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Onyxonb Bunbmca (Hedppodbnactoma) -
OCHOBHaf MHdopmauus

1.

YTo Takoe onyxonb Bunobmca?

Onyxonb Bunbmca — 3T0 04eHb BbICOKO3MOKA4YeCTBEHHAsH comudHast onyxosb novek. OHa Takke
Ha3sblBaeTca HedpobnacToma (YacTb cnoea ,Hedpo* obo3HavaeT noyky, a ,6nacroma“ obosHavaet
onyxonb). CBOE& HasBaHMe OMNyxonb MOMyYnna oT MMEHM HeMeLKoro xupypra us lengenbbepra
Makca Bunbmca. Ha py6exe npoiunoro Beka Makc BunbMmc 3aHnmancs 3ton 60nesHbio 1 Brepseble
eé nogpobHo onucan.

Onyxonb BunbmMca BO3HMKAeT U3 MYTMPOBABLUEW MPUMUTUBHOW [MpumMumueHbil] TKaHu. TKaHb
3TON OMyXOonM HamnoMWHaeT 3MOpMOHarnbHYH TKaHb MOYEK, TO eCTb TaKyk, KoTopasi HauyuMHaeT
pasBMBaTbCA B MEPUOL BHYTPUYTPOOHOIO pasBUTUS OpraHvM3Ma, U MOXET COCTOSATb M3 pasHbiX
BMAOB TKaHW. Yalle BCero onyxorib NoYeK CoOAepXNUT KNeTKN-NpeaLecTBeHHNKM novek (brracmema).
Ho B Hel Takke MOryT ObITb 1 ApYrne TuUMbl TKAHEWN, KOTOPbIE YCNENM CO3PETb B Pa3HON CTEMNEHN,
Hanpumep, coeanHNTenNbHas TKaHb, MbllLeYHas, XpsLweBas U arnumenuanbHas mkaHb. [oaTomy
HedppobrnacToMy Takke Ha3bIBatoOT ,CMELUAHHOW OMyXOrbHo®.

3noka4yecTBEHHOCTb HE(PPOBIacToOMbl COCTOUT B TOM, YTO OHA O4Y€Hb ObICTPO pacTET N HAYMHAET
paHo JaBaTb MeTtacTasbl. [MpumMepHo y 15 % peten yxe ecTb MeTactasbl B TOT MOMEHT, Koraa
UM CTaBAT AmarHo3 onyxonu Bunbmca. Mo ctatuctuke B Mepmanum ato Bcero 11% geten, Tak
KaKk B CTpaHe O4eHb pasBuTa cuctema npodunakTnyeckoro ocMotpa geTein. bonblias vacTtb
MeTacTas Haxogutcs B numdoysnax [Jiumgbamuyeckue y3rnbi]l BOKPYr MOYEK, a Takke B NETKMX.
B eauHU4HBIX cnydasx metacTasbl HaxogoaT B neveHn. Ecnv GonesHb Ha Mo3gHen craguu, TO
MeTacTasbl HAXOAAT TakkKe B KOCTSAX, B LEHTParibHON HEPBHOW CUCTEME U 3a Npeaenamm 6prolLHON
nonoctu. MNMpumepHo y 5% Aeten onyxonb BunbmMca ¢ camoro Hadana BblpacTaeT cpa3sy B ABYX
noykax, a He B ogHOW. B 3Tux cnyyasax TkaHb, U3 KOTOPOM BblpacTtaeT Hedpobnactoma, 370 Tak
HasbiBaemble HedporeHHble ocTaTku. To ecTb 3TO He3penas amMbpuoHarnbHasi NovYevHasi TKaHb,
KOTOpas cuMTaeTcs npewecTBeHHNKOM onyxonu Bunbmca.

Yawe, yem npum Opyrmx OHKONOrmM4Yecknx OOonesHsAx B AETCKOM BospacTe, Hedpobrnactomown
6onetoT Aetn ¢ onpedenéHHbIMM aHoManusamn (gedektamMmy pa3BuTs) U/MnNu ¢ HacneacTBEHHbIMU
cnHapomamu paka (modpobHee cm. pasden o rpuduHax 6onesHu).

Kak yacTto BcTpeuaetca onyxonb Bunbmca y geten?

N3 Bcex BMOOB paka y AeTel M NOAPOCTKOB onyxonb Bunbmca (Hedppobnactomy) HaxogsaT y
npumepHo 4,8% y petenm B Bo3pacte oT 0 go 14 net, nnm cootBetrcTBeHHO Yy 4,0% peten u
nogpocTKoB B BospacTe oT 0 Ao 17 net. 310 camas yactas onyxonb Novek y AeTel 1 B LLenoM oHa
cUMTaeTCa OAHOM U3 Hambornee pacnpoCTpaHEHHbIX CONUAOHBIX Onyxonen [conudHas onyxoss]. B
lepmaHum No gaHHbIM geTckoro pakooro peructpa (Deutsches Kinderkrebsregister, pabotaeTt B T.
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ManHu) HecbpobnacTomon exerogHo 3abonesaeT okono 95 aeten n NoApPOCTKOB B Bo3pacTe 4o 18
net (HoBble cnydaun). MHbiMu cnosamu no ctatuctuke u3 1.000.000 geten B Bo3pacTe A0 NOMHbIX
17 net 3Ty OONE3Hb exxerogHo HaxogaT y 8-9 geten.

Tak kak onyxonb Bunbmca — 310 amMGpuoHansHas [aM6puoHarbHbIl] Onyxorb, TO €10 Yalle BCero
OonetoT getn B paHHem Bo3pacte. Okono 60 % 3aboneBLunx — 3TO AETU OT roga A0 YETbIPEX NET,
15 % - mnageHubl rpygHoro Bo3dpacta. CpegHun Bo3pacT 3aboneBwux - 3 roga. [leBouku 6onetot
HEMHOro valle, YeM Manbunkn. Ho onyxonb Bunbmca Takke GbiBaeT y AeTen ctapLuero Bo3pacra
N NoapocCTKOB. B3apocnble 3aboneBatoT 04eHb peako.

No4yemy netun 3aboneBaroT HechpobnacTromon?

HvKkTO TOYHO He 3HaeT, novemy y AeTen nosaensieTcss onyxonb Bunbmca. Ho uccnepoBaHus
nokasanu, 4To onpeaenéHble 2eHbl U XPOMOCOMbI, KOr4a OHU N3MEHSIIOTCS, BNMSIOT Ha NOsiBNeHne
onyxonu. CerogHs 6onblue BCero n3yyeH Tak HasblBaeMbin 2eH 1 onyxonu Bunbmca [reH WT1]
Ha oguHHaguaTon xpomocome. OH BaxeH AN HOPManbHOro pa3BuTuS novek y aeten. U ecnu B
HEM MPOUCXOAONAT KaKMe-TO U3MEHEHUS, TO MOTYT MOSBMATLCA OMyXOnu W/unu gpyrue aHomanuu
(oedekTbl pa3BuTKA). YU€Hble Takke HalM Apyrve reHbl Ha OAVHHaALaTON XPOMOCOMEe M Ha
OpYrMx XpoOMOCOMax, KOTOpble y4acTBYIOT B npouecce obpasoBaHus onyxonu Bunbmca. Ecnu
B [HK npoucxogaT gpyrve Mytauum, TO OHW Takke YyBenuyuBaloT NPEeapacrnonioXeHHOCTb K
nosiBneHnto Hedpobnactombl. [laHHblE U3 COBPEMEHHLIX WCCreaoBaHW rOBOPAT O TOM, YTO
CHayana AOIMKHO MPOM30UTH U COBMACTb HECKOMNBbKO reHEeTUYECKUX M3MEHEHUIN (MyTauuii), npexae
YeM BblpacTaeT onyxonb Bunbmca.

Onyxonb Bunbmca 4acto Haxogat y pgeter (npumepHo 10-15 %), y KOTOpbIX €CTb OfHa
M3 HacneacTBeHHbIX OonesHen. Crneunanuctbl Takne OONEe3HW HasbiBaKT Hac/iedCcmeeHHbIe
oryxornesbie CUHOPOMbI, MOTOMY YTO Yy HUX €CTb NPeLpacrnoNOKEHHOCTb K MOSABMEHUIO pa3HbIX
onyxonen. HacneacTBEHHbIMU OMyXOMNEBbIMA CUHAPOMaMu, y KOTOPbIX MOXeT ObiTb CBA3b
C Hecppobnactomon, siBngawTca, Hanpumep, cuHOpom WAGR, cuHdpom beksuma-BudemaHa,
eemueunepmpocpusi, cuHOpom [eHuca [pawa, cuHOpom [NepnmaHa v apyrue, ewé bonee peakue
cvHApoMbl. Bce aTn 6onesHm nrpatoT porb NnLb Y HEBOMbLLIOro KonmyecTsa NaLMeHToB. Y HUX eCTb
He TOMbKO MOBbILLEHHAsA NPEAPACTNONOXKEHHOCTb K 3110Ka4Y€CTBEHHbLIM OMyXonsam. OTW CMHOPOMBI
TakKkKe CONPOBOXAAIOT pasHble aHOManun pasBuTnsa OpraHoB.

Kpome TOoro ectb cembu, roe 4acTo 3aboneBalT HedpobnactoMor u3-3a onpenenéHHom
HacrnenCcTBEHHOM MNpeapacnonioXeHHoCTU. Mpn aTomM y 4YernoBeka HET Kakon-nnbo aHomanuu
pa3BUTUSA OpraHoB, YTO OObIYHO Habrnogaetcsa npu cuHOpomax. B uenom a1o okono 1-2% Bcex
[eTen ¢ onyxonbko Bunbmca, B OCHOBHOM y HUX 60Me3Hb nopaxaeT aBe noyku (bunartepanbHas
Hedpobriactoma). Y OonblIMHCTBA AeTer onyxofib Bunbmca nosiBnsieTcs BnepBble (Bpayu
NCNoNb3YT B 3TOM Crly4ae TepMUH "cnopaguyeckun”). To eCTb Y HUX HET HU BPOXXOEHHOIO PaKoBOro
CUHAPOMA, HWU KakKOW-TO ApYroh ceMenHow npegpacrnonoxeHHocTu. 1o coBpeMeHHbIM Hay4YHbIM
OaHHbIM HET CBS3W Mexady nosiBneHMeM Hedppobnactombl M hakTopamm OKpyKalollen cpenpl
(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. lononHuTenbHasa AnarHoCTUKa Ans noaorTBepxXaeHusA
AnarHo3a v Ansd noncka metacta3oB

WHorga ogHon Bu3yanusaumm onyxonn HegoCTaTo4HO, YTOObl TOYHO OTNINMYMTL ONyXxornb Bunbmca
OT ApYyrux BUOOB paka, Hanpumep, OT Hempobnactomel. B aTom cnydae cneuuwanuctel genawot
OOMOMHUTENBHYIO AMarHocTuky. Hanpumep, 4tobbl OTNNYMTL HedpobnacTomy oT HempobnacTombl
NCMNOnb3yeTCcsa TakoW MEeTo BU3yanusauum kak cyuHmuzpagusi ¢ MIBG ¢ BBeAEHMEM MEYEHOrO
cnabopagmoaktusHoro noga 123-1 (B MmeguumHe OH HasbiBaeTcsa "MeTamogbeHsunryaHmguH", y
CMeumanucToB NPUHATO ero cokpaueHne MIBG vnun MVIEF), Opyroe HasBaHWe Ons 3Toro Buaa
AunarHoCcTukn cyuHmuepacgpusi ¢ MIBG. Jlnbo B opraHuame uLyT Takne onpeaenéHHble ornyxosieable
MapKepbl, KOTOpble ecTb, ecnu pebéHok 3abonen HenpobrnacToMom, HO UX HET, ecrnu pebEeHok
3abonen onyxonbto Bunbmca.

Bcsa octanbHas guarHocTuka BbINOMHAETCA ONA TOro, YTobbl HAaNTW BO3MOXHbIE Memacmassl,
nmMbo yOoCTOBEPUTBCS, YTO UX B OpraHvMame HeT. [Ins mowcka meTactasoB B NErkUX Aenatot
KOMMbIOTEPHYKO TOMOrpaduio rpygHor nonoctn. Ecnv nogospesatot, 4TO MeTactasbl €CTb B
nevyeHu, B OPIOWHON NOMOCTM WNW B FONOBHOM MO3re, TO AeNnawT MarHUTHO-PE3OHAHCHYIO
ToMorpadumio.

5.3. Kakme aHanu3bl n uccnegoBaHus AenaroT A0 HavYana
neyeHunna?

B 3aBMCUMMOCTM OT TOro, Kakow BuA NeYeHus niaHuMpyeTcs, 40 ero Havana cneumanucTbl MoryT
caenaTb OOMONMHUTENbHbIE aHanu3bl U UCCReaoBaHusi, YTOObl NPOBEPUTb, Kak paboTatoT Te unu
WHble opraHsl. lMepen KypcaMu XMMrUoTepanum [xumuomeparusi] B NePBY0 0Mepenb NPOBEPSIHOT, Kak
paboTtaet cepgue u genatoT IxoKI - axokapduoepamma. Takke NPOBEPSIOT crnyx (ayduomempus,
cnyxoeoli mecm BERA, omoakycmu4eckasi 3MUCCUS)) W C MOMOLLBbID METOLOB AMarHOCTUKU
A0epHOM MeauLMHbI CMOTPAT, Kak paboTatoT nodku. Ecnv Bo Bpemsi NeveHns NpoucxXoaaT Kakue-To
N3MEHEHWS], TO C MOMOLLbH 3TUX UCXOAHBLIX AaHHbLIX CleunanmncTsl MOryT Nyylle OLEHUTL CUTyauuto
n caenatb HeobxoauMble KOPPEKTUPOBKY.
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5.4. AHann3bl o6pasLoB TKaHu (buoncus)

Ecnv cHMMKn ogHO3HaYHO MoaTBEpPXAalT AuarHos, To Guoncuilo AenarT TONbKO nocre Kypca
npegonepaunoHHon [npedonepayuoHHbIl] xuMuoTepanui. 3atem TKaHb OMNyXonu wuccriegyroT
nog MWKPOCKOMOM (TMCTOMOMMYECKUA aHanu3) 1 AenarT MOJIeKynsapHO-eeHemu4Yeckul aHanus.
O6pasubl TkaHu onyxonu 6epyT BO BpeMs onepauuu, Korga yaansioT OnyXorb. TONMbKO B pegkux
COMHUTENBbHbIX cny4vasx buoncuio genakwT B CaMOM Havane - TpenaHobuoncus wnu buorcusi
moHkoU uanod.

Mone3Ho 3HaTb: HEe BCe M3 HA3BaHHbIX HaMW WCCregoBaHWA Hago obs3aTenbHO genatb
KaxkgoMmy pebéHky. BbiBaeT, 4To MoryT notpeboBaTbCcs ApyrMe UccnenoBaHusi, KOTopble Mbl
34ecb He HasbiBanu. Jlyywe Bcero yTOuHMTb Y Ffedvallero Bpadya WM y cneuuwanucTos,
KoTopble BeayT Bawero pebéHka, kakasi MMEHHO OMarHoCTMKa 3anfaHupoBaHa 1 NoYyemy oHa
Heobxoamma ansa Baluen KOHKpeTHOM cuTyaumm.

5.5. CKpPMHMHr ANnsi NaUMeHTOB C FeHeTUYECKOU
npeapacnorioXXeHHOCTbLH U NOBbILWWEHHbIM PUCKOM K
NOSABNEHUIO ONynu

Y peten, y KOTOpbIX €CTb ONpedenéHHas HacrnegcTBeHHas npeapacrionoXeHHOCTb K
OHKoOrornyeckomy 3aborneBaHuto, B MEOUUUHE 3TO HA3blBAETCA HACMNEACTBEHHbIE OMyXOreBble
cuHgpombl (cm. pa3denn O npuduHax 06onesHuU), MOXET nosABUTbCA oOnyxonb Bunbmca w/
unn Hecpobnactomato3 (310 npeaBapuTenbHasi CTyMNeHb, C KOTOPOW MOTOM Ha4dMHaeTcst
Hedppobractoma). Takke y HUX MOXET MNOSIBUTbCS OBYCTOPOHHAS Onyxonb (GunaTtepanbHas
Hedpobrnactoma). Kpome TOro y pete € HEKOTOPbIMU HAcnegcTBEHHbIMWM  CUHOPOMaMu
(Hanpumep, ¢ TakuMm, Kak cuHOpom [sHuca [pawa) o4eHb paHo MOryT NOSIBUTLCH HapyLUeHWs B
paboTe noyek unm BoobLLEe nodeyHasi He[OCTaTOYHOCTb.

Moatomy Ans geten ¢ ogHMM M3 3aboneBaHWA UNW aHOManven B pasBUTUM MOYEK, Y KOTOPbIX
€CTb NOoBbILLEHHAsi NPepPacnoNOXEHHOCTb K NOsIBNEHM0 onyxonu Bunbmca, pekomeHayeTcs oguH
pa3 B KBapTan ocMOTp Yy Bpaya u uccnegosaHue Y3W. MNpu Takux 6ONE3HsIX M3-3a MNOBbILLEHHOM
BEPOATHOCTU MOSBMEHUST ONyXONU C ABYX CTOPOH OAHOCTOPOHHWE HedpobnacTombl fneyar Kak
OBYCTOPOHHUeE. [1ns Bcex AeTen ¢ HacnegcTBEHHBIM CUHOAPOMOM UM CeEMENHON HedppobnacTtoMon
peKoMeHOyeTCH BbINOMHUTbL MONEKYNAPHO-TeHETMYECKOE UCCMNEAOBaHNE N NPOKOHCYNBTUPOBATLCS
y crleLmanucTa aHTpomnoreHeTuKa.

Kak cocTaBnsoT nnaH ne4yeHuma?

MNMocne OKOHYaTENbHOIO AMarHo3a COCTaBMSAOT MNilaH fevyeHusi. YTtobbl cocTaBUTb MakcUMarbHO
VHOVBUAYANM3NPOBaHHY0 MNporpaMMy IevyeHus, crieumanbHo noaoGpaHHy AN KOHKPETHOro
nauueHTa (puck-adanTUpOBaHHas Tepanusl), KoMaHga Iedvawux Bpadell [OofKHa YYWTbiBaTb
onpeaenéHHble akTopbl. ATV PaKTOPbl BIMSIOT Ha 1po2HO3 6oNesHN y KOHKpeTHoro pe6éHka (Tak
Ha3blBaeMble NPOrHOCTUYECKNE PaKTOPLII MU (haKTOPbI prcKa).

BaxHenwme npoeHocmuyeckue ¢hakmopbl y oeten ¢ onyxonsto Bunbmca 3to:
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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 HerpOGJ'IaCTOMbII 30eCb BaXHbl pe3ynbraTbl NMCTONIOrM4YECKOro aHanunsa. Mo Hum
MOXHO MNOHATb, KakK OnyxoJb paCTéT, TO €CTb Kakad y Heé cTeneHb 3N1I0Ka4eCTBEHHOCTM.

[ns nporHo3a 6onesHn Takke BaXXHO, HACKOMNBbKO XOPOLLIO OHa pearnpyeT Ha NpefonepaLmoHHY0
[npedonepayuonHbil] xummnoTtepanuio. Ctaguss GomnesHM u  NOATWMNBI  OMYXONW MPW  3TOM
umetoT Oonbluoe, HO He edMHCTBEHHOe 3HadyeHue. Hanpumep, Yy4déHble BbIACHUNK, 4TO
KpOMe rMCTONormyecknx ocobeHHOCTen Onyxonn Ha pas3BuTve 3aboneBaHus MOryT BAUSATb U
MOINEKYNAPHO-reHETUYECKNe [MOseKysapHO-eeHemu4ecKulil CBOMCTBA TKaHW onyxonu. HekoTtopble
N3MEHeHUs B 2eHax N XPOMOCOMaX [XpOMOCOMbI] ONyXOrneBOn TKaHW CKopee BCero MoryT yxXyaLwaTb
nporHo3 6onesHu. Mo nocnegHUM AaHHbIM abcontoTHbIM O6BLEM OCTaBLUEWCs Mocne onepauum
YyacTtu BnacTHow TKaHu [6racmema) HecbpobnacTombl Takke BNMSAET Ha NPOrHO3 ANs nauueHTa.

Bce aTu dhakTopbl y4MThIBAOTCA B Pa3HOOW CTEMEHW MpU COCTaBMEHMUN NilaHa NeyeHus, YTobbl B
KaXkZOM KOHKPETHOM crny4ae BblbpaTb Hanbonee ageKkBaTHyH Tepanuio 1 Nony4YnTb MakCUManbHO
3P EKTUBHBIV pesynbTarT.

6.1. Kakue GbiBatoT ctagumn 6onesnun? Knaccudukauymsa
onyxonu Bunbmca

Ctaaus 6onesHn y peGéHka Ha MOMEHT NMOCTaHOBKW AMarHo3a — 3To BaXkHbIii KpUTepuii Ans BoiGopa
TakTMKM nedeHns. Knaccudukaums onyxonu Bunbmca no pasHbiM CTagusam yduuTbiBaeT, ywina nm
Onyxorb 3a npeaenbl Kancyrbl, UK HET; Nonanu N OnyXoreBble KMETKM B KPOBEHOCHbIE COCYAb!
Unn B coceHUNe fIUMGbamuy4ecKue y3rbl, UMV HET; eCTb NI y)Xe OTAaNEHHbIe Memacmasbi, UMn HeT;
W HaKoHeLl, ONyxorb BbIpOCia B OOHOM Noyke, Unn B 0Gemnx.

Takke BaKHbIM KpUTEPMEM AN onpendenieHns ctagum GonesHu ABNSeTcs, MOXHO N Gbino
NOMHOCTBLIO YAanuTb OMyXorb BO BPeMs onepauun, Unn Het. IMeHHO No3TOMYy TOYHO OLEHWUTbL
cTaguio GonesHN MOXHO TOMbKO Mocre onepaumun. [Jo Havana feyeHnst Mo CHMMKam BO BPeMs
NOCTaHOBKM AMarHosa crieLuanucTbl cHadyana BbICTaBMNAT NpeaBapuTenbHyo cTaauio 6onesHu.
Onyxonv AensT Ha NoKanM3MpoBaHHbIE B OAHOW MOYKe (TO €CTb BbIPOCIIM TOMNBbKO TaM), Ha OMyXonu
C MeTacTa3aMu, 1 Ha OMyXomu, KOTOpble BbIPOCNN cpasy B ABYX No4YKax.

B MepmaHumn onyxonb Bunbmca nNpuHSTO AenNnUTb Ha NSTb pasHblX CTagui, kotopble paspaboTano
MexagyHapogHoe O6uwecTtBo [leTcknx OHkonoroe S/IOP (cmompu mabnuuyy Huxe).

Ctanum 6ones3Hun / cragumn onyxonu Bunbmca

CTtapgus 6onesHu OnpeneneHne ctaguu

Cragus | Onyxonb orpaHuyeHa no4vkon. Onyxons He
BbIXOAMT 3a npefensbl kancynbl. Onyxorb
MOXHO MOSHOCTbLIO YAANuUTb.

Cragus |l Onyxonb BbILWMNa 3a npegerbl NOYKN.
Onyxonb MOXHO NOMHOCTLIO yAanuTb. B
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CTtagunsa 6onesHun OnpegeneHue cTagum
nuMdaTYECcKmX yanax onyxoneBblX KNeTok
HET.
Cragus I Onyxornb HEBO3MOXHO YOanuTb MNOSTHOCTbIO

unu B bnuanexaimx nMMdaTuyeckux

y3riax ecTb OMyXoreBble KNeTkn uu
NMPOU3OLLEN pa3pbIB ONyXOmnK (TKaHb OMyXonu
pasopBanack). OTaanéHHbIX MeTacTa3oB HeT.

Cragusa IV EcTb oThanéHHble meTtacTtasbl, B YaCTHOCTH, B
NErkunx, B Ne4YeHun, B KOCTSX U/UNN B FONTOBHOM
mo3sre.

Cragua V Onyxonb B 06enx novkax (4BYCTOPOHHSA
HedpobnacToma).

MosicHeHua k knaccudmkauumm cragun: Ctagum IV un V Takke KnaccnuumpyroTcs Kak
nokaneHble ctagun (I-11l) onpenensioT kak NokanbHy CTaanto, Tak Kak UMEHHO OT 3TOro 3aBUCUT,
Kakum OyaeT neyeHue nocne onepaumn. Ecnn y pebGéHka ABYCTOPOHHAS onyxonb Bunbmca, npu
BbIOOpE NOCTONEPaLMOHHOIO JIEYEHNSI OPUEHTUPYHOTCHA Ha OMNyXOSlb C CAMOW BbICOKOW JTIOKarbHOM
cTagmen nu meHee 6naronpUATHLIM MTMCTONOMMYECKMM [2UCmornnocuYecKull] BapuaHTOM.

6.2. Kakue GbIBalOT rucTonornyeckme BapmaHTbl ONMyxonu
Bunbmca?

Onyxonb Bunbmca MOXET UMETb O4YEHb pa3HOE FMCTONorMyYeckoe CTpoeHue. mctonormyeckoe
CTPOEHME 3aBWUCUT OT TOrO, U3 KakKOW TKaHM BO3HMKIIA OMyXOflb M HACKOIbKO CO3PEeBLUMMMU
(cneunanucTbl UCMONB3YIOT TEPMUH OuGhhepeHUUPOB8aHHbIU) SBMSIOTCA KINETKM 3TON TKaHu. A oT
CaMOro CTPOEHWsI OMyXOrieBOW TKaHWM 3aBMCUT, HACKONbKO XOPOLUO onyxonb OyaeT nogaaBaTtbest
NIEYEHNI0 U KakKoW rpoeHO3 GOoMnesHn MOXHO oxugatb. IMEHHO no3aToMy Ans NAaHUMpOBaHMS
TaKTUKM NeYeHnst TPUHLMNNANbHO 3HaTb KOHKPETHBIN TMCTONOIMYECKUiA BapuaHT onyxonv Bunbmca
(mogTvn onyxonu Bunbmca). 1 Boobue, 3abonen nu peb&Hok HedhpobnacToMon, Unn y HeEro Kakon-
TO ApYron BUA OMyXonu.

B 3aBMCMMOCTM OT TOrO, KaK TKaHb OMyXOnu BbIMAAUT Nod MUKPOCKOMNOM, TO eCTb Kakue y Heé
rucTonormyeckne ocobeHHocTu, onyxonu Bunbmca genat Ha Tpy Gonblune rpynnbl. STU rpynnbi
OMUCbIBaIOT CTEMNEHb 3MT0KAYECTBEHHOCTU GoNesHu:

* HedpobnacTtoma HWM3KOW CTEMEHW 3MoKadeCTBEHHOCTU (brnaronpusiTHOe rUCTONOrMYyecKoe
CTpoeHue)

* Hedpobnactoma cpegHen (MM NPOMEXYTOYHOW) CTEMEHWN 3110KAYECTBEHHOCTU (CTaHAapTHOE
rMCTONOrnyeckoe CTpoeHme)

* HedpobnacTtoma BbICOKOW CTEMEHWN 311I0KA4YECTBEHHOCTU (HEGNAronpusiTHOE rMMCTONOrMYecKoe
CTpO€eHMe)

CneumnanucTbl aHanmMsnpyoT, Kakon UMEHHO BapuaHT onyxonu Bunbmca oHW HaLWnm 1 onpeaensoT
€ero K ogHon m3 atux rpynn. TouHas knaccudumkaums onyxonu 3aBWCMT OT Toro, Gpanu nu
OMyXxomneBylo TKaHb Ha aHanM3 OO0 Hayana Kypca XumuoTepanuu, UNU nocrne xumuoTepanuu. B
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FepMaHuM 1 B Opyrnx eBpONencKkux cTpaHax y GonblUMHCTBA AeTell onyxonb yaanstT nocrne
npeaonepaunoHHoro [pedornepayuoHHbIl] Kypca XuMmmoTepanum 1 3aTem eé nccrnenyor.

Kak neyaTt onyxonb Bunbmca?

Oeten c onyxonbio Bunbmca [OMKHbI NeYUTb TOMBbKO BpayM M3 [ETCKMX KIUHMK  CO
crneumnanusaumen No AeTCKOW OHKoMorMu. VIMeHHo Tam paboTaloT BbICOKOKBaNUMULMpPOBaHHbIE
cneumanucTbl (Bpauun, MEACECTPbI) CO cneumnanmaawmnert no 4ETCKON OHKOMNOrMn, KOTopble Briagetot
COBPEMEHHbIMY MporpaMMamMuy Tepanuu. Takke B Takux BonbHuuax Bpayum pasHoro npodwuns
BXOOSAT B pa3Hble pabouve rpynnbl. Bce Bpaun NOCTOAHHO HaxoAsaTCs B TECHOM KOHTaKTe, OHU
BMecTe obCyxaaloT 1 BeOgyT CBOMX NaUMEHTOB M COCTaBNSAIOT MrnaHbl nevyeHns. Bce nporpammbi
Tepanuu perynsipHoO yCOBEPLUEHCTBYHOTCS.

Llenb no6oi nporpaMmMbl Tepanun — BbiNieunTb pebEHKa B MakCMMarbHO LagseM pexmve
N OOHOBPEMEHHO MaKCUManbHO (HaCKOMbKO BO3MOXHO) CHU3UTb PUCKU BO3MOXHBIX MOBOYHBLIX
OCIOXXHEHWI BO BPEMS fNeYeHNs U OTAANEHHbIX NOCNEeACTBUN NOCHE ero 3aBepLleHust.

7.1. Kakne Buabl ne4yeHuUss NpMMeHsIOTCA

B neyeHun geten ¢ onyxorsbto Bunbmca cneumanvcTbl B NepByto ovepenb KOMOMHUPYIOT Takme
MeToAbl Kak onepauus 1 XumuoTepanus. B peakux crniyyasix ety AONOMHUTENbHO NosyYaroT
nyyeByl0 Tepanuio.

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

BbIOOp TaKTMKM NTeYEHNS B KaXKAOM OTAENbHOM Crlydae 3aBUCUT OT Pe3yrbTaToB rMCTONOrM4eckoro
aHanmsa (T.e. KakoW WMMEHHO BapuaHT HedpobnacTtombl Hawnu y pebEéHka) M OT CTeneHu
pacnpocTpaHeHnsi Onyxonu nocne onepaumu (ctagua 6onesHn). Yem Gonee nosgHasa ctagus u
4YeM 3roKa4yecTBEHHeEe OMyxosfb, TEM TeM Oonee KOMMMEKCHbIM M Bornee MHTEHCUBHbIM Oyaet
ne4veHune. Tak Kak camo neyeHue onyxonu Bunbmca moxeT gaBaTb NOOOYHbIE OCMOXHEHWS, TO
OETUN BO BPEMSI NIEYEHUS NOMyYatoT AOMONHUTENBHYIO NOAAEPXKKY, AOMONMHUTENBHbIE MEAULVHCKME
Mepbl, KOTOPbIE Ha3bIBaOTCS conpoBoanTenbHas Tepanus. ConpoBoanTenbHas Tepanuns nomoraet
NpenoTBpaTUTb OCIIOXHEHMS, NMMBO NPONeYnTb UX, ECNN OHU NOSIBUNKUCE. 34EeCb MOXHO MOMy4nTb
bonee nogpobHyto MHOpMaLUI0 O corposodumeribHOU mepanuu, a Takke MO3HAaKOMUTBCHA C
OpyrMMu Memoodamu JIe4eHUs.

7.2. Kak npoxoauT neyeHue

MexayHapogHoe obuectBo aetckon oHkornorum S/IOP n Hemeukoe 0BLLecTBO AETCKON OHKOMOru
n rematonornm GPOH pekoMeHZytoT cneaytowme asbl NeveHus:


https://www.kinderkrebsinfo.de/doi/uid:ace52c8e-ffc1-4706-9a49-5f809f3e55d6;lang=rus
https://www.kinderkrebsinfo.de/doi/uid:c7539b9d-7697-4e4d-99a4-add84437e8e6;lang=rus
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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 KPYMNHbIX OHKONOrM4YeCcKux uUeHTpax D,eTeIZ M NOoAPOCTKOB C ONyxonbk Bunbmca nevart no
CTaHOapTU3npoBaHHbIM MNMPOTOKOJ1AaM. Lleﬂb 9TUX NPOTOKOJIOB - yhnydwaTtb AO0JTrToOBpPEMEHHYHO
BbI)KMBAEeMOCTb 3a00neBLLnX n OHOBpPEMEHHO CHMXaTb OCINOXHEHUNA U OT,EI,aJ'IéHHbIe nocneacTBu4A

nocne ne4vyeHnAa Ha opraHu3im pe6éHKa. B MepmMaHuMM TakMe MpOTOKOSbI, MNPOrpaMmbl fie4eHuns,
Has3sblBaloTCs UccredosaHus onmumu3ayuu mepanuu

B aBrycte 2011 roga B HEMELKOS3bIYHbIX CTpaHax 3aBepLUMNT CBOK paboTy MHOroneTHuin
nccnegosatenbckuin npotokon SIOP WT 2001/GPOH. [o Havana 2022 r. oH npogoskan
paboTtatb B dopmaTe nevebHoro peructpa. o aToMy npoTokony paboTanv LEeTCKUEe KIMHUKK
lepmannn, Asctpumn n Lsenuapun. MNpoTOKONOM PYKOBOAMI HayYHO-UCCE0BaTENbCKUNA LIEHTP
no n3yyeHuo HecbpobrnacTombl HeMeLKOro obLecTsa AeTCKOM OHKonorum n rematonorun GPOH.
OTOT UEHTp SBMSIETCH 4acTbio MEXOYHapOAHOrO MCCedoBaTeNnbCKOro MpPoOTOKOMa Mo fie4YeHuto
HedpobracTombl MexayHapogHoro obuectsa getckorn oHkonorum SIOP (International Society of
Pediatric Oncology).

[MaBHbIM pe3ynsTaToM UCCregoBaTenbCKOro NPOToKona cTanm AaHHble O TOM, YTO UHTEHCUBHOCTb
neyeHnst HecppobnacToMbl CO CpeAHEN CTEMNEHbIO 3roKadecTBEHHOCTU Ha cTtagusax Il u 1l moxHo
CHU3UTb 3@ CYET OTKasa OT aHTPaLMKIIMHOB [aHMpayuKIUuHbkl], KOTOpble MOrYT HaHOCUTb Bpen
cepguy. Mpu 3TOM NPOrHo3 y NauneHToB He yXyaLaeTcs.

B HacTosillee Bpemsi B lepmaHuu (C y4acTueM MexayHapoaHbiX MapTHEPOB) paboTatoT
nccnenoBaTenbCKe NPOTOKOSbI MO feYeHnto HedpobnacToMbl:

* UMBRELLA SIOP-RTGS 2016: Ha 0ase pesynsratoB MpeabigylmMx HauMoHambHbIX
N MeXOyHapoOHbIX  UCCNenoBaTeNbCKMX — MPOTOKONOB  Obin  pa3paboTaH  HOBbLI
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nccneposartenbckui npotokonn UMBRELLA SIOP-RTGS 2016 nog arngon MexgyHapoLHOoro
npodeccuoHanbHoro coobuwectea SIOP. B HeKOTOpbIX €BPOMENCKMX CTpaHax OH Hadan
pabotaTb yxe B 2019 roay, a B lepmanunm oH ctapToBan B kKoHue 2021 roga. Hemeukumii Hay4Ho-
nccrnenoBaTenbCKU LEHTP CCNEAOBATENLCKOro NPOTOKOMa U Ne4ebHOoro permctpa HaxoguTcst
B LUEHTpe negvaTpum YHUBEPCUTETCKOW KNUHMKU ropoga Xombypr-Ha-Caape (pykoBoauTernb
npoTokona - npodpeccop, 4OKTOp MeanumHbl HopbepT Mpad).

+ RANDOMET 2017: ons geten ¢ HedppobrnacTomon, KoTopas yxe gana mertacrasbl, B 2022
I. cTapToBas HOBbIN paHOAOMMU3NPOBaHHLIN nccnegosatensckui npotokon RANDOMET 2017.
B HéM nccnepyeTcs, SBNSETCS NYM NpPeaonepaunoHHbI Kype XuMmnotepanum M3 KombuHauum
npenapaToB BWHKPWUCTMH, KapbonnaTH WM 3TOMO3WA HACTOMNbKO e 3(hdEKTUMBHBLIM, Kak
npegonepaumnoHHasl cCTaHgapTHas XMMmnoTepanusi ¢ npenapartaMmv BUHKPUCTUH, akTUHOMULWH
n pokcopybuumH. Llenb npotokona - CHU3WUTbL MOGOYHbIE OCMOXHEHMS HaA cepaue nocne
npenaparta JOKCOPYOMLMH Y NALUMEHTOB C METACTa3MpPOBaHHON HEPPOOIacTOMON, He CHUXas
npy 3ToM 3(PPEKTUBHOCTL NeveHus. VMccrneqoBatenbCkMM NpOTOKOMNOM PYKOBOAMT npuBat-
OOLEHT, OKTOP MeauLmMHbl Porikoc ®ypTBeHrnep (LeHTp neanatpum YHUBEPCUTETCKON KITUHUKN
ropoga Xombypr-Ha-Caape).

9. Kakue waHcbl BblNe4YuTbCcA OoT onyxonu Bunbmca?

Y peten 1 NOAPOCTKOB OYEHb XOPOLLUME LIAHCKI BbINIEYNTLCA OT Onyxonu Bunbmca. 9Toro yganoch
AOCTMYb Gnarogapsi CoOBpeEMEHHbIM MoAXoAaM B AMarHoCTUKe U BBEAEHWMHO KOMOGWUHUPOBAHHOMO
neyeHus no ctaHgaptam. CeroaHsi oT HedbpobnacTombl BeinievmsatoT 6onee 90% 3abonesLUmX.

Y KaX[oro KOHKPETHOro nauueHTa rposHo3 OOone3HW 3aBUCUT B MEPBYD o4vepedb OT TOro,
KakuM KOHKPETHbIM BapuaHTOM onyxonu Bunbmca oH 3abonen u Hackonbko 6omnesHb ycnena
pasonTUCb NO OpraHM3My K MOMEHTY AnarHo3a (ctagus 3abonesaHust). Kak npaBuno, 4em MeHee
3rTIOKAYECTBEHHOW SIBNSAETCA CaMa OMyxofb U 4eM paHblue MNOCTaBWuiM AMarHo3, TEM LUAHCHI
BbI3JOPOBETL Bbilwe. Tak y AeTen C onyxonbto 6e3 MeTacTasoB, C HU3KOW UM NMPOMEXYTOYHOMN
CTENEHbIO 3TI0KAYECTBEHHOCTU, CTAaTUCTMKA BbPKMBAEMOCTU (pe3ynbTaTbl NIeYeHUs) CoCTaBnsaeT
Bbilwe 90%. B To Bpems kak Onyxonu BbICOKOW CTEMNEHM 3110Ka4eCTBEHHOCTU MMEIOT 3HAYUTENbHO
MeHee 6naronpusiTHbIN NPOrHo3. Y AeTen ¢ ABYCTOPOHHEN HedbpobnacTomMon ¢ HeGnaronpusiTHbIM
MOINEKYNAPHbIM NPOdUIEM OMyXonu, UnNu y p[eTen Cc peuvavBoM 0OonesHu nokasartenu
adhpekTUBHOCTU neyeHnst 06bIYHO Huke 90%.

Tem He meHee npu onpenenéHHbIX YCroBUsX Y AeTer Ha No3gHux ctagnsax 6onesHn MoryT BbiTb
XOpoLuve LWaHCbl Ha BbidgopoBneHue. Ecnu y pebéHka otaanéHHble memacmassi (IV ctagus
BonesHun), TO NPOrHO3 npexze BCero 3aBMCUT OT TOrO, HACKOMbKO XOPOLLO OMyXofb OTBEYaeT Ha
XvMuoTepanuio [xumuomepanusi]. Ecnn npedonepayuoHHbili Kypc XMmMmnoTepanum u pesyneratbl
onepauum No3BONSAT MOMHOCTLIO YHUYTOXUTbL OMYXOfb, TO MOKa3aTenu BbPKMBAEMOCTU Bbllle
80%.

Heobxoamnmoe 3aMe4vaHue: Koraa Mbl HasbiBaeM NMPOLEHTHI BbI3AOPOBEBLLMX AETEN, 3TO 3HAYMUT,
YTO Mbl 4aéM TOMNbKO TOYHYIO CTATUCTUKY MO 3ToW hopMe paka y AeTeid. Ho Hukakas ctaTucTuka
He MOXeT NpeAckasaTh, BbI3A0OPOBEET KOHKPETHbIA peBEHOK, Unn HeT. Mbl pekomMeHayeMm CrpocuTb
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y BalLMX fevalmux cneumanuctoB, Kak OHW OLIEHMBAIOT C TOYKU 3PEHWUs NPOrHo3a TOT BapuaHT
6one3Hu, KOTOpbIN Hawnn y Balero pebéHka.
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moccapun

GPOH

SIOP

aHaMHe3

aAHTPaUUKITNUHbI

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".

ncropua GonesHu

3TO BellecTBa, KOTOpble MOMny4valoT U3 onpedenéHHblX BUAOB
BakTepui unn nX NpousBOAAT cuHTeTuMdeckum nyTém. Korga
aHTpaUMKIMHBI NPUMEHSIOT B KavyecTBe UMTOCTaTuKa, OHU
no-pasHoMy MpPensaTCTBYIOT AENeHuo KIeTok. Takke OHU
MOryT MOBpexaaTb KNeTo4Hylo MembpaHy u Takum obpas3om
knetka ymupaer. K aHTpauuknMHam OTHOCATCH, Hanpumep,
AayHopyOuLWH, AOKCOPYOMUMH, aNUpyOULIMH U MUTOKCAHTPOH.

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

METOA4 OMAarHOCTUKW, KOorga C MOMOLLbIO MOSION TOHKOW Wbl
nomny4atwT KMeTKu OnpefenéHHoro BHYTPEHHEro opraHa Aansi
rMCTONOrMYeckoro aHanmsa. [lonyk 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 AenuTbesa. 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.
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rematypus

reH

reH 1 onyxonu Bunbmca

rMCTONOrMYECKNin

rpeu

andcepeHUnpoBaHHbIn

KOMMbloTEepHas Tomorpaduns

nponudepaums) n mnx cospesaHus (T.e. anddepeHUnpoBka)
NOSIBMNSIETCS CO3PEBLUMI OpraH, roToBbIN paboTtaTsb.

3TO MHOTOKpaTHOE MOosIBNEHNE 3pUTPOLIUTOB B MoYe. B meamumHe
pasnuyatoTr gse ¢opmbl rematypumn. [lpu Tak Ha3biBaemoun
MaKkporemaTtypun KpoBb B MOYE BUOHO HEBOOPYXEHHBLIM rMa3oM.
Cama Moya vMeeT KpacHbll YBET WNWU Crierka KOpWUYHEBbIN
OTTEHOK. MuKporemaTypmio MOXHO HaWTU TOMbKO nocne
nccnegoBaHunst MoYM Nog MUKpockonom. Ecnu y yenoseka Hawnm
remMaTypuio, TO 3TO MOXET roBOpWUTb O GOMNesHN Mo4enonoBou
CUCTEMBbI.

eQuMHULA HacneacTBEHHOCTU B XPOMOCOMax. JTO Y4acToK
MOINeKynbl ge30KcupnboHyknenHoson kncnotbl (AHK), koTopbin
COAEPXKUT MHCPOPMALMIO O CTPOEHUW OOHOro OnpeaenéHHoro
Oenka.

3TOT FEH WUrpaeT BaXXHYK poslb NMPU BO3HUMKHOBEHWUW OMyXOJSn
Bunbmca, ecnu B onpegenéHHbIX XpoMOCOMax MnpoucxoaaT
MyTaumm. XOTs eCTb MPU3HAKM TOro, YTO CYLLECTBYHOT pasHble
reHbl onyxonv Bunsmca, y4éHble CMOrnu HanTU U packoamMpoBaTh
Tonbko reH 1 onyxonun Bunbmca Ha oguHHagUaTon XpoOMOCOME
(11p13).

TO €CTb CBsi3aH CO CTPOEHMEM TKaHeW opraHuama, KoTopble
M3yyaroT nog MuKpockornom. [na 3toro ob6pasubl TKaHewn
NpoxopasaT  cneuuanbHylo obpaboTky (3T0  MoryT  6biTb
cTeknonpenaparbl, 06paboTka pasHbiMU KpacuTensimm).

3TO eauHMua MOrMOLWEHHOW [03bl WOHU3UPYIOLLErO M3NnydYeHus
(Hanpumep, BO BpeMs Sly4eBON Tepanun) K onpeaenéHHon macce
(kunorpamm Tena).

B [aHHOM KOHTeKkcTe: AudpepeHLMpoBaHHbIE KNETKWU/TKaHu
— 9TO MOMHOCTbID CO3pEBLUME CTPYKTYpbl CO  CBOUMMU
onpenenéxHHbiMn 3agaHnamu/pyHkumsiMu. OHn Nnbo He moryT
aenntbcs, nNMbo MX CNocoOHOCTb AEnUTbCA  OrpaHu4deHa.
PasButne knetok u TkaHeh u3 HegudpdepeHUNPOBaHHBbIX
B AnddepeHunpoBaHHble (audydepeHLMpoBKa) NpomncxoauT
nocTteneHHo. NMoaToMy CyLLEeCTBYEeT HECKOMNBbKO pasHbIX CTENEHeN
anddepeHLMpOoBKU.

mMeToa AMarHOCTUKM Mo CHUMKaM, B KOTOPOM WCMNOJb3YyHTCA
PEHTFEHOBCKUE NyYM U KOMMbIOTEPbI A1 TOCNOWHOMO NONyYeHnst
n3obpaxeHnn yactem Tena (TpEXmepHoe un306paxeHue,
ronepeyHbI NN NPOAONbHbIA cpes Tena)
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KOHTpPACTHOE BeLleCTBO

n I/IM(baTVI‘-IeCKI/Ie Yy3nbl

numdoma

nyvyeBad Tepanua

MarHMTHO-pe3oHaHCHasA

MeTacTas3bl

MOJEKYNSPHO-TEHETNYECKMIA

Hapy>XHbIA OCMOTP

HacneacTtBeHHbIe
onyxorneBble CMHOPOMbI

npenapat, C MOMOLLb) KOTOPOrO Ha CHMMKE MOXHO fydlle
yBUOETb, Kak oOpraHuM3am paboTaeT, B KakoM COCTOSIHAM €ro
CTPYKTYpbl. B OCHOBHOM KOHTpacTHOe BeLLeCTBO UCMOMb3yeTcH
B PEHTTeHOBCKOW AuMarHoctuke (PeHTreH, KoMMbloTepHas
TOMOrpadus), B MarHMTHO-pe30HaHCHOM Tomorpaduu, a Takke B
Y3W.

HebomnblUMe opraHbl OKPYrfon M oBanbHOW OpMbl, KOTOpble
OTHOCATCH K MMMYHHOW cucteme opraHmama. OHWM HaxogdaTcs B
pasHblX YacTsx Tena v paboTtaloT punbTpoM AN XKMOKOCTU B
TKaHsX (Mumdbl) B onpegenéHHon YacTv opraHmama. B Hux xmeyT
KNeTKn UMMYHHOW CUCTEMBbI.

cobupaTernbHblii TEPMUH GoresHen, Npu KOTOPbIX MPOUCXOAUT
yBenuyeHve NMMdgaTnyecknx y3nos

KOHTpOnnpyemoe npuMeHeHmne NoHn3npyruwlero nanyyeHnda ona
neYeHnst 3rIoKavYeCcTBEHHbIX 3aboneBaHni

MarHUTHO-pe3oHaHCHas Tomorpadus - MeTo AMarHOCTUKU Mo
cHUMKaM. OYeHb TOYHbIN MeToh UCCreaoBaHNa ANs NonyyYeHus
N300paxeHnst BHYTPEHHWX TKaHEW W OpraHoB, B KOTOPOM
He ucnonb3yetcst uanyveHve. C MOMOLLbIO MarHUTHbIX Monen
CKaHMPYIOT Teno. MNonyyYeHHble CHUMKM O4E€Hb XOPOLLO NOMOratoT
OLEHUTb COCTOSIHUE OPraHOB M NMPOU3OLLEALLNE B HUX UBMEHEHMS.

B [JaHHOM KOHTEKCTE: BTOPUYHAsI OMyXOrlb, PacrnpocTpaHeHue
onyxonu. 3TO OMyxosib BO3HWKAET W3-3a pPacnpoCTpaHeHus
PaKOoBbIX KIETOK B APYryt0 YacTb OpraHn3ma.

T.e. CTPYyKTypa, BO3HMKHOBEHWE, pasButMe, QYHKUMUN U
B3aMMOOENCTBME KIETOK W 3reMEHTOB KMeToK (Hanpumep,
HYKINEVHOBBIX  KWCMOT, MPOTEMHOB) paccMaTpuvBaeTcs Ha
MOMEKYNApHOM  YpOBHe. AHanuaupyetcsi HacneacTBeHHasd
MHopmaums B HyknenHoBbix kucrotax (OHK n PHK); a Takke,
Kak 3Ta HacneacTBeHHas WHdopmauusi obpabaTbiBaeTcs B
npouecce cMHTe3a 6enka n perynsuum reHHON akTUBHOCTH.

3TO BaXKHbIW dNEMEHT OMarHOCTUYECKOro uccregosaHuns. Bpad
NpoCnyLIMBaET OMpefdernéHHble OpraHbl UM OWyMbIBAeT MX
(nanbnauus), npoBepsieT onpeaenéHHble pednekcbl, 4YTOObI
OUEeHUTb BuA 3aboneBaHus WM MONyYUTb MOKa3aHWsl, Kak
3aboneBaHne NpoTeKaeT.

3TO reHeTudyeckme 3aboneBaHusl. 3T OornesHW cBsA3aHbl C
NMOBLILIEHHOW MNPEAPACMONOXEHHOCTLIO K  31TOKa4Ye€CTBEHHbIM
OnyxonsiM, a Takke C pasHbIMW aHOManMaAMM pasBUTUSA OpraHoB
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HenpobnacTtoma

obnyyeHne

onepauus

onyxorneBble Mapkepbl

OTOaKycTun4yeckasa aMmmccua

M C 3a0€epXKOW B YMCTBEHHOM pa3BuUTUKU. 10 COBpPEMEHHbIM
HayyHbiM AaHHbiM 10% oHKonornyeckux GonesHen y peten
M MOAPOCTKOB MOSBMAKTCA W3-32 KaKWUX-TO HacnegcTBEHHbIX
WN3MEHEHWUI, UNN TOYHEE TOBOPS M3-3a TOrO, YTO €CTb OAWH U3
HacneacTBEHHbIX OMyXoneBbiX CMHAPOMOB. K HacrneacTBeHHbIM
ONyXOneBbIM CUHAPOMaM OTHOCATCSl, HanpuMep, CUHAPOM
Jlyn-bapa (= arakcusa-teneaHrnakrasusi), cumHgpom bekButa-
BugemaHa, cungpom [ayHa, OonesHb [unnens-JfinHgay,
cnHgpom  Jln-Opaymenn, cungpom MEN (MHOXecTBeHHas
SHOOKPWMHHas Heonnasusl), HenpodubpomaTod W  CUHOPOM
WAGR. Cioga Takke OTHOCUTCA HacrneAcTBeHHasa (cemenHas)
dopmMa peTMHOGNacToMbl.

39TO 3M0Ka4YeCTBEHHAst OMyXOfb CUMMATUYECKOW HEepBHOW
cuctembl. O4yeHb YacTo eto 3aboneBatoT 4eTh 40 5 neT, ocobeHHo
HOBOPOXAEHHbIE W rpydHble MnageHubl. Henpobnactombl
CoCTaBnaT novtn 8 % BCex 3nokayecTBEHHbIX 3aboneBaHuUNn.
OTO BTOPOW pacnpoCTPaHEHHbIN BUL CONMUOHBIX OMYXONEN.

KOHTPONMpyemMoe NpUMEHEHNE NOHM3UPYIOLLETO N3MNyYeHus Ansi
JNleyeHuns 3anokadecTBeHHbIX 3aboneBaHnin

XMpyrmyeckoe BMellaTenbCTBO B Teno  nauueHTa  WUnu
NMpoBOAMMOE Ha Tene nauueHTa, KOTOpoe BbLIMOMHAETCS B
Lensx nevyeHuns, MHoraa BXoaMT B NPOrpamMmmy AMarHoCTUYECKOro
obcrnenoBaHus.  Xupypruyeckass — ornepauusi  BbIMOJHSETCS
cneumanbHbIMU MIHCTPYMEHTaMU, Kak NpaBuIio, Nod HapKo3oM.

310 OuonornyeckMe BellecTBa (Hanpumep, creundudeckue
Oenkn), KoTOpble cogepXaTtca B KPOBM MnM B nobon gpyron
XMOKOCTU B opraHuMame. WX MoBbiWeHHas KOHLEHTpauus B
OopraHMsmMe MOXET YKasblBaTb Ha OMNyxonb WM Ha peuuavB
onyxonu. YpoBeHb OMNyXOreBbIX MapkepoB U3MEPSAIOT BO BpeMS
neyeHnsi, 4Tobbl MNPOKOHTPONUPOBaTb €ro 3dPEKTUBHOCTb.
OT0 Heobxogumo gna Tex MaumeHToB, Y KOTOPbIX K
MOMEHTY MOCTAHOBKM AuarHo3a Obin MOBbLILWEHHbIA YPOBEHb
onpefenéHHoro oHkoMapkepa. Ho ecnn y 4yenoBeka Hawnm
onpegenéHHble OHKOMapKepbl, 3TO eLl€ He FOBOPUT O TOM, YTO
y Hero pak. [loTomy 4TO, C OOHOW CTOPOHbI, OHKOMAPKEPbI
ABMNATCA €CTECTBEHHBIM 37IEMEHTOM B OpraHuM3me. A ¢ gpyron,
€CIN1 UX HEeT (MMeeTCs B BUAY, ECIN UX YPOBEHb HE MOBbILIEH), TO
3TO HE 3HAYWT, YTO YernoBeK He 3abonern pakoMm.

3TO O4eHb Tuxme 3BYKM (NErkun Lym), KOTOPbLIA uUCxoauT
U3 BHYTPEHHEro yxa, KOrga OHO CrbIWWT 3BykM (TO ecTb
3BYKOBbI€ BOJTHbI, KOTOpbIE MONaAalT B yX0). ATWN 3BYKN MOryT
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natomopdosnor

I'IOCJ'IGOI'IepaLI,VIOHHbWI

npegonepaumoHHbIn

NPUMUTUBHbIN

NnporHos

NporHocTnyeckme akTopbl

CcapKkoma

CUMIMTOM

CUHOPOM

CUHAPOM BeksuTa-

BuoemaHa

YINOBUTb BbICOKOYYBCTBUTENbHbIE MUKPOGOHLI. Llenb Tecta OAD
(oToakycTuyeckasi ammccusl) - NpoBepuTb paboTy BHYTPEHHErO
yxa. [lpn 3TOM NOMOLLb CO CTOPOHbI NaumneHTa He TpebyeTcs (3To
006bEKTMBHOE TECTUPOBAHUE cnyxa). [1oaToMy 3TOT BUA NPpOBEPKHM
cnyxa Takke NOAXOAMT ANS MMNafdeHUEB M ManeHbKUX OeTew.
Bo Bpemsi AMarHOCTUKM B HapPY>XHbIA CYyXOBOW MPOXOL BBOAAT
MWUHN-MUKPOOHBI. o AencTBMEM 3BYKOBLIX BOSTH BOSTOCKOBbIE
KNETKM BHYTPEHHETO yXa Ha4MHaloT konebaTtbecmsa/BUOpnpoBaTsb,
TO eCTb MpMXOQAT B MexaHudeckoe ABwkeHue. B pesynbrate
NOSABMSIETCH TUXasi, HO XOPOLLO M3MepsieMasi 0ToaKycTuyeckas
aMumccus.

3TO Bpay, KOTOPbIN BbIMOSTHAET rUMCTONOrMYECKUA N MONEKYNAPHO-
rEHETUYECKNIA aHanmM3 KNeToK U TKaHel 1 No ero opesyrsratam
[AaéT  3aKniyeHune o
310Ka4YECTBEHHOW SABMSIETCS OMNyXOrb.

OonesHn U O TOM, HAaCKOSIbKO

TO eCTb TaKkoW, KOTOpbI/ MPOBOAMTCH MOCME XWUPYPruyecKoro
BMeLlaTenbcTBa (onepauun).

T.e. 0O onepaunun

T.e. NpPoCTOMN,
HeanddepeHUNpPOBaHHbIV

HepasBUBLLMIACS, He3penbIn,

oXumaaemoe TeyeHne GonesHu, npeackasaHue BEpPOATHOCTU eé
n3neyeHusi/LaHchl Ha BbI34OPOBEHNE.

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

3riokayecTBeHHas onyxorib, KoTopas
MYyTUpOBaBLUEN HEPBHOW, COEANHUTENBHOW UIM ONMOPHOM TKaHU
(Hanpumep, B KOCTSIX, XPALLAX, CyXOXUINSX, MYCKynaxX, XXMpOBOW

TKaHW) W

BO3HUKaET n3

nopaxaetr eé. KoHKkpeTHoe Ha3BaHue OpMbl
CapkoMbl JaéTcs No MecTy eé€ BO3HUKHOBeHus. Hanpuwmep,
pabgomuocapkoma 3TO 3MOoKavyeCTBEHHasi OMyXofb MOMNepeyHo-
nonocaTbIX MblLLL,, OCTeOCapkoMa 3TO 3110Ka4eCTBEHHAs! OMyXorb

KOCTen (KoCTb-hopmMUpytoLLen TkaHwu).
npu3sHak 6onesHn, kak bonesHb NPosiBNseTCS

3TO GOonesHs, KOTOpaA CKnagbiBaeTCda M3 coBnageHuA pasHbiX
XapaKTepHbIX CUMIMTOMOB.

3TO BPOXAEHHOE MM NPUOBPETEHHOE paccTPONCTBO (O0nesHb),
ANsl KOTOPOro XapaKTepHbl aCCUMETPUYHbLIA POCT OpraHu3ma

(remurnneptpodms), HenponopumoHanbHO 6onbLlon pasvep
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convaHast onyxorb

cumHTUrpadumsa ¢ MIBG

ynbTpa3BykoBOe

XnMmmortepanumda

XPOMOCOMBI

NneyYeHn, Cerne3éHkn Unu rnovek, aHoMasnbHO Gonblioi pasmep
A3blka, MNYMNOBWMHHAs rpbbka, aHOManusa pasBUTMS  YLUHbIX
pPakoBWH, MNOYEK, a TawkKe MOBbIWEHHbIN PUCK MOABNEHUS
3roKayecTBeHHbIX GonesHewn (B YacTHOCTU, onyxonu Bunbmca).
Cungpom beksuta-BugemaHal oTHOCUTCH K HacneacTBEHHbIM
onyxonesbiM cuHapoMaM. OH noABRASETCA U3-3a PasnUyHbIX
reHeTUYeCKNxX HapyLeHni Ha 11 xpoMmocome.

YNNOTHEHHBIV (CONUAOHBIN) POCT TKaHM CODCTBEHHOIO OpraHn3ma,
KOTOPbIN MMEET ONpeaernéHHyo nokanusaumio (T.e. 3aTparmBaroT
ogHo MecTo Tena). Conupas onyxorb MOXET pactu B fobom
BHYTPEHHEM OpraHe, oHa MOXeT ObiTb [0OpPOKaYeCTBEHHOMN
M 3r10KaYeCTBEHHOW; HO TOMbKO 3MOKaYeCTBEHHbIE W3 HUX
OTHOCATCSH K OHKOMNOrM4eckum 3aboneBaHusaM.

METOA4 AMarHoCTMKM MO CHMMKaM 13 obnactm sagepHoun
MeauUMHbI. MaumeHTy BBOAAT MeYeHbI paguMoakTUBHBIN Mog —
mMeTa-noa-6eHsun-ryaHngnH. 3Ty ONMarHOCTUKY MPOBOAAT, YTOObI
obcregoBatb ONyXONW CUMMNATUYECKONM HEPBHOW CUCTEMbl. Y
AeTen n NogpocTKOB — 3TO B NEPBYIO ovepenb HenpobnacTombl,
deoxpoMoumuToMbl M KX MeTacTasbl. PactBop MIBG (meta-
noa-6eHsnn-ryaHnanH) CooepXXuT BeLLecTBO, KOTOpOoe Mo CBOeW
CTPYKTYpEe O4YeHb MOXOXEe Ha KaTexonamuHbl B OpraHu3ame
yenoseka. [loaTOMy OHO HauMHaeT cKannuBaTbCs B TexX
ONyXxonsix, KOTOpble MPOU3BOAAT KaTexonamuHbl. Tak Kak
B pacTBope Takke eCcTb cnabo paguoakTMBHbIN Wogd, TO
nonagas K Knetkam ofyxornu, OH Ha4YvHaeT nogaBaTb CUrHansbl.
CneumnanbHas kamepa PUKCUPYET 3TV CUTHarbl U AenaeT CHUMKW.

uccrnegoBaHve. Metod ANarHOCTVKM MO CHUMKaM, MpU KOTOPOM
3BYKOBble BOMHblI MPOHUKAKT B OpraHu3Mm 4epes Koxy. Ha
rpaHuue TKaHeW W OpraHOB OHW OTpaxarTcs, MHopmaums
06pabaTbiBaeTCs KOMMLIOTEPOM U MEPEBOANTCS B N300pakeHne.

B [OaHHOM  KOHTEKCTe: WCMONb30BaHWe  MeOuKaMeHTOB
(xvmuonpenapatbl, UUTOCTaTUKWM), KOTOPble crneumdunyeckm
NpPenaTCTBYIOT POCTY ONYyXONeBbIX KIETOK B OPraHu3me.

HOCUTENW HacneacTBEHHOro Marepuana, T.e. FeHeTU4ecKkomn
WHoOpMaLMM  KNETKN.  XPOMOCOMbI  SBASKOTCS  4acTbio
Aagpa  KNeTkn, KOTopble  COCTOAT — Mpexae Bcero  u3
Ae3okcupuboHyknemHoson kucrnotbl (OHK) u 6GenkoB (Tak
HasblBaemble TUCTOHbI). VX CTpoeHne M KOnu4yecTBO 3aBUCHAT
OT cneundukm Buaa xmBoro opraHusama. OpraHnsm 4venoseka
copepxut 46 xpomocom (23 napsl).
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LUUTOCTaTUK

3MOpPUOHanNbHbLIN

annTennanbHaa TKaHb

axokapguorpaMma

npenapaTt, KOTOPbIN 3aJepXuBaeT pPoOCT KneTtok. Moxet
YHUYTOXaTb abCOMOTHO pasHble KNETKW, B OCODEHHOCTU Te,
KOTOpble ObICTPO AeNndATCs, BNMAs Ha nx obMeH BeLecTB; MOXET
NPensITCTBOBAaTb POCTY KMNETOK, UMW 3HAYMTENBHO €ro 3aMensier.

T.€. TaKkoOW, KOTOPbIN HaxoAWUTCH B paHHEeW CcTaguu pasBuTus,
He3penbIn

3TO CMOW KMEeToK (OOUH WM HECKONbKO), KOTOPbIA BbICTUMaET
BHYTPEHHMWE UMW BHELLHME NOBEPXHOCTU Tena, Unm orpaHnymMBaeT
Mexgy cobon opraHbl (Hanpumep, OrpaHW4YMBaEeT KOXY U
CNM3ncTble 06OMOYKM OT MOMOCTM PTa, MULLEBOA W XEenyaoK oT
KMLLIEYHMKA, MOYEBOW My3blpb OT NMOYEYHOM JTIOXaHKM, MaToYHbIe
TPyObl OT MaTKu, UK Tpaxem).

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