-PE3OHAHCHYIO
ToMorpaduio.

5.3. Kakme aHanu3bl n uccnegoBaHusl AenaroT A0 HavYana
neyeHunna?

B 3aBMCUMMOCTM OT TOro, Kakow BUA NeYeHus niaHuMpyeTcs, 40 ero Havana cneumanucTbl MoryT
caenaTb OOMOMHUTENbHbIE aHanM3bl U UCCreaoBaHusi, YToObl NPOBEPUTb, Kak paboTatoT Te unu
WHble opraHsl. lMepen kypcaMu XMMruoTepanum [xumuomeparusi] B NePBY0 0Mepenb NPOBEPSIHOT, Kak
paboTaeT cepaue n genatoT AxoKI - axokapduoepamma. Takke NPOBEPSIOT Cyx (ayduomempus)
N C MOMOLLLIO METOAOB AMArHOCTUKN SiAEPHON MeOWUMHbI CMOTPST, kKak paboTatoT noyku. Ecnu
BO BPEMS JIEYEHMST NPOUCXOAAT KakMe-TO U3MEHEHUS, TO C MOMOLLbI 3TUX UCXOAHBLIX AaHHbIX
crneumnanucTbl MOryT fyylle OLEeHUTb CUTyauuto U caenatb HeobXxoaMMble KOPPEKTUPOBKM.
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5.4. AHann3bl o6pasLoB TKaHu (buoncus)

Ecnn cHMMKM ofHO3Ha4YHO MoaTBEPXKAAT AMarHo3, To GUONCcU AenarT TONbKo MNocre Kypca
npegonepaunoHHon [npedonepayuoHHbIl] XxuMuoTepanui. 3atem TKaHb OMnyXonu uccriegyrot
nog MMKPOCKOMOM (TMCTONOMMYECKUA aHanu3) U AenarT MOJeKysipHO-eeHemu4Yeckull aHanus.
O6pasubl TkaHu onyxonu 6epyT BO BpeMsi onepaumu, Koraa yaansitoT onyxorb. TONMbKO B peakmnx
COMHUTENbHbIX cny4vasix Guoncuio genatoT B caMOM Hadane - TpenaHobuoncus wunu éuoricus
moHKoU uaou.

lNMone3Ho 3HaTb: He BCe M3 Ha3BaHHbIX HAMW WCCregoBaHUMIM Hago 06s3aTenbHO AenaTb
KaxxgoMmy pebéHky. bbiBaeT, 4To MoryT notpeboBaTtbcs Apyrne uccnegoBaHus, KoTopble Mbl
30ecb He HasblBanu. Jlyywe BCero yTOMHWTL Yy fevallero Bpaya wnu y CcreuvanucTos,
KoTopble BeayT Bawero pebéHka, kakas MMEHHO AMarHocTvka 3anfaHupoBaHa 1 noYyemy oHa
Heobxoavnma ansi Baluen KOHKpeTHOM cuTyaumm.

5.5. CKpMHMHr Ansi nauMeHTOB C reHeTUYECKOU
npeapacnosfioXXeHHOCTbLI U MNOBbILWEHHLIM PUCKOM K
NosIBIIEHUIO onynu

Y peten, y KOTOpbIX €CTb oOnpedenéHHas HacrneacTBeHHas MNpeapacronoXeHHOCTb K
OHKorornyeckomy 3aborneBaHuio, B MEQUUUHE 3TO HA3bIBAETCA HACNEACTBEHHbIE OMyXOreBble
cuHgpombl (cm. pa3ddenn O npuduHax 6onesHU), MOXET nosABUTbCA onyxonb Bunbmca w/
unn Hedpobnactomato3 (310 npeaBapuTenbHasi CTYMNEeHb, C KOTOPOW MOTOM Ha4dMHaeTcst
Hedppobractoma). Takke y HUX MOXET NOSIBUTbCS [OBYCTOPOHHAS Onyxonb (GunaTtepanbHas
Hedpobractoma). Kpome TOro y [JeTel € HEKOTOPbIMU HAcregCcTBEHHbIMWM  CUHOPOMaMu
(Hanpumep, ¢ TakuMm, Kak cuHOpom []sHuca [pawa) o4eHb paHO MOryT MOSBUTLCHA HapyLUEHUS B
paboTe noyek unm BoobLLEe nodeyHasi He4OCTaTOYHOCTb.

Moatomy Ans geten ¢ ogHMM M3 3aboneBaHWi UNu aHoOManven B pasBUTUM MOYEK, Y KOTOPbIX
€CTb NOBbILLEHHAsi NPeapPacnonOXEeHHOCTb K NOsIBNEHM0 onyxonu Bunbmca, pekomeHayeTcs oguH
pa3 B KBapTan ocMOTp Yy Bpaya v uccnegosaHue Y3W. MNpu Takux 60Ne3HsIX 13-3a MNOBbILLEHHOMN
BEPOATHOCTU MOSABMEHUST ONyXONW C ABYX CTOPOH OAHOCTOPOHHME HedpobnacTombl neyar Kak
[OBYCTOpPOHHME. [Ins Bcex AeTen ¢ HacneacTBEHHbIM CUHAPOMOM Ui ceMelrHon HedpobnacTomonm
peKoOMeHOyeTCH BbINOMHUTbL MONEKYNAPHO-TeHETMYECKOE NCCNEAOBaHNE N NPOKOHCYNBTMPOBATLCS
y crneumanucTa aHTpomnoreHeTuKka.

Kak cocTaBnsoT nnaH ne4yeHumsa?

Mocne okoHYaTeNnbHOro AuMarHo3a COCTaBMSAT MnaH feveHust. YTtobbl cocTaBUTb MakcMMarbHO
WHOVBUOYANM3MPOBaHHYO NporpaMMy fevYeHusi, cneumanbHo nogobpaHHyt Ans KOHKPEeTHOro
nauueHTa (puck-aganTUpoOBaHHasi Tepanusl), KOMaHOa fedawmx Bpadyeil [OofKHa YyduTbiBaTb
onpegenéHHble hakTopbl. DTN haKTOPbI BAUSIOT Ha Mpo2HOo3 6one3Hn y KOHKPETHOro pebéHka (Tak
HasblBaeMble NPOrHocTMYeckmne hakTopbl’ Mnmn dakTopbl pUcka).

BaxHenwwme nposHocmu4yeckue chakmopbi Y AeTEN C onyxonbto Bunbmca ato:
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« CcTagusa GonesHu: TO eCTb HacKOSIbKO OMyXofb yCrena pacrnpoCTPaHUTLCA MO OpraHn3my Ha
MOMEHT MOCTAHOBKM OMarHo3a, U B KakoM obbEéme e€ MOXHO ObINo yaanuTb BO Bpemsi
onepauuu;

* BapuaHT HedpobrnacTombl: 30eCb BaXKHbl pe3yrkTaTbl MMCTONOIMYeckoro aHanmsa. Mo Hum
MOXXHO NMOHSATb, KaK OMyxOsib PacTéT, TO ECTb Kakas Y HE€ CTEMNEHb 31T0Ka4eCTBEHHOCTMW.

Kpome aTOro yumTbiBaeTCH, Kak OMyXOfb OTBEYAET Ha XMMMOTEpPanuMio W Kakve y Heé
MOIEKYnspHO-reHeTU4eCcKne [MonekynsapHo-eeHemu4yeckulll cBoucTBa. PasHble dakTopbl (B
3aBMCMMOCTU OT MX 3HAYEHWs) YYUTBIBAKOTCS MPU COCTaBEHWM MnaHa nedyeHus. [ns Kaxgoro
naumveHTa npopabaTtbiBalOT MHAMBUAYATNBHYKO TaKTUKY Tepanun, YTobbl NONy4YnTb MakCUMarbHO
ahdpeKTUBHbIE pe3ynbTaThl NEYEHNS.

Bce aTn dhakTopbl y4MThIBAOTCA B Pa3HOOW CTEMEHW NpW COCTaBMEHMUN NiiaHa neyeHus, YTobbl B
KaXkZOM KOHKPETHOM cry4yae BblbpaTb Hanbonee ageKkBaTHYH Tepanuio U NonyYnTb MakCUMarnbHO
AP EKTUBHBIV pesynbTarT.

6.1. Kakne 6biBatoT ctagum 6onesnn? Knaccudukauyma
onyxonu Bunbmca

Ctaaus 6onesHu y pe6éHka Ha MOMEHT NOCTaHOBKW IMarHo3a — 3To BaXkHbIi KpUTepuii aAns BeiGopa
TaKTMKK nedeHus. Knaccudmkaums onyxonv Bumnbmca no pasHbiM CTagusiM yuuTbIBaET, yina fin
onyxorb 3a npeaensl Kancynsl, UMK HET; Nonanu i onyxorneBble KNeTKM B KPOBEHOCHbIE COCYAbI
Unn B coceiHUe sIuMgbamuyeckue y3rbl, v HET; eCTb NN yke OTAanEéHHble Memacmasbi, Uin HeT;
N HaKoHeLl, Onyxorb BbIPOCHa B OOHOM NoYke, UMn B 06emnx.

Takke BaKHbIM KpUTEpUMEM ONs onpedeneHns craguu GonesHn ABNSETCH, MOXHO N Gbino
MOJSIHOCTbIO YAanuTb OMyXOrb BO BPEMSl onepauuu, Un HeT. VIMeHHO MO3TOMYy TOYHO OLEHWUTb
cTaguio 6onesHN MOXHO TOMbKO Mocre onepaumun. [Jo Hayana neyeHus Mo CHMMKam BO BPeMS
MOCTaHOBKM AMarHo3a crieuuanucTbl cCHayana BbICTaBMSIOT NpeaBapuTenbHyo cTaanto 6omnesHu.
Onyxonv AensT Ha NoKanu3MpoBaHHble B OAHOW NOYKe (TO eCTb BbIPOCM TOMBbKO TaM), Ha OnyXomnu
C MeTacTa3aMu, 1 Ha OMyXOosv, KOTOpbIe BbIPOCIN cpasy B ABYX MOYKaXx.

B l'epmaHum onyxonb Bunbmca npyHATO AenuTb Ha NATb pasHbIX CTagui, KoTopble pa3paboTano
MexayHapogHoe O6wecTtBo [etckmx OHkonoroB SIOP (cmMompu mabnuuyy Huxe).

Crtagum 6onesHn / ctagum onyxonu Bunbmca

CTtapgus 6onesHu OnpepneneHne ctaguu

Cragus | Onyxonb orpaHuyeHa no4vkon. Onyxons He
BbIXOAMT 3a npefensbl kancyrnbl. Onyxorb
MOXHO MOSHOCTbLIO YOANuUTb.

Cragus |l Onyxonb BbILWMa 3a Npegerbl NOYKN.
Onyxonb MOXXHO NOMHOCTLIO YAanuTb. B
numMmdaTUyecKmx yanax onyxonesblX KNeTok
HeT.

Cragus llI Onyxonb HEBO3MOXHO yAanuTb MNOMHOCTbLIO
unu B brianexawmx numdaTnyeckmx
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CTtagunsa 6onesHun OnpegeneHue cTagum
y3rax ecTb OnyXorieBble KNeTku uiu
NPOM30LWEN pa3pbiB OMyXonu (TKaHb OMyxonu
pasopBanacb). OTganéHHbIX METAacTa3oB HET.

Cragusa IV EcTtb oTmanéHHble meTacTtasbl, B YaCTHOCTH, B
NErkunx, B Ne4YeHun, B KOCTSX U/UNN B FONTOBHOM
mo3sre.

Cragua VvV Onyxonb B 06enx novkax (ABYCTOPOHHSA
HedpobnacTtoma).

MosicHeHus Kk knaccucbukaumm cragun: Ctagum IV un V cneumanucTbl onpegenstoT Kak
nokanbHyo cTaguio, T.e. 6onesHb eLé He pasoLlunachk Mo OpraHuM3my (B Knaccudukaumm Takumm
cTagusamu aenstotca ctagum ¢ | no lll). O3to genaetca HaMepeHHo, MOTOMY YTO OT 3TOro 3aBUCUT,
Kakoe rneveHvie BbibpaTb nocne onepauun. Ecnu y pebéHka OBYCTOpPOHHAS onyxonb Bunbmca,
To BonesHb onpedenslT Kak CaMylo BbICOKYH NOKarbHyl0 CTaguio, 3TO BaXHO Ans Bblbopa
MOCTONEepPaLnOHHOrO fieYeHUs.

6.2. Kakue GbIBalOT rucTonornyeckme BapmaHTbl OMyxonu
Bunbmca?

Onyxonb Bunbmca MOXeT MMETb OYEeHb pPa3HOe rMcTorormdeckoe crtpoeHue. Mmcronornyeckoe
CTPOEHME 3aBWCUT OT TOrO, U3 KaKOW TKaHW BO3HMKIIA OMyXOflb M HACKOIbKO CO3PEBLUNMW
(cneumanncTbl UICNONb3YIOT TEPMUH AugbgbepeHUUPO8aHHbIU) ABNAOTCS KNETKN 3TOM TKaHU. A oT
CaMOro CTPOEHWsI OMyXOfieBOW TKaHW 3aBMCUT, HACKOSIbKO XOPOLUO onyxonb OyaeT nogaaBaTtbes
NeYeHNo U Kakow rpoeHo3 BGonesHu MOXHO oXuaaTb. VIMEHHO MO3ToMy ANns NnaHMpOBaHUS
TaKTVKN NeYeHns MPUHLMNUanbHO 3HaTb KOHKPETHBIN TMCTONOMMYECKMIA BapuaHT onyxonu Bunbmca
(nogTun onyxonu Bunbmca). U BoobLue, 3abonen nn pebéHok HedhpobrnacToMom, Unn y Hero Kakom-
TO ApYron Bug, onyxonu.

B 3aBMCUMMOCTM OT TOro, Kak TkaHb onyxonu BbIMAUT nog MUKPOCKOMNOM, TO eCTb Kakune y Heé
rmcTonorn4yeckme ocobeHHocTy, onyxonwum Bunbmca gensat Ha TPU oonblune rpynnbl. ChyY rpynnbl
OMUCLIBAKOT CTEMEHb 31I0KAYECTBEHHOCTM DOMNE3HN:

* HedppobnactoMa HWU3KOW CTEMNeHu 3oKavyecTBEHHOCTU (brnaronpusaATHoOe TUCTONOrMYecKoe
CTpoOeHue)

* Hedppobnactoma cpegHen (MnNn NPOMEXYTOYHON) CTENEHN 3NTOKAYECTBEHHOCTY (CTaHAapTHOE
TMCTONOMMYECKOE CTPOEHME)

* HedpobnacTtoma BbICOKOW CTEMEHU 311I0Ka4eCTBEHHOCTU (HEBNAronpusiTHOE rMMCTONOrMYecKoe
CTpOEHMe)

Creunanuctbl aHanM3npyoT, KaKON MMEHHO BapuaHT onyxonv Bunbmca oHn Hawnv n onpeaenstot
ero K ogHou M3 3Tux rpynn. ToyHas knaccudukaums Onyxonu 3asBucuT OT Toro, Gpanu nu
OMyXOneBylo TKaHb Ha aHanu3 O Hayana Kypca XuMuoTepanuu, Unu nocrne xuMmuotepanuu. B
lepmaHun 1 B Opyrnx eBpOMEencKkux cTpaHax y GonblUMHCTBA AETen Onyxonb yAanstoT nocrne
npegonepaunoHHOro [npedonepayuoHHbIl] Kypca XuMmotepanum 1 3atem eé nccrneayor.
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Kak nevyaTt onyxonb Bunbmca?

,El,eTeﬁ C onyxornbto Bunbmca OOJXHblI  NEeYUTb TONMbKO Bpayn U3 AOeTCKUX KIMHUK CO
cneuvanusaumen no AeTCKoW OHKomnoruu. VMiMeHHo Tam paboTaloT BbICOKOKBaNMAULUMPOBaHHbIE
crneunanucTbl (Bpayn, MegcécTphbl) CO cneunanvaaunert No AeTCKOM OHKONOrumn, KoTopble BNagerT
COBpPEMEHHbIMU Mporpammamy Tepanuu. Takke B Takmx GonbHULAxX Bpayu pasHoro npoduns
BXOOAT B pasHble pabouune rpynnbl. Bce Bpaum NOCTOAHHO HaxogdATCs B TECHOM KOHTaKTe, OHU
BMecTe 0obcyxaaloT 1 BedyT CBOMX MauMEHTOB M COCTaBMSOT MriaHbl fieveHus. Bce nporpammel
Tepanuu perynspHo yCOBEpPLUEHCTBYIOTCS.

Llenb no6on nporpaMmmbl Tepanun — BblfeunTb pebeHka B MakCMMarbHO LagsemM pexuve
N OOHOBPEMEHHO MaKkCUMasibHO (HAaCKOMbKO BO3MOXHO) CHU3WUTb PUCKM BO3MOXHbIX MOBGOYHbIX
OCMNOXHEHMWI BO BPEMS NTEHYEHUS 1 OTAANEHHbBIX NOCNEACTBUM NOCIE ero 3aBepLUeHus.

7.1. Kakue BuabI nevyeHus NMPUMEHAIOTCA

B neyeHun pgeteii c onyxonbto BunbMca cneunanuctbl B NepByto odepenb KOMOUHUPYHOT Takune
MeToAbl Kak onepauus 1 XumuoTepanus. B peakux crnyyasix 4eTv JONONMHUTENBHO NomnyYatoT
ny4eBylo Tepanuio.

Yalle Bcero nevyeHve HadMHaeTca C xumuoTtepanuu [xumuomeparnus). Llenb xumuotepanun -
YMEHbLUNTbL pasMep ONyxonu u caenatb €€ 6onee onepabensHON. Y HEKOTOPbLIX AeTeN nedyeHne
HaunHatloT ¢ onepauun [ornepauus]. Llenb Xmpyprudeckoro BMeLLaTeNbLCTBA - yaanuTb OMNyXxosb
U Memacmasbl, ecnu oHn ectb. OBbIYHO Nocne onepaumy AenarT ewé AOMNONHUTENbHbLIA KypC
Xumuotepanuu. B 3aBMCMMOCTH OT TOro, Kakyto cTagutio 60ne3Hn BbICTaBUIM CneumManmcTbl nocne
onepaumm n ectb nNn y pebéHka metactasbl, MOXeT notpeboBaTbCca eLé obrryyeHue Ha PervoH
OMNyXOru.

BbIOOp TaKTUKM NeYEHNs B KaXKAOM OTAENbHOM Criydae 3aBUCUT OT Pe3yrbTaToB rMCTONOrM4eckoro
aHanms3a (T.e. KakoW WMEHHO BapuaHT HedpobnacTtombl Hawnu y pebEéHka) M OT CTeneHu
pacnpocTpaHeHnsi ONyxonu nocne onepaumu (ctagus 6onesHn). Yem Gonee nosgHasa ctagus u
4YeM 3roKa4yecTBEHHeEe OMyxosfb, TEM TeM Oonee KOMMMEKCHbIM U Bornee MHTEHCUBHbIM Oyaet
ne4veHue. Tak Kak camo neyeHve onyxonu Bunbmca moxeT gaBaTb NOOOYHbIE OCMOXHEHWS, TO
[OETUN BO BPEMSI NIEYEHUS NOMyYatoT AOMONHUTENBHYIO NOAAEPXKKY, AOMOMNMHUTENBHbIE MEAULVHCKME
Mepbl, KOTOPbIE Ha3bIBaOTCS conpoBoanTensHas Tepanus. ConpoBoanTenbHas Tepanuns nomoraet
NpenoTBpaTUTb OCIIOXHEHMS, NMMBO NPONeYnTb UX, ECNN OHU NOSIBUNKUCE. 34EeCb MOXHO MOMNy4nTb
fbornee nogpobHyto MHAOpMaLUI0 O corposodumernibHOU mepanuu, a Takke MO3HAaKOMUTBCA C
OpyrMMu Memoodamu JIe4eHUs.

7.2. Kak npoxoauT rne4yeHue

MexagyHapogHoe obuecTBo getckon oHkornorum S/IOP n Hemeukoe 00LEeCcTBO AETCKON OHKOIOrMm
n remartonorun GPOH pekomeHAyOT criegytolLme dasbl neveHns:


./../../../../roditeljam/lechenie/metody_lechenija/https__wwwkinderkrebsinfode_roditeljam_lechenie_metody_lechenija_soprovoditelnoe_lechenie_index_rushtml/index_rus.html
http://www.kinderkrebsinfo.de/siteDict?goTo=e
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7.2.1. Xummnotepanuma oo onepauum (npegonepaumoHHbIN Kypc)

B lepmaHumn n B gpyrux €BpONEnCKUX M HEEBPOMENCKUX CTpaHax fevyeHue Ons BCexX OeTen B
Bo3pacte oT 6 MecsueB A0 16 net HauuHaeTca ¢ xumuoTtepanunu. OMbIT NedYeHns NauueHToB
nokasblBaeT, YTo rpedonepayuoHHbIlU KypC XuMmotepanum obblMHO YMEHbLLAET pa3Mep OnyXosu.
MoaTomy nocre npegonepaLMoHHON XMMUOTEpanuMM OMyxofb Jlerdye onepupoBaTtb. Takke
CHM)XXaeTCa OMacHOCTb, YTO OMyXOflb MOXET pasopBaTbCsa (NOMNHYTb) BO BpeMs onepaumm u
OnyxorieBble KIETKM pas3onayTcs no Bcen OptowHonm nonoctn. Kpome Toro Gnarogaps Takomy
noaxody BO MHOIMX Crnyyasx nyyeBas Tepanus nocne onepawumm 60nbLue He HyXXHa.

UTtoO6bl yOUTE MO BO3MOXHOCTM BCE PaKOBblE KIETKW, UCMOMb3YT KOMOMHAUWIO N3 HECKOMBbKNX
npenapaTtoB. OTW MeAVMKaMEHTbl 3a4epXXMBalT POCT KIETOK (Yumocmamukn) W SBMASHTCS
Hanbonee adpdeKkTMBHBIMM B NnedveHun onyxonu Bunbmca. B nepsylo ovepeab 3TO BUHKPUCTUH
n aktuHommumH D. HekoTopble getw (Hanpumep, ecrniv onyxoflb darna MeTactasbl UM MMeet
BbICOKYIO CTEMEHb 31TI0KAa4YE€CTBEHHOCTN) OOMNOMHUTENBHO NOMy4YaloT aHTPauUMKIMHOBBIM nNpenapaTt
(mokcopybuumH). Kak npaBuno, npegonepaumoHHas XuMmuoTepanust 4nnTes YeTblpe Hegenu. Ecnm
y peb€éHka onyxonb fana MmetacTasbl, TO Kypc ANUTCA LWECTb Heaenb. Ecnm onyxonb ABYCTOPOHHSS,
TO XMMMOTEpanust npodormkaeTcs 4o 12 Heaenb.

PeleHne o npoOormKUTENbLHOCTU Kypca NeYeHus y Oeten ¢ OABYCTOPOHHen Hedpobrnactomowm
NPVYHUMaETCs MHAMBUAYANbHO AN Kaxaoro pebéxka. NMotoMy 4To B 3TOM criy4yae Lenb - yaanuTb
onyxofib C 0benx Mo4YeKk M npu 3TOM COXpaHuTb 0be nodvku. [nsg atoro npegonepauuoHHas
XUMUOTEPaNnsi MOXET ObITb Bonee MHTEHCUBHOW. B Kypc nedeHns Ha3Ha4atoTCa 4ONOMHUTENbHbIE
uuToCTaTMKM (Hampumep, atono3ug 1 kapbonnatuH). Takow e Noaxod K JeYeHuo OTHOCUTCS K
OETAM, Y KOTOPbIX €CTb HACNEACTBEHHAs NPeapacnonoXeHHOCTb K NOSBIEHNIO HedhpobnacTombl
(HacnenCcTBEHHbIN OMyXOrneBbI cMHAPOM). B aTom cnydae uenb cneumanucToB - COXpaHWUTb Mo-
BO3MOXHOCTM Kak MOXHO GonblLue paboTatoLen NoYe4HOM TKaHu.

Y MnageHueB mnagule 6 MecsiLeB M Yy NoagpoCTKOB cTaplle 16 neT npegonepaunoHHbIA Kypc
XvmuoTepanun He nposBodATt. MoToMy 4YTO B 3TUX BO3PacTHbIX rpynnax aetu sabonesatoT
APYrMMU BMOaMK Onyxoriei rnodyek (Hanpumep, BpOXAEHHas MesobnactTudeckas Hedpoma Unm
NOYeYHO-KMNEeToYHasn KapLMHoMa), KOTopble neyarT no-gpyromMy. 34echb NPUHLMNMansHbEIM MOMEHTOM
ABNSAETCS onepauusi, Lemnb KOTopoi - nonyynTb obpasel TkaHu onyxonu. lMocrne pesynsratos
nccrnenoBaHusl TKaHu 1amomMopgho/1020M, CNELMANUCTbI NONy4YaoT MHOPMAaLNIO O KOHKPETHOM
BME ONyXOmnn 1 ONpeaensioT NokanbHyo cTaguilo 6onesHu. Tonbko Mocre 3Toro OHW HadWMHaT
nevyeHve, HeoBxoaMMoe AN KaXaoro KOHKPETHOro cryyas.

7.2.2. Onepauus

Llenb onepaumn [onepayusi] - yoanuTb OMNyXoMb MOMHOCTbIO, MOMYYUTb Marepuan Aand
MMCTOMOMMYECKOTO U MOMEKYNAPHO-TEHETUYECKOTO [MOseKynsipHo-eeHemudeckull]l aHanusa, a
TaKXe BbIACHUTb, HACKOJTbKO OMyXOosib ycnera pacnpoCTpaHUTbLCA NO OpraHn3my.

Kakyto nMeHHo onepauuio 6yayT genatb pebGEHKY 3aBUCUT OT TOrO, HAaXOQWUTCS N OMyXoslb B
O[IHOVi MOYKe, UN B ABYX.
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Ecnn onyxonb Bunbmca Bblpocria B OOHOM MNOYKe (CneumanucTbl rOBOpAT B 3TOM Cry4vae
"yHUnartepanbHas Heppobnactoma"), To, kKak MpaBuIo, BCIO OMNyXOsb yAAnsT BMECTE C MOYKOW.
OTOT BMA onepauun HasbiBaeTcs HedpakToMus. B cnegytowime Hegenn n mecsubl ocTaBLUasics
noyka pacTét u nocrteneHHo 6epé€T Ha cebs BClo paboTy, KOTOPY paHee BLINOMHSAMNA yaanéHHas
nouyka. 3gech BaXkHO, YTOOLI OCTaBLUasica Nodka pebéHka Gorblue He nocTpagarna, Hanpumep, 13-
3a XPOHMYECKOro BOCManeHus. B HEKOTOpbIX cnydasx genatT opraHocOeperaroLLyto onepaumio,
€CIM ONbITHBIA XUPYPT MOXET MOMHOCTBIO Bblpe3aThb OMyXOrib U3 NOYKM. Halle BCero B 9ToM cryyae
y pebéHka nepBas ctagust bonesnn (cm. pasden ,Kakue 6bigatom cmaduu 6oe3Hu?”).

Ecnu onyxonb nsHayanbHO Bblpocna B ABYX Mo4vkax (ABYCTOPOHHSA Hedpobnactoma), unm ecnu
y pebéHKa O4eHb BbICOKasi BEPOSITHOCTb NOSIBNEHUSA ABYCTOPOHHEW HedpobnacToMbl (Hanpumep,
y pebéHka ecTb OaMH U3 HacCnNeACTBEHHbIX PakoBblIX CUHAPOMOB), TO flevallme Bpayv NPYHUMAOT
WHAVBUAYyansHoe pelleHne no onepaummn. To ectb oHM 6yayT BbIGMpaTh Takylo TaKTUKY NevYeHus,
KoTopasi NO3BOMMUT COXPaHWUTb, Kak MUHUMYM, OOHY U3 NOYeK.

Ecnu y pebéHka nocne npegonepaumoHHOro Kypca XMuMmMoTepanuu eLwé ecTe MeTacTasbl B NErKUX,
TO MX TakkKe MOXHO yaanuTb BO BpeMsl ornepaumn. 34ecb BaxHO, 4ToObI NMobyio onepaumio
BbIMOJHSAMN OMbITHLIA AETCKUIA XMPYPT UMW OMbITHBIA OETCKWIA YPONOr.

7.2.3. XummnoTtepanuma nocrne onepauum (nocneonepavmoHHbIN Kypc)

lMocne onepaumn XuMuOTEpanus, Kak npaBuno, NpoAornkaeTcsa (rocrieonepayUuoHHbIU Kype).
TonbKo y Tex AeTen ¢ onyxonbko Bunbmca HU3KoW CTeneHn 3rnokayeCcTBEHHOCTU, KOTopas Bblpocna
TONbKO B OAHOM MOYKE M OMyXOsib MOMHOCTLIO yAanunu Bo BpeMs onepauuu (I ctagusa 6onesHn),
neyeHve 3akaHumMBaeTcsa onepauven. Bcex ocTanbHbIX AeTer MpogormKarT NevnTb Kypcamu
xummoTepanun. Kak gonro peb€Hok Byget nonyyarb XMMmUoTepanuio U HACKONMbKO MHTEHCUMBHHbIM
OyOeT Kypc neveHusi, 3aBMCUT OT KOHKPETHOIO BapuaHTa OMyxonu, Kakow 6bin Bec y onyxonu K
MOMEHTY ornepaumm, 1 Kakyto nokarnbHy cTaguio 60ne3Hn NocTaBuim CneumnanmcTbl.

Onyxonu cpegHel CTeneHn 3nokavyecTBeHHOCTU 6e3 oTaanéHHbIX MeTacTasoB (cTaguv 6onesHu |
Ao lll) npogomkaloT nevynTs KoMBHaumnen n3 AByX YUmocmamukoB (BUHKPUCTUH N aKTUHOMULMH-
[). Ecnu cTeneHb 3110ka4eCTBEHHOCTU O4YEHb BbICOKas U cTaans 60nesHu no3gHss, To KomouHaums
LMTOCTaTMKOB MOXET COCTOATb U3 YETLIPEX NpenapaToB (Hanpumep, A0KCOpYOULMH, kapbonnaTtuH,
aTonosua v umknodocdamna). Kypc xummotepanmm MoXeT AnMTbCA OAMH MecsiL (ecnu y pebéHka
onyxonb Bunbmca cpegHen cteneHu 3rnokavyecTBeHHOCTU U | cTagma G6onesHn). JledyeHne Takke
MoxeT npogomnxatbca oT 8 Ao 10 mecaueB (ecnu CTeneHb 3MoKavyeCTBEHHOCTM OMyXOMNN OYeHb
BblCOKasi, UMM eCTb OCTaTOYHble MeTacTasbl nocne onepauum). Ecnu y pebéHka OBYCTOPOHHSAS
HedpobnacToma, TO fievyeHne MOXeT MPOAOoKaTbCA OAMH rod, ecnvu namomMopgosio2 Halén
B yAanéHHOW onyxonu HedporeHHble ocTaTkM (3TO0 ambpuoHanbHasa "npegpakosas” TKaHb, W3
KOTOpOW BblpacTaeTt onyxonb Bunbmca).

7.2.4. JlyyeBas Tepanus

Bnarogapsa HoBbiM 6onee 3PdEKTUBHLIM KOMOGWHALUMSAM W3 UUTOCTATUKOB W BBEOEHUIO
npegonepauroHHOro Kypca XvmuoTepanuu GOonblUMHCTBY AeTel Gomnblue He Hado AdaBaTb
obnyyeHune. Tonbko HEMHOIMM MauUMeHTaM MNocre 3aBeplUeHUs XMMUoTepanu 1 onepaummn Bcé
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paBHO HyxXHa Jlyyeeass mepanusi. OTO OETU, Y KOTOpbIX Onyxofb Bumnbmca cpegHen crenexu
3rokavyecTBeHHocTM Ha Il ctagum GonesHn, n getn ¢ onyxonbio Bunbmca BbICOKOW CTeneHu
3I10Ka4YeCTBEHHOCTN OT cTaamu 6onesHu Il u Bbiwe (modpobHee cm. pasden o ,Kak cocmaensiom
nnaH neyeHus ?*).

O0ny4eHne Ha pervoH onyxonu nodaércsa Yepes koxy. [loza obrnyvyeHnst MOXET COCTaBnATb OT
15 po 30 epeli (y cneunanuctoB MPUHATO cokpalleHue "lp") B 3aBUCUMMOCTM OT pesynsraToB
MCTONMOMMYecKoro [eucmornoauveckulll] aHanu3a nocne onepauun. Ecnv y pebéHka ewé ecTb
OCTaTKM ONyxonu, TO [A03y OOMNy4yeHus Ha ouvar Onyxonu yBEnuMuMBaloT (B 3TOM Ccry4vae vy
crneumnanucToB NPUHAT TepMUH "OycT", TO eCTb AOMNOMHUTENbHOE NpuuensHoe obny4deHue). Ecnn
BO BpeEMs onepawlumm onyxofib pasopsanach (fonHyna), To Heobxoanumo obny4YnTb BCIO GPHOLLHYIO
nomnocTb. B 3aBMCMMOCTU OT pe3ynbTaToB MMCTONOMMYECKOro aHanmnaa go3a obny4yeHns coctaBnsiet
ot 20 pgo 30 lp. Y Tex geten, y KOTOPbIX MOCne NpegonepaunoHHOro Kypca XxmmMuotepanuu u
onepauum eLLé ocTaloTca MeTacTasbl B NIETKMX, AOMONHUTENBHO 0bryyatoT rpyaHyto nonocTs. Ecnn
ONyXOorib ABYCTOPOHHSAS, COXpPaHeHa 4acTb NoYkn 1 'y pebéHka HedhpobnacToma cpeaHer CTeneHu
3110Ka4eCTBEHHOCTU, TO A03y 0bnyyYeHus MoryT cHuanTb (MeHblie 12 p), 4ToObl Movka morna
npogomkartb paboTtatb MakCUMarbHO AONroe BpeMs.

8. Mo Kakmm npoTokonam u ne4YedbHbLIM perucTpam neyar
aeten?

B KpynHbIX OHKOMOIMYECcKUX LEHTpax AeTeil U NoApoCTKOB C onyxonbi Bunbmca neyat no
CTaHOApPTU3MPOBaHHbLIM MNpoTokonam. Llenb 3TUX MpOTOKOMOB - ynyywaTb [ONrOBPEMEHHYH
BbDKMBaAEMOCTb 3a60MNEBLUMX Y OAHOBPEMEHHO CHIKaTb OCINOXHEHUS U OTAANEHHbIe NocrneacTBus
nocrne nedyeHus Ha opraHuam pebGéHka. B MepmaHuy Takue MpOTOKOMbI, MPOrpaMMbl NEYeHUs,
HasbIBalOTCs uccredosaHuss onmumu3ayuu mepanuu.

B aBrycte 2011 roga B HeMeLKOA3bIYHbIX CTpaHax 3aBepLUmnIl CBO paboTy MHOroNEeTHUI NPOTOKON
(nccnepoBaHne onTUMM3auUMK Tepanuu), B KOTopom pabortano npumepHo 100 AETCKMX KIMHUK
n3 lepmaHun, Asctpum u Leenuapum - SIOP 2001/GPOH. NccnegoBaTenbCkuM NPOTOKONIOM
pykoBogwuna LeHTpanbHas uccnegosartenbckas rpynna no nsyveHuto Hecppobnactombl HEeMELKKOro
obuwecTBa OeTckon OHkonormm wu rematonormm GPOH. 3ToT nNpoTokon SABASANCA YacTbio
MeXAyHapOo4HOro nccreoBaTenbCKoro MPOTOKoNa Mo fiedeHnto HedpobnacToM MexXayHapoaHOro
obuwecTtBa gerckon oHkonorun SIOP (International Society of Pediatric Oncology).

3a npowlellee BpemMsi No pesynsrataM UccrnegoBaTenNbCKUX NPOTOKOMNOB B OTAEMbHBLIX CTpaHax
N MeXOyHapoOHbIX MCCrieqoBaTenbCKMX NMPOTOKONOB paspabortanu HoBbi npoTokon SIOP no
nevyeHunto onyxoren noyek y aeten n nogpocTtkos . OH Ha3biBaeTcst UMBRELLA SIOP-RTGS 2016.
MpoTokon Hayan HabupaTb HOBbLIX MALMEHTOB B HEKOTOPbLIX eBponenckux crpaHax B 2019 r., B
lepmaHun (B HEKOTOPLIX perrmoHax) oH ctaptoBan B koHue 2021 r. [pexae 4em BCe KIMHUKU
lepMmaHnn NepengyT Ha HOBbIM MPOTOKOS, AeTen C onyxornblo Bunbmca npogosmkatoT neyvnTb no
pekoMeHaauMsMK neyebHOro perncTpa, To eCTb No TeM paspaboTkam, KOTopble AoKa3anu CBO
3 PEeKTUBHOCTL B NocreaHeM npoTokone. LleHTpanbHbIn uccrnegoBaTenbCcknuin odhnuc npoTokosna
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n nevyebHoro permuctpa paboTaeT B YHMBEPCUTETCKOW KNMHMKe ropoga FomOypr B dheaepanbHon
3emrne Caap (pykoBoguTenb NpoTokona - npodeccop, AOKTOp MeanumHbl HopbepT Mpad).

Ona peten ¢ HedpobnacTtomon, Kotopasi ye gana mertactasbl, B 2022 r. cTaptoBarn HOBbIN
paHOOMM3NpOBaHHbIM nccnegosatenbckui npotokori RANDOMET 2017. B Hém uccnepyertcs,
SABMSIETCA NV NpeaonepaunoHHbIA Kype XMMMOTeEpanumn n3 KOMOMHaunmM npenapaToB BUHKPUCTUH,
kapbonnatuH 1 3ToNo3na HaACTONbKO Xe 3PPeKTUBHLIM, Kak NpegonepaunoHHasl ctTaHgapTHas
XUMUOTEpPaNnsi C npenaparamm BUHKPUCTWH, aKTUHOMWUUMH WM JOKCopyObuumH. Llenb - cHu3nTb
ONS NaUMEHTOB C MeTacTasnpOBaHHOW GOMNe3HbI0 KapaMOTOKCUYHOCTb, KOTOPYIO OAET npenapat
OOKCOpYOMLUMH (T.e. NTOBOYHOE AeNCTBME NpenapaTta JOKCOPYOULMH Ha cepaLe) U OQHOBPEMEHHO
He CHWKaTb nokasaTtenu adeKTUBHOCTY NeYeHus.

JleuebHbIN perucTp: oco6eHHOCTU paboTbl. [leTi, KOTOpbIE HE NevaTcsi No AeNCTBYOLWEMY
nccrnegoBaTenbCkoMy MPOTOKOMY (Hanpumep, ecrnv Ha MOMEHT GOonesHW cTapblii NPOTOKON
3aKPbINCS, @ HOBLIA NOKa He OTKPLINCS; UMK ecnn 3aboneBLUMIA He MOAXOAUT Mog KpUTepuu,
KOTopble SBRstOTCS 06sA3aTenbHbIMU O NPUEMa B OEWCTBYIOLLMIA MPOTOKOS), MPOXOAST
yepes neyebHble perncTpbl. JledebHble perncTpbl co3gatoTcs U paboTatoT Ans Toro, YToObl
KOHCYNLTUPOBATb BCEX BOMbHbLIX C MO3ULIMIA COBPEMEHHbIX Hay4HbIX pa3paboTok. Takke 4ToObl
obecneynTb BbICOKOE Ka4eCTBO NeYeHUs: ccneqoBaTernbcKkas rpynna KOHKPETHOro NpoTokona,
Kak npaBuno, paspabaTtbiBaeT NoapobHble TepaneBTUYeCKMe pekomeHdaummn. U korga K HUM
obpaluatoTcsa neyaiume Bpavm, OHM UX KOHCYNBTUPYIOT NpY BbIGOPE ONTMMaribHON Tepanum ons
KaXKgoro KOHKpEeTHOro pebéHka.

9. Kakue waHcbl BblNe4YuTbCcA OoT onyxonu Bunbmca?

Y peten 1 NOAPOCTKOB OYEHb XOPOLLUME LIAHCKI BbINIEYNTLCA OT onyxonu Bunbmca. 9Toro yganoch
[OCTMYb Gnarogapsi CoBpeEMEHHbIM MoAXoAaM B AMAarHOCTUKE U BBEAEHWMHO KOMOGWUHUPOBAHHOMO
neyeHuns no craHgaptam. CerogHsa ot Hedbpobnactombl Bhinednsatot 6onee 90% 3abonesLumnx.

Y KaOoro KOHKPETHOro nauMeHTa rpoeHo3 OOonesHu 3aBUCUT B MEPBYID ovepedb OT TOro,
KaknuM KOHKPETHbIM BapuaHTOM onyxonu Bunbmca oH 3abonen u Hackonbko GomnesHb ycnena
pasoWTUCL MO OpraHM3My K MOMEHTY AmuarHosa (ctaaus 3abonesaHus). Kak npaeuno, 4eM MeHee
3110KAYECTBEHHOWN $SIBMSIETCA cCama OMyxXOflb U YeM paHblue MOCTaBWUM OMarHo3, TEM LUaHChI
BbI3OPOBETL Bbille. Tak y AeTel C onyxorbto 6e3 MeTacTasoB, C HU3KOW UMM NMPOMEXYTOYHON
CTEMEHbIO 31I0KAYECTBEHHOCTU, CTATUCTMKA BbRKMBAEMOCTU (pe3ynbTaTbl NeYeHust) CocTaBnser
Boilwe 90%. B To Bpems kak Onyxonu BbICOKOW CTEMNEHM 3110Ka4eCTBEHHOCTU MMEOT 3HAYUTENBHO
MeHee 6naronpusiTHbIN NPOrHo3. Y AeTen ¢ ABYCTOPOHHEN HedbpobnacToMon ¢ HeGnaronpusiTHbIM
MOMeKynsipHbIM NpocunemM onyxonu, wnu y peted ¢ peumaveBoM GoresHu nokasaTtenu
ahdpekTMBHOCTU NeyeHns 0bbivHO Hke 90%.

Tem He MeHee npu onpenenéHHbIX YCoBUSX Y AeTer Ha No3gHuX ctagnsax 6onesHn MoryT ObiTb
XOpoLuve LWaHcbl Ha BbidgopoBneHue. Ecnu y pebéHka otaanéHHble memacmassi (IV ctagus
BonesHun), TO MPOrHO3 Mpexze BCero 3aBMCUT OT TOrO, HACKOMbKO XOPOLLO OMyXoflb OTBEYaeT Ha
XvMuoTepanuio [xumuomepanusi]. Ecnn npedonepayuoHHbIli Kypc XMMnoTepanun u pesynerathbl
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onepaunn no3BonAT MOJMMHOCTBHO YHUYTOXUTb OMyXOJlb, TO NOKa3aTesnin BbXKMBAEeMOCTU BbilLe
80%.

Heobxognmoe 3ame4vaHue: Korga Mbl Ha3biBAaeM MPOLEHTHI BbI3JOPOBEBLUMX AETEN, 3TO 3HAYMT,
YTO Mbl AAEM TONbKO TOYHYI CTAaTUCTUKY MO 3TOM popme paka y geten. Ho Hukakasa cratuctuka
He MOXET NnpeacKasaTtb, Bbl34OPOBEET KOHKPETHbIN PEBEHOK, UIn HET. Mbl peKoMeHayeM CNpoCUTb
Yy BalUMX fevalmx CreuuanuctoB, Kak OHM OLIEHMBAOT C TOYKM 3PEHUst NporHo3a TOT BapuaHT
bonesHu, koTopbI Hawnu y Bawero pebéHka.



Onyxonb Bunbmca (Hedpobnactoma) - kpaTkasi MHdopmaums cTpaHuua 16

Cnucok nutepartypbl

[1] Dome JS, Graf N, Geller JI, Fernandez CV, Mullen EA, Spreafico F, Van den Heuvel-Eibrink M,
Pritchard-Jones K ,,, Advances in Wilms Tumor Treatment and Biology: Progress Through
International Collaboration.“ Journal of clinical oncology : official journal of the American
Society of Clinical Oncology 2015 Sep 20;33(27):2999-3007, 26304882 [pubmed]

[2] Erdmann F, Kaatsch P, Grabow D, Spix C ,, German Childhood Cancer Registry
- Annual Report 2019 (1980-2018)“ Institute of Medical Biostatistics, Epidemiology
and Informatics (IMBEI) at the University Medical Center of the Johannes
Gutenberg University Mainz 2020, https://www.kinderkrebsregister.de/typo3temp/
secure_downloads/42507/0/1¢5976c2ab8af5b6b388149df7182582a4cd6a39/
Buch_DKKR_Jahresbericht_2019 komplett.pdf [uri]

[3] Furtwangler R, Graf N. ,, Nierentumoren, in: Niemeyer C, Eggert A (Hrsg.): Padiatrische
Hamatologie und Onkologie* Springer-Verlag GmbH GDeutschland 2006, 2018 2.
vollstandig Uberarbeitete Auflage 2018, 441, 978-3-662-43685-1 [isbn]

[4] Graf N ,, Nephroblastom (Wilms-Tumor)* S17-Leitlinie 025/004 AWMF online
2016, https://lwww.awmf.org/uploads/tx_szleitlinien/025-0041_S1_Nephroblastom_Wilms-
Tumor_2016-06-abgelaufen.pdf [uri]

[6] Szavay P, Fuchs J, Leuschner |, Selle B, Graf N ,, Nierentumoren, in: Fuchs J (Hrsg.): Solide
Tumoren im Kindesalter, Grundlagen — Diagnostik — Therapie® Schauttauer GmbH 2012:
111, 978-3-7945-2786-1 [isbn]



Onyxonb Bunbmca (Hedpobnactoma) - kpaTkasi MHdopmaums

moccapun

GPOH

SIOP

SIOP

aHaMHe3

ayamomMeTpus

Guoncunsa ToHKOM Urnomn

6nactema

3TO HasBaHMe nNpodeccunoHanbHOro coodLecTra cneLmManmcToB
no OEeTcKom oHkonorum u remartonorun B lepmaHun. B GPOH
Bpayn OHKOIOrM-reMaTornorn, uccrenoBaTtenu, CcrneumnanucTbl
CECTPUMHCKOro fgena wu ncuxonorn BMecTe paboTaT Hapg
Hay4HbIMW WCCNEAOBaHMAMM, NOOXo4aMW K AMarHocTuke, K
neyYeHnto, K MegMLMHCKOMY yXxo4y Nnocre 3aBepLUeHUs rneyeHust
OHKOITOTMYECKNX U remMaTtoriormyeckux 3aboneBaHun y geTten u
NoapOCTKOB.

3TO  MexayHapopgHoe  npodpeccuoHanbHoe  CooOLLEeCcTBO
crneuManncToB MO JlEYEHVMIO paka y [AeTeldi U MNOoOpPOCTKOB.
HassaHue "SIOP" - 310 cokpawieHune ot "Société Internationale
d’Oncologie Pédiatrique" oder "International Society of Paediatric
Oncology".

3TO  MexayHapogHoe  npodpeccuoHanbHoe  CooOLLecTBO
crneunanicToB MO feYeHU0 paka y AeTel M NOoOpPOCTKOB.
HassaHue "SIOP" - 310 cokpawieHne ot "Société Internationale
d’Oncologie Pédiatrique" oder "International Society of Paediatric
Oncology".

ncropua bonesHn

3TO W3MEepeHue OCTPOThbl Cryxa C MOMOLLbI creunanbHbIX
reHepaTopoB 3BYKOBOMW YacTOTbl, OHW MNPOU3BOAAT CUrHanbI
PasfiMyHON YacToTbl C ONpPeaenEHHON rPOMKOCTLIO.

METOA4 OMAarHOCTUKW, KOorga C MOMOLLbIO MOSION TOHKOW Wbl
nomny4atwT KMeTKu OnpeaenéHHoro BHYTPEHHEro opraHa Aansi
rMCTONOrMYeckoro aHanmsa. [lonyko urny TOYHO BBOOAT B
TEeno nof KoHTporieM, Hanpumep, Y3U (unu gpyroro metopa
ONArHOCTUKM MO CHUMKaM).

aTo HeanddepeHUMpoBaHHas (Te. He co3peBLUas)
3apofblilieBasd TKaHb, OHAa COCTOMT W3 CTBOMOBbLIX KIETOK,
KoTopble CMOCOGHbI AenuTbca. M3 aTon TkaHu B npouecce
pasBuTMs  aMOpMOHa wunM B Mpouecce  pereHepauuu
(BoccTaHoBneHus) dopmupyetcs anddepeHurpoBaHHas (T.e.
co3peBLUas) TkaHb. Tak, Hanpumep, U3 paHHero aMOp1oHarnbHOro
3ayaTka opraHa (6rnactema) nocne pasMHOXEHMs KNeToK (T.e.
nponudepaums) u nx cospesaHus (T.e. anddepeHumposka)
NOSIBNSIETCS CO3PEBLLMIN OpraH, roToBbIn paboTtaTb.

cTpaHuua 17
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rematypusi

reH

reH 1 onyxonu Bunbmca

TMCTOMNOrMYecKnin

rpen

andbdepeHLMpOBaHHbIN

KOMMblOTepHas ToMorpadus

KOHTpaCTHOE BeLWleCTBO

3TO MHOTOKpaTHOE MOSABIEHNE 3PUTPOLIUTOB B Mo4de. B meanumHe
pasnuyatloT ase ¢dopmbl rematypun. [lpu Tak HasbiBaemom
MaKporemMmaTypum KpoBb B MOYE BMOHO HEBOOPYKEHHbBIM FNa30M.
Cama Moya uMeeT KpacCHbll YBET WNU crerka KOpUYHEBbIN
OTTEHOK. MwuKporemaTtypuio MOXHO HaWTW TOMbKO Mocne
nccneaoBaHUa MOYM Nod MUKpoOcKonoM. Ecniv y yenoseka Hawwnm
remMaTtyputo, To 3TO MOXET roBopuTb O BOnes3Hn MOo4enoroBomn
CUCTEMBI.

eavHuLa HacrnegcTBEHHOCTM B XPOMOCOMax. JTO  y4yacTok
MOneKynbl ge3okcupnboHyknenHoson kucnotbl (AHK), kotopbin
COOEPXUT MHpOPMaLM0 O CTPOEHWM OAHOro OnpeaernEHHOro
Genka.

3TOT reH WUrpaeT BaXHYI0 POfb MpPU BO3HUKHOBEHWM OMyXOnwu
Bunbmca, ecnv B onpegenéHHbIX XPOMOCOMax MpPOMCXOAsT
MyTauun. XoTs eCTb NPU3HaKM TOro, YTO CYLLUECTBYIOT pasHble
reHbl onyxonu Bunbmca, y4éHble CMOrmv HanTu 1 packogmpoBaTb
TONbKO reH 1 onyxonu Bunbmca Ha ognHHaguaTon Xpomocome
(11p13).

TO eCTb CBSi3aH CO CTPOEHMEM TKaHel opraHuama, KoTopble
n3y4aloT nog  Mukpockonom. [Ons atoro obpasubl TKaHewn
NPOXOpAAT  crneuuanbHyto ob6pabotky (3T0  MoryT  ObiTb
cTeknonpenaparbl, 06paboTka pasHbIMK KpacuTensamm).

3TO eAMHMUA MOIMOLEHHOW 003bl MOHU3MPYHOLLErO W3NnydYeHus
(Hanpumep, BO BpeMs ny4yeBon Tepanun) kK onpegenéHHon macce
(kunorpamm Tena).

B [JaHHOM KOHTeKcTe: AnddepeHUMpPOBaHHbIE KINETKWU/TKaHU
— 9TO MOMHOCTbID CO3pEBLUME CTPYKTYpbl CO  CBOUMMU
onpefenéHHbiMn 3agaHnamu/pyHkumsiMmu. OHn nnbo He moryT
aenntbcs, nnbo uMx CnocobHOCTb AenuUTbCA  OrpaHudeHa.
Pa3BuTne KnNetok Wu TKaHen wu3 HeanddepeHunpoBaHHbIX
B AvdepeHumpoBaHHble (auddepeHumpoBka) npoucxoanTt
nocreneHHo. NoaToMy CyLLeCcTBYET HECKOMNBKO pasHbIX CTeNeHemn
anddepeHUnpoBKN.

MEeTo4 OWarHoCTUKM MO CHMMKaM, B KOTOPOM WCMOSNb3YHTCS
PEHTIEHOBCKME JTy4M 1 KOMMNbIOTEPDI 41151 MOCIONHOIO MOy4YeHns
n3obpaxeHun vacte Tera (TPEXMepHoe un3obpaxeHue,
nonepeYHbIN UNn NPOAOIbLHbIN cpe3 Tena)

npenapar, C MOMOLLbI KOTOPOro Ha CHUMKE MOXHO mydlle
YyBUOETb, Kak opraHuaM paboTaeT, B KaKOM COCTOSIHUM €ro
CTPYKTYpbl. B OCHOBHOM KOHTpacTHOe BeLecTBO WUCMonb3yercs

cTpaHuua 18
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numdaTmyeckme yanbl

nnmdoma

nyyeBasi Tepanus

MarHMTHO-pe3oHaHCHadA

mMeTacTasbl

MOJ'IeKyJ'IFlpHO-FeHeTW-IeCKMVI

Hapy>XHbI OCMOTP

HacneacTtBeHHble
onyxonesble CMHOPOMbI

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

HebonblUMe opraHbl OKPYrNoW W OBanbHOW (POPMbI, KOTOPbIEe
OTHOCHATCH K UMMYHHOW cucTeme opraHuama. OHuM HaxogaTcs B
pasHbIX YacTax Tena u pabotairoT PUNBETPOM ANS XKUAKOCTU B
TKaHsIX (Mumdbl) B oNpeaenéHHom YacTv opraHmama. B Hux xmeyT
KNETKN MMMYHHOW CUCTEMbI.

cobuvpaTtenbHbli TepMUH BonesHewn, Npu KOTOPbIX NpoUCXoauT
yBenuyeHme nuMdaTnyeckmnx ysnos

KOHTPONUpyeMoe NpUMeHeHVE UOHU3UPYIOLLEro U3NyyYeHns ans
neYeHns 3rokavecTBeHHbIX 3aboneBaHuin

MarHWTHO-pe3oHaHcHasi ToMorpadus - MeTof AWarHoCTUKM No
cHUMKam. OYeHb TOYHbIN METoA UCCreAoBaHNA Ans NonyyYeHust
n30bpaxeHuss BHYTPEHHUX TKaHeW M OpraHoB, B KOTOPOM
He ucnonb3yetcst nanyveHve. C MOMOLLLIO MarHUTHbIX Monen
ckaHupytoT Teno. MonyyYeHHbIe CHUMKM OYEHb XOPOLLIO NOMOraroT
OLEHUTb COCTOSIHUE OPraHOB M NPOU3OLLEALLINE B HUX UBMEHEHMS.

B [JAHHOM KOHTEKCTE: BTOPUYHAs OMyXofb, pacrnpocTpaHeHue
onyxonu. 3TO OMyxonb BO3HMKAET M3-3a pacrnpocTpaHeHusi
pakoBbIX KNETOK B APYry0 YacTb OpraHnu3mMa.

T.e. CTPYKTypa, BO3HMKHOBEHWE, pasBUTMe, QYHKLMUN U
B3aMMOAEWNCTBME KIIETOK W 3rIEMEHTOB KIETOK (Hanpumep,
HYKIEWHOBbBIX  KUCMOT, MpPOTEMHOB) paccMaTpuBaeTcd Ha
MOJIEKYIIAPHOM  YPOBHE. AHanu3npyeTcsi HacrneAacTBeHHas
WUHopmaumsa B HyknenHosbix kucrotax (OHK n PHK); a Takxke,
KaKk 9Ta HacneacTBeHHasd WHdopmaums obpabaTtbiBaeTca B
npoLecce cMHTe3a 6enka u perynsuum reHHON akTUBHOCTH.

3TO BaXKHbI 3MEMEHT AMarHoCTUYECcKOro uccriegoBaHus. Bpad
MpoCnylWMBaeT ONpedenéHHble opraHbl W OLWYNbiBAaeT UX
(nanbnauus), npoBepsieT onpeaenéHHble pedunekcbl, YToObI
OUEeHUTbL BuA 3aboneBaHWs WM MOMYYUTb TMOKAa3aHWs, Kak
3aboneBaHne NpoTeKaer.

3TO reHeTnyeckne 3aboneBaHusi. OTu OOMne3HM CBSA3aHbl C
NOBLILLIEHHON NPEAPACMONOXEHHOCTbIO K 31TOKa4YeCTBEHHbIM
ONyxonsiM, a Takke C pasHbIMW aHOManusMu pas3BUTUsSt OPraHoB
W C 3adepXKon B YMCTBEHHOM passButuu. 1o coBpeMeHHbIM
Hay4yHbIM daHHbIM 10% oOHKomorudecknx 6GonesHen y AeTen
U NOOPOCTKOB MOSABMIOTCS WU3-3a KAKUX-TO HACMNEeLCTBEHHbIX
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HenpobnacToma

obnyyeHne

onepauus

ornyxosesble MapKepbl

natomopdornor

Onyxonb Bunbmca (Hedpobnactoma) - kpaTkasi MHdopmaums

N3MEHEHWUN, UNN TOYHEE rOBOpPS M3-3a TOrO, YTO €CTb OAWH U3
HacneaCTBEHHbIX onyxoneBblX cUHAPOMOB. K HacrneacTBeHHbIM
OMNyXoneBbIM CUHAPOMaM OTHOCSATCH, HanpuMmep, CUHOPOM
Jlyn-bapa (= aTakcusa-TeneaHruskrasus), cuHgpom beksuta-
Bugemana, cuHgpom [ayHa, ©Oone3Hb [wnnensa-flvHgay,
cnHgpom  Jlu-®Opaymenn, cungpom MEN (MHOXecTBeHHas
3HOOKPMHHAsA Heonnasus), HenpodubpomaTos U CUHOPOM
WAGR. Cioga Takke OTHOCUTCS HacneAcTBeHHasa (cemenHas)
dopma peTnHobnacTombl.

3TO  3I0Ka4YeCTBEHHas Ornyxofib  CUMMaTU4YeCKoW HepBHOM
cuctembl. O4eHb YacTo eto 3abonesatoT AeTn 4o 5 neT, ocobeHHo
HOBOPOXAEHHbIE W TIpygHble MnageHubl. Henpobnactombl
cocTaBnsatT noytn 8 % Bcex 3rnokavyecTBEHHbIX 3aboneBaHui.
3TO BTOPOW pacnpoCTpaHEHHbIV BUA, CONMAHBLIX OMyXOrnemn.

KOHTpOnnpyemoe npuMeHeHmne NoHmn3npyruwlero nsnyyeHna gna
neYeHns 3rokavyecTBeHHbIX 3aboneBaHni

Xmpyrmyeckoe BMellaTenbCtTBO B Teno naudueHta wunm
nposogmnmMmoe Ha Tene nauneHTa, KOTOpPOE€ BbINOJIHAETCA B
uendax nevyeHnd, nHorga BXxogauT B nporpaMmmy AnarHoCctn4eckoro
o6cnenoBaHus. XMpprI/I‘-IeCKaFl onepauuna BbIMOJIHAETCA
cneunanbHbIMU MHCTPYMEHTAMMU, KaK npaBuIo, nNog HapKo3oM.

310 Ouonoruyeckme BewecTea (Hanpumep, cneuudmnyeckme
©enku), KoTopble cogepXaTca B KpoBM unu B ntobow apyrow
XUOKOCTU B opraHuMame. WX mMoBblleHHas KOHLEHTpauus B
OpraHM3mMe MOXET YyKasbiBaTb Ha OMyxoflb MNW Ha peuuaus
onyxonu. YpoBeHb OMNyXorieBblX MapkepoB U3MepstoT BO Bpemsl
rnieveHunsi, 4ToObl MPOKOHTPONMPOBaTb €ro 3dPEKTUBHOCTb.
310 HeobxoaMmo [nsi TeX NauMeHToB, Y KOTOPbIX K
MOMEHTY MOCTaHOBKM AuarHosa Oblfl MOBbIWEHHbLIN YPOBEHb
onpegenéHHoro oHkoMapkepa. Ho ecnn y 4enoBeka Hawnu
onpenenéHHble OHKOMapKephbl, 3TO eWé He FoBOPUT O TOM, YTO
y Hero pak. [loTomy 4TO, C OAHOM CTOPOHbLI, OHKOMapKepbl
ABNSIOTCS €CTECTBEHHBLIM 31IEMEHTOM B OpraHuMame. A ¢ apyroun,
€Cnu UX HeT (MMeeTCs B BUAY, ECIN UX YPOBEHb HE MOBbLILEH), TO
3TO He 3HauYuT, YTO YerioBek He 3abonen pakom.

9TO Bpad, KOTOprI7I BbIMOSHAET MMCTONOrMYECKNI U MOJEeKYINApPHO-
reHeTUYECKNN aHanm3 KrneTok U TKaHenh 1 no ero opesgynbratamMm
OaéT 3aknoyeHne o 0OonesHn M O TOM,  HACKOSbKO
3r10Ka4eCTBEHHOM SIBMSIETCS onyxonb.
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nocneonepaumoHHbIN

npenonepaUuoHHbIi

NPUMUTUBHbIN

NporHo3

NporHocTnyeckme gakTopbl

CapKkoma

CUMITOM

CUHOPOM

connaHaa onyxorsb

cumHTurpadumsa ¢ MIBG

TO €CTb TaKOW, KOTOpbIM MPOBOAUTCSA MOCIEe XUPYPrn4ecKoro
BMeLlaTenbcTBa (onepauum).

T.e. 0 onepauun

T.€. NpPoOCTOMN, HepasBUBLLMIACS, He3penbIn,
HeandepeHUNpPOBaHHbIV

oXxugaemoe TeveHne GonesHwu, npeackasaHve BEepOATHOCTU eé
naneyeHuns/LiaHcbl Ha Bbl3OpOBIIEHNE.

(hakTopbl, N0 KOTOPLIM MOXHO NPUMEPHO OLEHUTbL AanNbHENLWNiA
xon 6onesHn

3M10KaYeCTBEeHHas  OMNyXxorib, KoTopas BO3HMKaeT  u3
MYTMPOBaBLUEV HEPBHOW, COEANHUTENBHON UMM ONOPHOWN TKaHU
(Hanpumep, B KOCTSIX, XPALLEAX, CyXOXUINSX, MYCKynax, XXMpOBOH
TKaHW) wn nopaxaer e&. KoHkpeTHoe HassBaHue OpMbI
capkombl OaéTcs no MecTy €€ BO3HMKHOBeHus. Hanpuwmep,
pabooMuocapkoMa 3TO 3/10Ka4eCTBEHHas OMyxOfb MonepevHo-
nonocarbiX MblLLL, OCTEOCAPKOMA 3TO 3riI0Ka4YeCTBEHHasi OMyxosb
KOCTen (KOCTb-hopMUpytoLLen TkaHwu).

NPU3HaK ©onesHun, kak bonesHb NnpoABNAETCA

310 GonesHb, KOTOpaA CKnaablBaetcA U3 coBnageHuA pas3HbIX
XapaKTepHbIX CUMINTOMOB.

YMANOTHEHHbLIN (CONUAHBIN) POCT TKaHN COBCTBEHHOIO OpraHu3ma,
KOTOpbIN MMeET onpeaenéHHyto fokanu3auuio (T.e. 3aTparmeaioT
ogHo MecTo Tena). Coénuaas onyxornb MOXET pactu B nobom
BHYTPEHHEM oOpraHe, oHa MOXeT ObiTb [oOpokavyecTBEeHHOMN
W 3r0KaYeCTBEHHOW; HO TOMbKO 3rIOKA4YEeCTBEHHbIE W3 HUX
OTHOCHTCSH K OHKONOrM4yecknm 3aboneBaHUsM.

MEeTo4 [OWarHoCTUKM MO CHMMKaM u3 obrnactm sgepHoun
MeauLUMHbL. MauneHTy BBOAAT MeYeHbl paguMoakTUBHBIN Mogd —
MeTa-nog-6eH3un-ryaHnanH. 9Ty ANarHoCcTMKy NPOBOAAT, YTOObI
obcrnenoBatb ONyXonM CUMMNATMYECKOM HEPBHOW cUCTEMbl. Y
OeTen 1 NoApPOCTKOB — 3TO B NEPBYIO ovepeab HempobrnacToMbl,
deoxpomoLMToMbl U MX MeTactasbl. PactBop MIBG (merta-
non-6eH3un-ryaHnanH) cooepXXuT BELLECTBO, KOTOPOE MO CBOEW
CTPYKTYpEe O4YeHb MNOXOoXe Ha KaTexonamMuHbl B OpraHusme
yeroBeka. [10o3TOMy OHO HayMHaeT ckannmMBaTbCA B Tex
ONyxonsix, KOTOpble MNPOU3BOAAT KaTexonamuHbl. Tak Kak
B pacTBope Takke ecCTb cnabo paguoakTMBHbIM Wod, TO
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ynbTpa3BykoBOE

XxnMumortepanuma

XPOMOCOMB!

LUNTOCTaATUK

3MOBPUOHaNbHbLIN

annTenunanbHaa TKaHb

9XoKapaunorpamma

Onyxonb Bunbmca (Hedpobnactoma) - kpaTkasi MHdopmaums

nonagasa K Krnetkam onyxosiM, oH Ha4ynHaeT noaaBaTb CUrHarsbl.
CneumnanbHas KamMepa d)I/IKCVIpyeT 3TN CUrHanbl n genaet CHUMKW.

uccnegoBaHve. Meton AMarHOCTMKM MO CHUMKAaM, NpU KOTOPOM
3BYKOBbI€ BOMHbI MPOHMKAKOT B OpraHn3aM 4epe3 koxy. Ha
rpaHuLUe TKaHEW W OpPraHoB OHW OTpaXalTcsl, MHopmaLms
obpabaTbiBaeTCH KOMMLIOTEPOM U NEPEBOANTCS B N306paxeHue.

B [JaHHOM  KOHTEKCTe: WCMONb30BaHWE  MeOuKaMeHTOB
(xMmmonpenapartbl, LWTOCTaTWKK), KOTOpble cneunduyecku
NPenaTCTBYIOT POCTY ONyXONEBbIX KIMETOK B OPraHu3me.

HOCUTENW HacnNeACTBEHHOro Marepvana, T.e. FeHeTU4ecKomn
MHGOpPMaUUN  KNeTkn.  XPOMOCOMbI  SBASAKOTCA  YacTblo
aOpa  KNeTkn, KOTopble  COCTOAT — npexae Bcero U3
ne3oKkcMpuboHyknenHoBon kucnotbl  (OAHK) wn GenkoB (Tak
Ha3blBaemble TUCTOHbI). VX CTpoeHuMe M KOnuyecTBO 3aBUCHAT
OT cneundukM Buaa XuBoro opraHuama. OpraHnsm 4venoseka
coaepxunt 46 xpomocom (23 napsl).

npenapart, KOTOpblii 3adepxuBaeT pocT KneTok. Moxer
YHUUYTOXaTb abCosOTHO pasHble KIeTKM, B 0CoBeHHocTU Te,
KoTopble GbICTPO AENSATCS, BUASA HA UX OOMEH BELLECTB; MOXET
NpensATCTBOBAaTb POCTY KMNETOK, UMW 3HAYMTENBHO ero 3ameanser.

T.e. TaKkoW, KOTOPbI HaxoOAWTCS B PaHHEW CTaauu pasBUTUS,
He3penbIn

3TO CNOW KNeTok (OQUH WM HECKOSbKO), KOTOPbIA BbICTUNAET
BHYTPEHHME UNN BHELLHUE MOBEPXHOCTU TENA, NN OrpaHn4MBaEeT
Mexagy cobon opraHbl (HanpuMMep, OrpaHMYMBAET KOXy W
CNM3ncTble 00OMOYKM OT MOSIOCTM pTa, MULIEBOA W Xenyaok oT
KMLLIEYHMKA, MOYEBOW My3blpb OT NOYEYHOM JTIOXaHKW, MaTOYHbIe
TPyObl OT MaTKK, UMK TPaxeu).

METOL [MarHoCTWKM [Ans u3dydeHuss paboTel cepaua, T.e.
pacronoXeHUs CepheyHbIX KranaHoB, TOMWMHY CepaeYHon
MbILLLbI, TAPaMETPOB ,BbITAINIKMBAaEMOIO" MOTOKA KPOBW, U T.4.
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