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HexoaxknHckme numdomsl (HXJ1) —
(kpaTkas nHdopmauyus)

1.

Y10 Takoe HeXOoaXKKMHCKMe nmumdpombl?

HexomkkuHckme numdombl (y cneunanuctoB NpUHATO Ans 6onesHn cokpaweHue HXIN) - ato
pak numdaTnyeckon CUCTEMbI [CM. SlumMgbamuyeckass cucmema). AToT Bug nMMEGOM OTHOCUTCS
K 3rMokavyecTBeHHbIM siuMmgpomam. TepMunH ,3nokadecTBeHHasd numdgoma“ gocrnosHo obosHavaet
,3MOKAYEeCTBEHHOE yBenuyeHve nuMmdarmdeckux ysnos®. Cneumanuctbl OObEOUHAT B 3TOM
TepMuHe OBOnMbLUYK rpynny OHKonormdecknx sabonesaHuwi. Bce OHM HaumHalOTCs B K/1emkax
nMMdaTUYecKon CUCTEMbI Y UX OCHOBHOM CUMMNTOM - YBENMYEHUE NMMEATUYECKUX Y3MNOB (TO eCTb
numdoma).

Bce 3nokavecTBeHHble nNUMOMbI AeNATCS Ha ABa [MaBHbIX Tuna: Jumgpoma XodxKuHa
(Ha3BaHa No nMmeHu Bpaya 1 natonora Tomaca XomKK1Ha) U HeXomxkuHckme numdomsl (HXIT).
HasBaHune ,HexomXkuHckne nNUMAOMBbI® 03Ha4YaeT TOMbKO TO, YTO 3TOT TUM NUMAOMbI He
aBnseTcs 6onesHblo XomkkMHa. Tun NMMAOMbI MOXHO onpegenvTb TONbKO nocne aHanusa
NOPaXKEHHOM TKaHW.

HexomkknHckmMe numdombl NOABMAAIOTCS, KOr4a HauyMHaloT MyTUPOBaTb, TO €CTb 31T0Ka4eCTBEHHO
N3MeHATbCS, Jumgboyumbl. JlumdoumnTel - 3TO rpynna 6enbix KNeTok KpoBW, B OCHOBHOM OHM
HaxXo4ATCH B KPOBM U B NuMdaTU4eckon TkaHu. B Halwem opraHmame Besge ectb NnumdaTtnyeckast
TKaHb, MO3TOMY HEXOMXKUHCKME NUMEOMbI MOryT Bblpactatb B fnobom mecte. Yawe Bcero
3TOT BMA NUMAOM BbipacTeT B numdoyanax [numgpamuyeckue y3nbll. HoO oHU Takke moryT
NOSBMAATHCS B OPYTUX NMMMONOHBIX TKAHSAX 1 B MMMEONOHBIX OpraHax (310 MoryT ObITb, Hanpuvep,
ceneséHka, TUMYC [8U/I0YKOBas XKefesal, MUHOAnNuHbLl U auMgamudeckue (nedeposnbi) brswKu
TOHKOTO KULLIEYHMKA).

B peokunx cnydasax HXJ1 octaioTca B ogHOM onpedenéHHOM MecTe opraHusma. Yaue Bcero
HEXOMKKMHCKME NMMEOMbI NOKMOAT TO MECTO, T4e OHWU BbIPOCIN, W PacxodsaTcd No Apyrum
opraHam u TKaHaM. Hanpumep, OHM MOryT YWTU B KOCMHbIU MO32, B NeYeHb U B LIEHTParbHYHO
HepBHyto cuctemy [LJHC]. UMeHHO No3ToMy cneLmanucTbl Ha3bliBalOT IMMAOMBI - TOYHO TaKXKe, Kak
N 51eliKo3bl - CACTEMHBIMY 3N10Ka4eCTBEHHLIMM 3aboneBaHnsaMn. To ecTb 3T GonesHn nopaxarT
BECb OPraHmn3M, a He OOHyY ero CTpykTypy. o MHOrMM Ka4yecTBam HEXOMXKKUHCKME NTMMOMbI UMEHT
MHOro obLero ¢ ocTpbiMy nMMdobnactHeiMu nenkosamm (OJ1J1).

Y fneten n nogpocTkoB noyvtu Bce HXJT UMEeoT BbICOKYIO CTEMEeHb 3NoKavyeCcTBEHHOCTU (B MeanLnHe
NCnonb3yeTcsl TEPMUH ,BbICOKOManuUrHmanpoBaHHble HXJ1“). OTo 3HAUMT, YTO OHM OYEHb BLICTPO
pacxogaTca no Bcemy opraHusMmy. M3-3a 9TOro nosiBnstOTCH, HOBble TsXEnble 3aboneBaHus.
Ecnn HexomXkuMHckme numMdoMbl He NneynTb, To OonesHb cmepTenbHa. HXJT Hu3kow crenexu
3M0Ka4YeCTBEHHOCTU 4acTo ObIBAOT Y B3POCNbIX (HM3Kasa CTeneHb 3r0Ka4eCTBEHHOCTb O3HAYaeT,
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4YTO OMyXOoSib MeAJIEHHO PacTET B opraHuame). Ho y geter n nogpocTKOB 3Ta hopma paka noyTtu
He BCTpeyvaeTcs.

Kak 4yacTo y AeTten BCTpevyaroTCcAa HEXOQKKUHCKUE

numdgombI?

3.

B 'epmaHum no gaHHbIM getckoro pakosoro pernctpa (Deutsches Kinderkrebsregister, pabotaet
B I. MaliHL) HEXOMKKUHCKMMU NuMdoomMamMm exxerogHo 3abonesaeT okono 145 geter n nogpoCcTKoB
B Bo3pacTn go 18 net (HoBble cnydvau). VI3 Bcex BMAoB paka y geten u nogpoctkos HXI
COCTaBMAKT MpumepHO okomno 6,4%. Takke cioga OTHOCATCHA neriko3bl U3 3penbix B-knetok
(numdbombl BépkuTa), KoTOpble nevaT To4YHO Takke, kKak 1 HXJ1. Takux nauyneHtoB okono 0,5%, To
eCTb npumepHo 10-11 HOBbIX Crnyyaes B roA.

HXJT moryT nosiBuTtbcA B ntobom BospacTte. Ho valle GonewT AeTn ctaplie YeTbIpeEx NeT. Y geten
MnagLe Tpéx neT 6onesHb bbiBaeT kpaiHe peako. Mankumku GoneroT NPMMEpPHO B Ba pa3a Yallle,
yeM geBoyku. Ho cooTHolleHne 3aboreBaeMoCTM Y MYXXCKOTO WM JKEHCKOro roria OYeHb CUSbHO
MOXET OTNMYaTbCH B 3aBUCMMOCTM OT TOTO, KaKOM KOHKPETHON (POPMOIA HEXOKKUHCKMX NUMAOM
3abonen pebeHok.

Mouyemy goeTn 3aboneBalOT HEXOMKKMHCKUMM

numcdomamn?

HWKTO TOYHO He 3HaeT, noyeMy OeTV 3aboneBalT HEXOMKKMHCKMMU numdomamu. Mbl 3Haem,
4yTO OONEe3Hb HauMHaEeTCs, Korga HadMHaKT MyTUPOBATb, TO €CTb 3M0KAYECTBEHHO U3MEHATLCS,
numgoyumbl. OQHOBPEMEHHO BMECTE C MyTauMen HauMHaTCA WU3MEHEHWUsT B FEHETUYECKOM
mMatepuane Knetku. Ho vaie Bcero octaérca HEMOHATHBbIM, NMOYEMY MPOU3OLLNIM FeHeTUYECKne
[eeHemuueckuli] n3aMeHeHUs, U NOYEMY OOHU OETU C TakuMK U3MeHeHnsMn 3abonenu, a gpyrue
- HeT. Ha cerogHsIlWHWA [eHb cneuuanucTbl CYMTaKT, 4YTO AeTu 3aboneBaloT Torda, Korga
OOHOBPEMEHHO COBMaNnun HECKOSMbKO pasHbIX (haKTOPOB pucKa.

N3BecTHO, 4TO y AeTen U NOAPOCTKOB C ONpeaenéHHbIMU BPOXAEHHBIMM BONE3HAMU MMMYHHON
CUCTEMBI [CM. UMMyHHasi cucmema) (Hanpumep, cuHOpom Buckomma-Ondpuda wnn CuHOPOM
Jlyu-Bap), vnn y geten ¢ NpmobpeTéHHbIMN MMMyHogeduuuTamn [cM. deghekmbl uMMyHUMemal)
(ranpumep, mns-3a BMY-nHdekunn) ecTb BbiCOKas NpeapacronoXeHHOCTb 3aboneTb 0gHOW K3
HOPM HEXOKKMHCKMX NUMEOM. ITa NpeapacnonoXeHHOCTb Takke eCTb y TeX AeTeNn, ¥ KOTOPbIX
Aonroe Bpems NogaBnsloT UX COBCTBEHHbIN UMMYHUTET (Hampumep, BO BPeMs fieYyeHus nocne
TpaHcnnaHTauun [mpaHcnnaHmauyusi] Kakoro-To opraHa).

Kpome TOro HekoTopble 8upycbl, paduayusi, onpefenéHHble XuMudeckne BellecTBa W
MeauKamMeHTbl MoryT npoBouupoBaTth noseneHne HXJ1. OgHako y GonblUMHCTBA AETEN TaK U He
yOaETCSA HAaNTW TOYHYO NPUYMHY 6onesHu.
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Kakue 6bIBalOT CMMNTOMbI O0ONne3Hn?

BbICOKO3MOKa4YeCTBEHHbIE arpeccuBHbIE  HEXOMkKKMHCKMe numdombl  (HXJT) wms3-3a  cBoero
CTPEMUTENBHOIO pocTa ObICTPO CTAHOBATCA paspacTallmMncsa onyxonsmu [onyxosns]. Nx nubo
BUAOHO, MO0 OMNyxosnb BbipacTaeT B TakOM MECTe OpraHusma, Korga nosiBrstTCa onpeaenéHHble
CMMNTOMbI 6OMNe3HN.

Yawe Bcero nepsbiM cumnmomom HXJ1 asnsatoTcs HeoObIMHO npunyxiwine numdarmyeckne
y3nbl. O6bIMHO OHM He GonsAT.

YBENWUYEHHbIE TUMbamuyecKue y3/bl MOTYTb BblpacTaTb B 06r1acTu ronoBbl, Ha LWEee U Ha 3aTbIfke,
Ha pykax M Horax, B NOAMbILLIEYHbIX BMaguHax, B Naxy Uin ogHOBPEMEHHO B HECKOMbKMX MeCTax.
Takke OoMNe3Hb MOXET HaYMHATBLCA TaM, rae rpynnbl NIMMAaTUYECKUX Y3MOB HE BUOHbLI CHApYXW,
UNN X Henb3sd npollynatb, Hanpumep, B OptowHoM nonoctu wnu B rpyau. M3-3a 6onbLumx
nMMmdoy3noB B OpHOLIHOM MOMOCTU MOTYT MOSIBUTLCSA GONM B XXMBOTE, pacCTPONCTBO Kenyaka,
pBOTa u/unun 6onu B cnnHe. IHoraa OHM NPUBOAAT K KALLEYHOW HenpoxogumMocTu. Ecnun numdoyanbl
Bblpocnn B obnacTtu rpyau (Hanpumep, B obrnactu rpyaHON KNETKM MeXAy NErkumu, KOTopyto
crneumnanncTbl HasbiBalT cpedoCcmeHue), TO OHU Ha4YMHalT CAaBNMBaTh NErKNe U ObIxaTerbHble
nyTn. M13-3a atoro y geten MoryT nosiBUTLCA NpobrneMbl ¢ AblxaHWeM, Kallenb 1 ogpllika. MNMoxoxue
CMMNTOMbI TaKKe MOSIBMSIOTCH, €CNY PaKoBbIe KIETKN Monanu B TUMYC [8urioykosas xesnesal, B
NErkne unu B AbixarternbHble NyTy.

BonesHb Takke yacTo nopaxaeT Apyrue numdaTndeckme U ,He-numdarmyeckne” opraHbl n
TkaHW. Hanpumep, ecnu NMMQOMHbIE KNETKN Nonanu B Ne4YeHb U CeNe3€HKyY, TO OHN CTaHOBATCS
fonblworo pasvepa (B MeduUMHE 3TO Ha3biBAeTCHA rernatoMeranuvs, T.e. yBeNMYeHuEe MNeveHw,
UM COOTBETCTBEHHO CMNleHOMeranus, T.e. yBenuueHue ceneséHku). Korga pakoBble KNeTku
NPOHUKAKT B MO3208bie 060/I04KU, Y AETEN MOABNATCS rOMoBHble 00N, napanuy nMueBoro
HepBa, HapyLLeHWe 3peHns u/unu peoTta. Ecrnv pakoBble KNeTkM nonanm B KOCTU, TO KOCTU HAYMHAKOT
boneteb.

Y HeKOTOpbIX AETEN CHIKAETCS KONIMYECTBO 3[0POBbIX JIEMKOLMTOB, MO3TOMY OHU HaYMHAIOT YacTo
6oneTb. Ecnn onyxonesble KNETKX Nonanv B KOCMHbIU M0O32 U NPOAOIHKaloT TaM PacTu, TO Takke
MOXET CHUXXaTbCS KONMYECTBO 3PUTPOLIMTOB U/UIM TPOMGOLMTOB. ECnin He xBaTaeT apMTpOLMTOB,
HaunHaeTca aHemusl. Ecnu He O0CTaToOMHO TPOMOOLMTOB, HA KOXe MOryT MOSIBUTLCA TOYEYHble
KPOBOM3MUSIHWS, KOTOPbIE CNeuManucTbl Ha3blBalOT NETEXUN.

MapannenbHO MOryT MOSABRATbCA OOWue CUMMATOMbI OOME3HEHHOIO COCTOSHMSA: BbICOKas
Temnepatypa, noTeps Beca, MOTEHME MO HOYaM, YyTOMMSIEMOCTb M crnabocTb. Y pebéHka
NMMEOMON Bpayn 4acTo HaxoOsT OOHOBPEMEHHO TPU Criedylolmx CMMMToMa. OTO - BbICOKas
TemnepaTtypa (Bbiwe 38°C, NpUYéM HEMOHATHA NPUUNHA €€ NOSABNEHUS), CUMNbHbIAN NOT N0 HOYaM
n noteps Beca 6e3 Buaumon npuymnHel (bonbwe 10 % 3a wecTb mMecsaueB). OTta KoMOMHaums
CMMNTOMOB B [ETCKOW OHKONOrUM HasblBaeTcst B-cuMnToMaTuKOM 1 Kaxabli U3 3TUX CUMNTOMOB
NpuHATO 0603HavaTb Gykeon "B" (STOT CMMBOI MCMOMb3YIOT B ONUCaHUN CTaaun 3aboneBaHuns).

CumnTOoMBlI, KOTOpbl€ BCTpEeYakTCA O4EHb 4YacCTo:
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4.1. OOGLwme CMMNTOMBI:

* BbICOKas TemnepaTypa, npuynHa e€ nosiBreHnst HenoHsiTHa (Bbiwe 38°C, Temnepartypa nnbo
OEPXUTCA MOCTOSIHHO, NMMBO OHa perynsipHo nosiensieTcs) [cumntom "B

* HO4YHOe noteHue [cumntom "B"]
* noteps Beca 6e3 Bugumon npuymHel (6onbwe 10 % 3a wectb MmecaueB) [cumnTom "B"]

* yTOMNsieMOCTb, 0bLast cnabocTb U COCTOSIHME "HWUYEro He xo4veTcs", OTCYTCTBUE anneTuTa,
BGonesHeHHOE camO4yBCTBUE

4.2. Cneundomyeckue CUMNTOMBI:

*  Mpunyxwime gumMgbamuyeckue y3sbl: OHN He BOMSIT, UX MOXHO NPOLLYNaTb, Y OHW Kak Obl cNasiHbl
mexay cobown (Hanpumep, B 06racTy rofoBbl, Ha LWee, B MOAMbILIEYHbIX BNaguHax unm B naxy)

« 0onu B XMBOTE, PACCTPOMCTBO Kenyaka (MOXeT OblTb NMOHOC MMM 3arop), pBoTa M noTeps
anneTuTa. 3TV CUMMTOMbI NOSIBIISIKOTCS, €CMN PAKOBbLIE KIETKM Nomnanu B GPoLLHYI0 NoMocTb, B
numdoyanbl UMK B Apyrue opraHbl, HanpuMep, B CeneséHky 1 B NeYeHb

i XpOHI/IL-IeCKVIVI Kawenb, oAbllliKa: eCliM paKkoBble KNeTKu nonanu B J'II/IMQ)Oy3J'IbI B pr,D,HOVI
NnonocCTn, B BUITOYKOBYIO Kenesy [6UI'IO'-IK068FI )Kenesa] n/vnn B Nérkne n B apixaternbHble nyTun

*  OonAaT KOCTU U CyCTaBbl: €Cli1 paKoBble KINeTK/ nonasinm B KOCTU

* ronoBHble 60nM, HapyLLIEHUE 3pEHUs], PBOTA HATOLLaK, Napanny YepernHo-Mo3roBbIX HEPBOB :
ecnu pakosble kneTtku nonanu B UHC (yueHnmpanbHasi HepeHasi cucmema)

*  YacTble MHAEKUMM: N3-3a CHUKEHUS YPOBHS NENKOLIMTOB
» BregHas Koxa: n3-3a HU3KOro YPOBHS 3pUTPOLMTOB (aHEMMNS)

* CKMOHHOCTb K TOYEYHbIM KPOBOM3MUSIHUSAM Ha KOXe (rmemexuu). u3-3a HWU3KOTO YPOBHSI
TpombouumToB

Mone3Ho 3HaTb: Yalle BCEr0 CUMMMTOMbl HEXOMKKUHCKMX NTIMMAOM MOSABMSIOTCA B TeYeHue
HEeCKONbKUX Hegenb. B kaxxgom nHaMBuayanbHOM Cllydae OHM MOTYT O4Y€Hb CUITbHO OTNMYaThCs
Unu NposiBNATbCS no-pasHomy. Ecnn y Bawero pebéHka ecTb OauH, UNWM Jaxe HEeCKONbKO
CYMMTOMOB, 3TO eLl€ He 3Ha4uT, YTo pebEHOK 3abonen HeXoMKKMHCKOM numdomoni. MHorne
N3 3TUX CMMNTOMOB ObIBalOT MpU CpPaBHUTENBHO Ge3onacHbIX UHheKUyusX N 3aboneBaHUsX,
KOTOpble HE UMEKT HMKAKOro OTHOLLEHUS K TMMdomMe. TeM He MeHee Mbl PEKOMEHAYEM Kak
MOXHO cKopee obpaTuTbCs K Bpayy, YTOObl BbISCHUTbL TOYHYIO MPUYMHY, Nodemy y pebéHka
NOSIBUITMCb Kakne-TO Xarnobbl.

5. Kak ctaBAT AanarHo3 HeXOo4XKKMHCKOU NMMcp oMbl ?

Ecnu n3 uctopun 6onesHn (aHamHes), a Takke NMocre Hapy>XHOro OCMOTpa [Hapy»HbIl ocmMomp],
MHorda Mo pesynbraTaMm aHanu3a KpoBM, y/ibmpassykoeoe WCCNenoBaHWe] uunu peHmeaeHa y
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neguaTpa nosiBNseTCs NOA03PEHNE HA HEXOOXKKUHCKYHO NMMAOMY, TO Bpad HanpaenseT pebéHka
B KIMMHWUKY CO creuunanusaumen no 60mne3HsiM KpOBU M OHKONMOMMYECKUM 3aboneBaHunsiM y AeTen
N NOAPOCTKOB (KMMHWKA OETCKOW OHKOMOrMM U rematonoruu). MNoTomy 4To, €ecnv nogo3pesatoT
HEXOMKKMHCKYO NMcoMy, TO HeoOXoOAMMO chenaTtb pasHble aHanuabl U uccnegoBaHusl. Bo-
nepBbIX, ANs Toro, 4YTobbl NoaBepAvTb npegnonaraemMbli AnarHo3. Bo-BTopbix, ecnu guarHos
NOATBEPXOAETCS, CMeunanucTbl AOMKHbI BbISICHUTb, KaKOW KOHKPETHbIA TWUM HEXOOXKKUHCKOMN
nMmdombl eCcTb Yy pebEHKa 1 HacKonbKo 60Mne3Hb ycnena pasonTuChb No OpraHU3my.

5.1. AHanu3bl 06pa3LyoB TKaHU

YT1obbl MOCTaBUTbL TOYHBLIA AMarHos, ecnu nu y pebénka HXJ1, y cneumanuctoB ecTtb ABa
BapuaHTa. EcnvM ecTb CKOMMEeHMs XMOKOCTM B MOMOCTAX Tena, Hanpumep, B OprolwHon
nonoctn (acyum), wnu B TPYOHOW NONOCTWU (rs1eepasibHbIl 8bINom), TO CneuanucTbl ULLYT
pakoBble KMETKN B 3TUX CKOMMEHUSIX XMOKOCTU. TakuMm obpasom wccregosaHve npoxoaut 6e3
XUPYPrnyeckoro BMeLlaTenbcTBa. Takom e TakTUKU NpuaepXMBaloTCs, ecrnu ecTb, Kak roBopsaT
Bpauu, "BblpaXeHHOE MopaKeHne KOCTHOro mosra" (To eCTb B KOCTHOM MO3re HaxoguTcs bonee
20% nuM@OMHbIX KneTok). [Onsi aTtoro peGEéHKy OenaltoT MyHKUMIO KOCTHOrO Mo3ra [myHKUyus
KOCMHO20 Mo32a] n Takke obxogaTcst 6e3 xmpypruieckoro BMmeLLaTenscTsa. Ecnv Hu B ckonneHusax
XXMOKOCTU, HU B KOCTHOM MO3re He HaxoOsaT pakoBbIX KINeToK, TO HeoBXOAMMO nccnegoBaTtb O4MH
N3 Nopak€HHbIX NMMAOY3NOB [JluMbamuyeckue y3rbi] unu obpasew, Nobor Apyro NoOpaxXEHHON
6one3HbIo TKaHW. OTU NPOOLI TKAHEW MOXHO MOMNYYUTb XUPYPrUYECKUM NYTEM.

OOpasubl TKaHW, KOTOpble MOMYYMIIM C TMOMOLUBI NYHKUMW [AyHKUYUS] (KOCTHBIA  MO3T,
XMOKOCTb B MOMOCTSIX Tena) WM XMPYpPruiyeckum nyTéMm, OTNPaBnsiT Ha yumosoaudeckud,
UMMYHOTMCTOXMMUYECKUI, UMMYHO/I02U4ECKUU N eeHemuyeckul aHanu3. o pesynsratam 3aTux
nccneaoBaHUn MOXHO TOYHO CKasaTb, 3abonen nm pebEHOK HEXOAKKMHCKOM NMMMAOMON, U ecnn aa
— TO Kakon UMeHHO eé dpopmoit. Hdopmauus 0 KOHKpeTHoM dhopme BonesHu - 3To obsi3aTenbHOe
ycroBue, YTobbl TOYHO CMNaHMPOBATb TAKTUKY NeveHus. PasHble BUAbI HEXOMXKKUHCKUX NTIMMAOM
OTNMYaloTCA ApYr OT Apyra Ha KIeTOYHOM Y MONEKYNSPHOM [MOseKynspHbIU] ypoBHe. Kpome Toro,
Y HUX eCcTb OonbluMe pasnuums B TOM, Kak nNpoTekaeT 60mne3Hb, 1 HAaCKOMbKO BbICOKM LUAHCHI Ha
BbI3ZOpOBMeHne (MporHo3). Takke OHU MO-pa3HOMY YyBCTBUTENbHbLI K Tepanuun (cm. pasden "Kak
cocmaensirom rifiaH ieqyeHus?").

5.2. Kak gnarHoCTUpYyIOT cCTeneHb pacnpocTpaHeHus 6one3Hu
B opraHusme?

Ecnu gnarHos HXJ1 nogTeepauncs, To Ans nnaHa nedeHus cneynannctam Hago 3HaTb, HaCKOMbKO
bonesHb yxe ycrnena pacnpocTpaHUTbCS MO OpraHuM3Mmy, U B Kakue opraHbl Monanu pakoBble
Knetkn. 3Ty mMHdOpMaUMO nonyyarT U3 BMU3yanbHOW AOMarHOCTMKW. ECTb pasHble mMemolsb!
uccredosaHus 1o CHUMKaM, Takue, Hanpumep, kak Y3WU, peHtreH, MPT (MagHUMHO-pe30HaHCcHast
Tomorpadma) wuunu KT (komnbromepHasi momozpachusi). Hambonee w4acto cneumanucThbl
cTpemsAtcs KomomHuposatb MPT n KT ¢ Takum meTtogom Budyanusauumn kak MN3T [no3umpoHHo-
3MUCCUOHHasi momozpachusi]. DTO MO3BOMNSAET He TOMbKO ObICTPO MOMy4nTb MHOpMauu o
CTEMNeHN pacnpocTpaHeHusi GONesHU, HO Takke, Kak MPaBWUMO, MOXHO YBMAETb MeTabonuyecku
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aKTVMBHYIO TKaHb NMUMEOMBI (A5 3TOr0 UCMOMb3YIOT TakKNe MeTOAbl BU3yarnbHON ANarHOCTUKMN Kak
N3T-MPT, unun M3T-KT).

YT06bI NpOBEpUTL, Nonanu nu onyxonesble knetkn B UHC (yenmpansHas HepeHasi cucmema),
BepyT nNpoby CNMHHOMO3roBOW XUAKOCTU [CIUHHOMO3208as1 XXUOKOCMb, T.€. NMKBOpP). B nukesope
cneumanucTbl MWYT NMUMQOMHbIE KNETKW [rombanbHas nyHKyus]. Takke BceM OeTAM Aenatot
MYHKLMIO KOCTHOrO MO3ra, YTOObl MOHATb, €CTb N TaM PaKOBble KNETKW, UM HET.

5.3. Kakme aHanu3bl n uccnegoBaHusl AenaroT A0 HavYana
neyeHuma?

Mepen neyeHnem y pebGEHKa npoBepstoT, Kak pabotaer cepgue (anekmpokapduozspamma —
OKI' n axokapduoepamma — 3xoKI). JlabopaTopHaa guarHoCcTuKa mnomMoraeT MOHsATb obuiee
COCTOSIHME OpraHu3Ma, CMOrfa N HEXOMKKMHCKas numdoma MNoBuATb Ha paboTy Kakux-To
OpraHoB (HanpuMMep, Ha NOYKU UMK Ha NeYeHb), ECTb NN HapyLLEeHNst oOOMeHa BeLLECTB, UMK Kakne-
TO WHdekuMn. Pesynbtatbl aHanu3oB obsizaTenbHO Yy4MThIBAOTCA 4O Hadana Tepanuu unm Bo
BpeMs neveHus. Korga Bpadu 3HatoT, Kakme aHanuabl Obin y pebéHka 4O NeYeHnsi, OHU MOoryT
nyyile noHMMaTb Te U3MEHEHUs!, KOTOPble MOryT MPOM3OWTM B OpraHu3Me BO BPEMS IeYeHust,
a 3Ha4YMT OHM MOTYT fly4lle OLUEHMBAaTb CUMTyauuilo B LIENOM. YYnMTbiBas, 4To pebEnky OyayT
HeobxoamMbl NepennBaHnA KpoBW [TepenueaHue Kposu), 06a3aTenbHO 3apaHee yCTaHaBnmMBaroT
rpynny KpoBwu [epyrina kposu.

lMone3Ho 3HaTb: HE BCE N3 Ha3BaHHbLIX HAMW aHanM30B N UCCreaoBaHUN Hago 0bsi3aTenbHO
nenatb BceM AeTaMm. Takke ObiBaeT, YTo MoryT notpeboBaTbCcs Apyrve OOMNOfHUTENbHbIE
NUccnefoBaHUs, KOTOpble Mbl 34eCb He HasbiBanu. Jlyyule Bcero yTOYHWUTL Y fievallero
Bpaya unu y crneuvanuctoB, koTopble BedyT Bawero pebéHka, kakas MMEHHO AMarHOCTuKa
3annaHupoBaHa u noyemy oHa Heobxoamma Ansa Baluern KOHKpeTHOM cuTyaummn.

Kak cocTtaBnaroT nnaH neyvyeHuma?

Korga siceH okoHYaTenbHbIM OMarHo3, Bpayu COCTABNAT MnaH nedveHus. YUTobbl cocTaBuTb
MakcuMasibHO VMHAMBUOYaNM3MpPOBaHHYIO MporpamMMy JiedeHusl, cneumarnbHo nogobpaHHyo ans
KOHKpeTHoro pebéHka (puck-aganTupoBaHHas Tepanus), KoMaHga nedvalux Bpadveit AorKkHa
yYnTbiBaTb OnpedenéHHble (akTopbl. OTU akTopbl BAMSAIT Ha po2Ho3d GonesHn (Tak
Ha3blBaeMble NPOrHOCTUYECKNE hakTopbl UMK (PaKTOPbI pUcKa).

BaxHble rnpoeHocmu4yeckue d)aKmopb/ N KpUTEPUN, KOTOPbIE€ Y4YUTbIBAKOTCA B NilaHe NevYeHnA:

* KOHKpeTHaa dopMa HEXODKKMHCKOM NuMdombl. B 3aBMCMMOCTM OT 3TOro cneuvanmcTbl
peLlatoT, Mo KakoMy NPOTOKOIY OHW OyayT nevntb pebEHka.

* Hackonbko GonesHb ycrnena pacnpocTpaHUTbLCA MO opraHuamy (ctagus 3aboneBaHus). 3TO
NMeeT 3HayeHue Ansi TOro, HaCKoNbKO MHTEHCUBHLIM OYAEeT NeyYeHne 1 kak gonro oHo Gyaet
NPOBOANTLCS.
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[anee Bbl MOXeTe npo4nTaTtb, Kakad KJ'IaCCVIQ)VIKaLWIﬂ €CTb Y HEeXOOXKMHCKUX J'IVIM(bOM N Kakue
ObiBatloT cTagun 6onesHu.

6.1. Kakue 6biBatoT (hopMbl HEXOAXKKUHCKON NUMKpOMbI?

HexomkkuHckme numdombl OensaTcs Ha pasHble opMbl B 3aBUCUMOCTUM OT OnpeaenéHHbIX
ocobeHHocTeln onyxonu. NHdopmaumio 06 3TUX xapaKkTepucTukax OMyxonu nonyyarT Ha JTane
AnarHocTukn. Takoe pasgeneHve HXJ1 Ha pasHble dopmbl (NoArpynnbl) y cneumanucTos
HasblBaeTCs knaccudukaumen onyxonu. MexagyHapoaHas knaccugukayus BO3 Belgensiet y aeten
1 NogpocTkoB Tpu 6onbLune rpynnsl HXJT:

O1un Tpu rmasHble bopmbl HXJI1 BHYTpK cebs yacTuyHo gensitca Ha noasuapbl (nogrpynmnbl). Kpome
TOro ewwé GbiBatoT Apyrne PopMbl HEXOOPKKMHCKUX NMMEOM, HO OHU BCTpeYaroTCcs peako.

* JlumdobnactHblie B-knetoyHble n T-knetoyHblie NMUMEOMBI (Y CNeunanuctoB Ans HUX
NpUHATLI cokpalleHnsa pB-LBL u cootBeTcTBEHHO T-LBL). OHM BbIpacTatoT U3 He3perbIX KIeTokK-
npeaLecTBEHHMKOB: B-kneTtovHble - n3 B-riumgoyumoB n T-KneTouHble - n3 T-numgoyumos
(Takue Hespernble KNeTku HasblBaloTCH JJUMgbobriacmel, OTclofa 1 HassaHue). B NepmaHum aty
dopmy 6onesHun HaxoaaTt y 25%-30% neten n nogpocTkos, 3aboneswmnx HXJ1.

+ 3penble B-knetouyHble numcdombl U 3penoknetoyHasa B-cdopma-OJlfl (Takke npuHATO
cokpaweHne B-OJIJT). OnHm BblpactatoT K13 3penbix  B-numdountoB. 310 camas
pacnpocTpaHéHHas opma B rpynne HEXOMKKMHCKUX NMMGOM y AeTen U NOAPOCTKOB, NOYTH
50%-60%. BHyTpm aTol hopmbl BonesHu, 3penbix B-kneTouHbix nMMdomMm, y AeTeln Yalle BCEero
HaxogAat numdomy bepkuta n 3penoknetoyHyto B-popmy-OJiJl.

+ 3penble T-KneTo4yHble NMMGOMbI U aHanfasupoBaHHble KPYMHOKIETOYHble NMMGOMbI
(ana HMX y cneuManucToB NPUHATO cokpaweHue ALCL). OHu BbipacTatoT U3 3penbix T-
numdountoB n coctaensatoT oT 10 0o 15 % m3 Bcex hopm HXJ1.

Mone3Ho 3HaTb: y pasHbix opm HXJ1 ecTb OTNMYNS B TOM, KaK MOXET NpoTekaTb 6onesHb u
HACKOSbKO BbICOKM LLIAHCHI Ha BbI3AOPOBMeHMe (MporHo3). MIHorga aTu otnnymns o4eHb bonbLume.
VIMeHHO noaToMy BcCex MaumMeHTOB AeNnAT Ha Tpu Oonbluve TepaneBTUYecKUe rpynnbl B
3aBUCMMOCTU OT KOHKPETHOM (hOpMbl 6ONE3HN. Y KaXKaomM N3 rpynn eCTb CBOSI TaKTUKA NEYEeHUs.
ToyHast knaccudmkaums popmbl HEXOMKKMHCKON NMMEOMBbI - 3TO abContTHO obsi3aTensHoe
ycnosue Ans Bblbopa npaBuibHOW Tepanuu.

6.2. Kakme b6biBaloT ctagum bonesHn?

OueHka ctagum 6onesHn BaxkHa Kak Ans Bbibopa TakTUKN NeYeHns, Tak 1 Ans npeaBapuTenbHOro
nporHosa. Creuwanuctel onpegensitoT ctaguio 6onesHn B NepBYD O4Yepedb B 3aBUCUMOCTMU
OT TOrO, HacCKOMNbKO HEXOMKKMHCKas numdoma ycrnena pa3onTUCb MO OpraHu3My Ha MOMEHT
NoCTaHOBKWN AmarHo3a. 34ecb MMeeT 3HayeHue, CKOMbKO M B KaKkOM UMEHHO MecTe opraHusma
nopakeHbl perMoHanbHble JuMgamuyeckue y3nbl, a Takke B Kakne eLwé opraHbl U TMM@OVAHbIE
TKaHW nonanu pakoBble KNneTku. Y HekoTopbix dopm HXJT (Hanpumep, y KpynHOKNETOYHbIX
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aHannacTu4eckMx nMMdoMm) TakKe Y4YMTbIBAeTCsl, eCTb N y pebéHka onpenenéHHble obuime
CUMMTOMBI (Tak HasbiBaeMble B-cumnmomel) (nodpobHee cm. pasden "Kakue 6bigatom cUMIMOMbI
bone3Hu?").

[lo HegaBHero BpeMeHn camon pacnpoCcTPaHEHHOW cpeamn CneunannucToB CUCTEMON BbICTaBEHUS
ctagum HXJ1 y getern n nogpocTKoB ABNSANack krnacccudukaums, paspaboTaHHas aMmepukaHCKUM
rocnutanem Cearoro Wyabl (cneumanucTbl HasbiBaloT €€ "onpepeneHue ctagum 6onesHu no
Mépdm). Mo knaccndpukaumm Meépdu BbigENSOTCS YeTbipe cTagun 6onesHn (Mbi MPUBoOUM UX
Huxe 8 mabrnuue).

HoBoe onpepeneHve cragun GonesHu, C OMNpenenéHHbIMA M3MEHEHUSIMU MO CPaBHEHMWIO CO
cTapoun cuctemon, cogepxut knaccudmkaumsa IPNHLSS (International Pediatric NHL-Staging
System). Cenvac no aton knaccudukauum paboTaroT HOBbIE MEXAYHapPOoaHbIE UCcCcrnegoBaTensckme
npoTokonbl. HoBas knaccudukaLusi onUCbIBAEeT B HEKOTOPbIX acreKTax CTeNeHb pacnpocTpaHeH st
BonesHun 6onee ToO4HO.

*MosicHeHme k ctagum IV: ecnn y pebéHka ¢ numcobnacTHon NMMAOMON HalM NopaXxeHue
KOCTHOro mo3ra 25% v 6ornbLue, TO B 3TOM Criyyae crneumanucTel onpeaensioT 60nesHb Kak OCTpbIv
numdobnacTHein nerkos (OJU1), a He HXI1. JlumdobnactHele numdombl n OJ1J1 Guonornyeckn
ABMNSATCA POACTBEHHbIMK 3aboneBaHnsiMn. O6e Oone3Hn HauMHaKTCA Torga, Korga HadMHakoT
MYyTUpOBaTb He3pernble B-kneTku-npeaLlecTBEHHUKN, NN Hespenble T-KneTKu-npeaLlecTBeHHUKN.
A ecnun y pebéHka Hawnm numdomy m3 3penbix B-knetok/numdomy BEpkuta M nopaxeHue
KocTHoro mosra 25% u 6onblile, To cneunanucTsbl FOBOPSAT O Neikose bépkuta. 3TO 3HAUUT, YTO
OornesHb, a UMEHHO NMMdOMa, HaxoguTca Ha no3gHen ctagumm, n ato HE dopma OJ1J1. Moatomy
[eTen nevart Kak nauueHToB ¢ NMMMQOMON.

Kak neyaTt HexogXKMHCKue numdcpombi?

[eTen ¢ HEXOAKKNMHCKOM NMGOMON AOMKHbI NEYUTb Bpadn U3 4ETCKMX KIMMHUK CO creunanusaumen
Nno [OEeTCKOM OHKonormu. VMIMeHHo Tam paboTatoT BbICOKOKBANMMUUMPOBAHHbLIE CheunanucTb
(Bpaun, mMeacécTpbl) CO cneumanusaumen No nevYeHUo paka y AeTel U noapoCTKOB, KOTOpPble
BMagelT COBPEMEHHbLIMM MporpaMmamun Tepanun. B aTux GonbHMUax Bpayn pasHoro npoduns
BXOOAT B pasHble paboume rpynnbl. Bce Bpaynm MOCTOSHHO HaXoAsiTCA B TECHOM KOHTaKTe,
OHW BMECTE COCTaBNAT MaHbl NeYyeHns, obcyxaalT U BegyT CBOMX NMauueHToB. [NMporpamMmbi
Tepanuu perynspHo ycoBepLueHcTByloTcs. Llenb ntobol nporpammbl TepanMm — MakcumarnbHO
NnoaHsaTb nokasatenn 3(EeKTUBHOCTU NeYEeHUs U OAHOBPEMEHHO MakCUMmarbHO (HACKOMbKO
BO3MOXHO) CHU3UTb PUCKM BO3MOXHbLIX MOBOYHLIX OCITOXKHEHMWI BO BPEMS JIEYEHMS N OTAANEHHbIX
nocreacTBUin MOCNE ero 3aBepLUEHNS.

7.1. Kakne o6biBaloT meTtoabl neYyeHusa?

OCHOBHbIM BWAOM fleYeHUss OeTerd C OCTpbiM  MuenouaHbiM nerko3om (OMI) saBngaetcs
xumMuorepanusi. OTO JeYyeHne Takumu npenapatamMu, KOTopble ONMOKMPYKT POCT  KMEeTOoK
(cneumanucTbl HasbIBalOT 3TU Npenapartbl UuTocTatuki). Kak npasvno, oguH Takon npenapar He
MOXeET ybuTb Bce onyxonesble KneTku. Moatomy Bpayum paboTalT ¢ KOMBUHALMAMWU U3 pasHbiX
LMTOCTaTMKOB, KOTOPbIE MO-pasHOMY AENCTBYIOT Ha pakoBble KMNeTKM (Korga cneunanncTbl roBOpaT
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0 Kypcax NofmMxnuMmoTepanum, To 3T0 U eCTb KOMOUHALIMW LIMTOCTATMKOB). U Takum 06pasomM MOXXHO
MakcumMarnbHO 3MEKTUBHO BOPOTLCHA C NIMMAOMHBIMK KneTkamu. MiHoraa kpoMe XumuoTtepanum
[xumuomepanus) peTM OONONMHUTENBHO MOMyYaloT JyYeByl Tepanuio (Hanpumep, obryyeHue
ronoBbl, CNeLNanuncTbl roBOpAT B 3TOM Clyyae O KpaHuarnbHOM 0BrnydYeHnn).

Tak kaK HexomKKMHckas numdoma - 3T0 CUCTEMHas [cucmemHbIl] Gone3Hb (TO ecTb Takas,
KOTOpas nopaxkaeT BECb OpPraHW3M YerioBeka, TO €€ NPakTUYEeCKN HEBO3MOXHO BbINIEYUTb TOMLKO
npyv MomoLLM onepaumn. Xupypruyeckoe BMeLLATENbCTBO (Orepauyusi) NpOBOAUTCA TOMbKO B
uenax amarHoctuku. Hanpumep, 4tobbl B3siTb 0Opasey numdoysna [numgbamuyeckue y3nbl),
NopaxéHHOro onyxonel. Ecny onyxone maneHbkas n €€ MOXXHO MOTHOCTLIO yAanvTb BO BpeMsi
onepauun, Torga nocne onepaumn pebEHoK NonyvyaetT MeHEE MHTEHCUBHbLIN KYpC XMMMUOTEpPanuu.
Ho nonHocTblo OTKasaTbCA OT JNeYeHusl yumocmamuKkaMyu MOXHO TOMbKO B OYE€Hb PEeaKux
UCKITUUTENBHBIX Cy4Yasix (Hanpumep, eCnn pakoBble KNETKN €CTb TOMNbKO Ha KOXE).

B HekoTOpbIX cny4dasx, Hanpumep, korga GonesHb He pearnpyeT Ha CTaHOApTHOE neveHue,
UNn Korga nNpPOMCXOAMT MOBTOpPHOEe 3aborneBaHue (peunauB), Ha3HA4yaeTCs BbICOKOAO3Hasi
xumuoTtepanus. B Hell Jo3a UMTOCTATUMKOB HACTOMNbKO BbICOKA, 4TO crnocobHa ybusaTb B
OpraHu3Me [Jaxe CaMble PE3UCTEHTHble U CTOWkue NMMOMHbIe KreTkn. Ho ogHOBpeMeHHO
8bICOKOOO3Hasi xumuomepanus paspyLllaeT KPOBETBOPEHUE B KOCTHOM MO3re [KOCMHbIU MO32].
Moatomy cpasy nocne Heé HeobXoaMMO Kak bbl NepeHECTV B KPOBETBOPHYHO CUCTEMY CITB0/108bI€
Kremku (T.e. TpAHCNNaHTUPOBATL) U TakuMm 0b6pa3om BOCCTaHOBUTL Pa3pyLUEHHbIN KOCTHbLIA MO3K
pebéHka. OBbIYHO 2eMOrnoamuYecKue cmeoriosbie Kiemku 6epyT y O4OHOpa M3 KOCTHOrO Mo3ra
UNn 13 KPoBK (B 9TOM Criyyae neyeHue HasblBaeTCs aslfioeeHHas mpaHcriaHmayusi cmeososbixX
Kriemok), unn nx 6epyT y 3aboneBliero pebéHka ewé o HavYana BbICOKOLO3HOM XMMmuoTepanum
(B aTOM cny4vae nevyeHve HasblBaeTCH aymorsioc2uyHasi mpaHcrnnaHmayusi KOCmHo20 Mo32a).
OPeKTUBHOCTL OpPYrMX BWAOB NEYEHUs (Hanpumep, Tepanus aHmumesiamn) MpoBEpsiloT B
nccrnenoBaTenbCKUX KNMHUYECKUX NPOTOKOMNax.

Hackonbko MHTEHCMBHBLIMK ByaAyT KypCbl XMMUOTEPaNWK, Kak Jonro ux byayT aenatb, HYy>XHO
nv obry4eHne nnu TpaHcnaHTauusa KOCTHOTO MO3ra, Kakow rpoeHo3 y 3abonesluero? OTBeTbI
Ha 3TV BOMPOCHI 3aBUCAT OT TOrO, KakMM KOHKpPeTHO BuaoM HXJ1 6oneH pebEHOK, HAaCKOMbKO
bonesHb ycnena pasonTUCb MO OpraHMaMy Ha MOMEHT guarHosa (T.e. Ha KakoW cTagunm oHa
HaxoOuTCs) N Kak HEXOMKKMHCKas NMMMdoMa nogaagTcs NeYeHuto.

7.2. Kak npoxoguT ne4vyeHue?

OeTen ¢ HexomKKUHCKMMKU Nnumdomamu (HXJT) nevat no pasHbIM nporpamMmmam neveHus (Mo pasHbiM
NpoTOKOMam) B 3aBMCUMOCTU OT KOHKpeTHoro tuna/dopmbl HXJ1. OOwmM y 3TMX NPOTOKONOB
SIBMNSIETCA TO, YTO Jle4YeHne (B OCHOBHOM 3TO XMMMOTEPAnus) COCTOUT U3 HECKOSbKMX 3TarnoB
(TepaneBTuyeckne asbl). 3Tn aTanbl N dasbl NE4YEHNs OTNINYAKTCS APYr OT Apyra N0 BPEMEHM,
B HMX MUCMONb3YHTCS pasHble KOMOUHaLMK NpenapaToB, nepes Kaxaon ason NneYeHns CTaBuTcs
COBEpPLUEHHO KOHKPETHas Lierb, NMO3TOMY NeYeHne OTNM4aeTcs No MHTeHCuBHocTU. OgHOBPEMEHHO
crneumnanncTbl yYMTbIBAKOT, KaKMM KOHKPETHO BUAOM nMMdoMbl 3abonen pebGEHOK, HacKOoMbKO
DornesHb ycnena pasonTuck No opraHn3mMy (CTagus), B HEKOTOPbIX CryYasix HeoBXoANMO yUnTbIBaTb
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ZAOMOoSHUTENbHbIE (haKToOpbl (HanpuMep, eCcrv paKkoBble KMETKM eCTb B Apyrux opraHax). VHbiMu
CrnoBaMm Bpayu OLIEHMNBAIOT MHOMBMAYATbHYIO CUTYaLMIO Y Kaxaoro 3abonesluero pebéHka.

OObIYHO yumocmamuky BBOOAT Yepes nepenuBaHne (UHQY3Us), UNN Kak UHbEKUUST B BEHY [8eHa]
(B 9TOM cnyyae cneumanucTbl UCNONb3YHT TEPMUH "BHYTpMBEHHO"). HekoTopble npenapaTthbl 4eTu
nonyyaroT Buae TabneTok (B 3TOM crny4vae crneunanuctbl UCNOMb3yT TEPMUH "nepopansHo”, nnm
"nepopaneHbIv NpuéM"). Lintoctatukm pacxogatca no KPOBEHOCHBIM COCYAaM Mo BCEMY OpraHn3my
N Takum 06pa3oM OHUM cnocoBHbI yOnBaThL pakoBble KIETKU B N06OM MecTe opraHuamMa (Noatomy
y CNeLnanncToB NPUHSATO FOBOPUTbL O CUCTEMHON XxnummnoTtepanun). JononHUTENbHO K CUCTEMHOMY
nie4yeHnto npenaparbl BBOAAT HANpsiMyt0 B MO3TOBYH XUOKOCTb. Mo3roBasi XMAKOCTb 3anonHAeT
MPOCTPaHCTBO BOKPYr FOMOBHOTO W CMAMHHOrO Mo3ra. B aTom cnydvae nedeHue HasbiBaeTcs
"MHTpaTekanbHas xuMmuotepanusa”. OTOT BUA NeYeHns HeobXo4MM NOTOMY, YTO Yy Hac B OpraHu3me
€CTb remartosHuedanuyeckmii bapbep (To ecTb 310 Hapbep, KOTOPbIM 3alMLLIAeT Hall rofIOBHON
Mo3r). N yepes Hero GOMbLUMHCTBO LMTOCTATMKOB HE MOTYT MOMAcTb U3 KPOBEHOCHbLIX COCYAOB B
TKaHW rofloBHOro mMo3sra.

Hanee mbl nosHakomuMm Bac ¢ getanamm neyeHms TPEX OCHOBHBLIX (HOPM HEXOONKKUHCKMX
nmdoM. OHM NOMHOCTbIO COOTBETCTBYIOT TepaneBTUYECKMM peKoMeHgaumnsm redvebHoro
pernctpa NHL-BFM 2012 (cm. pa3desn "o kakum npomokonam u peaucmpam iedam demedi?").
O6pallaem BHUMaHWUE, YTO ECNN NTeYEHME NPOXOAMT MO UCCreaoBaTENbCKOMY NMPOTOKOMY, OHO
MOXET OTnn4aThbCs OT CTaHAApPTHOM Tepanuu, 0 KOTOPOW paccka3biBaeM Mbl.

7.2.1. llumhobnacTHan HexomKKnHckas numcoma (LBL)

[na peten ¢ numcobnacTtHon numdomon gokasana ceot 3hPEKTMBHOCTb Ta e cTpaTerns, no
KOTOpOW nedaTt ocmpail numgobnacmHeil nelikod. ATo MHoroatanHoe neveHne. Ob6uee Bpemsi
rnevyeHuUs COCTaBMsET ABa roga, ecnu y pebéHka HeT peungnsa 60ne3Hn Bo Bpems Tepanvu, unm
Ccpasy nocné eé€ oKoH4YaHus.

B neyebHbLIV NnaH BXoAAT:

a. [loparotoBuUTenbHoe neyeHuUe (cCneuManucTbl HasblBalOT ero npodasa, Takke MOXHO
BCTPETUTb Ha3BaHue yumopedyKmueHbIU 3dTan fevYeHus): 9TO MOAroTOBKA K OCHOBHOMY
nevyeHuto, SABMSETCA YacTbio 3Tana WHAYKUMK. JleyeHme CcOCTOMT U3 KOPOTKOro Kypca
XUMmnoTepanun [xumuomeparnusi], Kypc ANUTCA OKOrNo Hepenu. B HEM ucnonb3yeTcs oguH
unu gea npenapara. VIx BBOOAT 8Hympu8eHHO, Unu NpuHUMaloT B Buge Tabnetok. Ytobbl
paspyLwnTb NMUMAOMHbIE KINETKM B LEHTpanbHOW HEPBHOW cMCTeMe, OAvH nmpenapaTt Takke
BBOASAT HanNpsiMyto B CMMHHOMOS3IOBOW KaHarn (UHmpamekarnsHas xumuomeparusi, nodpobHee
cm. aman "lledeHue LJHC"). Llenb NnoarotoBUTENbHOrO neveHus, npodasbl, 3aknioyaeTcs B
TOM, 4TOObI HAYaTb CHUXaTb KONMYECTBO NMMMAOMHbIX KIETOK MOCTEMNEHHO Y O4EHb OCTOPOXKHO
Ans opraHusma. M taknum obpasom nsdexaTtb OCAOKHEHUIN (Kak, HAanpuMep, Tak Ha3biBaeMbln
CUHOPOM riu3uca oryxonu).

b. WHaykumsa (npoTokon |, cneunanncTbl Takke MOryT roBOpuUTb 006 MHOYKUMOHHOW Tepanun):
3TO UHTEHCUBHASA XMMMOTEPaNUs, KOr4a NCNoMb3yTCS HECKONBKO NpenapaTos. Lienb nepsoro
aTana vHaykumm (NpoTokon la), KoTophkIn NpogormkaeTcs 4 Heenu, - youte MakCUMyM PakoBbIX
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Knetok. To ecTb, Kak roBopAT Bpaun, pebEHOK AOMKEH BbINTU B peMmuccuto [pemuccus)]. Bo
BTOpOW hase nHaykuum (npotokon Ib) ncnonbaytoTcs apyrMe komobuHaumm npenapaTos, YTOObI
YHUYTOXUTb T€ NUMEOMHbIE KNETKW, KOTOPbIE eLlé OCTanucb U Takum obpa3oM CHMKaKTCA
pUCKN BO3MOXHOrO peumamBa 6onesHu. 31a dasa anutca 4 Hegenu. CneunanqcTbl Takke
Ha3blBalOT €€ KOHconuaauuen u MHTeHcudukaumen Tepanum (MO aHaNorMn ¢ eYeHnem
ONJ, B npotokone neveHuns OJ1J1 nCnonb3ylTC MIMEHHO 3TU TEPMUHBI).

MpoTokon M: nocne atana MHAYKUMM HaunMHaeTcsa dhasa NevyeHus, KoTopas OTHOCUTCS aTany
neyeHns LUHC (Takxe cneunanucTbl Ha3biBalOT €€ AONONHUTENbHAs KOMNapTMEHT-Tepanns)
(modpobHee cm. Huxe). JledeHne HanpaeBneHo Ha LIeHTpanbHY HEPBHYIO CUCTEMY U Ha ANYKN
(My>ckne nonoBble xenesbl) U NpoaorkaeTcs NpuMepHo aAeBa Mecsua. lNocne atoro atana
nauneHTOB AENAT Ha pa3Hble rpynnbl B 3aBMCMMOCTU OT cTaguun 3aboneBaHus (0eTy nony4yaroT
noaaepXusaroLunio Tepanuio, UnM Ao Heé HekoTopble AeTW MOony4varT PenHAYKLUUOHHYIO
Tepanuto (MoOpobHee CM. HUXE).

Peunnpgykuusa (npotokon lla/b): pevHaYKUMOHHY0 Tepanuio NOony4YatoT TOMbKO AETU C NO30HUMM
ctagmnsimm 6onesnu (Il n IV ctagun). MNMpaega, UMEHHO OHM COCTaBMSAOT BOMbLUMHCTBO cpeau
3aboneBLmnx dopmont LBL. (Ecnv BepoATHOCTb peuumavBa 6onesHn Huskas, To OeTU cpasy
NepexoasiT Ha aTan nogaepXxuBatoLlen Tepanumn,modpobHee cM. HUxe). PemHaoykums - aTo no
CyTW 3TO MOBTOPEHUe aTana MHAYKUMM C KypCaMn MHTEHCUBHOW XUMUOTEpanuu. 3TO 3HAUUT,
YTO OEeTM NonyyalT KOMOMHaUWMM yumocmamuKoB B BbICOKOM JO3MPOBKe. JTa (pasa neyeHus
ANUTCA ceMb Hegernb Llenb pemHayKumm - NONHOCTLIO YOUTL nocneaHne NMMAQOMHbBIE KINETKM.

Tepanusa LUHC (gpononHuTenbHasi KOMNapTMEHT-Tepanus): Ba>kHbIM KOMMNOHEHTOM BCErO
WHTEHCUBHOTO NeYeHnsi (MoAroTOBUTENBHOE NeYeHne, MHOYKUMS, PEMHOYKUNS) U NpoToKona
M saBnsietca neyeHWe LUEHTpanbHOW HEPBHOW CUCTEMbl B MNPOUAAKTUYECKUX WU B
TepaneBTUYeCKUX Lensx. To ecTb Ha 3TOM 3Tane Uenblo SBMSETCA MoMellaTb PakoBbIM
KneTkam nonactb B rOfIOBHOW MO3F UMW B CIUHHOU MO32, UMW, YTOObl OHWM HE PacXOAMIUChb
Aanblle Mo LeHTpanbHOMW HEPBHOW cucTeme. JledyeHne B NepBYl0 odepenb COCTOUT B TOM,
YTO OETSIM HeOOHOKPAaTHO BBOAAT LMTOCTATMKM B CMMHHOMOS3rOBOM KaHan (y crneuuanncros
3TO Has3blBaeTCsl UHMpamekasbHas xumuomeparnus). Npu aToM cneumanucTbl paboTatT ¢
npenapaTtamu, KOTopble Hambornee xopoLo 3apekomengoBanu cebsi B neveHun LIHC. Ecnn
AMarHocTvka NoaTBepauna, YTo pakoBble knetkn yxe ectb B LIHC, ToO nocne MHTEHCMBHON
Tepanuu [JOMNOMHUTENBHO Ha3HayaeTcsi 06slydeHue TonoBbl (KpaHuanbHoe o0nyyeHue).
JlyyeBas Tepanusi ANUTCA OT ABYX 40 TPEX HeAenb, B 3aBUCMMOCTU OT TOFO, KaKyto CYMMapHYHo
003y 06nyyYeHnst JOIMKEH nonyyuntb pebeéHok. [leTam B Bo3pacTe A0 OAHOro roga obnyveHue
He Jenalor.

NopnepxuBarolasas Tepanua uNU AnuTenbHasAs noadepXuBawlias Tepanusa: 3T0
nocnegHun artan B neyeHuu. Ero uenb cCocTouMT B TOM, YTOObI MO BO3MOXHOCTW OO0
BO3[EMNCTBOBATb Ha OpraHmam pebéHKa Takmm ob6pas3oMm, YTOObl YHUYTOXWUTbL TE€ paKoBble
KINETKW, KOTOPblE CMOIMM BbDKUTb Ja)e MOocie MHTEHCUBHOIO neveHusi. [letTn nony4yarT He
Takme WHTEHCMBHbIE XMMuonpenapatbl (B popme Tabnetok). PebéHka neyat B OCHOBHOM
ambyrnamopHo. To eCTb OH CHOBa MOXET BEPHYTLCSA LOMOW U B GONbLUMHCTBE Cry4aeB MOXET
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npodomKaTb XoAuTb B AETCKUI cad unv B LWKony. JleyeHne npoOomkaeTcs Tak AOMNro A0 Tex
nop, noka ero obliee BpemMsi B CyMMe OT Hayana Tepanuu He CoCTaBuT ABa roga.

L||VITOCTaTI/IKI/I, KOTOpble WUCNOSb3YyKT B JIe4eHUu HGXO,EI.)KKI/IHCKOVI HMM¢)OMbI, - 9TO, Hanpuwmep,
NpeaHW30M0H, BUHKPUCTUH, AayHopybuumH, COLI-acnaparvHasa, umknodgocdamua, uutapabuH,
6-TnoryaHuH, MeToTpekcart, 6-mepkanTonypuH, AekcameTa3oH. bonee nogpobHyto MHOpMauuio
MO)XHO MOKa MPoYUTaTb TOMbKO HA HEMELIKOM si3blke 8 pa3sderie.

MosicHeHMe K uccnepoBaTenbckoMy npotokony LBL 2018: ceinyac B uccnenoBatenbcKkom
npotokone LBL 2018 wccrnepoBatenn npoBepsitoT, MOXET NN Apyras TepaneBTU4eckas
cTaterns Ha atane MHayKumm (MpoTokon la) CHM3NTbL KONMMYECTBO PELIMAMBOB C MOPaXEHWNEM
LIHC. [Ona nauneHTOB M3 rpynnbl BbICOKOrO pPUCKa WUCCIEAOoBaTENbCKUA MPOTOKOS [OIMKEH
OaTb OTBET, HACKOIbKO O0nee MHTEHCUBHOE NeYeHne (BMECTO CTAaHAAPTHOM Tepanmmn CornacHo
npotokonam |b n M) cmoxeT yny4ywuTb Ge3peunauBHYIO BbPKMBAEMOCTb MNaUUEHTOB (Y
cneumnanucToB NPUHATO B 9TOM Cly4ae roBOpUTb 0 6eccoBbLITUINHON BLPKMBAEMOCTH). Takxe
cmompu pa3sden "[lo kakum nnpomokosam redam oemeu?".

7.2.2. 3penble B-kneTo4yHble HeEXOoXKKUHCKUE nuMcombl (B-HXIT) n
3penokneTtoyHasa B-chopma octporo neukosa (B-OJ1J1)
Hackonbko uHTeHcMBHO OyayT neunTb pebéHka ¢ B-HXI wnu B-OJJ1 3aBucut B nepsyto
oyepedb OT TOrO, Kakasd y Hero ctagus 6ones3Hu M kakoe KONMUYecTBO NMMAEOMHbIX KMETOK B
uenom (onyxoneeasi mMacca) HaxoOWTCA B OpraHusaMe. YpOBeHb OMyXOfieBOM MacChbl XOPOLLO
OLlEHMBAETCSA MO KONMYEeCTBY onpenenéHHoro depmeHTa [ghepMeHmbi] B CbIBOPOTKE KPOBU
(nakTatgermgporeHasa, cokpaéHnHo JIAN). Kpome Toro cneunanucTtbl y4UTbIBaKOT, MOXHO 1K ObIno
NOSHOCTLIO YAanuTb OMyxo&b, Koraa Opanu e€ obpasel Ans gnarHOCTUKK.
Bcé neveHue onutcs, kak NpaBumo, OT LIECTU Hedenb A0 LeCcT MecsueB. OTO HE OTHOCUTCS K
crny4yasim ¢ peumanBamMm BO BPEMS JIEYEHMS UMK NMOCIIE HErO.

B neyebHbLIM NnaH BXoaAT:

a. noproroBuTernbHoe nevyeHue unu npodpasa (YumopedykmueHbil NpeaBapuTenbHbIi aTan):
3TO KOPOTKMM (NATUOHEBHbIN) KypC XumuoTepanuu [xumuomepanus)]. Vicnonb3yercsa Asa
npenapara. VIx BBOOSAT 8HYymMpUBEHHO WNW MPUHUMAOT B Buae Tabnetok. YTobbl youthb
NMM@OMHBbIE KINETKN B LLeHTpanbHoW HepBHon cucteme [LJHC], xummonpenapaTsl BBOGAT OAWH
Wnu ABa pasa HernocpeacTBEHHO B KaHar CO CMUHHO-MO3rOBOW XMOKOCTbIO (MHTpaTeKarnbHo).
Llenb atana — nNOCTENEHHO YMEHbLUATb KONMMYECTBO PaKkoBbIX KIMETOK B MaKCMMarbHO
wagsaueMm Ans opraHu3aMa pexvMe n TakuMm obpasom msbexaTb OCIOXHEHUS - CUHOPOM
fiusuca onyxosnu.

b. WHTEHCMBHasA TepanuA: MOXET COCTOSITb W3 [ABYX [0 LWECTU KYypCOB WHTEHCUBHON
xummoTepanun. OHn KopoTkue (0T 5 o 6 gHewn), Mexay HUMK eCcTb Nay3bl HA BOCCTAHOBINEHWE
(2-3 Hepenun). KombuHaUMO M3 HECKONbKMX NpenapaToB NpuHMMaloT B ¢opme Tabnetok
[Mpuém eoeHympb], X MOryT BBOAUTb 8HYMPUBEHHO, WNW UHMpamekansHo. Llenb atoro
3Tana - YHUYTOXUTb Kak MOXHO 60orbLie NMMMAOMHBIX KNeTok. Ecnn y pebéHka onyxonb Gbina
MOMHOCTLI yAaneHa, To 4OCTaTO4MHO ABYX KypcoB. Bce ocTanbHble Nofy4varoT AONONHUTENBHO
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K aTany npodasbl eLwé Kak MMHMMYM YeTbipe Kypca. Ecnn y pebéHka Halunm pakoBbIe KIeTku B
LieHTpanbHOM HEPBHOW CUCTEME, TO OH MONY4YaloT eLlé 6ornee UHTEHCUBHYIO MHTPAaTEKaNbHYO
Tepanuio [UHmpamekarnbHas xumuomepanusi)].

LinTocTatukM, KOTOpble MCMOMb3YHOTCA B  JIEYEeHWUM,- 3TO, Hanpumep, [OeKCaMeTasoH,
uuknodocdammua, MeToTpekcat, umtapabuH, ndpochammng, sTonosna, BUHAE3NH UBUHKPUCTUH, U
npeaHun3onoH. bonee nogpobHyd MHOPMAaLMIO MOXHO MOKa MPOYMTaTb TOMbKO Ha HEMELIKOM
Aa3blke 8 pasderie.

NMosAcHeHMe K wuccnepoBaTtenbckoMy npotokony B-NHL 2013: ceriyac B
nccneposatenbckom npotokone B-NHL 2013 wuccnegoBaTteny MpPOBEPSIOT, MOXHO I
XOPOLLO 3apeKOMEHO0BABLUYHO ce0sl KOMOMHMPOBAHHYIO XMMMOTEPanuWIo caenatb eweé donee
3hpeKTUBHOM, €cnn AONONMHUTENBHO AaBaTb aHTUTENna pUTtykeumab (cm. pasden "o kakum
npomokonam rniedam Oemed?"). PUTykcnmab - 3TO MOHOKIIOHarnbHble aHTUTENa, KoTopble
NpOM3BENM C MOMOLLIbIO METOA0B FEHHOW MHXEHEPUN (CNeumanmcTbl B 3TOM Cllydae UCTONb3YoT
TEPMUH PEKOMOWHAHTHBIE) [CM. MOHOK/IOHaNbHble aHmumesial. OHM NpUBA3LIBAKOTCS K
OonpeaenéHHoON CTPYKType, KOTopasi HaxOAMTCs Ha MOBEPXHOCTUM B-nmumgboyumos (Tak
Ha3biBaeMmbl aHmueaeH CD20), n TakuMm 06pa3oM YHUUTOXKAIOT 3TW KINETKM.

7.2.3. AHanna3supoBaHble KPpYyNHOKNeTo4YHble numdombl (ALCL)

Kak nmeHHo OyayT neuntb peb€Hka, 3aBUCUT OT TOro, B KaKyl TepamneBTUYECKYI Tpynmny OH
nonagért. Mpwu Beibope rpynnbl UMEET 3HaYeHWe, Kakue opraHbl 1 TKaHW ycnena nopasutb 6onesHsb.
Takke cneunanucTbl yYMTbIBaIOT, ECNN Ha 3Tane ANarHoCTUKU NMMAOMY yYAanunmn NONHOCTLIO (HO
3TO KacaeTcs o4YeHb HeMHormx nauueHToB). Ecnu y pebéHka nopakeHa Tonbko Koxa (bbiBaeT
peako), TO cHavana oH He NoryYaeT Kypcbl XMMUuoTepanum [xumuomeparnusi).

B neyebHbLIV NnaH BXoAAT:

a. noagrotoBuUTenbHOE nevyeHue unu npodasa (yumopedykmueHbll NpeaBapuTenbHbI aTan):
3TO 9Tan nepeq HavyarnoM OCHOBHOTO JIEYEHWS, KOPOTKUIA (NATUOHEBHbIN) KYpC XMMMoTepanmu
(xumuomepanus). icnonb3yeTcsa ABa npenapata. VIx BBOAST 8HYmMpUBEHHO, NN NPUHUMAKT
B Buae tabnertok. [lononHMUTENbHO, Yo0bl yOUTb NIMMAOMHbIE KITETKM B LEHTParilbHON HEPBHOW
cucteme [LUHC], xummonpenapatsl BBOAAT HEMOCPEACTBEHHO B KaHar CO CMUHHO-MO3roBON
XMOKOCTbIO (MHTpaTekanbHOo). Llenb atana — NOCTENEHHO yMeHbLUaTbh KONMMYECTBO PakoBbIX
KNETOK B MaKCUMarbHO LWaAsWeM A OopraHuama pexvMme u Takum obpas3oMm usbexarb
OCMOXHEHWS - CUHOPOM f1U3uUca Oryxonu.

b. uvHTeHcMBHasi Tepanusi: MOXET COCTOATb M3 TPEX UMM LIECTU KypcoB xummuotepanun. OHu
KopoTkue (5 gHen), MHTEHCUBHbIE U MOBTOPSIOTCA Yepe3 KOPOTKME MPOMEXYTKU BPEMEHN.
HeTtn c nepBow cTtagmen 6one3Hy NPOXOAAT TPY Kypca, €Crim Y HUX CMOIMK yoanuTb OnyXorb
NOMHOCTbI0. [leTn Co BCEMU OCTarnbHbIMWU CTagusMU nony4yatwT 6 KypcoB xumuoTepanuu. B
O[HOM KypCE WCMOSb3YKTCA HECKONbKO npenapaTtoB. VX BBOASAT CUCTEMHO [cucmeMHbiIl],
TO €CTb B8HYMPUBEHHO UNU MNpuUHUMatoT B hopme Tabnetok. Llenb aTana - yHWYTOXAaTb C
KakgbIM GNOKOM Kak MOXHO 6Gonblue numdoMHbIX KneTtok. Ecnv pakoBble kneTku nonanwu
B LEHTpanbHyl HepBHyK cuctemy (bbiBaeT peako), TO CMOTPS No obCToATeNnbLCTBAM AETU
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Takke Nony4arT 0b6/TyYeHue ronoBbl (CreumManucTbl FoBOPST B 3TOM Cry4ae O KpaHWanbHOM
obnyyeHun).

Liutoctatukn, KOTOpble WCMOMb3YIOTCS B JIEYEHUWU,- ITO, Hampumep, AeKCameTasoH,
umknodocamma, MeToTpekcaT, UuuTapabuH, NpPedHU3onoH,  udocdamua,  3Tonosud,
AOKCOpYOMUMH 1 uHoraa BMHAE3WH. Bbonee nogpo6Hyt0 MHGOPMAaLMIO MOXHO NMoka npounTaTb
TONbKO Ha HeMeLKOM si3blke 8 pasderie.

MosicHeHue K uccnepoBaTtenbckomy npotokony ALCL-VBL: ceityac B uccnenoBatenbCKom
npotokone ALCL-VBL wuccnegoBaTtenu npoBepstoT 3PAEKTUBHOCTb JleYeHUs NauneHToB
n3 rpynnbl cTaHdapTHOro pucka (To ectb ato crtaguu 6onesnun I-lll) n addekTnBHOCTL
abmanyTopHOro nedyeHus BMHONACTMHOM. SBMASETCA NN NeyeHue BUHOMacTUHOM Takum
Xe 9dpeKkTMBHbIM, Kak CTaHOapTHas nonuxumuoTtepanuda. YcrnoBneM [Ans  Takoro
nevyeHns sBMSOTCA pesyrnbratbl CyOMMKPOCKOMMYECKOro aHammu3a (TO eCTb C MOMOLLbO
BbICOKOYYBCTBUTENbHOW ANarHOCTUKN), €CTb NN B KPOBM NUMEOMHbIe KneTkn. CneunanucTbl
roBOPAT B 3TOM Criy4ae 0 "MUHMMarbHO ANCCEMUHMPOBAHHOM BonesHn". 3To KacaeTcs OKOMo
40% naumneHToB (cm. pasden "o kakum npomokonam fiedam demeldi?").

8. Mo Kakum npoTokonam u perucrTpam neyart neten?

B lepmaHum novtm BCcex OeTenm M NOOPOCTKOB C HEXOMKKMHCKOM numdomon nedar no
CTaHOapTU3NPOBaHHLIM MPOTOKONIaM, KOTOpble Has3blBAKTCA uccredosaHusi onmumusayuu
mepanuu, Unn no ne4yebHbIM perncTpam.

Hemeukne npoTOKOMbIl, WAM MWCCREAOBaHWS ONTUMM3auUMM Tepanuu, - 93TO KIMHUYECKMe
nccrnegoBaHnsi, OHWM CTPOro KOHTponupytoTcda. X uenb — nevnTb 3aboneslumx geTen no cambim
CoBpeMeHHbIM paspaboTkam. OgHOBpPEMEHHO 3TW UCCNEeAoBaHWSA AaloT BO3MOXHOCTb ynydllaTb
noaxodbl K NIEYEHUIO 1 3a CYET 3TOro Aobumeatbecs nporpecca B feveHuun. JledebHble permctpbl
paboTaloT B TO Bpems, KOorda 3aKkpblBaeTCs OAMH MPOTOKOM, a HOBbIA MPOTOKON Afsi HOBbIX
NauMeHTOoB eLé He OTKPbINcH. B aTo Bpems nevebHble perncTpbl KOHCYNLTUPYHOT BCeX 60MbHbIX C
COBPEMEHHbIX HayYHbIX MO3MLNA U U TakMM 06pa3oM rapaHTUPYIOT Ka4eCcTBO NeYeHuns.

Certvac B TlepmaHum pabotaloT (BkMOYas MexAyHapoAHbIX YYaCTHUKOB) criegylolme
nccregoBaTenbCckne NPOTOKOMbl U TepaneBTndeckne permctpbl no nedeHnto HXJT y geten m
NOAPOCTKOB.

+ peructp NHL-BFM Registry 2012 - 510 MeXXgyHapoaHbI PErNCTp NCCeA0oBaTENbCKOW Fpynmbl
BFM ons Bcex geter 1 NogpoCcTKOB KOTOPbLIM BRepBble noctasunu anarHo3 HXJ1 (HesaBmucrumo
ot Tuna HXIJI). (HaseaHme BFM - 310 cokpalieHue nepsbix OykB TpEX ropopoB - bepnuH,
PpaHkdypT 1 MioHcTep. VX yHUBEpCUTETCKME KITMHWMKX ObINM NepBbIMK, B KOTOPbLIX Havanu
neynTb OeTen no eguHbiM npotokonam.) Peructp Hauwan pabGotatb B cepeguHe 2012 r.,
Korga 3akpbinucb npedBayluve uccriefoBaTenbckue npoTokonbl/pernctpel. Ero peructpa -
rapaHTMpoBaTb Ka4eCTBO JIeYEHMs!, NOKa He OTKPbIT HOBbIN MCCNEAOBATENLCKUA MPOTOKOM MO
neyeHnto HXJ1. Peructp He npegnaraer HOBble BapuaHTbl U Nporpammbl feveHus. Jeten,
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KOTOpble He nonann B OTKPbITble MPOTOKOMbI, Jled4aT Nno pekoMeHgauunam un3 npenbiaymnx
NPOTOKOJ10B 1 NO peKoOMeHaaunam, OI'Iy6.I'IVIKOBaHHbIM B Haquon nntepartype.

 npotokon B-NHL 2013: 310 mexagyHapogHbIi MyIbTULEHTPOBLIN  UCCeaoBaTeNbCKUN
NPOTOKON MO neyeHuto 3penbix B-knetouHbix numdom (B-HXJT / B-OJUJT) y naumeHTOB
(Bo3pacT go 18 net). MNpotokon oTKpbIT B aBrycte 2017 n paboTaeT BMecTe C HOPBEXCKON
nccneposartensckon rpynnon (NOPHO). Mo Hemy paboTatoT MHOroYMCrieHHble [OeTcKue
KIMHUKN U OETCKMEe OHKOSorMyeckme LeHTpbl no Bcen epmanuun, B ABCTpuwm, Lsenuapum,
Yewckon Pecnybnuvke, a Tawke B [HaHun, PuHnangum, Hopsermn wu Leeuun. Llenb
nccregoBaTenbCKoro NPOTOKONa - yBENUYNTb 3P EKTUBHOCTL 6e3peLanBHON BEPKUBAEMOCTH
y naumeHToB u Gornee ObICTpOe BOCCTAHOBMEHWE WMMYHHOW CUCTEMbl MOCHE OKOHYaHWUs
neveHus.

* npotokon LBL 2018: mexayHapogHbii uccriegoBatensckun npotokon rpynnsl NHL-BFM
ans nauueHtoB Mmnagwe 18 net (bonesHb AnarHoctMpoBaHa Brnepeble, opma 6onesHu -
LBL). MpoTokon oTkpbincs B ceHTsabpe 2019 r. o Hemy paboTaloT MHOrOYUCIEHHbIE OETCKUE
KMVHUKA M OETCKME OHKONMOrMyeckme LEeHTPbl MO Bcew [epmaHuu, B €BPOMEWNCKMX CTpaHax,
a Takke 3a npegenamu Esponbl. OgHa u3 uenen NpoToKona - CHU3WUTb PUCKM peumnamnsa
(HanpvmMep, NauneHTbl U3 rpynMnbl BEICOKOrO pucka nony4varoT 6onee MHTEHCHMBHYIO Tepanuio),
a Takke NoBbICUTb 3(hPEKTUBHOCTL 6ECCOBLITUAHON BbRKMBAEMOCTU Y AeTel U NOOPOCTKOB C
numdobnacTHOM NMMMAOMON.

* uccnepoBaTtenbckuit npotokon ALCL-VBL: mexayHapoaHbI uccrnenoBaTenbCKUM NPOTOKON
ang  naumeHtoB (Mnagwe 18 neT) € NepBWYHBIM  OAMArHO30M  KPYMHOKIETOYHast
aHannasunpoBaHHas numdgoma (ALCL). B Hero 6GepyTca nauueHTbl U3 rpynnbl CTaHAapTHOrO
pucka (ctagum I-lll), ecnu y HUX HET "MUHUMANbHOW AMCCEMMHUPOBaAHHOM 6GonesHu" (cm.
makxe pasden o nedeHuu ALCL®). MNpotokon Hayan pabotatb B lNepmanun B 2021 rogy u
celyac ctapToBasi BO BCEX €BpPOMNenckux ctpaHax. Ero uenb - npoBeputb 3hHEKTUBHOCTL
ambynaTopHOro nedeHus peter npenapatoM BUHOGMACTUH. ABNAETCA NU OHO TakUM Xe
3(PPEKTUBHBIM, KaK 1 CTaHOAPTHas NOnMXMMmoTepanms.

PykoBogutenammn neyebHoro pernctpa sBngawTcs npod. g-op mend.H. buprut Byprxapar
(yHmBepcuTeTCKast KnuMHUKa T MioHcTep) u npod. A-op Med.H. Bunbrenbm BéccmaHH
(yHuBepcuTeTckas  knuHuka [ambypr-OnneHpopdp). PykoBogutenem  mccrnefoBaTerbCKux
npotokonioB LBL 2018 u B-NHL 2013 sasnsetca npod. a-op men.H. buprut byprxapat
(yHuBepcuTeTckas knuHuka r. MioHctep). Mccneposatenbckum npoTtokonom ALCL-VB pykosognT
npod. g-op mea.H. Bunbrenom BéccmaHH (yHMBepcuTeTckas knvHuka Mambypr-OnneHgopd).

Kakue waHcbl naneuntbca ot HXJ?

BepoATHOCTb BbINEYNTLCA OT HEXOOKKMHCKOW numdombl (HXJIT) y geten n nogpocTkoB OYEHb
BblpOCna 3a nocnegHne copok net. 3Toro yaanock A0CTUYbL Gnarogaps COBpeMEHHbIM Noaxoaam
B AMarHOCTUKe (MosSBUNINCb HOBblE METOABI UCCIe40BaHNIA), ObinNv BBeAEHbIE BONEe MHTEHCUBHbIE
KypCbl KOMBUHMPOBaAHHOW XMMUOTEpanMM 1 Bcex 3abonesBlunx AeTen ctanu nedYvTtb No eauHbIM
cTaHgapTHbIM npoTokonaM. CeroaHsi ot HXJT BbineunsatoT okono 90% AeTten u NoapOCTKOB.
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Y Kaxgoro KOHKPETHOTO NauMeHTa po2Ho3 3aBUCUT B MEPBYO o4epenb OT TOro, Kakum TUMNOM
HXJ1 oH 3abonen n Hackonbko 6onesHb ycnena pa3oruTUCh NO OpraHM3My K MOMEHTY AnarHo3sa
(cTagns 3aboneBaHus):

Y geten ¢ nepBoK cTaameit 00nesHn (T.e. Y HAX HaWM eOUHUYHYIO OMyXOfib) LWaHChl BbINIEYNTLCS
oveHb xopowme (noutn 100% nporHos). Takke XopoLunin NPOrHO3 y AeTen CO BTOPOW CTaguen.
Ecnun 6onesHb ycnena pasonTucb No opraHu3My - B rpyab n/vnm B 6ptowwHyto nonocts (Il ctagus)
- UNN paKkoBble KMNETKW YLUNN B KOCMHbLIU MO32 W/Unn B LEHTparnbHyl0 HEpBHYt0 cuctemy, LJHC,
(IV cTagus), To getm nony4yatoT 6onee MHTEHCMBHOE NneveHne. OHO JAéT TOoXe O4YEeHb XOPOLUUNA
pes3ynbTaT Uy AeTel XOPOLUUE LIAHChl BbINEYNTLCS OT GOMNE3HN.

MpumepHo y 10-15% peterr n nogpoctkoB ¢ HXJT GonesHb Bo3Bpalwiaercs (MPOMCXoAuT
peyudus). Torga WaHCbl Ha BbI3AOPOBIIEHME 3HAYUTENBHO HWKEe. XOTS Yy HEKOTOPbIX rpymnn
fOonbHbIX yaanocb [o6UTbLCA BMOMHE MpUEMSIEMbIX pPe3ynbTaToB JEYeHusi, Hanpuuep, Y
DOrnbHbIX C aHaNNasMpPOBaHHOW KPYMHOKNETOYHON NMMcoMon nnm gudpy3Hom KpynHOKNETOYHON
numcomon n3 B-knetok. CoBpeMeHHble UCCrnenoBaTeNnbCKMe MNPOTOKONbI UnuuccriedosaHusi
onmumu3sayuu mepanuu CTPEMSATCS HaWTW HOBblE NOAXOAbI B NIeYeHUN, YTOObI yny4LlinTb LWAHChI
Ha BbI3JOPOBMEHME B TOM 4WCMe M TEX MaUMEHTOB, MPOrHO3 KOTOPbLIX CEro4HS CuYuTaeTcs
HebnaronpusiTHbIM.

Heobxoanmoe 3ameyaHue: Korga Mbl HasblBaeM NPOLIEHThI BbI3AOPOBEBLUNX AETEN, 3TO 3HAYMT,
YTO Mbl AaEM TONbKO TOYHYIO CTATUCTUMKY MO 3TOW popMe paka y aeTten. Ho HuKakas ctatuctuka
He MOXeT NpeackasaTb, BbI3AOPOBEET KOHKPETHLIN peBEHOK, Nnn HeT. JTlobon B HEXOAXKKMHCKON
numdomsbl, Aaxe ecnu y pebéHka ecTb onpegenéHHble bnaronpuTsaHbie dakTopbl, UM HA06opPOT,
€CTb HEKOTOpble HeBNaronpuATHbIE hakTopbl, MOXET NpoTekaTb abCoNTHO Henpeackasyemo.
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moccapun

anroreHHasa
TpaHcnnaHTauunA
CTBOJTOBbIX KIETOK

ambynaTtopHo

adHaMHe3

aHeMunA
aHTUreH
aHTuTena

ayToJiorm4yHas

TpaHcnnaHTauma KOCTHOro

Mo3ra

B-numdount

B-cumnTombl

nepecagka OOnMbHOMY CTBOMOBLIX KMETOK [OHOpa. YCnoBueM
ANs annoreHHoW TpaHchnaHTaumMM sBRAsieTcs MakcumarbHast
TKaHeBasi COBMECTMMOCTb [JoHopa u ©GonbHoro. CTBOMNoBbie
KINeTKN Nosy4atoT U3 KPOBW MW KOCTHOFO MO3ra.

T.e. MeguumuHckoe obenyxnBaHne 6e3 NomHoOM rocnuTanmM3aumm.
B amarHocTtuyeckux n nevebHbiX Lensx nauueHT He OocTaéTtcs
Ha HOYb B MEAMLIMHCKOM YyYpeXAEeHWU, a MOXET B TOT e AEHb
yXoauTb OOMOW.

ncropua 6onesHu

MasioOKpOBME; CHWXKXEHWE KOHLEHTpauuuM KpacHOro mnurmMmeHTa
KpoBW (remornobuHa) u/mnu cogepxaHus KpacHbIX KPOBSHbIX
Teney (9TOT MoOKa3aTenb Ha3blBaeTCA ,reMaToKpuT®)

YPOBHS, 3aBUCMMOrO OT BO3pacTa.

HNXe

cybcTaHuus, koTopas NonagaeT M3 BHE; OpraHnM3M pacro3HaéT
eé kak uyxyt. OHa nobyxaaer MMMYHHYO CUCTEMY K
OpMMPOBaHMID  aHTUTEN.

MoxeT BbI3BaTb B opraHunsme

anneprn4eckyto peakuuto.

cybctaHuumn  (Genku), koTopble chopMmmpyeT cobCcTBEHHas
UMMYHHasi CUCTEMa OpraHM3aMa Kak 3alUWUTHYK peakuuio Ha
nonaeliMe B OPraHW3M WHOPOAOHbIE YacTuubl (AHTUrEHbI),

npuuenbHO Hanpasndaa Ux NpoTUB NMNPOHUKLLEro aHTureHa.

nepecagka CTBOMOBbIX nocne
XMMuoTepanuu unu ny4eson Tepanuu. MauymeHT nonyvaeTt ceou
COBCTBEHHbIE KNETKM, KOTOpble Yy HEero A0 NeYeHus B3anu 13

KOCTHOIo Mo3ra, nnn n3 KpoBu.

KNEeToK KpoBHW, Hanpumep,

nogrpynna numdountoB. OHWM  MONHOCTbLIO
npouecc pacnosHaBaHus BO3OyauTenew

BblpabaTbiBas cneundunydeckne aHTuTena.

KOHTPONMpYHT
bonesHen,

3TO onpefenéHHble Hecrneuuduyeckme CUMNTOMbI, ¥ pebéHka
C HEKOTOPbIMX OHKOMNOrMYECKMMM BOMNEe3HSIMMU OHWM BCTpeYaroTcH
OOHOBPEMEHHO - MNEpPUOAMYECKM MOSIBNAETCS  BbICOKas
TemnepaTypbl (Bbiwe 38 °C, HEBO3MOXHO ONpeaennTb NPUYnHY
nosiBNeHnsa TemnepaTtypbl), HOYHOW MOT W noTeps Beca 6e3
B1AMMON npuunHbl (6onbwe 10% 3a wecTb mecsaues). OTn Tpu
CMMMNTOMa B MEAULIMHCKOMN NpaKTUKe NpuHATO ob6o3HavaTthb OykBom
"B" n HasbiBaTb "B-cumnToMbl". BCe BMeCTe OHM BCTpevaroTcs,
B OCHOBHOM, Yy AeTel c 6onesHbio XOMKKMHA WM y OeTen C
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BEeHa

BWUJ104KOBaA Keresa

BUpYC

B4

BHYTPUBEHHO

BblCOKOOO3HaA
XnMmnotepanuma

remornoaTn4yeckmne
CTBOJ10BbI€ KIETKN
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HEXOMKKUHCKMMU niumdooMamn. Ecnim oHu ecTb y pebéHka, To
NpPorHo3 6onesHN cumTaeTcs HebNaronpPUATHBLIM.

KPOBEHOCHBI coCyd, MO KOTOPOMY KpPOBb [OBMXKETCA K
cepauy. 3Tu cocydbl He MyNbCUPYIOT, W, KaK NpPaBWIio, BEHbI
HecyT 0efgHylo KMCNOpPOOOM KpPOBb OT OpraHoB K cepauy.
WckntodueHne cocTaBnsitoT NEroYHble BEHbl, OHW MEepPEeHOCST
KPOBb, HACbILLEHHY KUCIIOPOAOM.

opraH nuMdaTU4YeCcKon CUCTEMbI, PAaCMONIOKEHHbIN  HWXe
LNTOBMOHON >Xene3bl. OTO YacTb WMMYHHOW  CUCTEMbI
opraHnama. OcobeHHO B 4EeTCTBE OHa BaXkHa 4151 POPMUPOBaHMS
cucTembl MMMyHUTETa. C HACTynneHMemM NonoBOro co3peBaHus
TEPSIET CBOKO POJSib U 3HAYEHME.

WH(EKLMOHHaA YacTnua 6e3 cobCTBEHHOro oOMeHa BELLECTB,
KOTOpasi pa3aMHOXaeTCsl 3a CHET KIETOK X03sIMHa U, Kak MpaBuInio,
BbI3blBaeT y HUX GonesHb (B NAaTMHCKOM fA3blKe CIOBO ,BUpYC”
O3HayvaeT ,cnuab®, ,aa%)

COKpaLLeHue oT ,,BUpYyC MMMYyHoaeduumTa Yenoseka“. OTHocuTcA
K cemenctBy petpoBupycoB. C MOMeEHTa 3apaxeHus
WHKYOaLMOHHBLI Nepuog Yy pasHbiX Nogen MOXeT LANUTbCS
no-pasHoMmy, ualle Bcero Heckonbko ner. Ha nocnegHen
cTtagum oH 3akaH4ymBaetcs Clrom (cMHopom nprobpeTEHHOro
ummyHogedmumuTa), TO ecTb Takonm OonesHbio, korga paborta
BCEW MMMYHHOW CUCTEMbI KPUTUYECKU CHWXeHa. bonesHb B
HacToslLLee BpeMs Noka SBMASETCS HEU3NEeYNMOoNn.

T.€. Yepes BeHy, HENOCPEACTBEHHO B CaMy BEHY

npvém npenapaTtoB (UMTOCTaTUKM) B 0OCODBO BbLICOKMX [03aX,
KoTopble OroKMpylT pOCT KneTok. [pu pake mMx MCMoNb3yoT,
YTOObI YHUUTOXUTL BCE ONYyXONeBble KNeTKU. T.K. OOHOBPEMEHHO
B KOCTHOM MO3re paspyLluaeTcsi KpOBETBOpHas cuctema, cpasy
3a BbICOKOOO3HOM XMMUOTEpanuven npoBoaAUTCA nepecagka
COOCTBEHHbIX UMW OOHOPCKMX CTBOMOBbLIX KIETOK KpPOBWU
(ayTonormyHass unuM annoreHHas TpaHcnnaHTauusa KOCTHOro
Moa3ra).

KNeTKU-NpeLlecTBEHHNKN BCEX BMOOB KINETOK KposBu. U3
HMX CO3peBaloT KpacHble KpOBSAHble Temnbua (3pUTPOoLMUTI),
fenble KpoBsHble KMNETKM (NenKouuTbl), KPOBSHbIE MNACTUHKN
(TpOMbOUMTBI) M HekoTOpble ApyrMe BuAabl KNeTok. JToT
npoLecc Co3peBaHns Ha3blBalOT TEPMUHOM ,KPOBETBOPEHME® Nnn
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reHeTU4YecKumn

rpynna Kposu

AedbekTbl UMMYHMTETa

MMMYHHaa cuctema

UMMYHONOINYECKNI

MHTpaTeKarnbHada
XuMmmortepanuma

WHTpaTekalribHO
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,FEMOM033“. PasHble BUAbI KIIETOK KPOBW BbIpacTaloT B KOCTHOM
MO3re 1 OTTyda YaCTUYHO BbIMbIBAIOTCS B KPOBb.

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

BaXXHble XapaKTepUCTUKK CTPYKTYpbI (aHTureHHble
XapaKTepUCTMKM KPOBUM) KOMMOHEHTOB KPOBW (Hanpumep, rpynmbl
kpoBn no cucteme ABO); OHW, Kak npaBwio, CTabunbHbl U
HaxoAsTCA Ha MOBEPXHOCTHON MeMOBpaHe KINeToK KpOoBM U OpYruxX
KNneTok TkaHen. [Nepen KaxablM nepenMBaHWEM KOMMOHEHTOB
KpPOBM, Hanpumep, y MaLMEeHTOB C FEeWKO30M WU aHeMuen,
HeobxoOMMO KOHTPONMPOBaTb COBMECTMMOCTb TpyMMbl KPOBU
AOHopa, 4ToObl He npoM30LWNO peakuun oTTopkeHus. [pu
HECOBMECTUMOCTY KPOBM MPOVCXOAMNT CKIlENBaHME 3pUTPOLIMTOB,
Korga ux CMeLUMBalT C CbIBOPOTKOW KPOBW APYroro 4ero.Beka
(peakums ,aHTUreH-aHTUTENO").

BPOXOEHHBLIN NN NMPUOBPETEHHBLIN COOM MUMMYHHOW CUCTEMBI,
KOTOpbI  MPMBOOUT K OCrabrneHnto MMMYHHOro  OTBeTa
cobCcTBEHHOMO opraHuMama. B pesynbrate CcONpoOTMBMASIEMOCTb
opraHuama K pasnmyHbiM MHEKLMAM HE ABMSETCS ONTUMAIbHOWN,
TO eCTb OHa HegocTaTouHa.

cobCcTBEHHas cuCTeMa OpraHM3ma 4YerioBeka Ansd COXpaHeHus
opraHuama 3[40pOBbIM, KoTopas obecnevvBaer 3awuty oT
YY)XXEPOOHbIX BELECTB U YHUYTOXAET aHOMalbHble KIEeTKU
opraHusma (Hanpumep, pakoBble knetkn). OHa ymeer
pacnosHaeaTb ,CBOMX“ M MyXuX“, onacHbiX u 6e3BpeaHbIX;
B OCHOBHOM OHa paboTaeT 4yepe3 opraHbl NMMdaTUyYecKom
CUCTEMBI, 4Yepe3 KIEeTKW, nepemellarlimecs no Bcemy
opraHuamy (Hanpumep, NenkouuTbl), U MOneKynbl (Hanpumep,
UMMYHOTNO6YnuH).

T.e. CBSI3@HHbIN CO CTPYKTYPOM W PYHKUMAMU MMMYHHON
CMCTeMbl OpraH13ma (3aLmTHOM cucTeMbl opraHuama). O3Hayaet
MeXaHWU3Mbl pacno3HaBaHUSA YyXablX U COBCTBEHHbIX BELLECTB U
TKaHeWn, a Takke MexaHW3Mbl 3aLWTbl OpraHnM3ma.

3TO BBeAeHve npenapaTtoB, OMOKMPYIOLWMX POCT  KMIETOK
(uMTOCTaTUKM) B CMMHHOMO3IOBOW KaHan (NpOCTpaHCTBO C
NIMKBOPOM), B KOTOPOM HaxXOAMUTCA CMMHHO-MO3roBasi XWAKOCTb
(nvksop).

T.e. BOBHYTPb KaHama CO CNWHHOMOS3IOBOW KMOKOCTbIO/
NpPOCTPaHCTBa C NNKBOPOM
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MHGEeKUMS

WHY3nsa

NHBEKUUNA

ncecnenosaHuaA
onTuMmnsaunm Tepanum

knaccndukauns BO3

KneTka

KOMMblOTepHas ToMorpadus

KOCTHbIN MO3r

NMPOHUKHOBEHME  MemnbYalliMx  OpraHu3moB  (Hanpumep,
OakTepwuii, BMpYycOB, rpuOKOB) B TeNO 4YernoBeka, [Ae OHWu
HauMHalT pasMHoOXaTbcs. WHdekumnm MoryT pasBmBaTbCs
B pasnuyHble WHAEKUNOHHblE 6ones3Hn B 3aBMCMMOCTU OT
OCODEHHOCTEN MMWKPOOPraHU3MOB W peakuum UMMyHUTeTa
opraHusma.

BBEAEHME XMOKOCTU B opraHu3m 4enoseka. Kak npaeuno, ato
AnUTenbHoe BBeAEeHUE Yepes LieHTparbHblA BEHO3HLIN KaTeTep.
Bo Bpemsi MIHTEHCUBHOW Tepanuu ¢ NOMOLLBIO MHAY3UM BBOAOST,
Hanpumep, BoAy, 3MeKTPonuTbl, 6enkn n/munm megukaMmeHTbl.

GbLICTPOE BBEAeHME B OpraHuM3M YenoBeKka pPacTBOPUMbIX
NeKapCcTBeHHbIX npenapatoB (B OTMYME OT  WHdy3um),
Hanpumep, Yepes BeHbl, B MblLLILbI, MO KOXY.

KOHTPONMpYyeMbIE KITMHNYECKME UCCnenoBaHus. VIx uenb - nevnTb
nauMeHToB MO nocregHUm paspaboTkaM U OAHOBPEMEHHO
noBbIlWAaTh 3¢PHEKTUBHOCTL TepaneBTUYECKUX BO3MOXHOCTEN.
Mpn STOM ONTUMMU3ALMSA NEYEHUS 3aKNoYaeTcs He TOMbKo B
ynyylWweHnn/yBennyeHmn LWaHCoOB Ha BbI3AOPOBIIEHNE, HO U B
TOM, 4TODbI OrpaHnyYMBaTh NOHOYHBIE OCNIOXHEHUS U OTAANEHHbIE
nocrneacTBusi, BO3HMKaOLWMNe n3-3a NeYeHus.

3TO MeXayHapogHbli  CTaHAapT, KOTopbli  pa3paboTana
BcemupHaa OpraHusaumsa 3gpaBooxpaHeHus. B Hero BxogsT
napameTpbl Ans Knaccudurkaumm 3nokavyecTBeHHbIX BonesHew,
ANnS  AMarHoCTMKM K cTeneHn  auddepeHLmMpoBaHHOCTU
OHKorormyeckon 6onesHw.

camas marieHbkas eguHuua CTPOEHWS U KU3HEeAesATEeNbHOCTU
XVBbIX OpraHu3MOB, Y KOTOPOW €CTb COOCTBEHHbIi OBMeH
BeLLeCTB, CMOCOOHOCTb OTBEYaTb Ha BHELUHWE pasgpaxuteny,
CMOCOOHOCTb K HEMPOM3BOMBbHOMY  [ABWXEHWIO MbIWL U
pasmHoxeHuo. Kaxxgasi knetka COCTOMT U3 sapa M KNETOYHOro
Tena (uMTonnasmebl), a CHapyXu NOKpbITa KNeTo4YHON MeMbpaHon.

MEeTo4 OWarHoCTUKM MO CHMMKaM, B KOTOPOM WCMOSNb3YHTCS
PEHTIEHOBCKME JTy4M 1 KOMMNbIOTEPDI 4151 MOCIONHOIO MOy4YeHns
n3obpaxeHun vacter Tera (TPEXMepHoe un3obpaxeHue,
nonepeYHbIN UNn NPOAOIbLHbIN cpe3 Tena)

MECTO KpPOBETBOPEHUS; MsArkasi rybuatad TKaHb C CUITbHbIM
KPOBOCHabXeHWeM, 3anorfiHAEeT BHYTPEHHWE MOMOCTU MHOIMX
KOCTen (Hanpumep, B MO3BOHKaxX, KOCTAX Tasa, OegpeHHbIX
KOCTsiX, p€bpax, rpyguHe, nonaTtkax u B kroumue). B KocTHOM
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Jenkos

n I/IMq:)aTVI‘-IeCKaFI cucrema

numdaTtmyeckue
(neviepoBbl) BNsiLLKK

numdaTtmnyeckme yanbl

numcobnacTsbl

numdoma

numdoma XomKkmHa

numdount

MO3re U3 KIneToK-NnpeaLecTBEHHVKOB (CTBOSOBLIE KIETKU KPOBM)
BblpacTaloT Bce (popMbl KIETOK KPOBMU.

3ri0Ka4ecTBeHHOe 3aboneBaHWe KpPOBETBOPHOW CUCTEMbI W
camas pacnpocTpaHéHHas bonesHb paka y AeTen 1 NogpoCTKOB
(npumepHo  33%). B 3aBMCMMOCTM OT  MPOUCXOXAEHUS
ONyXOneBbIX KMNETOK pasnuyatoT nMmMoOnacTHbIi NEenKo3 u
MuenobnacTHbIi Nnenko3. Y pOete M NOAPOCTKOB J1EMKO3bl
NPOTEKAIOT, Kak NpaBusio, ocTpo (MO3TOMY MX Ha3blBalOT OCTPLIMU
nerikozamm).

cobupaTtenbHbIl TEPMWH, KOTOPbIN 0603HavyaeT COBOKYMHOCTb
nnMmdaTUyecKkmx CocyaoB, CTBOMOB, Y3M0B, TKaHen (MMMdouUnThbI
B COeAMHUTENbHbIX TKaHSX, CrIM3MCTbIX 06onoYkax, xxenesax) u
numdonaHble opraHbl (CeneséHka, MUHAAnNuHbI, KOCTHbIA MO3T,
BWITOYKOBAas Xenesa).

numdatrnyeckmne yanbl B KULLIEYHMKE: SBNASICb YaCTbi MMMYHHOMN
CUCTEMBI, UrPaKT BaXHYK ponb MNpu 3alumMte OT WMHMEeKuun B
KunwevHmke. PacnpocTpaHsisi MMMYHOTOTMYECKY0 UHopMaLmio
Nno BCEMY OPraHn3mMy, TEM CaMbIM OHWN UMEIOT DONbLIOE 3HAYEHNE
Ans Bce MMMYHHOW CUCTEMBI.

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

He3pernble (B [aHHOM KOHTEKCTE MOMOMaHHbIE) KIEeTKu-
npeaLwecTBEHHUKM TMMAOLMTOB

cobupaTenbHblii TEPMUH GOrnesHen, Npy KOTOPbIX MPOUCXOAUT
yBenuyeHme numdaTnyeckmx yanos

3nokayecTBeHHoe 3aboneBaHne NMMEaTU4ecKon cucTemMbl. JTo
Pa3HOBMAHOCTb 3M0OKAYE€CTBEHHbIX OMyXornen (3nokavyecTBeHHON
nMMdoMbl), KOTopor 6onetoT NpMMepHO 5 % NauneHToB U3 Yucna
BCEX OeTeln U NoApOCTKOB, 3ab0NeBLUNX pakoM.

nogrpynna ©Genbix KpPoBAHbIX Teney (nemkoumToB). Wx
NPON3BOAMUT KOCTHbIA MO3I, HO AO3PEBAT OHM A0 MOSTHOLEHHbIX
KNEeTOK B NuMaTnyecKkmx TKaHsax (Hanpumep, B nuMmdaTnyeckmx
y3nax, CeneséHke, BWIOYKOBOM xenese). [lpoHukas no
nuMmdaTMyeckuMm pycnam B KpPOBb, OHW (Tak HasblBaeMble
B-numdountsl n  T-numdountbl) OTBEYAKOT 32 WUMMYHUTET
opraHusma v, B O0COBEHHOCTH, 32 aHTUBUPYCHYIO 3aLLMITY.
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nombanbHas NYHKUNA

MarHMTHO-pe3oHaHCHasA

MO3roBble 060/104KN

MONEKYNSAPHbLIN

Hapy>XHbI OCMOTP

obnyyeHne

onepauus

onyxonb
ocTpbii  NumdoBnacTHbIN

Jenkos

nepesnvBaHve KpoBu

netexmn

MPOKOST B MO3BOHOYHOM KaHane B HWXHEW 4YacTu CrvHbl Ans
B3ATUA CMMHHOMOS3IOBOW XWUAKOCTU (NMKBOPA), Hanpumep, Ans
uccriefloBaHusl, eCTb NI B Hel OMyxoneBble KreTku, Ans
BBOAA NeKapcTB HEMNoCpPeACTBEHHO B CMMHHOMO3TOBOWM KaHarn
(MHTpaTeKanbHoe fneYeHne) Unu Onsi CHUKEHNUs AaBneHus.

MarHUTHO-pe3oHaHCHas Tomorpadus - MeTos AMarHOCTUKU Mo
cHUMKaM. OYeHb TOYHbIN MeToh UCCreaoBaHNa ANs NonyyYeHus
N300paxeHnst BHYTPEHHWX TKaHEW W OpraHoB, B KOTOPOM
He ucnonbayetcst uany4veHve. C MOMOLLbIO MarHUTHbIX Monewn
CKaHMPYIOT Teno. MNonyyYeHHble CHUMKM O4E€Hb XOPOLLO NOMOratoT
OLEHUTb COCTOSIHUE OPraHOB M NMPOU3OLLEALLNE B HUX UBMEHEHMS.

CNoN CcoeaMHUTENbHbIX TKaHeW, KOTopble MOKpbIBalT MO3r
n 3awmwat ero. Ceepxy K Tpém obornoykam ronoBHOMO
MoO3ra MPWUMBbIKAIOT KOCTM 4Yepena. CNMHHOW MO3r MOKpbiBaeT
oboroyka CrNUHHOrO Mo3ra, Takke cocToswas M3 TPéx Croes.
OHa oxBaTbiBaeT ocTalbHble 06racTu UeHTpanbHOW HepBHOW
CUCTEMBbI.

T.€. CBSA3aHHbIN C MoneKkynamu.

3TO BaXKHbI 3MEMEHT AMarHoCTUYECKOro uccregosBaHus. Bpau
NMpOCnylWMBaeT ONpedenéHHble opraHbl W OLWYMNbiBAaeT UX
(nanbnauus), npoBepsieT onpeaenéHHble pedunekcbl, YToObI
OUEeHUTbL BUA 3aboneBaHWs WM TMOMYyYUTb MOKa3aHWs, Kak
3aboneBaHune NpoTeKaer.

KOHTPONMpyemMoe NpUMEHEHNE NOHM3UPYIOLLETO N3NyYeHus Ans
NieyeHuns 3anokadecTBeHHbIX 3aboneBaHnin

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

noboe HoBooGpasoBaHWe (pa3pactaHwe TkaHu). MoxeT ObITb
[06poKaYeCTBEHHON UMK 3M10Ka4YEeCTBEHHOW.

numdobnacTHbIN NENKO3 ABNAETCA CaMOW pacnpoCTPaHEHHOMN
¢opmMoNn NENKO30B B JETCKOM U IOHOLLIECKOM BO3pacTe

BBeAeHWe  OONMbHOMY  UEnbHOW  KpOBM  JoHOpa  wunu
€€ KOMMOHEHTOB (Hampumep, 3IPUTPOLUTAPHOW  Macchl,
TpOMOOLMTapHON Macchl).

MeJlKne KpoBOUIINMUAHUA B BUOE TOHEK Ha KOXe U CIMU3NUCTbIX
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NO3UTPOHHO-3MUCCUOHHAsA
TOoMorpadus

nNpWém BOBHYTPb

NPOrHo3

nporHocTuyeckme akTopbl

NYHKUNA

NYHKUMA KOCTHOIo Mo3ra

paavauus

pemuceus

peHTreH

peunans

CUMIMTOM

CUHOPOM BuckotTa-
Onppwnya

OTHOCUTCA K MeTodaM uccnegoBaHUd no CHUMKaM B H,ElepHOVI
meanuuHe. Nocne BBegeHus paanoakTnBHOro npenapara MOXXHO
nony4ynTb CHUMKKM Mpouecca obmeHa BellecTB B Tene, €ro
OTAENbHbIX YaCTAX U OpraHax.

T.e. Yepes pot

OXMaaemoe TeuyeHne GonesHu, npeanckasaHne BepoOATHOCTU eé
n3rnedYeHuns/lwaHcbl Ha BbI3OpPOBIIEHMNE.

daKkTophbl, MO KOTOPbIM MOXHO MPUMEPHO OLIEHUTb AanbHENLLUIA
xopn 6onesxun

B3TME XKMAKOCTM M obpasuoB TkaHM 4enoBeka Ha
aHanmM3 c NMOMOLLbI CcreumanbHbIX MHCTPYMEHTOB (Hampumep,
cneumanbHOW NOMon UIMon) Ansa gnarHo3a unu nevyeHus

3TO Takas npoueaypa, korga obpaseul, TKaHW KOCTHOrO Mo3sra
OepyT 4ns nccnegoBaHvs U CMOTPAT, CTb NI TaM OMyXoreBble
knetku. MNMyHKums (T.e. Npokon) AenaeTtcsa cneumanbHOW TOHKOW
nonown wurnow. >XMAKWIA KOCTHbIA MO3r HabupaeTcs B LUNPUTL
nmbo M3 KocTn Tasa (Bpayu roBopsAT O MOAB3OOLLIHOM KOCTW),
nmbo n3 rpygHoOM KocTu (Bpauu roBopsT O rpyavHe). Letam
Oonee crtapliero BospacTta nepeg nyHKUMEn enatoT MECTHYH
aHecTe3no, To ecTb obesbonmBaloT TO MecTo, oTkyga 6yayT
OpaTb KOCTHbIA MO3r; WHOrga AOMOMHUTEMNBbHO AaloT NErkun
YCMOKOWTENbHBIN npenapar (Bpayu roBOpsAT B 3TOM criyyae o
cegaummn). letam mnaguero Bo3pacta B HEKOTOPbIX CUTYaLMSAX
MOXET NoTPeboBaTbCst KPAaTKOBPEMEHHBIN HAPKO3.

N3nyyeHne, KOTOPOEe BO3HMKAET B peaynbraTte pacnaga (saepHoro
pacnaga) paguoakTuBHbIX cybcTaHuun. Cm. "pagmoakTuBHOE
nany4veHue"

BpemMeHHoe ocnabneHue nnm ncYe3HOBEHNE CUMNTOMOB DONE3Hn
(SJ'IOKa‘-IeCTBeHHOFO 3a6oneBava), HO ewWé He nomnHoe
Bbl3OO0poBeHne.

MEeTo4 [OWarHOCTUKM MO CHUMKaMm, B KOTOPOM WCMONb3YHTCSH
PEeHTreHOBCKUe ydn ANs nony4eHns nsobpaxeHunii opraHos nnu
onpeaenéHHbIX YacTen OpraHos.

BO3Bpar 6onesHu, NOBTOPHOE 3aboneBaHve nocne
Bbl300POBMEHNA.

npu3Hak 6onesHn, kak bonesHb NPosiBNseTCS

BPOXOEHHOE 3abonesaHue. 3710 MMMyHogemumTHOE
COCTOSsIHME, NMPU KOTOPOM HapyLLeHa CBEPTLIBAEMOCTb kpoBu. Ero
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CMHOPOM Nnn3nca onyxonun

cuHapom Jlyn-bap

CUCTEMHbBIN

CIMMHHOWN MO3r

CMMHHOMO3roBas XXMAKoCTb

cpenocTteHue

CTBOJ10BbI€ KIETKN

TUMWYHLIMK CUMMTOMaMK SIBAISIOTCS, Harnpumep, MOBbILIEHHAs
KPOBOTOYMBOCTb, CKITOHHOCTb K BUPYCHbIM UWHMEKUUSM, K
annepruyeckuMm peakumsam, KoXHas ak3ema. Y GOrbHbIX Bbille
puck 3aboneTb pakoMm.

3TO0 uM3MeHeHWe B oOMeHe BeLlecTB, KOTOpoe HacTynaet
n3-3a paspylleHusi 6onbLIOro KomnmMyecTBa 3/10KaYeCTBEHHbIX
(pakoBbIX) KINETOK Mocrne Kypca Xxumuotepanun. YBenuynaeTcs
KOHUEHTpauus MOYEeBOW KWCMOTbI, Kanus, docdopa, B
CbIBOPOTKE KPOBU CHUXAETCS YPOBEHb KanbLUWs — B pe3yrnbrate
HapyLwaeTcsa paboTta noyek.

BpOXOEHHOEe  3abonesaHue; y BOnbHbIX HapyLleHa
LueHTpanbHas HepBHad cucTema, noBpexaeHa WMMyHHas
cucTemMa, pacwupeHbl  Kanunnapbl a3 uo Koxu - (T.e.
TeneaHrnakTasmsl), ecTb NpegpacnonoXeHHOCTb 3aboneTtb
pakoM. [lereHepatmBHoe 3aboneBaHue LEHTpanbHON HepBHOMW
CMCTEMbl MPOSABIAETCS, HanNpumep, B HApPYLUEHWM KoopauHaumm
OBWKEHUIN (aTakcus) U CNoCOBHOCTN KOHTPONMpPOBaTh FnasHble
A6nokn. ViMMmyHogeduUMTHOE COCTOsiHME npeapacrnonaraeT K
YacTblM NOBTOPSAOLWUMCA MHDEKLNOHHBLIM 3aB0neBaHNsIM.

T.€. TAKOW, KOTOprIZ OXBaTbIBAET MNMOJIHOCTbLIO BECb OPraHU3m

YacTb LEHTpanbHOW HepBHOW cucTeMbl. C  €ro NOMOLLbHO
NPOUCXOAUT CBSA3b MEXJY MO3roM M Apyrumun opraHamu. CnnHHoM
MO3r 3aLUmLLEH TpeMsi 060noYKaMm U HaxoaUTCs B KOCTHOM YacTu
MO3BOHOYHOTO KaHarna.

9TO XXMOKOCTb, KOTOpad Bblpa6aTbIBaeTCﬂ KNneTkamMu Xenyago4koB
mMo3ra. OHa 3anosHsieT MNOMOCTM CMMHHOMO M FONIOBHOMO Mo3ra u
3awmuiaeT Mmo3ar ot noapem,qumﬁ, a TakKxke OOoCTaBndeT nnTtaHne
AOnsa MO3roBblX KJ1€TOK.

CpeaHss YacTb rpygHON MONOCTU, PacnonioXeHHas Mexay AByMS
TNErkumMmn.

He3penble (HeauddepeHUMpoBaHHbIE) KNeTKn, CnocobHble
K HeorpaHuyeHHomy pdenenuto. [lpu geneHun ogHa w3
AOYEepHMX KIEeTOK OCTaéTcs CTBOMOBOW, a BTopas CnocobHa
cospeBatb  (anddepeHumpoBaTtbes). CTBOMOBbIE  KNETKU
ABNATCA WCXOOHbIM MartepuanoMm Ans  3MOpuoHanbHOro
pa3BUTUS OpPraHoB, a TaKke BCEX TKaHen B3POCMOro Yenoseka,
CMOCOOHbIX pereHepupoBaTbCs (HanpuMep, Koxa, CnmMsucTble,
KPOBETBOPHbIE KIETKM KOCTHOrO Mogsra). B 3aBucumoctn ot
cneumurKky TKaHN OHW CO3PEBaIOT B KIETKU HYXXHOro Tuna.
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T-numcpount

TpaHcnnaHTaumna

yneTpasBykoBoe

depMeHThI

XnMmnotepanuma

LeHTpalnbHaaA HepBHaaA
cucrema

LMTONOrn4ecKnmn

LUMTOPEAYKTUBHbII

LUNTOCTaTUK

nogrpynna numdoumToB. OHM CO3PEBAlOT B BUIIOYKOBOW XXenese
(TMMyCe) 1 UrpaloT BaXkHYIO porib B TakK Ha3biBAEMOM KIETOYHOM
UMMYHHOM OTBETE: 06ecrnevmBatoT NPSIMYLO 3aLLMTY OT BUPYCHBLIX
N rPUOKOBLIX MHCPEKLMIA N PETYNUPYIOT aKTUBHOCTL APYTUX KNETOK
WMMYHHOW CUCTEMbI (Hanpumep, rpaHyrnounToB).

9TO nepecagka TKaHen, OopraHoB U KNeTokK.

uccrnegosaHne. Metod AMarHOCTUKM MO CHUMKaM, MpU KOTOPOM
3BYKOBble BOMHbI MPOHMKAKOT B OpraHnsM 4epe3 Koxy. Ha
rpaHuue TKaHeW M OpraHoB OHW OTpaxaroTcs, WHpopmauns
obpabaTbiBaeTCA KOMMbIOTEPOM U NEPEBOANTCH B U306pakeHme.

3TO BellecTBa, Kak npasBuno, Oenku, KoTopble 3anyckaroT
onpefenéHHble OUOXMMMYECKME peakunu, YCKOPSIT UX W
3aCTaBNAT MpoTekaTb B OMpeaenéHHoOM HanpaeneHun (To
ecTb SABNSATCA KaTtanuasatopamm). Bce npoueccel meTabonuama
(obmeHa BelecTB) y BCEX KUBbIX OPraHM3MOB MPOTEKAKT C
yyacTnem depMeHToB. oyt Bce GUOXMMMYECKME MPOLECCHI
B OpraHu3Me KOHTpOnupykTcs depmeHTamu  (Hanpumep,
nuweBapeHne, buocuHtes benka, AeneHune knetok). Kpome Toro
hepMeHTbI UrpaloT BaXKHYK POfib B peakuusix NonyyYeHus u
nepegayn pasgpaxkeHust BHyTPU KINETOK U BO BHYTPUKIIETOYHOMN
nepegave curHana.

B [JaHHOM  KOHTEKCTE: WCMONb30BaHWE  MeOuKaMeHTOB
(xMmmonpenapatbl, LWUTOCTaTWKK), KOTOpble cneundudecku
NpPenaTCTBYIOT POCTY ONyXONEBbIX KIMETOK B OPraHu3me.

COCTOUT W3 TOMOBHOMO WM CMMHHOMO MO3ra, 3a WX npegenamwu
pacnonaraetca nepudgpepudeckad HepBHast cuctema. Kak
LEeHTpanbHbIA OpraH, BbINOMHAKWNA  QYHKUUN  MHTErpaumm,
KOOpAUHAaLMKN 1 perynnpoBaHus, LLEHTpanbHas HepBHas cuctema
obecne4vmBaeT 06paboTky BHELUHEN NHAOPMALIMK Yepes OpraHbl
YyBCTB, @ TaKke BHYTPEHHeN WHGOpMaUMM O pasgpakeHuu
(BO3GY>XAEeHUK), KOTOpasi NOCTYNaeT U3 opraHM3mMa.

T.€. CBA3aH CO CTpOEeHUeM n pa60T0|7| KINeToK

YacTb cnosa ,UuT" yKa3blBaeT Ha OTHOWEeHne K KIeTke,

,PEOYKTMBHbIN® 03HAYaeT yMeHbLUaloLLWiA; BCE CNOBO O3Hadvaer
YyMEHbLLAIOLWWIA KONTMYECTBO KIETOK.

npenapart, KOTOpblii 3adepXuBaeT poCT KneTok. Moxer
YHUYTOXaTb abCoMOTHO pasHble KNeTkn, B 0ocoBeHHoCTU Te,
KoTopble GbICTPO AENSATCS, BUASA HA UX OOMEH BELLECTB; MOXET
NpensATCTBOBAaTb POCTY KNETOK, UMW 3HAYMTENBHO ero 3ameanser.
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LIHC

ANEeKTpoKapaunorpamMmma

9XoKapaunorpamma

COKpallleHne TepMuHa "UeHTpanbHas HepBHasa cuctema":
COCTOWUT M3 TFOMOBHOMO M CMMHHOIO MO3ra, 3a UX npegenamu
pacnonaraetcsa nepudepunyeckad HepBHas cuctema. Kak
LeHTpasnbHbIi OpraH, BbINOMHALWUA  YHKLUMN  MHTErpaumm,
KOOpOUHaLMKN 1 perynnpoBaHus, LeHTpanbHas HepBHas cuctema
obecneymBaeT 06paboTKy BHELUHEN MHGOPMALIMK YePE3 OpraHbl
YYBCTB, @ Takke BHYTpPEHHEW WHopmaumMm O pasgpaxeHun
(BO30YXOEHUM), KOTOpPas MOCTYNaeT U3 opraHuama.

MeTod ANarHOCTUKN 3NEeKTpuYeCKnx nMmnyrnbcoB cepgua.

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

cTpaHuua 30



	Неходжкинские лимфомы (НХЛ) – (краткая информация)
	Оглавление
	1. Что такое неходжкинские лимфомы?
	2. Как часто у детей встречаются неходжкинские лимфомы?
	3. Почему дети заболевают неходжкинскими лимфомами?
	4. Какие бывают симптомы болезни?
	4.1. Общие симптомы:
	4.2. Специфические симптомы:

	5. Как ставят диагноз неходжкинской лимфомы?
	5.1. Анализы образцов ткани
	5.2. Как диагностируют степень распространения болезни в организме?
	5.3. Какие анализы и исследования делают до начала лечения?

	6. Как составляют план лечения?
	6.1. Какие бывают формы неходжкинской лимфомы?
	6.2. Какие бывают стадии болезни?

	7. Как лечат неходжкинские лимфомы?
	7.1. Какие бывают методы лечения?
	7.2. Как проходит лечение?
	7.2.1. Лимфобластная неходжкинская лимфома (LBL)
	7.2.2. Зрелые B-клеточные неходжкинские лимфомы (B-НХЛ) и зрелоклеточная B-форма острого лейкоза (B-ОЛЛ)
	7.2.3. Анаплазированые крупноклеточные лимфомы (ALCL)


	8. По каким протоколам и регистрам лечат детей?
	9. Какие шансы излечиться от НХЛ?
	Список литературы
	Глоссарий
	Deckblatt_NHL.pdf
	www.kinderkrebsinfo.de




