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Heunpobnactoma (kpaTkasn
nHdopmauua)

1.

YT0 Takoe Henpobnacroma?

Henpobnactoma — 310 3nokavectBeHHasi conudHas oryxonk. OHa BblpacTaeT M3 MyTUPOBaBLUNX
HespenbIX KNEeToK [kremkal cuMnaTUYecKoW HepBHOW cucTembl. Hawa cumnamudeckast
HepeHasi cucmema SiBNSETCS OQHOW U3 YacTell aBTOHOMHOW (BeretaTMBHOW) HEPBHOW CUCTEMBbI
[aemoHoMmHas HepsHasi cucmemal.

Henpobnactoma MOXeT MOSBUTLCHA Be3fe, e €CTb TKaHU CUMNaTUYeCKOW HEPBHOW CUCTEMBI.
Yawe Bcero oHa BblpacTaeT B MO3roBOM CIO€ HaAMNO4YeYHUKOB [M0O32080€ 8euw,ecmeo
Hadnoye4yHukos] (noutn 50% Bcex criyyaeB) n B 06acTu HEPBHbIX CMNIETEHNU MO 06eMM CTOPOHaM
OT NO3BOHOYHUKA, B TaK Ha3blBAeMOM CMMMNAaTMYECKOM cTBOne [cumnamudeckuli cmeori]. Ecnn
Heripobnactoma BblpacTaeT B CMMNATMYECKOM CTBOSIE, TO OMyXOflb MOXET pacTv Ha Mobom
yyacTke BOOMb BCEro No3BOHOYHMKA, TO €CTb B 06nacTu XunBoTa, Tasa, rpyam v weun. Yale Bcero
onyxorb NOSBISIETCA B 00nacTu xuBoTa (MpumepHo B 75 % Bcex cnyyaes), NPUMEPHO ofHa natas
YacTb HenpobracTom BbipacTaeT B obnacTtv rpyan v Lwew.

HekoTopble HenpobnacToMbl OCTalOTCS B TOM MECTE, IOe OHW MOSIBUNWUCH, a ApYrMe HavmHatoT
pactu 4depe3 oGnwkanwme naumghamudeckue yanbl. NpUMEPHO Yy MONOBWUHbI AETEN B MOMEHT
NOCTaHOBKWN AnarHo3a Bpayu HaxoasT Memacmasbl B KOCTHOM Mo3re [KOCmHbIU M03&2], B KOCTSX,
B OTAANEHHbIX NMaTNYeckmx yanax unvm B nedeHn. Pexe pakoBble KMEeTKU MOryT nonacTb B
20/108HOU MO32, B NETKNE UMK B KOXY. Y TEX HEMpOoBNacToM, Y KOTOPbIX BUOMNOrMYecKUin MexaHn3m
pocTta cuynTaeTcs brnaronpusiTHbIM, €CTb CBOSS OCOBEHHOCTb: OHW MOTYT CMOHTAHHO UCHE3HYTb (CM.
makxe pa3den "Kak npomekaem 60ne3Hb?").

Kak yacTto y geten BcTtpevaetca Hempobnactoma ?

N3 Bcex BMOOB paka y AeTer U NogpOCTKOB HepobrnactomMbl cocTaensitoT okono 7 %. Mocne
onyxoren ronoBHoro mo3sra [onyxonu LJHC] 3TO cambiil pacnpOCTPaHEHHbIN BUA CONMUOHBIX
onyxonen. B l'epmaHumn no gaHHbIM aeTckoro pakosoro pernctpa (Deutsches Kinderkrebsregister,
pabotaet B . MarHL) HenmpobnacTtomown exerogHo 3abonesaeT okono 120 geten n NOAPOCTKOB B
Bo3pacTtu Ao 15 net (HoBble cnyyan). VIHeiMu cnosamum no ctatuctuke us 100.000 geten mnaglwe
15 net exerogHo 3aboneBaeT oguH PeBEHOK.

Tak kak Hempobnactoma — 37O onyxofb 3aMbpuoHanbHaa [aMOPUOHarbHbIU], TO B OCHOBHOM
OHa nosiBnsieTcsi B paHHeM getctee. Bospact 90% 3aboneBwunx geter mnagwe 6 net. Yauwe
BCEro Onyxofb BbIpacTaeT y HOBOPOXAEHHbIX (MpuMepHO 46%) n y mnageHUeB B NepBbiA rof
XM3HWN pebéHka. Manbynku GoneT HeMHOro 4aile, Yem AeBodku (cooTHoweHue 1,3 : 1). Ho
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HenpobrnacToMa Takke MOXET NosiBUTbCSA y Gonee cTaplumx AeTen n nogpocTkoB. BeTpevwanuch
Jaxe Takue KpalHe pefkue crnydau, korga Helpobnactomon 3abonesarn B3poCrbIii.

No4yemy goeTn 3aboneBaroT HeMpobacTomMon?

MpuymHbI NosBRNEHNs HenpobrnacTombl NoKa eLwé B 6oMnbLUen CTeNEHN OCTalTCA HEBLIACHEHHBIMMU.
N3BecTHO, 4YTO pebéHok 3aboneBaeT, Korga NPOUCXOAMT 3M0KaYeCTBEHHOE U3MEeHEHNe He3penbIX
KNEToK CUMMNAaTU4ecKkon HepBHOW cucTembl. ChneunanucTbl NpeanonaratT, YTO OTKMOHEeHWe
OT HOpPMarbHOrO pas3BuTUA (T.e. naToriorMyeckoe pasBuTME) ITUX MoKa He CO3peBLUMX
(3MBproHanbHbIX) HEPBHBIX KMETOK [HEPBHbIE KremkKu] HaunHaeTcs ewé Ao poxaeHus pebéHka.
W 3TOT Npouecc MOXET 3anyckaTbCsl, Korga Ha4MHaT MEHATLCA XPOMOCOMbI UM Ha4YMHAIoTCA
N3MeHeHus B 2eHax [Mymauyusi).

Cneunanuctbl OBHapyXunu pasHble reHeTu4eckue [eeHemu4yeckull]l VU3MEHeHus B KreTkax
HeripobnacTtombl. HO 3T N3MEHEHMs OYeHb reTeporeHHbl (T.€. pa3HOPOAHbI, OHU HEOAMHAKOBEIE).
OTO0 3HaUNT, YTO NOKA HEBO3MOXHO BbIAENUTb Kakoe-TO crneunduryeckoe n3mMeHeHne reHeTU4YeCcKoro
MaTepuana, kotopoe Obl Bcerga Obino BuaHO y Bcex 3aboneBwwux geten. CneunanucTbl
npeanonaratT, YTo HenmpobnacToma NosIBMSIeTCA Nocre Lenoro Kkackaga pasHblX reHETUYECKMX U
3NUreHEeTUYECKUX [arTueeHemuYecKull] AMeHeH. AKTyarnbHble Hay4YHble AaHHbIE FOBOPSAT O TOM,
yTO y GonblMHCTBA AeTeln BonesHb He SABNSIETCA HACNeACTBEHHOW (B NPSIMOM 3HAYE€HWU 3TOrO
cnoea).

OpHako Takke BCTPeYalTCs CeMbW, B KOTOPbIX HECKOMNbKO MOKONEHWW 4acTto 3abonesanwu
HelpobnacToMOn UNM aHanorM4yHbIM BMAOM 3M10KaYeCTBEHHOM onyxonu. o cTaTucTuke 3TO
NMPMMEPHO OT OAHOrO0 OO0 ABYyX MPOLEHTOB W3 Bcex 3aboneBwux. Hepegko y Hux Takke
OblBaeT He TONMbKO Herpobractoma Kak repeuyHasi ofyxosb, a HEeCKOSIbKO onyxonen. Takke
HenpobrnacToMa MOXET COYETATbCHA C FTEeHETUYECKON NPEeApPacnonOXeHHOCTbO, TO eCTb Y pebéHka
€CTb TaK Ha3blBaeMbI CUHOPOM, rpedpacriono2arouiull K MoS8EeHUI0 3/10Ka4eCcmeeHHOU OrlyXoru.
Cioga oTHOCATCS onpefenéHHble reHeTU4eckne CUHAPOMbI, TO €CTb DONnesHu, y KOTOpbIX €CTb
HacneacTBeHHas NpeapacnonoXeHHOCTL K NOsIBNEHMIO paka. K cuHgpomam, npegpacnonaratoLmm
K NOSIBNEHMIO 31I0Ka4Y€CTBEHHOM OMYyXOIn, KOTOPbIE MOTYT BNNSITL HA NOSABNEHNE HeNpobrnacToMmsl,
OTHOCATCHA, Hanpumep, 6one3Hb lupwnpyHea W CUHOpPOM YHOUHbI (BPOXAEHHBLIA CUHOPOM
LEeHTpanbHOW rMNOBEHTUIALNN).

Ho y 6onblnHcTBa geten 60nes3Hb NosABNAETCA BCE-TAKU MU3-3@ CMOHTAHHOW MyTauuu WnuM us-
3a OpYyrnx reHOMHbIX [2eHOMHbIU] W3MEHEeHW B HacnedcTBEHHOM MaTtepuane coMaTUyecKuX
KNeTOK (T.e. KNeTOK opraHM3ama, He MoroBbIX KNeTok). Ha cerogHAaWwHWN geHb y4€HbIe He Halmum
AoKasaTenbCTB, YTO BHELLHee BNWsHME — OKpy>XKaloLlas cpefa, Harpysku, CBs3aHHble ¢ paboTon
poauTenen pebéHka, NpMém Kakmx-nmbo mMeankameHToB, KypeHue u ynotpebneHue ankorons Bo
Bpems 6epeMeHHOCTN — MOXET CTaTb NPUYMHON BonesHu.

Kakue 6biBaloT cCMMNTOMbI 6051€3HU?

Y MHOrux geten ¢ HeipobnacToMon BoOOLLE HET HUKAKUX CUMMMOMOB. ONyxonb y HUX HAXo4aT
crny4YanHo, HanpvuMep, Npy 0BbLIYHOM OCMOTpPE Y AETCKOro Bpadya, Unm BO BpeMS PeHMaeHOBCKOIo
ncccnepoaHus unu Y3W (ynbmpa3ssykogoe nccnefoBaHue), KoTopble Obinn HazHavyeHbl No Apyromn
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npuynHe. Kak npaBuno, AeTn Ha4YnHaKT XaroBaTbCA Torga, Korga onyxorb YyXe ycnena CUibHO
BblpacCTun, gana Metacta3sbl Unn mellaet pa60Te CcoceaHux opraHoB.

CumMnTOoMbI y 3TOM 60ONE3HN o4YeHb pa3HoOOpasHbl. OTO 3aBUCUT OT TOrO, B KAKOM MMEHHO MecTe
HaxoanTca onyxonb unun mMemacmassl. nepBbIM CUMMTOMOM MOXET ObITb cama onyxonb unu
MeTacTasbl, KOTOpble MOXHO npollynatb. Y HeKoTopblX AeTel obpaliaer Ha cebs BHUMaHue
BS.ElyTbII7I XNUBOT NN NpUNyxnocTb Ha Liee. Ecnn onyxornb BbIpoCna B HagnodYeyYyHukax unm B
GPIOLLHOM NOMOCTU, TO MOTYT NOSIBUTLCA Takue Hecrneuuduyeckme cMMNTOMbI Kak 605b B XUBOTE,
3anop, ouwylleHne TAXeCTU B XMBOTE UK MNMOHOC. Ecnun onyxonb caaBnMBaeT MOYETOYHUK, TO
y pebEHKka MOXeT nosiBUTbCSA 3acToi Moun. Ecnu HelipobnacTtoma Bblpocna B 06rnact rpyaHomn
KNeTKn, OHa MOXET caaBnmMBaTb NEérkoe 1 n3-3a 3Toro NosBNATCA Kallernb, BocnaneHune TNETKMX unm
ofblwka. Te onyxonu, KOTopble BblpacTaloT PSAOM C MO3BOHOYHMKOM (OMyXOnM CUMNATUYECKOro
cTBONa [cumnamu4yeckull cmeor)), MOTyT npopacTaTb B MO3BOHOYHbIN KaHan. Moatomy y pebéHka
MOFYT NOSIBUTLCS Takne HEBPOMOTMYECKNE CUMNTOMbI Kak HeBpanrusi, Npobremb! ¢ ONOpoOXHEHUEM
MOYeBOro ny3bIipa N KNeYHKa, BO3MOXHbI JaXe YaCTU4YHble napannyu.

B pegkux cnydasx M3-3a ropmMOHOB, KOTOpble BblIBpacbiBalOT KNETKM onyxonu, y pebéHka
Ha4yMHaeTCca r’MnepToHMsA UMM NOCTOSIHHbIE MOHOCLI. Ecnu Hempobnactoma Bbipocna B obnactu
Wen unn B BEepXHEeM YacTu rpyau, TO MOXET MOSABUTbCA Tak HasbiBaembld cuHOpom [opHepa.
Torga rmasHoe s0M0OKO 3anagaeT M 3payvoKk C OAHOWM CTOPOHbI YMEHbLUEH, a BEeKO cBucaet
(onyweHo). Opyrumu nameHeHnsmMm B obnacTu rnas mMoryT 6biTb 3KXUMO3 8eka (B ObITy UX MOryT
Ha3blBaTb CMHSAKaMW Ha BeKax) W WHOrga Ha nosgHen ctaguu 6onesHu NosiBNATCA reMaToMmbl
BOKPYr rma3 (Tak HasblBaeMbli CMMNTOM "OYKOB", T.€. KPOBOU3MUSHWE WNW remaTtoma B BuAe
oukoB). OyeHb pegko 6onesHb npoTekaeT B dopme, Koraa y peb&Hka napannensHo NosiBrsieTcs
CUHOPOM OrICOKIIOHYC-MUOKIIOHYC-amakcuu (CUHgpom "TaHuyrowmx rmas", 1.e. becnopsgoyHoe,
Henpoun3BOMbHOE ABWXEHWE MMasHbIX A0MoK N KOHeYHoCTen).

Ecnn ectb MeTacTasbl B KOCTSIX - B OCHOBHOM, OHM MOSIBNSOTCS B AMNMHHbLIX TpyBuaTbiX KOCTAX
PYK M HOI, a Takke B KOCTSAX 4epena M IMasHuy - TO KOCTU HadmHatT 6onetb. Y HeKoTopbIX
aeten aTn 6onm B KOCTAX MOXHO 3aMeTUTb MO NpuxpaMblBatoLLelt noxoake. Ecnv kocmHbil mMose
3anoriHeH MeTactazamMu, To y 3aboneBLIero MOXeT NOSABUTLCA aHeMus, mpomboyumoneHus (T.e.
aeunt TpomMbounToB), a Takke srelikoneHus (T.e. geduunT nerkounToB). Peb6EHok HaunHaeT
YyacTo 6oneTb, Y HEro NOSIBMSAETCA CKIOHHOCTb K KPOBOTEYEHUSIM.

O6LwWme cMMNTOMbI, KOTOPbIe MOryT FOBOPUTb O HeMpobnacToMe (YacTo Ha NO3aHen cTagun):
*  YTOMIISIEMOCTb, BANOCTb, YNaAoK cur, cnabocTb, bnegHocTb

* MOCTOsIHHas MNOBbILEHHasA TeMnepaTypa 6e3 BMOuMor NpuYmHbl, NOTIIMBOCTb

*  y3Mbl UV NPUMNYXIIOCTU HA XMBOTE UMW HA LLEE; yBENNYEHHbIE NMMMdaTnyeckme y3anbl

*  B34YyTbl BONbLUON XUBOT

* 3anopbl UK NOHOCHI, KONMKOOOpPa3sHble 60nu B XXUBOTE

* noTeps anneTuTa, TOWHOTAa, pBOTA U, Kak CrieacTBue, NoTepst Beca

e OOnu B KOCTAX
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Mone3Ho 3HaTb: ecnu y pebéHka ecTb OAMH NN HECKOMBKO U3 9TUX CUMMTOMOB, OYEHb PEAKO
3TO yKa3blBaEeT Ha TO, YTO pebEHOK 3abonen Hevpobnactomon. MHorne M3 aTMX CUMMNTOMOB
Takke MOryT MOsSIBNSATLCA U3-3a CpaBHUTENbHO Ge3onacHbix GonesHen. Tem He MeHee Mbl
peKoMeHyeM Kak MOXHO ckopee obpaTnTbCH K Bpady, YTOObI BbISCHUTb MX TOYHYHO MPUYMHY.

Kak ctaBAaAT AanarHo3 HempobrnacTtombi?

Ecnn nctopusi 6onesHn pebéHka (aHamHe3) n pe3ynbraTbl HAPYXHOM0 OCMOTPa [HapyXHbIU
ocmomp] BbI3bIBAOT y NegnaTpa Nogo3peHne Ha HempobnacToMy, To Bpay HanpaBnsieT pebEHka
B KINWHKKY, B KOTOPOW €CTb crneuuannsaumus no ator popme paka (KruHMKa AeTCKOWM OHKOMorum).
lMoToMy 4TO, ecnu Nogo3peBaldT HenpobnacTtoMmy, TO HEOHBXOAMMO MPOBECTU pa3Hble aHanu3bl
n uccnegosaHus. Bo-nepsbix, Ang Toro, 4tobbl MOATBEPAUTL MNpegnonaraemMbln gnarHos. Bo-
BTOpbIX, ECNN AMAarHo3 nogTBepXaaeTcd, cneunanmcTbl OMKHbI BbIACHUTb, KAKOW KOHKPETHbIN
TMN HeripobnacTtombl y pebéHka 1 Hackornbko 6onesHb ycnena pacnpocTpPaHMTLCS MO OpraHu3Mmy.
TonbKo OTBETUB Ha 3TW BOMPOCHI, MOXHO ONTUMAaribHO CNIaHMPOBaTb TAKTUKY NEYEHNs U AaBaTb
rpoaHo3 6onesHu.

5.1. Kakas nabopaTtopHas guarHocTuka Heobxoguma?

CneumanncTtbl NPOBOAAT HOBbIA TWATEMbHBIA aHaMHe3 6OonesHM K HapyXHbIl OCMOTP, a
Tawke napannenbHo HaunHalT nabopaTopHble uccrnegoBaHUs ANA NMOCTaHOBKM AuarHosa. Y
BonbLMHCTBA AeTen ¢ HeMpobnacToMomn B aHanmns3e KpoBMu U MoYmM [Moya] HaxXoAST NOBLILLEHHbIN
ypOBeHb OnpedenéHHbiX BeLIeCTB, KOTOPble HasbIBAKTCA Oryxosiesble Mapkepbl. 10 HUM
OPWMEHTUPYIOTCA HE TOMNbKO, KOraa CTaBAT AnarHo3 6onesHn. Ho korga HaunHaloT neveHune, To, B
OCHOBHOM, MO HUM KOHTPOMMPYIOT ero ahPEeKTUBHOCTb. BaxHbIMM OnyxoneBbIMW Mapkepamu y
HelripobnacToMbl ABNSTCHA OnpeaenéHHbIe KamexonamMuHbl UM NPOAYKTHI UX pacnaga (AohamuH,
BaHWNMUNMMHAANbHAA KUCNOTa, FOMOBaHWIMHOBAs KUCNOTa), a Takke Helpocreyugpuyeckas
9Hona3sa (y cneumanucToB NPUHATO eé cokpallaTb kak "NSE").

5.2. Kakasi Bu3yarnbHas AMarHoctmka Heobxoauma, 4Toobl
HauTU onyxonb?

Ons Toro, 4toGbl YTOMHUTL M MOATBEPAWTb AMarHO3 HenpobnacTombl, @ TakkKe WCKIUYUTb
apykvme dopmbl paka (Hanpumep, Takue Kak oryxonb BunmMca, geoxpomoyumoma), Hy>XHbl
pononHutenbHble uccnegosaHus. Cioga  oTHOcUTCs  duasHocmudeckass usyanusauus. Y
fonblmHcTBa Henpobnactom ¢ nomowbio Y3WU (yribmpa3sgykogoe uccnenoBaHue), Hanpumep,
MOXHO OTHETNMBO BU3yanv3npoBaTh (T.e. NoKasaTb Ha CHUMKaXx) pasmep Onyxonu u MecTo, rae oHa
Bblpocna. Ecnun y pebéHka ectb nopaxéHHole nMmdoysnbl (TO eCTb PaKoBble KNETKU yxKe ycnenu
nonactb B nuMmdarnyeckue ysnbel) B obnactu wewn, unm B obnactu XxvMeoTa 1 Tasa, TO UX Takke
MOXHO yBMAETb ¢ NoMoLLbio Y3U. C noMOLLIbIO peHM2eHOBCKUX CHUMKOB NPOBEPSIIOT, ABMASIOTCS X
Nérkme 1 NonocTb rPyAHON KNETKM YNCTbIMU OT ONyXOmnMu.

UTtoObl HaWTK Menb4Yanwme no pasmMepam Ofyxonn U OLEHUTb, B KAKOW CTEMEHW OHXM MOrU
NOBNUSITb Ha BNXXanLmMe aHaTOMUYECKME CTPYKTYpPbI (HAanpuMep, coceHWUE OpraHbl, KPOBEHOCHbIE
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cocyabl, Hepebl), getam pgenatwT MPT (masHumHo-pesoHaHcHasi Tomorpadwusi), uHorga c
KOHTPACTHbIM BELLECTBOM, UHoraa 6e3 Hero [KoHmpacmHoe seujecmeo]. B HEKOTOpPbLIX criyyasix
Bvecto MPT pgenator KT (komnbtomepHasi momoepagpusi). Ho cHumkn MPT cneuuwanuctbl
npuHuMnuansHo npegnoyntatoT cHuMmkam KT, Tak kak uccrnegosaHve MPT, B otnuumne ot KT,
paboTaeT ¢ MarHUTHbIMU NONAMU U NOSTOMY He AaET JOMNONHUTENBHOM Ny4YEeBOW HArpy3ku [/1yyesast
Hazpy3ka]'Ha opraHuam pebéHka.

5.3. Kakass guarHoctuka Heobxoamma, YToObl HAUTH
mMeTacTa3bl?

Ona Toro, 4TOOblI HaWTWU BO3MOXHbLIE Memacmasbi, WU HaobopoT, 4TobObl ybeguTbes, 4TO
B OpraHuM3mMe HeT MeTacTasoB, a Takke 4YTOObl caenatb [OOMOMHUTENbHYH AMAarHOCTUKY
NepBUYHOM OMNyXONu [repeuyHasi OMyxorb], chneuuanucTbl CKaHUPYKT BCE Teno W aenawoTt
CHUMKW CUMHTUrpamMmbl. TakoW HOBbIM MeTo Bu3yanu3auuMm HasbliBaeTCs CyuHmMuzpagus
¢ MIBG, korga pebGEéHKy BBOAAT MeueHbld cnabopaguoakTuBHbii og 123-1 (@ MMeHHo
MeTaiioa6eH3nryaHnavH, y CneLuuanicToB NpuMHNATO ero cokpalleHne MIBG nnm MUBI). Ecnm
pesynbraTbl OTpuUaTenbHble, T.e HA CHUMKax MeTacTasbl He OOHapyXeHbl, Bpayin B KavyecTBe
ansTepHaTUBbl MOTyT NPMOErHyTh K ApYrMM MeTogaM Busyanv3saunm ¢ BBEAEHUEM PaanoaKTUBHOIO
Mapkepa. Hanpumep pebGEHKy [OenatoT CcKaHMpOBaHWE BCEro opraHvama ¢ nomouwbio M3T
[mo3umpoHHo-amuccuoHHass momoepaghusi] ¢ BBedeHnem cnabopaamoakTMBHOW [THOKO3bl (a
nmeHHo 18F-dTopae3okcurniokosa, y CneLmannucToB eé npuHsaTo cokpawartb PN, Oba BapuaHTa
CKaHMpPOBaHMSA BCEro opraHmnama MoryT kombunHmnpoatbes ¢ KT unu ¢ MPT.

Ecnu B KOCTHOM MO3re pakoBbIX KMETOK OYeHb Maro, TO MX HEBO3MOXHO YBUAETb Ha CHUMKaXx
cumMHTUrpammax. Moatomy y Bcex AeTen GepyT Ha aHanu3 KocmHbil Mo32. KOCTHbI mMo3r GepyT
C YEeTbIPEX pasHbIX TOYEeK C MOMOLLbI0 TakMx MNpouedyp Kak MyHKUUsi KOCMHO20 Mo32a WIn
mpenaHobuoncus. Ans nx NnpoBeaeHNsa AeTH, Kak NpaBuIio, NoNy4atoT HapKo3 KOPOTKOrO AENACTBUSI.
3atemM cneumanucTbl UCCNeayoT KOCTHBIA MO3r MOA MUKPOCKOMOM U NMPOBEPSIOT, €CThb MW B HEM
onyxonesble KneTku. Tem OeTsM, y KOro Hawmnu metactasbl, Tawke fenawt MPT ronosHoro
Mo3ra, YTobbl ObITb YBEPEHHBIMU, YTO PAKOBbLIE KNETKM HE ycnenu Tyaa nonacTe. Ecnn y pe6éHka
pacnpocTpaHéHHas (nosgHsia) ctagusi GonesHu, To emy Takke MoryT Aenatb MPT Bcero Tena,
YTOGbI B TOM YCIEe NPOBEPUTb, ECTb NN MeTacTasbl B KOCTSX.

5.4. AHann3bl o6pasLoB TKaHu (buoncus)

OkoH4aTenbHbI AnarHo3 (Bpauu B 3TOM Criydae roBopsiT o6 OKoH4aTenbHoOW Bepudukaumm
AmarHosa) npuHUMNuanbHO CTaBAT TOMbKO MOCME TOro, Kak caenanu rmcronormyeckui aHanua
TKaHu onyxonu. MaTepuan ons aHanu3a 6epyT, Kak npaBumno, BO Bpems onepauvu [ornepayus).
Mo pesynsTratam MOMeKynsapHO-reHeTUYECKOro aHanusa [MonekynspHas eeHemuka) buonTara (T.e.
B3ATOW Ha NPo6bl TKaHW) CNeunanncTbl 4al0T 3aKYeHne, HaCKOMbKO 310Ka4eCTBEHHON SABNAETCA
Henpobnactoma. OnpegenéHHble namMeHeHusa (mMymayust) B OHK onyxonu, kak, Hanpumep,
amnnugukayusi eeHa MYCN (T.e. yBenMuMBaeTCSA KONMMYECTBO KOMWUIA 3TOro reHa) unu oeneyus
XPOMOCOMBI 1p (T.e. TEPSIETCS Y4aCTOK 3TOM XPOMOCOMbI), 8 TaKKe XapakTepHas KapTuHa pasHbIX
reHoB (cneumanqcTbl rOBOPSAT O HebnaronpusaTHOM npodune reHHOM 3KCmpeccumn) yxXyalawooT
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NporHo3 6onesHn (Bpayn roBopAT O HebnaronpuaTHOM nporHose). Ecnu HeT nameHeHni B HK
ONyXomnwu Unu gpyrux MyTauui, TO CneumanmcTbl CHMTaoT NporHo3 6onee GnaronpUsATHLIM.

Heckonbko neTr Hasag y4yéHble HAWMNM OOMOMHUTENbHbIE T[EHHble TMOMIOMKM B KreTkax
HevipobnacTtombl (Takue, Hanpumep, Kak uaMmeHeHns B reHe ALK [eeH ALK], wvnn Tak
Ha3blBaemas akTueBauusa Ternomepasbl). Ecnn y pebéHka npovcxoguT peunavs 60nesHu u atu
MyTauum 6binvM HangeHbl B KNeTKax Onyxofnu, TO OHU TakkKe MOryT YacTUYHO y4MTbIBaTbCHA B
WHAMBMAYaNU3MPOBaHHOW cTpaTermmn neveHus (MonekynsapHasa TapretHasa Tepanus).

5.5. Kakue aHanu3bl 1 uccrnegoBaHus gaenaroT A0 Havana
neyeHuma?

B 3aBMCUMMOCTW OT TOro, Kakow BUA NeYeHus niaHuMpyeTcs, 4O ero Havana cneumanucTbl MoryT
cAaenartb JOMOSNHUTENbHbIE aHanM3bl U UCCefoBaHUs, YTOObLI NPOBEPUTL, Kak paboTatoT Te unm
WHble opraHbl. B 3TOT KOMMNeKc NoAroToBUTENbHOM AMArHOCTUKM BXOAST asiekmpokapouozpaMmma
— OKTI un axokapduoezpamma — IxoKI. C nx noMoLLbI0 NPOBEPSIIOT, Kak paboTtaeT cepale (0cobeHHO
nepea Kypcamum xumuotepanun). Takke npoBepstoT crnyx (ayduomempusi) n ¢ nomolbio Y3U
CMOTPSAT, Kak paboTalT nodku. Unu xxe genawT peHmeaeH KUCTEW PyK, T.K. MO PEHTFEHOBCKUM
CHMMKaM MOXHO OLeHWUTb, kKak pebG&HoK pacTéT. Ecnv Bo BpeMs rie4eHUs NPOUCXOAST Kakue-To
N3MEHEHWS], TO C MOMOLLBH 3TUX UCXOAHBIX AaHHbIX CMeLnanmcTbl MOryT Ny4lle OLEHUTb CUTyauuto
1 coenaTtb HeobxoanMble KOPPEKTUPOBKN.

Mone3Ho 3HaTb: He BCe W3 Ha3BaHHbIX HAMW WCCregoBaHWMA Hago obsi3aTenbHO Aenatb
Kaxxgomy pebGEéHKy. BeiBaeT, uTo MoryT notpeboBaTbCca ApyrMe UccrnenoBaHUs, KOTOpble Mbl
34ecb He HasbiBanu. Jlyywe Bcero yTOYHWTb Yy Ffevallero Bpaya WM y crneuvanucTos,
KoTopble BenyT Balwero pebéHka, kakas UMEHHO AMarHOCTMKa 3annaHupoBaHa 1 novYemy oHa
Heobxoamma ans Baluern KOHKpeTHOM cuTyaumm.

Kak cocTaBnaroT nnaH nedyeHuna?

Mocne oKoHYaTenbHOro guarHo3a COCTaBMSAT NnaH nedeHust. Ytobbl cocTaBUTb MakcMmMarnbHO
WHAMBMAOYaNU3NPOBaHHYO MporpaMmy JievyeHusi, cneumanbHO nogobpaHHyr Ans KOHKPETHOrO
naumeHTa, U OLEHUTb BO3MOXHbIE pUCKM peumanBa bonesHu (puck-aganTupoBaHHas Tepanus),
KOMaHZa Nevalumx Bpayen OomKHa yunTbliBaTh onpedenéHHble dakTopbl. TN dakTopbl BAUSIOT
Ha rpo2Ho3 6onesHn y KOHKPETHOrO pebEéHKa (Tak HasblBaeMble MPO2HOCMUYecKue hakmopb! UnNu
hakTopbl pucka).

OcobeHHO BaxHO 34ecb onpedenuTb cTaguio GonesHn. CneunanucTbl OLEHMBAKOT CTaguio
fonesHn nNo TOMy, HACKOMLKO OMyXOrb Yycrena pacrnpocTpaHWUTbCS MO OpraHMamMy Ha MOMEHT
NMOCTaHOBKWN AMarHo3a M HacKoSIbkO BO3MOXHO Gbifio €€ yganuTb BO Bpems onepauun (mabnuyy
C onucaHuem cmaduli 6051e3HU CM. HUXe). OpyrumMn BaXkHbIMU MPOrHOCTUYECKUMN haKTopamMu
ABNSATCS BO3pacT pebéHka, pesynbraTbl MCTONMOrMYECKOro aHanmM3a M ocobeHHO pesynbsTaThl
MOJEKYNAPHO-FEHETUYECKOTO aHanu3a (MosieKynspHo-eeHemuyeckuli npodwunb onyxonu). o
3TUM [aHHbIM MOXHO OLEHUTb BEPOSTHOCTb TOrO, Kak OMyXofb PacTéT u JaéT memacmasbl
(cm. pasden "Kak cmaesam OduacHo3 Helipobriacmombi?"). Bce 3Tn pakTopbl y4MTbIBAKOTCSA
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MpU COCTaBMEHUW MilaHa JeYyeHusl, YTobbl B KaXkgoOM KOHKPETHOM criyyae BbiOpaTb HauGonee
afeKBaTHYH Tepanuio 1 NomnyYnTb MakcUManbHO 3 eKTUBHbIA pe3ynbTaT NeyYeHus.

6.1. Ha kakue ctagum genaTt HeupobnacTomy?
Knaccudumkaums

LaHchl BbiNeunTbcs OT GOME3HW, Kak MpaBuIlo, 3aBUCAT OT TOro, HACKOMbKO OMyxXOrb ycrerna
BbIPaCTM M pacnpoCTpaHUTbCA MO opraHuamy. [1o3ToMy AnNa cneunanuctoB 3TO BaXKHbIN
KpUTEpWIA, KOrga OHW BbIGUpatoT Hanbornee onTMMarnbHyo cTpaTtermio nevenuns. Korga onpegensiort
CTaguio Hempobnactombl, TO CMOTPAT Ha pasMep CamMOW OMyxonu, MPOBEPSIOT, CMOMMKU Nn
pakoBble KIETKM nonactb B JuMgbamuyeckue y3ibl (B 3TOM Crnydae Bpayu TOBOPST O
BOBJIEYEHHOCTN NUMAATUYECKNX Y3NOB), U eCTb Nn ypebéHka memacmassl. [pyrue Kputepum,
KOTOpble SBMSOTCA BaXKHbIMW O11A onpegeneHusa ctagum 6onesHu, 3aBUCAT OT TOro, Kakyto
Knaccmdukauuio MCnonb3yloT Bpadun. Ha cerogHAwHun geHb napannensHo paboTtalT aBe
CUCTEMBI KraccuduKkaLuin.

*  Knaccudukauma INSS: ato mexagyHapogHasi cuctema OUEHKM CTaamu npu Hempobnactome
(cokpawieHne INSS ot aHr International Neuroblastoma Staging System). lNo aton
TPaANUMOHHOW MeXaOyHapoaHON cucTeme, KoTopas gonroe Bpems 6bina oblienpuHATon B
lepmaHuu, Ansa onpegenexHus ctagum 6onesHn Takke 4ONONHUTENBHO YYNTLIBAETCA eLUé OauH
akTop. A MMeHHo, B kakom o6bEMe Bbina caenaHa onepaums. MHbIMm cnosamu, TOYHO ckasaTb
no cucteme INSS, kakas uMeHHO cTagusa HenpobnacToMbl y peb€Hka, MOXHO TOMbKO Mmocrne
onepauun (NO3TOMy y CreunanucToB MPUHATO HasblBaTb €€ MOCTXUPYPrMYecKon CUCTEMOM
OLIEHKUN CTaamm).

* Knaccudukauma INRG: xota cneuuwanucTbl ewé yunTbiBaloT B paboTe knaccudukaumio
INSS, HO BO BCEM MUpe MPU3HAHHOW CYUTAETCA B HACTOSILLMA MOMEHT MeXayHapogHas
cuctema oueHkn crtagum Henpobnactombl no rpynnam pucka INRG (cokpaiwseHve INRG
oT aHm. International Neuroblastoma Risk Group Staging System). o knaccudpukaumm
INRG Bpauu yxe 0o onepaumn BbICTaBnsOT cTaauto 6onesHn no onpegenéHHbiM daktopam
puCKa, KOTOpble BWAHbI HAa 3Tane AWarHoCTUYecKon Buayanm3aumm (Ha cHumkax KT wnm
MPT). 310 xupyprudeckme akTopbl pUCKa, KOTOpble OLEeHUBAKOT MNpu Busyanusaumu. Y
cneuManncToB MNpuHATO KX HasbiBaTb IDRF (cokpaweHue ot aHrm. /mage Defined Risk
Factor), unu BusyanusaumoHHble hakTopbl prcka, Unu akTopbl XMPYpPruieckoro pucka npu
BM3yanusauun. Hanpumep, ecnu onyxofb OKpyXXaeT MaructpasbHble cocydbl M TECHO K
HAM npuneraet, TO 3TO0 gABnsieTca daktopom pucka IDRF (BM3yanusauuoHHbIM (akTopoMm
pucka). Kpome npegnonaraemon onepabenbHOCTM OMyXOnu npu OnpedeneHve cragum
6onesHu no knaccudpukaumm INRG oueHmBaoT Bo3pacT naumeHTa n MonekynsapHblin npounb
HenpoObracToMebl, a Takke eé rMMCTONorMYecknin NPodusb.

Hanee mbl napannensHo gaém obe cucTeMbl OUEHKM cTaguin GonesHn. B knaccudukaumm
INSS Helpobnactombl gensarcst Ha ctagum ¢ 1 no 3 (STO NIOKanM30BaHHbIE OMyXOnu, TO €CTb
ONyXxorb BHYTPUM OOHOW aHaTOMU4YEeCKOW 30Hbl), cTagusa 4 (onyxonb C MeTa3amu) U ctagusa 4S5
(HerpobnacToma ¢ MeTacTasamu y MnageHueB B rpyaHoM Bospacte). B knaccmndmkaumm INRG
HelipobnacTtombl gensTca Ha ctagum L1 m L2 (3TO nokanu3oBaHHble OMyxomnu, Mexay cobon
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OTNNYaTCA B 3aBUCUMMOCTM OT TOro, ecTb N ¢paktopbl pucka IDRF, unu ux HeT) n Ha nosgHue
ctagum M n MS (onyxonb ¢ MeTaszamu) (cm. mabnuyy Huxe).

Ctapguu Henpobnactombl no knaccudukaumm INSS n no knaccudumkaumm INRG

Ctagusa 6onesHu
no knaccudumkauumm
INSS

Cragusa 1

OnucaHue ctagum

MonHocTbio
yaanéHHas ornyxorib

He nonHocTbio
yaanéHHas ornyxorb
Onyxonb pacTét
TONbKO C OAHOW
CTOPOHbI OT
NO3BOHOYHOrO cTonba
B 6numxaniumnx
numdoysnax
paKkoBbIX KNETOK HET

Cragusa 2a

MonHocTbo nnn

He MONHOCTbI0
yaanéHHas onyxorb
Onyxonb pacTét
TONbKO C OHOM
CTOPOHbI OT
NMO3BOHOYHOIO
ctonba B cocegHumx
numdoysnax Ha Ton
)Ke CTOpOHe Tena, rge
BblpOCia Onyxorb,
€CTb paKoBble KNEeTKU

Cragusa 2b

He nonHocTblo
yAanéHHasi onyxorsb,
KoTOpas nepeLuna
CpeaunHHyto

nHUIo (T.€. Ha
OPYryto CTOPOHY

OT MNO3BOHOYHOTO
cronba), nnm
pakoBble KINeTKM ecTb
B nMmdoy3nax Ha
NPOTMBOMOOXHOM
CTOpOHE

Cragns 3

Ctagus 6onesHu
no knaccudukaumm
INRG

L1

L2

OnucaHue ctagum

JlokanusoBaHHas
onyxornb 6e3
dakTopoB

pucka IDRF (T.e.
6e3 hakTopoB
XMpYpruyeckoro
pvcka npwu
BU3yanusauun).
Onyxonb
HaxoauTCs B OQHON
aHaTOMMNYeCKOW 30He

JlokanusoBaHHas
OnyXxorb C O4HUM
UMM C HECKOMbKUMU
chakTopamm

pucka IDRF (T.e.

¢ chakTopom/
chakTopamm
XMPYpPruyecKkoro
pvcka npwu
BM3yanusaumu)



CTtagunsa 6onesHun
no Kknaccudpukaymm
INSS

Cragua 4

Cragua 4S
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OnucaHue cTagum

JTto6as onyxonb,
Yy KOTOpPOW eCTb
oTAAnéHHble
mMeTacTasbl
(Hanpumep,

MeTacTasbl B KOCTHbIN

MO3r, B KOCTU, B
neveHb, B KOXY,
B OTAANEéHHble

numdoysnel 1 B
Opyrve opraHbil)

Tonbko y aeten
rPYAHNYKOBOTO

BO3pacTa (Mo HOBbIM
KpuUTepusim rpaHula

BO3pacTa - AeTu
0o 18 mecsues)

CTtagua 6onesHun
no Knaccudukaymm
INRG

M

MS
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OnucaHue cTagum

EcTtb otoanéxHble
mMeTacTasbl (3TO He
kacaetcs ctagum MS)

Onyxonb ¢
MeTacTazamu B KOXY,
NMeYeHb M KOCTHbIV
MO3r y feTen B
Bo3pacTe 10 18
MecsILEB.

MeTacTasbl ecTb
TONbKO B KOXe,
B NeYeHn n/mnum
B MUHMMaIbHOM
KOnn4yecTBe B
KOCTHOM MO3re

3a ucknwodeHnem crtagum 4S N CcOOTBETCTBEHHO cTagum MS,
pacnpocTpaHeHuss HenpobnacToMbl, TeM Gonee GnaronpuUATHBEIM CYATAETCA NPOrHO3 GonesHn (K

YeM MeHblle CTeneHb
NO34HMM CTagusiM OTHOCATCTCS, Hanpumep, ctagun 3 u 4). [leTn, y KOTOPbIX LUAHChI BbINEYNTLCS
OT HelipobrnacTombl MeHee BnaronpuaTHbIE, Kak NPaBuo, NoryyarT 6onee NHTEHCUBHOE fieYeHne
(cm. pasden ,,Kak npoxodum niedeHue”).

Kak moxeT npoTtekaTb 60ne3Hb?

BapuaHToB, kak 6one3Hb MOXeT npoTekaTb, MHOrO. B KaXQoOM KOHKPETHOM criyyae 3TO 3aBUCUT
npexae Bcero OT TOro, Kak UMEHHO OMNyXorb PacTET U NPOrpeccupyeT, U HacKonbko GonesHb ycnena
pacnpoCTpPaHMTBCS MO OpraHM3My Ha MOMEHT MOCTaHOBKM AmarHosa. Tak, Hanpumep, ObiBaer,
YTO CrneunanucTbl NOATBEPXKAAIT AMarHo3 HerpobnacTtombl B TOT MOMEHT, KOrAa Onyxorb eLlé
He Bbllfa 3a rpaHuLpbl TOr0 MecTa B OpraHn3Me, B KOTOPOM OHa nosiBunacb. Ho 6biBaeT u Tak,
YTO B TOT MOMEHT, Korga crneumnanucTbl NOATBEPXKAAT AMarHo3 HempobnacToMbl, ONyXorb yxe
ycrnena pacnpoCcTpaHUTbCA Ha COCeQHUE TKaHM M NumdaTtudeckne yanbl, UM pakoBbl€ KMETKU
nonanun paxe B Oonee otaanéHHble opraHbl (CM. ebliwe pa3den "Ha kakue cmaduu densim
Helpobnacmomy?"). beiBaloT HelpobracTombl ¢ BnaronpUATHBIM BUOMOTMYECKUM U KITMHNYECKUM
npochunem. Torga oHM CNOHTAHHO 4O3PeBatoT A0 A0BPOKaYeCTBEHHON ONyXonu (Tak HasbiBaemasi
OucbghepeHyuposKa), NN OHWU CMOHTAHHO MCYe3aloT (B 3TOM Cryyae chneuuanucTbl roBopsT O
CMOHTaHHOW perpeccumn).

Onyxonb pacTéT n faét metacTasbl
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OcobeHHo y pgeten crtapwe 18 mecsiueB HenpobriactoMa MOXET O4YeHb ObICTPO pactm u
BecnpensATCTBEHHO PacXOAMTLCS MO BCEMY OpraHu3my. Yalle Bcero pakoBble KIETKU pacxoasTcs
yepe3 KPOBEHOCHYID CUCTEMY, MHOrga 4epes nuMmddaTuyecKkyro cuctemy [numgamudeckas
cucmema). B opraHMaMe nosiBNAOTCA MeTacTasbl, B OCHOBHOM 3TO KOCMHbIU mo32 (y 90%
3abonesLnx), koctn (60%), otaanéHHble numgpamuyveckue y3bi (20%) n nedenb (17%), pexe -
rornoBHomn Mo3r (9%), koxa (2%) n nérkmne (1%). Bo Bcex aTnx cny4dasx a1o 4 ctagust 6onesHn nnm
no gpyrov knaccudukauyum - ctagms M.

Onyxonb gospeBaeT (anddepeHLnpoBKa)

HekoTopble Herpobnactombl MOryT gospeBaTtb (NIMOO CMOHTaHHO, MO0 Mocne XxummuoTtepanum
[xumuomepanus]) n B HWUX MOSIBNSAOTCA 4YacTW C MEHee 3r0Ka4eCTBEHHbIMU KneTkamu. JToT
npoLiecc Ha3bIBaOT co3peBaHMeM onyxonu (OughghepeHUyuposka). VI Takne go3peBaroLLme onyxonm
HasblBaloTCs "raHrnMoHenpobnacTombl”". N XOTa B HUX BCe eLllé eCTb 3MoKayeCTBEHHbIE KNETKH,
OHWM pacTyT HaMHOIO MeAfieHHee, YeM YMCTO 3I10Ka4yecTBeHHble Hewpobnactombl. WMHorga
crneumnanucTbl BUOSAT TaKOe CMOHTaHHOE [03peBaHMe Onyxonu y AeTer CTaplle OfHOro roga.
MoNHOCTLIO CO3PEBLUME OMYXOMMW, OHM Ha3bIBAKOTCS rAHITTMOHEBPOMbBI, Bpauu HaxoadT Yalle BCero
y OeTel cTapLue YeTbIpEX NeT Unn y B3pOCrbIX.

Onyxonb nc4yesaet (CnoHTaHHas perpeccus)

MHorne HernpobnacTtombl CNOHTAHHO Ucde3arT camu no cebe (perpeccua onyxonu). PakoBble
KNeTKM caMu HaumHatT normbatb Grnarogaps MexaHusMy ,3anporpaMMUPOBAHHON KIETOYHOM
cmepTtu“. B MmeguumnHe oH Ha3bIBaeTCS arnonmos.

CnOHTaHHYH perpeccuto onyxonu cneunannctbl BUOAT NPaKTUYECKN PErynspHo y HempobnacTtom,
KOTOpble NOSABNATCA Y IPYAHUYKOB M OETEN paHHEro Bo3pacTa. OTW OMyXOrn OTHOCHATCS K CTaanm
4S (wnn cooTBeTCTBEHHO K cTagum MS no pgpyron knaccudwmkaumm). Yacto Hewpobrnactomy
HaxogaT Torga, Korga onyxofb Aana Memacmasbl B NnedeHb U 1M3-3a BonbLIoro mx konuvectea
caMa neveHb ctana bonblie. CHavana aTM MetacTasbl MOryT pacTu o4eHb ObicTpo. OHM HaYMHAKT
CAaBNMBaTb OpraHbl B OPIOWHOW MOMOCTU M NErKMEe, MX KONMUYECTBO MOXET CTaTb OMAacHbIM
ONns Ku3HM pebéHka. Ho mMOTOM OHWM MOryT camy CMOHTAHHO paspyLliaTbCsl, UMM OHU yXOOST
nocne xumuoTtepanuu ¢ HU3KMMKM go3amu. CnoHTaHHas perpeccusi onyxonu GbiBaeT He TOMbKO
y MnageHuesB Ha ctagum 4S (unu cooTBeTcTBeHHO MS), HO U y deTel cTapluero BospacTa €
NoKanmn3oBaHHOW HerpobnactoMon Ha ctaamsix ot 1 o 3 (unu COOTBETCTBEHHO Ha cTagusax L1 un
L2).

MHdopmaums no ctagmsm Herpobrnactombl B pasgene "Kak coctaBnsioT nnaH neveHns?" (cv.
8blwe)

Kak neyat Henpobnactomy?

[eTeli ¢ HerpobNacToMON OOMKHbI NEYNTb TOMNBbKO Bpayn U3 AETCKUX KITMHUK CO cneuuanusaumnen
Nno [OEeTCKOM OHKomnorMu. VMIMeHHo Tam paboTalT BbICOKOKBANMMUUMPOBAHHbLIE CheunanucTb
(Bpaun, Mefgcéctpbl) co cneunanusaumerr No [OETCKOW OHKOMOrMu, KOTopble BragertT
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COBPEMEHHbIMM MporpamMmMamun Tepanun. Takke B Takux GOMbHULEX BpayM pasHoro npodwns
BXOAAT B pasHble paboune rpynnbl. Bce Bpaun NOCTOAHHO HAaxoOATCA B TECHOM KOHTaKTe, OHU
BMecTe 06Cy)XOatloT M BeayT CBOMX MALMEHTOB W COCTaBMSAIOT MiiaHbl fiedeHusl. Bce nporpammbi
Tepanuu perynspHo yCoBEpPLLEHCTBYOTCS.

Lenb no6oi nporpammMbl Tepanuu — BbiNleunTb peGéHka B MaKCMMaribHO LaAsLEM pexume
N OOHOBPEMEHHO MaKCUMarbHO (HACKOMbKO BO3MOXHO) CHU3WUTb PUCKM BO3MOXHbLIX MOGOYHbLIX
OCIIOXHEHWI BO BPpEMS! NIeYEHNS U OTAANEHHbIX NMOCNEACTBUIA NOCIIE ero 3aBepLUEHNS.

8.1. Kakne BuAbI nevyeHuss NpUMeEHAOTCA

Kak umeHHo 6yayT neuntb pebéHka ¢ HempobnacTtoMon, 3aBUCUT OT MHOUBMAYANBLHON CUTyaUmm C
ero 6onesHbIo N OLEHKN CNEeLNanmncToB, HACKOMbKO BENUK PUCK peumamBa. HekoTopbiM geTam ans
NeyYeHns 4OCTaTOYHO TOMBbKO onepalms, KOTOpYH AenaroT, Y4Tobbl yaanuTb Onyxoflb, Uin YToObI
B3ATb €€ npoby Ha Ouoncuto. Y apyrmx Heobxoammo KOMOWHMPOBATb pa3Hble MeTodbl, YTOObI
LUAHChI BbINEYNTbLCHA OT BONE3HU CTanw BoilLe.

JleyeHne, 0 KOTOPOM Mbl pacckasblBaeM HWXe, SIBMSIETCA CerogHsi ctaHgaptoMm B epmaHuu.
K nccnenoBaTenbCkMX KNMHUYECKUX MPOTOKOMax creumanucTbl NOCTOSIHHO TECTUPYHOT HOBbIE
nogxoapbl B neveHunn. NMoatoMy B OnpeaenéHHbIX CUTyaLmsix NeYeHne Yy HEKOTOPbIX OeTeN MOXeT
OTXOAMTb OT 3TOro CTaHAapTa.

MeToabl NeyeHus, KOTOPblE CNEeuManucTbl MPUMEHSIOT B Jfle4EHUU HenpobnacTomel,
3TO - onepauusi, Xumuorepanusa un ny4vyeBas Tepanusa. [leTm C O4YeHb BbICOKOW
BEPOSATHOCTBIO pPELMAVBa [OMOSNHUTENBHO MOMy4aloT BbICOKOAO3HYK XMMMUOTepanuio, U
cpasy nocrne He€ fenalT ayTOJNIOTUYHYH TPaHCMJIaHTauuKl KOCTHOrO MO3ra, a Takke
MMyHHOTEpanuil aHTuTenamu. [pyrumu AONOMHUTEMbHLIMU BUOAMU JIEYEHUSA Y ITUX
naumeHtoB MoryT 6biTe MUBI-Tepanus (oHa Takke HasbiBaetcs MIBG-Tepanus), 310
neveHne paguodapmnpenapartom (T.e. hapMaLeBTUYECKMM MNpenapaToM C pagnmoakTUBHBIM
N30TOMOM) METUNNOAOEH3NHIyaHnauH, n audgpdepeHUMpPOBOYHaA Tepanusa PeTUHOEBOWM
KUCIOTOM.

Onepauunto [oriepayus] genatoT, 4TOObl ydanuMTb OMyXonb W/MNW B3ATb Npoby TkaHu Ansd
MMCTONMOrMYeckoro wnccrnegosaHvs. Korga genatwoT xumuotepanuio [xumuomeparnusi], TO OeTu
nony4arT npenapaTbl, KOTOpble OMOKMPYIT POCT KNETOK (UMTOCTATUKM), U Takum obpasom
XUMUOTEPANUsi MOMOTaeT YHUYTOXaTb KNeTkn Herpobnactombl. O6bMHO Bpaun paboTatoT
C KOMOMHaUMAMW M3 pasHbIX UUMOCMAamUuKOB, B KOTOPbIX KaxAdbll npenapaTt Mo-cBOeMy
BO3[ENCTBYET Ha pPaKkoBble KIETKU (CNeumnanmcTbl FOBOPSAT O NONMXMMUOTEPANUK), U B pesynbrate
pobusatoTca MakcMmanbHOM 3OPEKTUBHOCTU MPOTUB 3MOKaAYeCTBEHHbLIX KreTok. Ewé 6Gonee
WHTEHCUBHbIM BUAOM NEYEHUs ABNSETCA 8bICOKOO03Has xumuomepanus. OTOT MeTog, No3BonsieT
paspylaTb He TONbKO CaMW paKoBble KMNETKW, HO U KPOBETBOPHYK CUCTEMY B KOCTHOM
mosre. [MosTomy cpasdy nocne BbICOKOOO3HOW XuMuoTepanuu pebEHKYy Kak Obl "3ameHsioT"
KOCTHbIA MO3r, TO €CTb €My TPAHCMMNAHTUPYIOT (MEpPEeCcaxXmMBaloT) ero xe COOCTBEHHbIE 300pOBbIE
2eMornoamu4yeckue cmeosiosble Kemku (TpaHCMnaHTaumMs KOCTHOro mosra). HekoTopbiM AeTsiM
Hy>XHa Jflyyeeasi mepariusi: BbICOKOIHEPreTUdecKne IaneKTpOMarHUTHble [ar1ekmpomagHUumHbIU]
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Ny4yn MoJdaloTCa Yepes KOXY Ha y4vyacToK C OMyxosibl (YpeckoxHasa nydesas Tepanus). Takoe
obnyyeHue paspyliaet JHK pakoBbIX KNeTOK 1 OHW Ha4YMHaloT nornéaTsb.

Kakoli M3 HasBaHHbIX METOAOB crneuvanuctbl OyayT paccmaTpuBaTb B KayecTBe Havbonee
noaxogawero anga acpeKTMBHOIO feyYeHnst u B Kako KOMOUHaLUK, 3aBUCUT B NEPBYO ovepenb
OT TOro, HACKOMbKO OMyXOfib pacnpocTpaHunacb MO OpraHM3aMy U MOXHO N €€ yaanuTb
(ornepabenbHOCcmMb), Kak UMEHHO pacTEéT Herpobnactoma u ckonbko neTt pebéHky. Yem Gonee
no3aHsis cTagust 6oMe3Hn U Yem Bbllle PUCK arpeCcCUBHOIO PoCTa ONyXOmu, UMK XKe ecnu nocne
3aBEPLUEHHOIO NeyveHnsa 6onesHb BepHynach Uy pebéHka peuname, TeM Gonee KOMMMAEKCHbIM U
6ornee MHTEHCUBHLIM BYAET B UTOre fleYeHUeE.

Tak Kak camo feyeHue HenpoGnacToMbl MOXET AaBaTb NMOOOYHLIE OCMOXHEHMSl, TO AETU BO
BpemMA nevyeHnda nony4varoT OONONMHUTENbHYIO NogaepXxKy, AoONofIHUTelNbHble MEeANLUHCKME Mepbl,
KOTopble HasblBalOTCs conposodumernbHass mepanus. ConpoBoauTenibHas Tepanusi nomMoraet
npenoTBpaTUTb OCINOXHEHNA, nmbo npone4ynTb nx, ecrnv OHU NOABUITUCH. 3,El,er MOXHO NOony4nTb
6onee noApobHy0 MHDOPMaUUo O cornposodumernbHOU mepanuu, a Takke MO3HAKOMUTLCS C
Opyaumu memodamu JIeHEHUS.

8.2. Kak npoxoauT neyeHue

Kaxpgoro pebéHka eweé [o Hayana NeyeHus BKMYaloT B OMpedernéHHyto rpynny pucka
uUnu TepaneBTUYeCKyto rpynny. [locrnegHue pekomMeHZauuu Mo feyYeHnto HenpobrnacToMbl
BbIOENSIOT TPU TepaneBTUYeCcKne rpynnbl: rpynna HU3KOro pucka, rpynna CpeaHero pycka m
rpynna BbICOKOro pucka. [1ns kaxxaon us aTux rpynn paspaboTtaH cBon nnaH neyveHus. MNoatomy
KaXkabln 3a60neBLMIA peOEHOK NEYNTCS N0 MHAMBUOYANBHO NOJO0OPaHHOMY MfaHy C yYETOM
rpynnel pucka.

8.2.1. JleyeHue B rpynne HU3KOro pucka (naumeHTbl rpynnbl HabnoaeHus)
B rpynny Huskoro pucka (rpynna HabnogeHus) BKMYalOT AeTel, Y KOTOpbIX OMyXofb
nokanu3oBaHa W/MnNM OHM MO BO3pPacTy He MNOABEPraitTCs OMacHOCTU M3-3a BbhKMAATENbHON
cTpaTteruu Tepanuu. [nsa Toro, 4tobbl pebEHka BKIUMNK B 3Ty rpynny pucka, NpuHUMnuanbHbIM
ABMNSETCHA OTCYTCTBME Y Hero HebnaronpusaTHbIX MONEKYNSAPHO-FeHETUYECKUX OCOBEeHHOCTEN
[mMonekynapHo-eeHemuyeckul] onyxonu (Hanpumep, awmnnugpukayus zeHa MYCN wn B
onpenenéHHblx ctagusax 6onesHn Oeneyuss xpomocombl 1p). MNoatomy Kk rpynne HabniogeHus
OTHOCSITCH NauUMeHTbI CO CneayLMMM BapmaHTamy 6onesHun (ctagmm no knaccudukauum INSS):

* Cragus 1, HeT amnnmdukaumm reHa MYCN

* Cragwns 2, Bospact 0-21, HeT Hu amnnudukauum reHa MYCN, H¥1 geneunm xpomocombl 1p
» Craguns 3, Bospact 0-2, HeT H¥1 amnnudukauumu reHa MYCN, Hu geneuummn xpoMocomsl 1p
» Craguns 48, Bospact 0-1, HeT HM amnnndurkauum reHa MYCN, HM geneuumn XxpoMocombl 1p

Kak uaér neyeHue: y geten ¢ HempoOrnacToMon U3 rpynrnbl HA3KOTO pUCKa BCE NEYeHue, Kak
NnpaBumno, orpaHN4YMBaETCs OfHOW onepaunen. E€ penatoT, 4TOObI yganutb onyxonb. Tak Kak
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OYeHb 4acTO MPOWCXOAMWT CMOHTaHHasA perpeccust onyxonu, To onepaums Heobxoguma, TOMbKO
yToObl B3ATb ANs aHanu3a npoby onyxonesow TkaHu (6uorcus). Ecnn obwee camouvyBCcTBUE
pebéHka xopoluee, TO XMMUOTEPANMIO 1 fly4eByl0 Tepanuio He AenarT. Ho get Ha BCE Bpems
neYeHnss NPOAOIKAT HAaX0AUTLCA Mo TWaTtenbHbIM HabroaeHeM (Bpayn perynsipHo BbINOMHAT
KNUHU4Yeckne obcnenoBaHusi, yribmpassykosoe uccriegoBaHme, MPT (MagHUMHO-pe3oHaHCHas!
ToMOrpadusi), NPOBEPSIIOT Oryxosesbie Mapkepbl). B nepBbin ronq pebEHOK JOMKEH MPUXOOUTb
Ha KOHTPOMb MWHMMYM OAMH pa3 B WecTb Hedenb. Co BTOPOro roga mno MATbI HAa KOHTPOIb
HY>KHO MPUXOAWUTb Kak MMHMMYM OAMH pa3 B Tpu Mecsiua. [locne 3Toro Ha KOHTPOmb NpuxogsaT
nnbo pas B nonroga, Nnbo pa3 B rod. Kakme uMeHHO KOHTPOSbHbIE NccnedoBaHvsa OyaoyT genatb
Bpayu, 3aBUCUT OT TOro, €CTb N y pebEéHKa ocTaTouHas ONyXorb Y HACKOMNbKO XOPOLLO €€ MOXHO
paccmoTpeTb Ha Y3W.

Ecnu B nepeble 12 mecsAueB nocne onepauum unm 4o Toro, kak pebéHky ucnonHmnocb 2 roga,
ocTaToyHasi onyxofb CHOBAa Ha4YMHaeT pacTu u/unun y pebéHka nossBNsATCA CUMMTOMbI, KOTOpble
HeobxoAMMo nNponeYnTb (K TakKuM CMMNTOMaM OTHOCSITCS, HanpuMep, Tsxénoe obLee cocTosHne
peb&Hka, npobnemsl ¢ NMTaHWEM, NOTePS Beca, BbICOKOE AaBleHUe, HapyLLEeHNe OTTOKa MO4M), TO
06BbIYHO AEeTU NOMyYaT XMMuoTepanuio [xumuomepanusi] B HebonbLunx fo3ax, 4tobbl 3anycTuTb
perpeccuio (T.e. MCYE3HOBEHUE) OMyXOnu. TaKOM Xe TaKTUKU MPUAEPXUBAIOTCA, €cnu nocne
TOro, Kak onyxonb yganunu, 6onesHb Bo3Bpawaetcs (peunams). JleueHme cocTomT m3 4 KypcoB
XUMUOTEPaNUM U3 KOMOUHALIMKN YUMOCmMamuKoB JOKCOPYOULIMH, BUHKPUCTWH U LKknodgocamug,.
B kadecTBe anbrepHaTMBblI MOTYT Takke MCNonb3oBaTbcsa kapbonnatvH u atonosmg. Kak Tonbko
Onyxofib NepecTaéTt pacTu, TO XMMUoTepanuio 3akaH4nBatoT. BbIBaET, YTO HEKOTOPLIM AETAM TakkKe
HaJo caenaTtb NOBTOPHYIO onepauumto, YTobbl ybpaTb 0nyxorib, UM 4Tobbl 06MerynTs N YMEHbLUNTD
CMMMNTOMbI, KOTOpble JaET onyxonb. Hanpumep, AeTsam co cTaamen 6onesnn 4S genatoT onepauuto,
4yTOObI YOpaTh XM3HeyrpoxawLlime cuMnTombl. [1OTOMY YTO y HUX OO TOro, Kak HerpobnacTtoma
ncyesHeT cama no cebe, oHa cHavana eLé MoXeT CUINbHO pacTu.

8.2.2. JleyeHue B rpynne cpegHero pucka

B rpynny nauMeHTOB cpedHEro pucka BKITHOYAOT AETeW Ha Mo3gHWMX cTagusix 6onesHu wu/vnu
Dornee crapllero Bo3pacTta, a TakKke eCnu ecTb onpeaenéxHHble HebnaronpusiTHble MONEKYNAPHO-
reHeTndeckue [MoneKynsapHo-2eHemu4YecKulil 0COCOEHHOCTM ONyXonu (4eneuns XpOMocoMbl 1p).
[MoaTomy K rpynne CpeaHero puMcka OTHOCATCS MauMeHTbl CO CriegyowmMm BapuaHTammn 6onesHm
(ctagun no knaccudpukaumm INSS):

» Cragwnsa 2, Bospact 0-21, eCTb U3MeHeHne XpomMocomsbl 1p, HO HeT amnnndukaumm reHa MYCN
+ Cragus 3, BospacTt 2-21, HET HK amnnundukauum reHa MYCN, HK geneuenn XxpoMocomsbl 1p
» Cragmns 4, BospacTt pebéHka go 1 roga, HeT amnnmdmkaumm reHa MYCN

Kak ngéT neyeHme: nevyeHne coctouT n3 onepavum [ornepayusy], Unu, ecriv 3To HEBO3MOXHO, Bpayu
aenatot 6uoncunto [6uorncusi] onyxonu. NoTom peBGEHOK NonyyaeT XuM1MoTepanuio [xumuomeparnus).
Kypcbl xummoTepanum COCTOSIT M3 LUECTM ONOKOB WMHTEHCUBHOW XMMMUOTepanuu (cCneuuanuncTbl
rOBOPAT B 3TOM cryvae 06 MHAYKLUMOHHON XMMUoTepanun) n YeTblipéx 6riokoB MeEHEEe MHTEHCUBHON
XMMmnoTepanuu (B 9TOM CIydae cneumanucTbl FoOBOPSAT O MOAAEPXKUBAOLLEN XUMUOTepanumn).
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Ecnu oo Havana xumuoTepanuu pebGEHKy Aenanu TorbkKo BMOoMncuio, a He onepauumio, TO Bpadn
CTPEMSTCS MPOONepPUpPOBaTh OMyXOrb Nocrne NepBbiX OOKOB MHOYKLMOHHOM XuMuoTepanuu. Tak
Kak HepobrnacToMa yMeHbLUAEeTCs Noj BO3AENCTBUEM XMMMUOMNpPENapaToB, TO CTAHOBUTCS nervye
NpOBECTM oMnepauuio.

BrnokM WHOYKUMOHHOM XMMMOTEpanuMuM COCTOAT U3  KOMOWHaUuA  LUTOCTaTUKOB, KOTOpble
yepeaylTCcsa B pamMKax CTaHgapTHOro nevyebHoro nnaHa. 3TO OOKCOPYOMLMH, BUHKPUCTUH
W uuknococdamma, MM COOTBETCTBEHHO [pyras komGuHauusi - kapbonnaTtuH, aTonosna u
BMHAE3WH. [penapaTtbl BBOASATCA B (hOPME MHOTOYaCOBbIX MM MHOTOQHEBHbIX MHAY3UK [UHGDY3US].
B nogaepuBaroLLen XumMmuoTepanuy ncnonb3yeTca nponapar unknodocdamua. Ero obbiuHo gatot
netsam B hopme TabneTok.

Ecnu nocne sTana MHTEHCMBHOW XMMMOTEPANUMM Bpayu eLé HaxogaT Onyxorib, B KOTOPOW €CTb
mMeTabonunyeckasi akTUBHOCTb, TO OETAM cTapLue 18 MecaueB Ha 9Ty OCTaTOYHYO OMNyXOflb AenarT
[06nyveHue]. [o3a obnyyeHnsa coctaBndeT oT 36 go 40 rpan. JlydeBaa Tepanusa npoxogut
napanneneHO € 3TanoM MNoAAepXMBaloLLEN XMMUOTEpanuu. Takke BO3MOXHbI CUTyaUuMu, Korda
nocre xMMmuoTtepanun Ta onyxorb, KoTopas Obina B opraHM3me Ao eé Hadyana (Hanpumep, ecnu B
Hayane pebEéHKy Aenanu Tonbko BUOMCKI0), HACTOMNBKO YMEHbLUAETCSA B pa3mepax, YTo €€ MOXHO
NOMHOCTBIO yaanuTb xmpyprudeckum nytém. Onepauuto genatot nnbo eLé Ha dTane UHTEHCUBHON
XnMmoTepanuu, nmbo nocne eé okoH4aHus. ObLiee Bpemsl ne4eHns COCTaBnsieT OKOMO roga.

8.2.3. JleyeHue B rpynne BbICOKOro pucka

B rpynny naumeHTOB BbICKOTO pUcKa BKIOYaoT Bcex aeTen Ha nobon ctagum - 1, 2, 3unn 4S - |y
KOTOpbIX B ONyX0nu ecTb amrughukayusi 2eHa MYCN, a Takke Bcex geten Ha ctagum 4, KoTopble
ctapuwe 18 mecsues. NnaH neyeHnsa geten U3 BLICOKOW rpynmbl pUcka AOCTAaTOMHO KOMMMEKCHbIN
N OOBEMHbIN.

Kak naéTt nevyeHue: nocne onepauuu [onepayusi] unv uoncum [6uorcusi] 4eT CHavana nony4varT
WHTEHCUBHYIO xummnoTepanuio. OHa Ha3blBaeTCs MHAYKUMOHHAA xumuomeparius, AnUTCA OKOMo
5 MecsiueB, B Hell UCMNOMb3yeTcsl HEeCKonbko yumocmamukoB. CTaHAapTHas WHAOYKUMOHHas
XUMMOTEPanusi COCTOUT CErogHs n3 6 6roKoB, B KOTOPbIX YepeayrTCst KOMOMHALMM LUTOCTaTUKOB:
uMcnnaTtuH, 3Tono3na M BUMHOE3WH, UM KOMOMHauMsi U3 Takux MnpenapaToB Kak BUHKPUCTWH,
nakapbasuH, udochammg u pgokcopybmumH. Mexagy OGnokammu xuMmmoTepanuu, WM nocne
HUX pebGEHKY OObIMHO AenatoT (MOBTOPHYK) onepauuto, Y4ToObl MO-BO3MOXHOCTU MaKCUMarnbHO
MOITHOCTBIO yAanuTb OMNyxonb. [locne aToro BCem OeTAM AenaeTcs 86ICOK0003Has xumuomeparnusi
WU cpasy nocne Heé aymorsiocuyHass mpaHcrnaHmauyuss KOCmHo20 Mo3z2a (9ToT aTan AnuTcs
npumepHo 6 Hepenb). Ecnv y pebéHka ecTb OcCTaTo4yHas OmMyxosflb, B KOTOPOW COXpaHWnachb
mMeTabonunyeckasi akTuBHoCcTb MIBG, To AOMOMHUTENBHO K BbICOKOAO3HOM XMMmnoTepanum pebEHok
MOXET Mory4YaTh fie4eHne C NpUMEHEeHneM paguoakTmHoro npenapara MIBG (metun-nog-6eHaun-
ryaHunauH). Takoe nedyeHue HasbiBaeTcs MIBG-mepanus (Takke MOXHO BCTPETUTb HasBaHWe
MWBI -Tepanus). B atom cniyuae MIBG-Tepanus genatoT 40 Hayana BbICOKOA03HO XMMMoTepanmu.

Mocne BbLICOKOAO3HOW XMMMOTEpanuMuM [OeTu nonyyalT o06rydeHue Ha §noXxe  Onyxomnu
U MMMyHOTEpanuio [UMMyHomeparnusil C MOHOKMOHaNbHbIMA aHmumenamn AWHYTYKCUMab-
Oera. Llenb aToro stana neyeHus (cneuvanucTbl TakkKe HasblBalOT €ro nogaepKuBaroLlen
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Tepanuen MM NOCTKOHCONMWAMPYIOLWEN Tepanuen) - YHUHTOXWUTb Te PaKoBble KIETKW, KOTopble
NpeanonoXuTenbHO cMornu BbbkuTb. Ecnn y pebéHka ewé ecTb ocTaToyHas Onyxonb C
MeTabonmMyeckon akTMBHOCTbLIO, TO PEKOMEHAYETCA JyyeBasi Tepanust coo3on obnydeHus go 36
rpan. MNonHbIN Kypc NnevYeHns MoOXeT ANUTbCS 4O ABYX MeT.

Mo kakum npoToKonam rnevar aetemn?

B NepmaHum no4Th BCex geTen n NoApOCTKOB C HEMPODNacToMOM fneyar no CTaHAapPTM3NPOBaAHHbIM
npoToKonam, KoTopble HasblBalTCs uccriedosaHuUsi onmumMmusayuu mepanuu, Unn no nevyebHbIM
perncTpam.

Hemeukne npoTOKOMbI, WMNW WCCNELOBAHUS ONTMMM3aUMM Tepanuu, - 3TO KIUMHWYECKMe
NCCNefoBaHKs, OHW CTPOro KOHTponupytoTes. VX uenb — neuntb 3aboneBlumnx AeTel nNo cambiMm
COBpPEMEHHbIM pa3paboTkaM. OgHOBPEMEHHO 3TU UCCreaoBaHWUs Oal0T BO3MOXHOCTL yny4llaTb
noaxoAbl K TeYeHMIo 1 3a CHET 3TOoro fobMBaTLCA Nporpecca B neveHun. [leTu, KoTopble He nevartcs
no [OEencTBYIOLLEMY WUCCrenoBaTeNbCKkOMY MPOTOKOMYy (Hanpumep, ecnv Ha MOMEHT 6onesHu
CTapblIi IPOTOKOS 3aKPbISICS, @ HOBbIV MOKa He OTKPLINICS; UK eCnin 3aboneBLUNIA He NOAXOAUT NoA
KpUTEpPUM, KOTOPbIE SBNSIOTCS 06s3aTenbHbIMU Ans Npuéma B eNCTBYHOLLMIA MPOTOKOM), NPOXoasaT
yepe3 nevyebHble perncTpbl. JleuebHble perncTpbl co3daroTcs U paboTatoT Ans TOoro, YTobbl
KOHCYNLTUPOBaTb BCEX BOMbHLIX C NO3MLUIA COBPEMEHHBLIX Hay4HbIX pa3paboTok. Takke 4TOObI
obecneunTb BbICOKOE KayecTBO FfeYeHus1 UccreaoBaTenbckas rpynna KOHKPETHOro MpOTOKONa,
Kak npaBwno, paspabaTtbiBaeT nogpobHble TepaneBTUYeCkMe pekoMeHpauun. W korga K Hum
obpaluatoTca nevawume Bpayn, OHWM UX KOHCYNBTUPYIOT Npy BbiGope onTuManbHOW Tepanuu Ans
KaXKgoro KOHKpeTHoro pebéHka.

Oo koHua 2016 r. rpydHbIX MMafeHueB, AeTel mraflero Bo3pacta M MnogpoCTKOB, KOTOpPble
BrnepBble 3abonenu HempobnacTomow, neuvnu no ABYM WCCredoBaTeNnbCKMM MPOTOKOMaM.
Mpotokon NB2004 61 paspaboTtaH 4ns nauveHToB U3 rpynnbl HAGNIOAEHUS U U3 rPyMnbl CPEQHENO
pucka. NMpotokon NB 2004-HR 6bin paspaboTtaH ans nauMeHToB M3 rpynmnbl BbICOKOrO pucka.
Oba nccnegoBaTenbCknux NPOTOKOMa B HAcTosILLEee BPEMS 3bIKPbITbl U BEAETCA aHaNU3 AaHHbIX,
Nosy4YeHHbIX U3 3TUX uccnenoBaHuin. Hoeble npoTokonbl oTkpbiBatoTCcA 2022 T.

B HacTtosilee Bpemsi OETU C HEMPOOGNACTOMOW MOTyT NEYUTLCSA MO Nle4eGHOMY perucTpy
AnA nauneHToB ¢ Hempobnactomon ,,NB Register 2016“ (modpobHee cm. Huxe). [etn ¢
peunMamMBoM OonesHu, unu et U3 rpynnbl BbICOKOTO pUCKa, Y KOTOPbLIX FIEYEHNE HE OaBano
Hy>XHOro adpdpekTa, MOryT nedYnTbCa MO MccnegoBaTenbCckum npotokonam dasel I/1l. Camyio
aKkTyanmnbHyl MHMOPMAaUUIO BCerda MOXHO MOMyYUTb B LEHTparnbHbIX MCCneaoBaTenbCKuX
odhucax NpoToKosia B YHNBEPCUTETCKMX KNnHMKax B bepnnHe, B KénbHe 1 B pandceanbae.

9.1. JleuebHbIN peructp NB 2016

C 01.01.2017 r. ona HOBOPOXAEHHbIX, TPYAHbIX MNadeHueB, OeTel Mnagwero Bo3pacTa,
NMOAPOCTKOB (@ Takke AN B3POCIbIX), KOTOpble BnepBble 3abonenun Herpobnactomon (a Takke
raHrnMoHenpobnacTomMom, raHrMMOHEBPOMOW), UMK Y HUX NpousoLlen peuname 6onesHn, pabotaet
neyebHbIN perncTp Ans naumeHToB ¢ Hempobnactomor NB 2016.
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Llenb paGotbl neyebHoOro permcrpa 3akrovaeTcss npexge Bcero B TOM, 4TOObl NMpoaormkarb
cobupaTtb OaHHble O 4YacToTe 3aboneBaHuin, O TOM, KaKk MMEHHO npoTekaeT GonesHb, Kakue
npobnembl M 0oTAANEHHbIE NOCNEACTBMS MOTYT NOSBUTLCA B OyAyLLEM NOCIE NeYeHuns, a Takke, YTo
MOXET YNy4dLLNTb AUarHocTuky. KOHKpeTHoe peLleHmne, kakoe MMEHHO reveHne OyaeT NpoBOANTLCS,
NPUHMMAET Nevalumin Bpad. B npuHATAM 3TOro peLleHnsi oH nomny4aet uHopMaLmIo U NOAAEPXKKY
n3 vccnegoBaTenbckoro oguca nevebHoro peructpa. Korga Bpaum pervcTpupyoT nauueHTta B
neyebHbI PErncTp, 3To He MUCKIOYaeT BO3MOXHOCTU B OyayLiem noryyaTtb NedeHne no HoBOMYy
NPOTOKONY, KOrAa OH Ha4YHET paboTaTsb.

LleHTpanbHbii  opuc nevebHOro pernctpa HaxoauMTCA B YHUBEPCUTETCKOW  KIUHUKE T
KénbH (pykoBoauTenb uccnegoBaHus — npodpeccop, OOKTop MeauuunHbl TopcteH CMMOH).
JononHuTenbHyt0 WHMOPMALMIO U KOHTaKTHble [aHHble WCCrneaoBaTenbCkux OgUCOB MO
HenpobnacTtome B bepnuHe, B Mpandgceanbge n B KEnNbHE MOXHO NONy4nTb 30€Ch.

10. Kakue WaHCbl BbINEYUTLCA OT HEUpPobnacToMbI?

OueHnTb uHAMBMAYaNbHblE LWAaHCbl peb&Hka BblINEYUTbCA OT HEeNpobracTOMbl OYEHb CRIOXHO.
B Kkaxgom KOHKPETHOM crnydae 3TO BO MHOIMOM 3aBUCUT OT TOro, Hackonbko 6omnesHb ycnena
pacnpocTpPaHUTLCA NO OpraHn3My, HAaCKOMbKO arpecCUBHO PacTET OMyxOflb U B KakOM BO3pacTte
3abonen pebéHok. OYeHb XOpOoLUUN MPO2HO3 y AETeN C HenpobnacTomMon Ha cTagum 4S, a Takxe,
Kak npaBuIio, y AeTen C nokanus3oBaHHbIMK onyxonsamu (ctagum 1 n 2). Ux ctatuctuka no 10-
neTHen BbIKMBAEMOCTM MO HEKOTOPbIM rpynnam naumeHToB 3HauduTernbHO Bbiwe 90%. Takke
XOPOLUMI MPOrHO3 y AeTen Mnagwero Bo3pacta ¢ 3 ctagven donesHu (Bo3pacT pebEHka - He
ctapwe 18 mecsueB), ecnu y HUX He Hawnu HebnaronpuaTHble MONEKYNSPHO-reHeTn4Yeckue
ocobeHHOCTM onyxonu. Y geTen Gonee crapliero Bospacta ¢ HenpobracTtoMoin, koTopas gana
mMeTacTasbl (4 cTagusi), WaHCbl BbINe4nMTbCs OT BonesHu coctaensAwT MakcumansHHO 50 %.
MoaTomMy NMpPOrHO3 NMpPoAoIKaeT CYATATbCA AN 3TOW rpynnbl HEBnaronpuSATHbIM, AaXe HeCMOTPSA
Ha To, YTO AeTW nony4atoT ropasgo bonee NHTEHCUBHOE NeYeHune.

Heobxoanmoe 3ameyvaHme: Ha3BaHHbIE NMPOLEHTbI BbI3AOPOBEBLUNX SABNSAOTCA CTaTUCTUYECKUMMI
nokasarensamn. OHM TOYHO M [OOCTOBEPHO OMMWCBLIBAKOT JNUWb COBOKYMHOCTb BCEX AETew,
3aboneBlwmx Herpobrnactomon. CTaTUCTUKA HE MOXET npeackasaTb, Bbl3OOPOBEET KOHKPETHLIN
pebéHok, nnu Het. CnpocuTe y fnevallero Bpada, Kak OH OLlE€HUBAET C TOYKU 3PEHMSI MPOrHO3a TOT
BapuaHT 6one3Hn, KoTopbii Hawnn y Bawero pebGéHka.

HHHHBHHHBHHHE (HAHHHBE HAHH#A#H#E) - Neur obl ast om

€224169/ Neur obl ast om 2021 rus. pdf


https://www.kinderkrebsinfo.de/doi/uid:aa1b3033-091b-4f66-9405-94740b6ec2ef
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3TO MeTun-oa-6eH3nn-ryaHnanH, BeLwecTBo, KOTOPOE Mo CBOEeW
XUMUYECKON CTPYKTYpE MOXOXE Ha KaTexornaMuHbl B OpraHu3me
yerioBeka.

3TO INeYeHne C pagnoakTUBHbLIM NpenapaTtomMm — paanoakTUBHLIN
noq ,meta-moa-6eHsunn-ryaHnamH®. OH coOepXuT BeLLecTBo,
KOTOpOe, KaK MpaBuio, HakanimeawT OMyXOnn CUMMNATUYECKOWN
HEepBHOM cuctembl. T.e. 3TKM oOMyxonu camy NPOU3BOOAT
KatexornamMuHbl (Hanpumep, HerpobnacTombl). [Ansa nedyeHus
BblbMpaeTca Takas [03MpOBKa pPafMOaKTMBHOIO npenapaTa,
YTOObI BELLECTBO HAKammMBanocb B OMyXOnu U Kak Obl M3HYTpU
obnyyano camy onyxosnb 1 TEM CaMbIM paspyLuano eé KneTku.

3TO yBenuyeHue konuyectsa konun oHkoreHa MYCN, To ecTb
TaKoro reHa, KOTopbIv Bbi3biBaeT pak. MHOrokpaTtHoe KonmyecTBo
KOMUI 3TOTO OHKOreHa MOXHO HaWTW, HanpuMep, y HEKOTOPbIX
nauneHToB C TakMMuM opmammu paka Kak Henpobrnacrtoma
unn megynnobnactoma. [loatomy amnnudmkaumus (To ecTb
yBENU4YeHne) ONpedernéHHOro OHKOreHa, Hamnpumep, OHKOreHa
MYCN, cBs3aHO C MosiBNEHMEM W/MNN OanbHENWNM POCTOM
HEeKoTOpbIX opM paka. PakoBble KMeTKWM, B KOTOPbIX
ectb oHkoreH MYCN 4BnsoTca O4YeHb YCTOMYMBLIMK (B
MEeONLMHCKON TEPMUHOMNOMM 3TO HAa3bIBAETCH PE3NCTEHTHBIMM) K
XUMMOTEPANUN 1 NyYEBOW Tepanuu.

ncropua bonesHn

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

cyGecTaHummn  (Genku), koTopble  chopmupyeT  coGCTBEHHAs
WMMYyHHasi cucTeMa oOpraHuamMa Kak 3aluTHYH peakuuio Ha
nonaBlWe B OPraHW3M WHOPOAHbIE YaCTULbl (aHTUrEeHb),
MPULENbHO Hamnpaenss UX NPOTUB NPOHUKLLETO aHTUreHa.

3anporpaMmMupoBaHHas CMepTb KNeTkn. ITo hopma KneTo4HON
CMepTH, KoTopasi 3amnyckaeTcs pasfnMyHbiMU MexaHu3mMamu B
CaMoW KneTke, HanpuMmep, ecnn KrneTka CTapeeT, Unn ecrnv oHa
paspyliaercs (13-3a NpyémMa LUTOCTaTMKOB, 0bryyYeHnsa n T.40.).
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3TO W3MepeHne OCTPOTbl Cryxa C MOMOLLbI0 CheunanbHbIX
reHepaTopoB 3BYKOBOMW YacTOTbl, OHW MNPOU3BOAAT CUrHanbI
pPasnMYHON YacTOTbl C ONPeAenEHHON IPOMKOCTLIHO.

nepecagka CTBOMNOBbIX KIETOK KpoBW, HanpumMmep, nocne
XuMmumortepanmn nnn nyquon Tepanun. MauuneHT nony4yaeTt CcBOU
COBCTBEHHbLIE KNETKU, KOTOpble Yy Hero A0 ne4vyeHua B3dAnn us
KOCTHOIo moa3ra, uin n3 KpoBw.

B3ATME oOpasua TkaHW [ONsS UccneqoBaHus (Mpexae BCero
nog MuKpockornom). MoXKeT BbINOMHATECA KakK MNyHKUMS C
MOMOLLIbIO CMeLManbHOM MONOW Urmbl, UM C NMOMOLLBIO APYrvX
WHCTPYMEHTOB (Hanpumep, LWuMUbl, 30H4 U T.4.), Takke MOXeT
NPOBOANTLCA XMPYPIUYECKUM NMYTEM (C NOMOLLbIO CKanbnens).

npuém npenapaTtoB (LUUTOCTATUKM) B OCODO BbLICOKMX [03aX,
KoTopble OroKMpylT pocT KNeTok. [Mpu pake MX MCMONb3yHoT,
YTOObI YHUYTOXUTb BCE ONyXONneBble KNeTkU. T.K. OQHOBPEMEHHO
B KOCTHOM MO3re paspyLlaeTcsl KpOBETBOpHasa cuctema, cpasy
3a BbICOKOL4O3HOM XMMMOTepanuen npoBOAUTCA Mepecaaka
COOCTBEHHbIX WINU  OOHOPCKMX CTBOMOBbLIX KIETOK KPOBWU
(ayTonorMyHass wnM annoreHHass TpaHCnnaHTaumsi KOCTHOro
MO3ra).

KneTku-npelwecTBEHHNKN BCEX BMOOB KNETOK Kposu. U3
HUX CO3pPeBalOT KpacHble KPOBsHble Tenbla (3pUTpounThI),
benble KpOBsiHble KNeTKM (NevKouMTbl), KPOBSiHble MMacTUHKK
(TpomMBOUWTBLI) M HeKoTOpble ApyrMe BuAbl KNEToK. JToT
npouecc Co3peBaHUs Ha3biBaT TEPMUHOM ,,KPOBETBOPEHUE" NN
,FemMonoas“. PasHble BMAbl KNETOK KPOBWU BblpacTaloT B KOCTHOM
MO3re 1 OTTyAa YaCTUYHO BbIMbIBaOTCH B KPOBb.

eavHuLa HacrnegcTBEHHOCTM B XPOMOCOMax. JTO  y4yacTok
MoneKynbl ge3okcupnboHyknenHoson kucnotbl (AHK), koTopbin
COOepXUT MHopMaLmlo O CTPOEHWM OAHOro OnpeaernéHHOro
Bernka.

3TO reH, KOTOpbIM KOOUPYET KUHA3y aHannacTuyeckon NUMGombI
(Anaplastic Lymphoma Kinase, oTctoga nNpuHSITO COKpalleHune
ALK). ALK, T.e. KnHa3a aHannactu4eckon nMmMdomsl, ABMSETCA
©enkom u3 rpynnbl TMPO3WHKUHA3bl. ATOT 6ernok dopmmpyetcs
B OCHOBHOM B nepuoa 3MOpMOHanNbHOrO pasBuTUS, a Takke
Hegonroe BpeMs nocne poxaeHus. [MpegnonoXuTensHO OH
urpaeT 60nbLUy0 Porb B pa3BUTUKN 1 paboTe HEPBHOWM CUCTEMBI.
C nomoLllblo pas3nuyHbIX MexaHmamoB reH ALK MoXeT cratb
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OHKOTEHOM, KOTOpbIV Mpeapacrioniaraet kK ToMy 4To MosiBrsieTcs
3rloka4ecTBEHHas OMyXorb.

T.€. CBSI3aHHbIN C reHamMu, C HacreaACTBEHHOCTbLIO; BpO)K,D,éHHbIVI

B [AaHHOM KOHTEKCTe: 4acCTb LIeHTparbHOW HEpPBHOW CUCTEMBI
(LUHC), pacnonoxeHHonm B ronoBe. Mo3r HaxoguTcs BHYTpU
yepena v OKpY>kE&H MO3roBol 060M0o4Kkon. FONOBHOM MO3r COCTOUT
13 HEPBHOWN TKaHW.

3TO MyTauusi reHa unmM XpoMOCOMbI, NPU KOTOPOW TepseTcs
reHeTU4yeckMn martepuan. Mcyesatb MOXET OTaeNnbHad OCHOBa
HYKIEMHOBOW KUCNOThbl (TOYevHas MyTauus), y4acTOK OCHOBBI,
UIn Jaxe BCS XpoMocoMma.

3TO [AuarHoctuka, Kotopasd [OaéT CHUMKM (n3obpaxeHue)
BHYTPEHHMX yacTen Tena. K Takum mMeToAam
nuccrnegoBaHWst OpraHuMama  OTHOcATCs, Hanpumep, Y3U u
PeHTreH, KOMMboTepHass Tomorpadus, MarHUTHO-pe3oHaHCHas
ToMOrpadus n cUuHTUrpadus.

B [aHHOM KOHTEKCTe: pasBuTue U3 Hespenbix Knetok/
He3penblX TKaHeW B 3penble  CTPYKTYpbl, Yy KOTOPbIX
€CTb crneuvanuanpoBaHHble 3agadyn/pyHkumm. 3T0 pasBuTue
(cospeBaHwue) npoTekaeT No 3a4aHHOW reHEeTUYECKOW Cxeme.

BBeJEeHMe XWAOKOCTU B opraHu3M 4venoseka. Kak mpaBumio, 3710
AnNuTenbHOe BBeAEHUe Yepes LeHTpanbHbli BEHO3HbIN KaTeTep.
Bo BpemMs MHTEHCMBHOM Tepanuu ¢ NOMOLLbI0 MHAY3UN BBOOAT,
Hanpumep, BoAy, 3NeKTponuTbl, 6enkn n/mnm MegukaMmeHTbl.

KOHTPONMpYyeMbIE KITMHNYECKME UCCneqoBaHus. VIx uenb - nevmTb
nauneHToB MO MnocrneaHuMm paspaboTkamMm W OAHOBPEMEHHO
noBbIWaTh 3(pdHEKTUBHOCTL TepaneBTUYECKUX BO3MOXHOCTEN.
Mpy 3TOM ONTMMM3ALUMA NEYEHUS 3aKS4YaeTCa He TOMbKo B
ynyylWeHnn/yBeNMYEHUN LWAHCOB Ha BbI3AOPOBIIEHNE, HO U B
TOM, 4TOGbI OrpaHnyYMBaTh NOHGOYHBIE OCNOXHEHUS M OTAANEHHbIE
nocreacTBusi, BO3HMKaKOLWMNe n3-3a NevYeHus.

3TUM cobupaTtenbHbiM TEPMWHOM Ha3blBalOT OnpeaenéHHble
BewectBa B opraHuaMe — gdodaMmuH, agpeHanuH U
HopagpeHanuH. OHu ABnATCA MeguaTopamu (ropmMoHamm)
CYMMaTUYECKON HEPBHOW CUCTEMBI 1 OKa3bIBaloT BO3bykaatoLlee
AeNCTBUE Ha CcepaedHO-COCyaMCTyo cucTtemy (MOBblaT
YacTOTy CepaedyHoro puTMa W apTepuanbHoe [AasrneHue).
KatexonamuHbl 06pasyloTcs B HaAMoOYeyHMKax U B HEPBHON
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cucteme. bbiBatoT MCKYCCTBEHHbIE KaTexoflaMWHbl, KOTOpble
NMPUMEHAIOTCA KaK NeKapcCTBO.

camas mManeHbkasi eduMHULA CTPOEHUS U XKU3HELEeATEeNbHOCTU
XMBbIX OpraHu3MOB, Y KOTOPOW €CTb COOCTBEHHbIi OBMeH
BELLECTB, CNOCOOHOCTb OTBEYaTb Ha BHELUHWE pasgpaxuTen,
CMOCOBHOCTE K HEMPOW3BOMIbHOMY  ABWXKEHWIO  Mblwl  W©
pasMHOXeHUIo. Kaxxgasa kneTka CoCTOMT U3 siapa M KIeTOYHOoro
Tena (uuTonnasmbl), a CHapyXu NOKpbITa KNETOYHON MeMBpaHOMN.

mMeToa AMarHOCTUKM MO CHUMKaM, B KOTOPOM WUCNONb3YyHTCA
PEHTFEHOBCKUE Ny4M U KOMMbIOTEPbI A1 TOCNOWHOMO NONy4YeHust
n3obpaxeHnn yactem Tena (TpEXmepHoe un3obpaxeHue,
ronepeyHbI NN NPOAONbHbLIA cpes Tena)

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

MECTO KPOBETBOPEHMWS; MArkas rybuyatasd TKaHb C CUIIbHbIM
KpOBOCHabXeHWeM, 3anofHAeT BHYTPEHHWE MONOCTU MHOrMX
KocTel (Hanpumep, B MO3BOHKAax, KOCTAX Tasa, ©GegpeHHbIX
KocTsx, pébpax, rpyouHe, nonaTtkax u B knouunue). B kocTHOM
MO3re U3 KNeToK-NpeaLlecTBEeHHUKOB (CTBOMOBbIE KMETKN KPOBH)
BblpacTaloT Bce POpPMbl KNETOK KPOBMU.

cobupatenbHbI TEPMUH, KOTOPbLIN 0BO03HA4YaeT COBOKYMHOCTb
nmdaTnyYecKMx CoCyaoB, CTBOMOB, Y3I10B, TKaHen (MMMAounThbI
B COEOUHUTENbHbIX TKaHAX, CNN3NCTbIX obonoykax, xenesax) u
numdongHble opraHbl (CeneséHka, MUHAANMHbI, KOCTHbIA MO3T,
BMNOYKOBAs xenesa).

HebonblUMe opraHbl OKPYINoW WM OBanbHOW (hOpMbl, KOTOpble
OTHOCATCS K UMMYHHOW cucTeme opraHuama. OHW HaxogaTcs B
pasHbIX YacTsx Tena n paboTatT UNLTPOM ANIS XKUOKOCTU B
TKaHAX (NMMMdbI) B ONPEeAENEHHON YacTh opraHnama. B Hux xmeyT
KNETKN UMMYHHOW CUCTEMBI.

A03a WOHU3MPYOLLEero usnyyeHus (paguvaumsi), KOTOPOMY
YyernoBek MoggBepraeTcs OT  MNPUMPOAHBIX  (€CTEeCTBEHHbIX)
WUCTOYHWKOB  W3MYyYEeHWUs,, WM OT MWCTOYHUKOB U3MyYeHus,
CO30aHHbIX UmMBUNu3aumen (TEXHOreHHbIX)
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nyyeBasi Tepanus

MarHMTHO-pe3oHaHCHadA

MeTacTasbl

MUKpPOCKON

MO3rosoe BeLlleCTBO

Hagno4ye4yHnKoB

MOneKynapHaa reHeTuka

MOJEKYNSPHO-TEHETNYECKMIA

Mo4a

HevipobnacTtoma (kpaTkasi uHdopmMaLms)

KOHTPONUpyeMoe NpUMeHeHVE UOHWU3UPYIOLLIEro U3NyYeHus ans
neYeHns 3rnokavecTBeHHbIX 3aboneBaHuin

MarHWTHO-pe3oHaHcHasi ToMmorpadus - MeTof AWarHoCTUKM No
cHUMKam. OYeHb TOYHbIN METoA UCCreAoBaHNA Ans NonyyYeHust
n300bpaxeHUss BHYTPEHHUX TKaHeW M OpraHoB, B KOTOPOM
He ucnonb3yetcst nanyveHve. C MOMOLLLIO MarHUTHbIX Monen
ckaHupytoT Teno. MonyyYeHHbIe CHUMKM OYEHb XOPOLLIO NOMOraroT
OLEHUTb COCTOSIHUE OPraHOB M NPOU30LLEALLNE B HUX UBMEHEHMS.

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

npubop, C ero NOMOLLbIO B YBEMWYEHHOM BMAE MOXHO YBUOETb
0ObEKTbI UK onpefenéHHble CTPYKTYpbl OObEKTOB, HEBUAMMbBIE
YenoBeyeckoMy rnasy

3TO TKaHb HaAMNOYEYHUKOB, KOTOpasi COCTOMT M3 pPasfM4HbIX
HEpPBHbIX BOSTOKOH U HEPBHbIX KIETOK, NPexae BCero, U3 KNeTok
CYMMATUYECKON (aBTOHOMHOWN) HEPBHOW CUCTEMBbI.

obnacTb reHeTvkn n Guomnornm, KoTopas usyyaer Yy KNeToK Ha
MOINEKYNAPHOM YPOBHE UX HACNEACTBEHHOCTb, CTPOEHNe, 0bMeH
BelLecTB, AMddepeHUMPOBKY 1 B3anMOgeNCTBME APYT C APYIOM.
AHanuanpyertcs HacneacTBeHHas MHOPMaLUUsA B HYKIMENHOBbLIX
kncnotax (OHK u PHK); a Takke, kak 3aTa HacnegcTBeHHasi
WHpopmauns obpabaTtbiBaeTcs B npouecce cuHTesa benka u
perynsaummn reHHow akTUBHOCTM.

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.

XMOKOCTb B OpraHu3mMe, Kotopasi MpoxoauT UnbTP Yepes NoYku
W BbloensieTca M3 opraHuMamMa no mouveBbiM nyTam. OHa, B
YacTHOCTU, perynupyeT 6anaHc Boabl, SMEKTPONUTOB U KUCMOTHO-
LenoyHon 6anaHc. Kpome aToro BMecte ¢ MOYOM 13 opraHuama
BbIBOAUTCS M3OLITOK pasHbIX BELLECTB, KaK, Hanpumep, NPOoAYKTbI
pacnaga npu obmeHe BeLLeCTB W MeaukameHTbl. B aHanuse
MOYM MOXHO YBUAETb NPU3HaKN HapyLLUeHWsi paboTbl BHYTPEHHMX
opraHos.

cTpaHuua 25



MyTauus

Hapy>XHbI OCMOTP

Heunpocneundundeckas
3Honasa

HepPBHbIE KIEeTKU

obny4yeHue

onepabenbHOCTb

HevipobnacTtoma (kpaTkasi uHdopmMaLms)

M3MEHEeHWEe  TeHeTMYecKoro/HacrneACTBEeHHOrO  MaTtepuana.
MoxeT Bo3HMKaTb 6€3 BUAMMbIX BHELLUHUX MPUYMH (CMOHTaHHas
MyTauusl), Unu Nof BO3AENCTBMEM BHELUHWUX MPWUYMH, FMaBHbIM
obpa3om noa BO3OECTBMEM MyTareHoB (MHOYLMpPOBaHHas
myTaums). Ecnu  mMyTauusi BO3HMKaeT B KreTkax Tena
(comaTtunyeckux Knetkax), roBOpPSAT O COMaTUYECKOM MyTaLuu.
A ecnu MyTauusi BO3HMKAeT B MOMOBbIX KneTkax, eé
Ha3blBalOT reHepaTuBHOM MyTaumei. ComaTuyeckue MyTauuu
He HacregylTcs, B TO Bpemsl Kak reHepaTuBHble MyTauuu
MOryT MoBfedyb 3a coOON HapylleHuss B HocuTene reHa,
nepenatoimecss no Hacreactsy. B 3aBucumMocTu oT macluTaba
Npou3oLIeaX W3MEHEHUA (CKOMbKO TEeHOB 3aTPoOHYTO —
OOVH WM HECKOSbKO, KaKoW pa3mep W3MEHEHHOro y4yacTka
XPOMOCOMBI, UM XPOMOCOMa M3MEHEHA MOMHOCTbIO) pasnuyaroT
TOYEeYHble MyTauuum W OroYHble MyTauuu, TakkKe rOBOPSAT O
KONMYECTBEHHBIX U CTPYKTYPHbIX XPOMOCOMHbBIX abeppaLusix.

3TO BaXKHbI 3MEMEHT AMarHoCTUYECKOro uccregosBaHus. Bpau
NMpOCnylWMBaeT ONpedenéHHble opraHbl W OLWYMNbiBAaeT UX
(nanbnauus), npoBepsieT onpeaenéHHble pedunekcbl, YToObI
OUEeHUTbL BUA 3aboneBaHWs WM TMOMYYUTb TMOKa3aHWs, Kak
3aboneBaHune NpoTeKaer.

3TO 3H3MM B OOMEHEe BELLECTB [TH0KO3bl, KOTOPbLIA BCTpeYaeTcs,
HanpvMep, B HEPBHbIX KMeTkax Mo3ra u nepudepuyeckmx
HEepPBHbIX TKaHeN. [NoBbILWEHHbIM YPOBEHb HEMpOCcneunduyeckon
3HOMasbl MOXeT yKasblBaTb Ha onpeaenéHHble OHKOMNornyeckue
3aboneBaHus (Hanpumep, HempobnacTomy).

3TO 3M1EMEHTbI HEPBHON CUCTEMBbI XXMBbIX CYLLIECTB BbICLLErO TVNa,
KOTOpble B OCHOBHOM OTBEYalT 3a nepegady MHgopmauun B
opraHvMame (OHM MPUHMMAOT curHarnbl, nepepabaTbiBalOT UX U
nepegatoT ganbse). X oTpOCTKM U CUHAMChI (3TO 30HA KOHTaKTa
MeXxay OTpoCcTKamu) o6pa3yloT HEPBHYO CETb, KOTOpas Aarblue
nepenaéT BaXHble CUrHarnbl, U NOAABNSAET HEBAXHbIE CUrHAnbI.

KOHTpOInnpyemoe npuMeHeHne NoHn3npyruwlero nanyyeHnd onad
neyeHns 3roKkavyecTBeHHbIX 3aboneBaHni

COCTOsIHME nauuneHTa u 3aboneBaHns, KOraa MOXHO BbINOMHUTb
onepauuto. byayT nn onepupoBaTtb NauueHTa, 3aBUCUT OT TOrO,
B KaKOM KMMHMYECKOM COCTOSIHAM OH Haxoautcsa. A Takke OT
TOro, SIBMSIETCSA N onepauusi B KOHKPETHOW CcUTyaumu Tem
afeKkBaTHbIM METOAOM Jle4YeHUs, KOTOPbIA MNPUBEAET K uenwu
(mokasanwus k onepaumm). OnepabenbHOCTb OMYXONW 3aBUCUT B
TOM 4YuCre OT TOro, B KaKkOM KOHKPETHO MecTe B OpraHu3me
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onepauuna

onyxorneBble MapKkepbl

onyxonu LHC

nepBunYHan onyxosb

NO3NTPOHHO-3MUCCUOHHAS
TOoMorpagus

NpOrHo3

HevipobnacTtoma (kpaTkasi uHdopmMaLms)

OHa HaxoOuTCs U Kak OHa pacTéT. PelueHne o ToM, siBnisieTcs
N1 onyxornb onepabensHOi, OCTaéTca 3a XUPYProM, KOTOPbIN
nocne obcyxaeHusi ¢ ApyrvMMu feYallymMn BpadyaMu B3BeLLUMBaeT
M yunTbiBaeT MHorve dpaktopbl. CerogHs AnNs Bbl3OOPOBMEHMUS
nauveHTa He MpoBOASAT oOnepauuun, KoTopble MpUBOASAT K
WHBaNWAOHOCTW, eCNK eCTb ApYyrue opMbl NeveHus.

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

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

3TO OMyxofb LEHTpanbHOW HepBHOW cucTeMbl. [lepBuUYHbIE
onyxonun LUHC — 310 cénnaHbie onyxonn, KOTopble BO3HUKN B
TKaHsX MO3ra U CrnHHOro mMo3sra. BropunyHele onyxonu LUHC — ato
MeTacTasbl, KOTOPbIE PACXOAATCS OT OMNyXosiei B ApyrMx opraHax
N TKaHSX.

onyxonb, KOTOpad nodaBunachb HepBOVI. OHa MoXeT cTaTb
WCTOYHMKOM MEeTacTa30B.

OTHOCUTCA K MeTodgaM uccrnegoBaHunda no CHMMKam B Fl,EI,GpHOI?I
meanuuHe. lNocne BBegeHus pPaanoakTMBHOIO npenapara MOXHO
nony4ynTe CHUMKKM npouecca obmeHa BellecTB B Tene, ero
OTAEJIbHbIX HacCTAX UK OpraHax.

oXngaemoe TeyeHune GonesHu, npeackasaHue BEpPOSTHOCTU eé
n3neYyeHust/LLaHChl Ha BbI3AOPOBIEHNE.
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NporHocTnyeckmne aktTopbl

NYHKUNA KOCTHOINo Mo3ra

peHTreH

cnMnaTn4deckas HepBHadA
cncrtema

cUMNaTUYEeCKUn CTBOI

CUMIMTOM

cungpom NopHepa

conuaHast onyxorb

HevipobnacTtoma (kpaTkasi uHdopmMaLms)

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

3TO Takas npoueaypa, korga obpasel, TKaHW KOCTHOrO Mo3ra
BepyT Ans nccnegosBaHWs U CMOTPAT, €CTb NI Tam OMyxorneBble
knetku. lNMyHKUmMA (T.e. Mpokon) genaetcs cneumanbHON TOHKOMW
nonon urnon. XXMakum KOCTHbIA MO3r HabupaeTca B LNpuTL
nmbo u3 KOCTU Ta3a (Bpayu roBOpAT O MOAB3AOLLHOW KOCTW),
nmbéo wn3 rpygHonM KocTu (Bpaun roeBopsaT o rpyauHe). Oetam
bonee craplero Bo3pacTa nepeq NyHKUMEN AenatT MECTHYIo
aHecTesno, TO ecTb 06e3bonmBaloT TO MecTo, oTkyda Oyayt
OpaTb KOCTHbIN MO3F; WHOrAa AOOMOMHUTENbHO AaloT NErkun
yCMOKOUTENMbHbIN npenapar (Bpayu roBOpAT B 3TOM criyyae o
cegaumn). [leTam mnagLwero Bo3pacta B HEKOTOPbIX CUTyaLMSX
MOXeT NoTpeboBaTbCs KpaTKOBPEMEHHbLIN HAPKO3.

MEeTo4 OWarHOCTUKM MO CHUMKaMm, B KOTOPOM WCMONb3YHTCSH
PEeHTreHOBCKUe ydn AN nonyveHns nsobpaxeHunii opraHos nnum
onpeaenéHHbIX YacTen OpraHos.

3TO OfHa W3 YacTel BeretaTUBHOW (aBTOHOMHOW) HepBHOW
cuctembl. [lpyrom 4acTblo SBRSieTCA  nNapacumnatuyeckas
HepBHas cuctema. Jliobasi cTpeccoBas cutyauust U cutyauusi
NPUHYXOEHUS aKTUBU3MPYET CUMMATUYECKYIO HEPBHYIO CUCTEMY.
MN3-3a e€ BO30YyXAEHUS NOBLILAETCA apTepuanbHoe AaBrieHue,
yyallaeTtcs cepauebueHve n abixaHue, paclunpsitoTCs 3padku u
yBenuumsaeTcs BblgerneHne nota. OQHOBPEMEHHO TOPMO3UTCH
paboTa xenygka u KULWEYHUKa U yMEHbLUAETCS AeATeNnbHOCTb X
xenes.

3TO Uernb HEPBHbIX Y3MOB CUMMaTUYECKON HEPBHOW CUCTEMBbI,
KOoTOpas HaxoAuTCs € ABYX CTOPOH BAOMb BCEro NMO3BOHOYHMKA.
CumnaTtnyeckas HepBHasi cMCTEMa SIBMSIETCA OAQHOW M3 YacTen
aBTOHOMHOW HEPBHOW CUCTEMBI.

npu3sHak 6onesHn, kak bonesHb NposiBNseTCs

0603Ha4YaeT KOMOMHaUMIO pasHbIX CUMMNTOMOB C npobnemamwu
Ha rnasax, korga no pasHbIM NpUYMHAM NPOUCXOAMT Mapanuy
rmasHblXx Mbiwd. Hanpumep, rnasHoe £6noko 3anagaet
(3TOT CcMMNTOM HasbiBaeTcd 3HoMTanbM), 3payoK CyKaeTcsd
OOHOCTOPOHHE (3TOT CUMMNTOM Ha3bIBAETCH MUO3) U BEPXHEE BEKO
onyckaeTcs (3TOT CUMNTOM Ha3blBaeTCS MTO3).

YNNOTHEHHBIN (CONUAHBIN) POCT TKaHN COBCTBEHHOIO OpraHu3ma,
KOTOpbIN UMeET onpeaenéHHyto fokanusauuio (T.e. 3aTparmeaioT
ogHO MecTo Tena). Conupas onyxorb MOXET pactu B fobom
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conpoBsoguTernbHaa Tepanua

cumHTurpadumsa ¢ MIBG

TpenaHobuoncus

ynbTpasBykoBoe

heoxpomouuToma

HevipobnacTtoma (kpaTkasi uHdopmMaLms)

BHYTPEHHEM OpraHe, OHa MOXeT OblTb A0OpPOKa4YeCTBEHHOW
W 3rOKa4YeCTBEHHOW; HO TOSMbKO 3/IOKA4YEeCTBEHHbIE W3 HUX
OTHOCSITCS K OHKONOrM4Yecknm 3aboneBaHusim.

3TO JOMNOMHUTENbHOE nevYeHne ang npodunakTukn, obnerdyeHus
UNM ycTpaHeHWs NoBOoYHbIX 3¢eKTOB/OCNOXHEHUI, KOTOpOe
npoBOaUTCA B [OMOMHEHME K OCHOBHOW Tepanuu. Ero uenb —
YRyyLlWnTb ,Ka4eCTBO XN3HN" NaLNEHTOB.

METOA AMarHoCTMKM MO CHMMKaM 13 obnactm sagepHoun
MeauUMHbI. MaumeHTy BBOAAT MeYeHbI paguMoakTUBHBIN Mog —
mMeTa-noa-6eHsnn-ryaHmgnH. 3Ty MarHOCTUKY NPOBOAAT, YTOObI
obcregoBatb ONyXONW CUMMNATUYECKON HEpPBHOW CUCTEMbl. Y
AeTen 1 NogpocTKOB — 3TO B NEPBYIO ovepenb HenpobnacToMmbl,
deoxpoMoumuTOoMbl M KX MeTacTasbl. PactBop MIBG (meta-
noa-6eHsnn-ryaHnanH) CooepXXuT BeLLecTBO, KOTOpoe Mo CBOeW
CTPYKTYpEe OYeHb MOXOXEe Ha KaTexonamuHbl B OpraHu3ame
yenoseka. [loaTOMy OHO HauMHaeT cKannuBaTbCsd B TeX
ONyXxonsix, KOTOpble MpPOU3BOAAT KaTexonamuHbl. Tak Kak
B pacTBope Takke eCcTb cnabo paguoakTMBHbIN Wogd, TO
nonagas K Knetkam orfyxornu, OH Ha4YvHaeT nogasaTb CuUrHansbl.
CneumnanbHas kamepa PUKCUPYET 3TV CUTHarbl U AenaeT CHUMKW.

B3sTME o0Opasua KOCTHOrO Mo3ra And WUCCnedoBaHus ero
knetok. C nomowblo Gonee TONCTOW MOMOW WUMMbl C pe3bboi
M3 KOCTU M3BIEKAKT NPUMEPHO [BYXCaHTMMETPOBLIN 06paseL
uunuHapuyeckon opmbl (,CTONOMK® KOCTHOM TKaHW BMeCTe
C KOCTHbIM MO3rom). JTO uccregoBaHMe Bcerga npoBoguTCs
nog Hapko3oM. TpenaHoOGMOMNCKUsi KOCTHOrO Mo3ra MOXET
npoBOOUTLCA B [LOMOSMIHEHWE WM BMECTO MYHKUMW KOCTHOTO
Mo3ra, ecnv Konm4ectso obpasua TKaHM HeJoCTaTouHO Ans ero
MOMHOro MccrnefoBaHus. Takke, Kak M Npu MyHKUUU KOCTHOTO
Mo3ra, TpenaHobMONCuio BbIMOMHAIOT M3 Ta30BOW KOCTU. T.K.
TaM KOCTHbI MO3r OTAENEH OT KOXW OTHOCUTENIbHO TOHKUM
KOCTHbIM CrioeM, NMo3ToMy MaTtepuan MoxHO BpaTb 6e3 kakoro-
nn6o 6onbLIOro pucka.

uccnegosaHve. Metog AMarHOCTMKM NO CHUMKaM, MpU KOTOPOM
3BYKOBblE BOIHblI MPOHMKAOT B OpraHu3aM u4epe3 koxy. Ha
rpaHvle TKaHeM W OpraHoB OHW OTpaXxarTcs, WHdopmauus
obpabaTbiBaeTCst KOMMNBIOTEPOM U NEPEBOANTCS B M30OpaXeHue.

JoctatodHo pepkad onyxonb. [MpumepHoB 10 % cnyyasax
OHa 4BNSETCS 3MnokayecTBeHHOW. B OCHOBHOM BCTpevaeTcsa B
Hagno4yeYyHuKax, pexe - B obnactm cMMnaTU4ecKoro HepBHOMO
ctBona. Yacto cBsizaHa C HacnegcTBEHHbIMUM  CUHAPOMaMW,
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XnMmumortepanumda

XPOMOCOMBI

LUUTOCTaTUK

9KXMMO3 BEKa
ANEeKTpoKapanorpamMmma

3ANEeKTPOMarHUTHbIN

3MOpPUOHanNbHbLIN

9XOoKapaunorpamma

HevipobnacTtoma (kpaTkasi uHdopmMaLms)

Kak, HamnpvMep, MHOXeCTBEHHas 9HOOKPMHHAas Heonnasws,
HerpodmnbpomaTtos nnu cuHgpom Mnnens-Jlangay.

B [OaHHOM  KOHTEKCTe: WCMONb30BaHMe  MeOuKaMeHTOB
(xvmuonpenapatbl, UUTOCTaTUKWM), KOTOPble crneumdunyeckm
NpPenaTCTBYIOT POCTY ONyXONeBbIX KIETOK B OpPraHn3me.

HOCUTENW HacneacTBEHHOro Marepuana, T.e. FeHeTU4eckomn
WHoOpMaLMM  KNETKN.  XPOMOCOMbI  SBASIIOTCS  4acTbio
Aagpa  KNeTkn, KOTopble  COCTOAT — Mpexae Bcero U3
AesokcupuboHyknenmHoson kucrnotbl (OHK) u 6GenkoB (Tak
HasblBaemble TUCTOHbI). VX CTpoeHne M KOnmu4yecTBO 3aBUCHAT
OT cneundukm Buaa xmBoro opraHusama. OpraHnsm 4venoseka
cogepxut 46 xpomocom (23 napsl).

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

06LIMPHbIV KPOBOMOATEK/KPOBOU3NUSIHME B 06MacTu Beka
MeToq ANarHOCTUKN 3NEKTPUYECKUX UMIMYIIbCOB cepaua.

3MEKTPOMAarHMTHOE M3nydeHue (MNn 3MeKTPOMarHUTHbIe BOJTHbI)
COCTOUT U3 B3aUMOZEMNCTBYIOLLMX APYr C APYrOM 3NeKTPUYECKUX
W MarHUTHbIX nonen. MpumMepom 3NeKTPOMarHUTHOIO U3NyYeHust
ABNAIOTCA PEHTTeHOBCKOE W3MyyeHue U ramma-uanydyeHve, a
TakkKe pagnoBOSiHbI, MHDpaKpacHOe U3NyYeHne U CBET.

T.e. TaKoW, KOTOPbIN HaxoAWUTCH B paHHEeW CcTaguu pasButus,
He3penbIn

MEeTod [OMarHocTUKM AOns  usyydeHus paboTbl cepaua, T.e.
pacronoXeHUs1 CEepAeYHbIX KramnaHoB, TOMWWUHY CcepaeyHomn
MbILLLbI, NAPaMETPOB ,BblTarlkKMBaeMoro" NoToka KpoBu, U T.4.

cTpaHuua 30
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