&
Seite 1 von 15

Kompetenznetz

Padiatrische Onkologie
—— und Hamatologie

www.kinderkrebsinfo.de

OcTpbIn NMMAOONacTHLIN NEWNKO3

(OJ1J1) — kpaTkas nHdopmaums

Copyright © 2011 Kompetenznetz Padiatrische Onkologie und Hamatologie

Autor: Dipl. Biol. Maria Yiallouros, erstellt am 04.02.2010, Freigabe:
Prof. Dr. med. Ursula Creutzig, zuletzt bearbeitet: 20.04.2011


http://www.kinderkrebsinfo.de/
http://www.kinderkrebsinfo.de/

Seite 2 von 15

YTo Takoe ocTpbIiv NMMEpOONacTHLIN NENKo3?

Octpeiii nmumdobnacTHed Neiiko3 (manee B cokpamiennu OJIJI) wmm ocTpblid
nuMdoneiiko3 - 3TO 3J0KadecTBEHHOE 3a0o0JieBaHHE KPOBEHOCHOH CHCTEMBI.
KocTHbIli MO3r, B KOTOPOM BBIPAOATHIBAIOTCS KJIETKH KPOBH, IPOU3BOIUT

CIIUIIKOM OOJIBIIIOE KOJIMUECTBO HE3PCIIbIX OenbIX KPOBSAHBIX TCJICLL.

B HOpMe y dYenmoBeka BCe KJICTKHM KPOBU PACTyT M OOHOBISIOTCS JOCTAaTOYHO
PaBHOMEPHO, TPOUCXOJUT CJIOXKHBIN Tporecc ux co3peBaHus. OnHAKO NpU
Bo3HukHOBeHUU OJIJI 3TOT mporiecc BEIXOAUT U3-TI0J] KOHTPOJIsL. benbie KpoBsHbIE
TeNblla He PacTyT W BBI3PEBAIOT, MPEBPAIIasch B MOIHOIEHHBIE (PYHKIIMOHATHHBIE
KIETKH, a HAuYMHAIOT OBICTPO W OECKOHTPONBHO AenuThcs. [loCTOSHHO
YBEIMYMBASICh, OHU BBITECHSIOT 3A0POBBIE Oeible KIETKH KPOBH (JICHKOINTHI),
KpacHbIC KJICTKA KPOBH (SPUTPOIUTEI) U KPOBSHBIC TIACTHHKHU (TpOoMOOIHTEI). B

PE3YIbTATC pa3BUBACTCA HEXBATKA HeO6XOI[I/IMOFO qurciia 310POBBIX KICTOK.

ManokpoBue (aHemusi), MHMOEKIHH M KPOBOTOYHUBOCTH SBISIOTCA HE TOIBKO
CIEICTBUEM OCTpPOrO J€ilK03a, HO W €ro HEpBbIMH CHUMIOTOMaMH. II3HayalbHO
JIEWKO3bl HE OrPaHUYMBAIOTCS KaKOM-TO ONpPEAeNIEHHOM 4YacThl0 OTpaHHU3Ma.
PacnpocTpaHsisich U3 KOCTHOTO MO3ra B KPOBB, MOpakaeTcsa W JAuUMQaTHIeCKas
TKaHp (uM(aTuyeckas CUCTeMa), W JpPyTHe OpraHbl, M, KaK CIEACTBHE, BCS
cuctema opraHoB. [losTomy, kak u ocTtanbHble Jeiko3bl, OJIJI oTHOCHTCS K

CHCTEMHBIM 3JI0KaY€CTBEHHEIM 3a00I€BAHMSIM.

Teuenue OJIJI octpoe. be3 neuenus nelikeMudeckue KIETKH YBEIMYUBAIOTCS U
MOpaKarOT OpraHbl YeloBeKa. 3a00JIeBaHne MPUHUMACT TSKENBIE POPMBI, CMEPTh

HaCcTynaceT 4€pe3 HCCKOJILKO MECALICB.
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Kak yacTto Bctpeyatrorca OJ1J1 y neten?

Octprie numMdoneiikosbl (OJIJI) — camas pacmpocTpanéHHast ¢opma Jeiikoza y
JeTed U moApocTKoB, mouTH 80%. OHHU COCTAaBISIOT MPUOTU3UTEIHHO OIHY TPEThH

OT YMCIIa 3JI0KAYECTBEHHBIX 3a00JI¢BaHUI B ACTCKOM U IOAPOCTKOBOM BO3pacCTe.

B I'epmanun no craructuke Hemenxoro Peructpa nerckoit onkonoruu (r. MaiHI)
exeronno OJIJI 3aboneBaror okoso 500 meTeid u MOAPOCTKOB. A 0O0IIEe YUCIIO
MAIMEeHTOB B BO3pacTe JI0 MONHBIX 18 jer exerogHo cocrasiseT oT 550 mo 600
gyenoBek. OJIJI MoryT pasBuBaThcs B JIOOOM BO3pacTe, B TOM 4YHCIE U BO
B3pocioM. OgHAKO Yalie BCEro OHM MOPaXKaroT AeTel oT 1 10 5 yieT, a ManbYlKOB

— HCMHOT'O Hali€, 4€M ICBOYCK.
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Kakue 6biBaroT chopmbl OJ1J1?

ITpu OJIJI nporcxXoauT 3710KaYeCTBEHHOE N3MEHEHHE (MYyTalllsl) HE3PEBIX KIETOK
— MPEIIECTBEHHUKOB JINM(OIIUTOB. MyTalys MOKET MIPOUCXOANTH Ha Pa3IU4HbIX
CTaauAX Pa3BUTHS KIETKH. A 3TO 3HAYUT, YTO MOPAXKAIOTCA HE TONBKO pa3INYHbIE
NOArpyNIbl TMM(OIMTOB, HO U UX popoHadanbHUKH. [ToaTomy B OJUI cymectByer
MHOXKecTBO (opm 3aboneBanmsi. Hampumep, B-kmerounas dopma OJUI
Ha3blBaeTCd TaK II0 MMEHHU KJIETOK-IPEALIECTBEHHUKOB B-mumdonuros, T-
KIIETOYHBIE  JIEHKO3Bl  YKa3blBAIOT HA  IIPOMCXOXKACHHE  OT  KIJIETOK-
npeamecTBeHHUKOB T-muMdorutoB. MyTamus KiIeTku Ha €€ paHHeM JTare
pa3BuTus 0O03HawaeTcss mpHcTaBKoW '"mpe". PaznmuuaroT cieayroniue MOITHITBI
OJUI:

- mpe-tipe-B-kneTounsrii OJIJI (ceromuss ero Ha3pIBalOT, KaK IPaBHIO, Mpo-B-

kierounsrit OJL)

- Hynb-kietounbiit OJIJI (wmu "oObraHOr0" THITA)
- npe-B-kneTounstit OJIJI

- (3penoxnerounsii) B-OJIJI

- ipo- u npe- T-knetounsiit OJIJI

- KopTukaneHbId T-xierounsiit OJIJI

- T-xnerounsnii OJIJIL.

BaxHo 3HaTh, 4TO CymIeCTBYIOT pasHble (opmbl niam moxsapuantsl OJIJI. Onm
MOTYT JOCTAaTOYHO CHJIBHO OTJIMYAThCS IPYr OT APYra U B TEUEHUH OOJE3HHU, U B
BO3MOXHOCTU H3JIEUUTHCSA (IPOTHO3). OTH PA3IUUUs YyUUTHIBAIOTCA B BHIOOpE

TEepaneBTUYECKONU CTpaTEruu.
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No4yemy noetn 3abonesatot OJI1?

HuxTo TOYHO He 3HaeT, MoYeMy BO3HHMKAIOT OCTpbIE JIMMQOOIACTHBIC JEUKO3BI
(OJUI). UzBectHO, uTO 0OJIE3HD Pa3BHBAETCS Yepe3 3I0KaYECTBEHHOE M3MECHEHHE
KIIETOK—TIPEIIECTBEHHUKOB JTHUM(OIMTOB, W B HACJIECICTBEHHOM MaTepuale
KIETKU TMpoucXoauT wmyrtanmus. OpHako, B OOJBIIMHCTBE CIy4aeB OCTa&Tcs
HEBBUSICHEHHBIM, I0YEMY IPOUCXONAT TI'C€HETUUYECKUE HM3MEHEHUs, U MOoYeEMY ¥y
OIHUX JIeTell OHW TPHUBOAAT K pPa3BUTHIO 3a00JeBaHMS, a y APYTUX - HeT.
Hampumep, HekoTopble W3MEHEHHUS B TeHax, xapakrepaele mia OJIJI, moxHO
00HApYKUTh Y HOBOPOXKICHHBIX, MpaBia OHH 3a00JIEBAIOT HE Cpa3y, a TOJBKO
Yyepe3 HECKOJIBKO JIET, WM BooOIIe He 3a00JeBaloT. JTO TOBOPUT O TOM, YTO Ha
pasBUTHE OOJNE3HM KpPOME TEHETHYECKHX (aKTOPOB TaKKe BIMAIOT BHEIIHUE
npuunHbl. [lo Bcell BepoOATHOCTH OCTpbie JTUMQOIECHKO3B — MHOTO(aKTOPHOE
3a0oJieBaHUeE.

W3BecTHO, YTO HEKOTOpHIE HAcieAyeMble WIH MpHOOpeTEHHbIE J1e(heKThI
MMMYHHTETa W XPOMOCOMHBIE HapylleHus (Hampumep, cuHIpoM JlayHa wummn
aHemusi PaHKOHM) YBEIMUMBAIOT PUCK pa3BUTHUSA Jieiiko3a y aereil. BosaelicTBue
pazuanuu M PeHTICHOBCKOE M3JTyUYCHHE, HEKOTOpPBbIE XUMHYECKHE CYOCTAaHIHU H
MEINKAMEHTBI, BUPYChl MOTYT MOBBIIIATh PUCK Pa3BUTHS OCTPOro JuUMQoIIeiKo3a.
OpHako, y MHOTHX MAIllMEHTOB TaK U HE yAa&Tcs ONpPEaeIUTh TOUHYIO IPUUUHY €To

pa3BUTHSL.
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Kakue ObIBalOT CUMNTOMbI O0ONe3Hn?

CI/IMHTOMBI, C KOTOpPBIX HAYUHACTCA O.H.H, Kak IIpaBUWJIO, PA3BUBAKOTCA 3a
HCCKOJIBKO HCICIb. 3710Ka4EeCTBEHHEIC KIIETKH pacpoCTpaHiarOTCd IO KOCTHOMY
MO3ry U ApyruM oOpraHam. ECCHpeHHTCTBeHHO Pa3MHOXKasACb B KOCTHOM MO3ITC,

JICMKO3HbIE KICTKH HE JAar0T paCTU HOPpMAJIbHBIM KJICTKaAM KpPOBH.

[Moatomy y nmereit u mompocTkoB, 3abonermmx OJIJI, cHavana mosBIsAIOTCS 00IIUE
CHUMIITOMBI 60J'I€3HCHHOFO COCTOAHUA: BAJIOCTh, OTCYTCTBHUEC HHTCPECA K HUIrpaM,
OonegHocTh (aHemwusi). OTH CHMITOMBI OOBSICHSIOTCS HEXBAaTKOH KpPacHBIX
KPOBSIHBIX Tellell, KOTOPbIe MOJDKHBI JOCTaBISTh KUCIOPOA ISl IPYTHX KIIETOK
opranm3ma. JlepUIHUT TONHOLIEHHBIX OENBIX KPOBSHBIX Tellel] (HarpuMep,
TUMQOIMTOB W TPAHYJOIWTOB) TPHUBOAWT K OCIAONEHUI0 WMMYHHUTETA,
pa3BUBAIOTCA YacThie WH(MEKIMHA C BBICOKOH TemIiepaTypoil. M3-3a oTCyTCTBHA
TPOMOOIIMTOB, OTBETCTBEHHBIX 32 OBICTPOE CBEPTHIBAHNE KPOBH, MOTYT BO3HUKATh

TOYCYHBIC KPOBOU3JIUAHNA HAa KOXKE U KPOBOTCUCHU S CIIU3UCTBIX 000JI0YEK.

PacnpoctpaHsisice Mo opraHuszmy, JIeMKeMUYeCKUe KJIETKH MPUBOJAT HE TOJNBKO K
M3MCHCHISIM B COCTaBE KPOBH. Y NeTel MOSBIISIOTCS OOJNHM B Pa3IMYHBIX OpraHax.
Tak xak JEMKO3HBIC KJICTKHU 3aIlOJHSIIOT KOCTHBIC IOJOCTH M KOCTHBIM MO3T, TO
KOCTH HAauyuHAIOT OO0JIeTh, MPEXKAE BCErO0 KOCTH PYK M HOr. Boju CTaHOBSTCS

HACTOJIBKO CUJIBHBIMU, YTO MAJICHBKUEC ACTH HEC MOTYT XOOUTH U IMPOCATCA Ha PYKH.

310Ka4eCTBEHHBIEC KJICTKH 3aMl0JIHSIIOT N1€4EHb, CENe3EHKY U TMM()ATHUCCKUE y3IIbI.
Wx oték mpuBoauT K 00JIAM B KMBOTE. B mpuHIMIIE HU Yy OJHOTO U3 OPraHOB HET
3alIUTHl OT JieiikeMudeckux kierok. Y manumeHToB ¢ OJIJI 3m0KavecTBEeHHBIE
KJIETKM MOTYT IPOHUKHYTh M B MATKYI0 MO3TOBYIO O0OJOYKYy, IO3TOMY
MOSIBISIFOTCSL. TOJIOBHBIE OOJIM, Mapajiuy JIMLIEBOTO HepBa, HapylICHHE 3PEHUs,

W/WJH PBOTA.

Cumnromel OJIJI MOTYT CHJIBHO OTIWMYATHCS Y pa3HBIX Joneh. OauH WUian naxe
HECKOJIbKO CUMITOMOB HE 00S3aTEJIbHO YKa3bIBAIOT HA TO, YTO PEOEHOK 3aboiien
neiikemueil. MHOTHE W3 HUX TOSBISIOTCS TPH CPaBHHUTEIBHO Oe300UTHBIX
3a00NIeBaHUsIX, HE MMEIOIINX OTHOIIEHUS K Jelko3y. OIHAKO, €CIIH MOSBISIOTCS
001, MBI PeKOMEHIyeM HEMEIJICHHO o0pamaThCsi K Bpady, 4TOOBI BBISCHUTH UX
npupoay. M ecnu AEHCTBUTENBHO IOCTABJIEH JWArHo3 OCTPOro JeHKo3a, €ro

HY>KHO CPOYHO JICUHTb.
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Kak guarHoctupyrotca octpble numMmdonemnkosbl?

Ecim B uctopum Oone3Hu (aHaMHE3) WM JaHHBIX OCMOTpa TEAUATP HAXOIUT
MPU3HAKH OCTPOTO JIeKO03a, MAIMEHT MMOJydYaeT HaIpaBiCHHE Ha pPa3BEPHYTHIN
aHanu3 KpoBu. Ecnu ompenenéHHble H3MEHEHUsT B reMorpaMMe (3allich cOCTaBa
KpPOBH) TIOATBEPKIAIOT IMOAO3PEHHSI Ha JIEHKO3, TO JJIsl OKOHYATEILHOTO AMAarHO3a
HEOOXOMMMO TIONYYHUTh KJIETKH KOCTHOTO MO3ra (KOCTHOMO3TOBAsl ITYHKIIHS).
[TosToMy Bpau maér manyMeHTy HalpaBlICHWE Ha JalbHEWIIee oOCIieJOBaHUE B
CTaIlMoOHAp, CICIUATH3UPYIOMMIACS Ha OO0NEe3HAX KPOBH W 3JIOKAYECTBEHHBIX
3a00IeBaHUSAX Yy JEeTel W TOAPOCTKOB (KIMHHUKY JETCKOM OHKOJOTHMH U

TeMaTOJIOTHH ).

Ilo aHanu3y KpoBW M KOCTHOI'O MO3Ta MOXXHO TOYHO OIPEIEIINTh HAIMYHE U BUJ
Jneriko3a y marueHta. Kpome TOro, COBpEMEHHBIM HWMMYHOJIOTHYECKUH U
TeHETUYECKHI JTabopaTOpHBIN aHAINU3 MO3BOJSET HE TOJMBKO BBIAETUTHL OJIJI u3
JIpYyTUX BHUAOB JIEHKO3a, HO W ompenenuTh KOoHKpeTHbIM Tun OJIJI. Dto BakHoe
yCJIOBHUE AJIA IUIAHUPOBAHUS TOYHOM Tepamnuu, MoToMy 4To pasaudHble TUnbl OJIJI
OTJIMYAIOTCA APYr OT ApYyra Ha KJIETOYHOM U MOJIEKYJISIPHOM YPOBHE, II0 Pa3sHOMY
IpOTEKaeT XoX OOJIe3HH, IO Pa3HOMY OLICHMBAIOTCS IIAHCHI Ha BBI3ZOPOBIICHHE

(HpOI‘HO3) 1 YYBCTBUTCIIBHOCTD K TCpAIINH.

Kax Tonpko nocrasnen auarxo3 OJIJI, mias miuaHa JieyeHUs! BBISICHSIOT, OPaXKEHBI
TU  JICUKEMUYECKUMHU KJIETKaMU JPYTHe OpraHbl, KpoMe KOCTHOTO MO3Ta,
HaIpuMep, TOJIOBHOW MO3T, ITEYEHb, ceNe3€HKa, TUM(PaTHISCKUE Y3l HIH KOCTH.
Juarno3 ompexpensieTcss M0 W300PAKEHUIO W3 PA3IUYHBIX HCCIEIOBAHHUN, TAKUX
KaK yIIbTPa3ByKOBOE, PEHTTCHOBCKOE, MarHUTOPE30HAHCHAs W KOMITbIOTEpHAs
Tomorpadus, cruHTATpadus KOCTeH ckemera. UToOBI OmpenenuThb, MOpakeHa JIH
IEHTpaIbHAas HEpBHAs cucTeMa, OepyT mpoOy CIMHHOMO3TOBOW JKHIKOCTH

(sroMOanbHas MyHKIHS) ¥ UCCIEMYIOT € Ha HaTnIue JIEHKEeMIYEeCKIX KIIETOK.

JlanpHeillass MOATOTOBKAa K JIEUEHHIO 3aKJIIOYaeTCsd B IIPOBEPKE CEPACUHOU
nestenpHOCTH (dmekTpokapanorpadus, DKIT um sxoxapmauorpadus, OxoKI) wu
GyHKUMOHANBLHOTO cocTosiHus Mosra (O3I). M3MeHeHHs, KOTOpbIE MOTYT
NPOM30HTH BO BpEMsl TEpanuH, JOJDKHBI OICHUBATbCS HA OCHOBAaHHU JTHX
UCXOIOHBIX JaHHBIX. KoMrulekcHble nabopaTopHbBIE HCCIEAOBAHHS IOMOTAIOT
OLIGHUTDH 00lIee COCTOSIHME PeOEHKAa M YCTaHOBHTH, €CTh JIM HapyLIeHUs oOMeHa
BEIICCTB WK (DYHKIUH KaKUX-JTHOO OpPraHoB (HAIpHMEp, MOYCK WM TICYCHH),
BO3HUKIINX H3-3a JIEHKO3a, YTO MOXET OBITh OCOOCHHO Ba)KHO IO WIIK BO BpEMs
nedeHust. s BO3MOXHO HEOOXOMMBIX TIepEeIMBaHNN KPOBH CIIEyeT YCTAHOBUTH

IpyIITy KPOBU MALMEHTA.
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He Bce uccnemoBaHusa 00sA3aTenbHbl Ui Kakaoro namueHTa. OT MeIULMHCKAX
paGOTHI/IKOB BI)I HOJIy‘-II/ITe I/IHq)OpMaI_[I/IIO O TOM, KaKU€C UMCHHO JUArHOCTUYCCKUEC

nmpoucaypbl HCO6XO,[[I/IMI>I JJIS TUTaHUPOBAaHUS TCPpaAInn Bamero pe6éHKa wiu Bac.



JleyeHue
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B cnywyae moarBepxnmeHust aumarHo3a octporo smmdoneiikosa (OJIJI) pebénka
CPOYHO HAIpPABJIAKOT B NETCKUM OHKOIMCIIAHCEP, Ile MMEIOTCS U BO3MOKHOCTh
HanboJiee COBPEMEHHOro0 M 3(QQEKTUBHOIO JICUCHHS, U Y3KHE CHELUAIUCTHI IO
pakoBbIM 3a0oneBaHMsM (Bpaud, MeAcEcTphl). Bpaum crnenuann3supoBaHHBIX
OTIENCHUIN ITOCTOSIHHO HAXOSTCS B TECHOM paboueM KOHTAaKTe, JiedueHHe peOEHKa
OPOBOAMTCS MMM 110 COBMECTHO  pa3paOOTaHHBIM M  CHCTEMaTHYHO

YCOBEPIICHCTBYEMBIM IIJIaHAM TETIApHH.

Kakne metoabl nevyeHMs NPUMEHAOTCA?

LlenTpanpHOe MecTo B JeueHUM ocTporo ammMdobmacTHoro neiikoza (OJLI)
3aHUMAaeT XUMHUOTEpanus. XUMHOTEpanus - 3TO JIEUCHHE MEIUKaMEHTaMHu,
KOTOpBIE MEUIAI0T POCTY KIETOK (IUTOCTaTHKH). Y HEKOTOPHIX MAIeHTOB
JIOTIOJTHUTENBHO 00JTy4aeTcs IeHTpalbHast HepBHAs cucTema (00JyudeHHe TOJIOBBI).
B HekoTOphIX ciy4asXx OPUMEHSETCS XUMHUOTEpAIus BBICOKUMH J103aMHU
[IpenapaToB ¢ MOCIEAYOLIEH TpaHCIIaHTallel CTBOJIOBBIX KiIeTOK. 1lensb teuenus
— 0 BO3MOXXHOCTU IOJIHOCTBIO YHUYTOXUTh JICMKEMUYECKUE KIETKH BO BCEM

opranusMme, 4To0bl KOCTHBII MO3T BHOBb CMOT pab0oTaTh Kak KPOBETBOPHBIA OpTaH.

VHTEHCUBHOCTE W MPOJOJDKHTEIBHOCTh  XUMHOTEpANUH, HEOOXOIUMOCTD
o0JydeHus TICHTPaIbHOW HEPBHOM CHCTEMBl WM TPAHCIUIAHTAIUH CTBOJIOBBIX
KJIIETOK, & TAK)KE TIPOTHO3 OOJIE3HH 3aBUCAT MPEXKJIE BCETO OT TOTO, KAKUM UMEHHO
tuioMm  OJUJI  GonmeH  peOEHOK, HACKONBKO  JICHKEMHUYECKHE  KIIETKU

pacmpoCTPaHMWIIUCh IO OPraHU3MY M Kak JISWKO3 pearupyer Ha Teparuio.

Jleuenne 3pemokierouno B-gopmer OJUJI ormugaeTcs oOT JeYeHHS BCeX
OCTaJBHBIX TOATHIIOB OCTpPOro JnuMmdoneiko3a. Jletm ¢ TakuM IHArHO30M
MOJIYYAIOT Ty K€ TEPanuio, 9TO WU MAIMEHTHl ¢ HEXOKKHHCKOW aumMdpoMon u3
3penbix B-kietok. [Toaromy cremyromas uHGOpMaIys 0 X0Jie JICYCHHUS K HUM HE

otHOcHTCA. O JIeueHUN HeXOI[)KKHHCKOﬁ HHM(bOMLI Br1 moxeTte MMpO4YUTaTh 34CCh.
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Kak npoBogutcsa neyeHue

Jlewenne pereit ¢ nmmarHozom OJIJI (kpome 3pernokierouHodt B-gopmer OJII)

nmoapasacsieTCa Ha 4 GOIBIINX HTAIA. qCTLIpC (I)a3bl TCparnu OTINYAIOTCA APYT OT

Apyra 1o npoAO0JKUTCIbHOCTH, 110 UCIIOJIBb30BAHUIO HCKOTOPBIX MEAUKAMCHTOB, a

TAKXEC 110 MHTCHCUBHOCTHU U LCJIAM JICUCHUA.

1.

I/IHIlyKIII/Iﬂ: 3Tall UHTCHCUBHOM XUMUOTCpAIIUM, €ro nejib - YHUYTOXUTH 3a
KOpPOTKOC BpEeMA MaKCUMAJIbHOC YHCJIO JICKO3HBIX KJICTOK U JOCTUYb

peMuccuu. Jleuenue JJIATCA HpI/I6J'II/13PITeJ'II:HO OT ITATHU 1O BOCbMH HCACIIb.

KoHcomuaauus U MHTEHCUBHAS TePamusi: JICUYCHUE TPOBOAUTCS HECKOJIBKO
MecsAIeB (IPUMEPHO OT 2 110 4), ero IeNlb — C MOMOIIBIO0 HOBBIX KOMOWHAIIHIA
MpenapaToB MPOJOJDKUTh YHUUTOXKCHHUE JIEHKEeMHUECKUX KIIETOK U 3aKPEIUTh
pemuccuio. BakHBIM  3JIeMEHTOM  SIBJISICTCS MPO(HIAKTUKA TMOPAKSHUS
IEHTPATBHON HEpPBHOW cHCTeMBbl (IIpeBeHTHBHOe JjedeHue). /s storo B
CIIMHHOMO3TOBOM KaHaj BBOJATCS MEIUKAMEHTBHl W TPU HEO0OXOJUMOCTH
JTOTIOJTHUTENIBHO Ha3Ha4yaeTcs 00JydeHne TOJIOBHOTO MO3ra (Hampumep, eciu
MMEIOTCS TaHHBIE O TOPAXEHUH EHTPATHHON HEPBHOW CHCTEMBI). DTOT 3Tal
IOJDKEH HE JOMYCTUTH IMONAJaHMs JCHKEMUYECKUX KIETOK B TOJIOBHOH U

CIIUHHOM MO3T, WJIH, YTO OBIBACT Yallle, X Pa3MHOKCHUSI.

Peunaykuusi: jedeHHe NMPOBOIAWTCS KaK B INMEPUOA WHIYKIMH, €ro Lelb -
OKOHYATEJIFHO pa3pyIIUTh BCE JICHKEMHYECKHE KIETKH M, TeM CaMbIM,
MUHHMHU3UPOBATh PUCK Bo3Bpara Oosie3Hu. OOmas MpoAOJIKHTEIEHOCTh
PEHHAYKIUK MOXET COCTABISTh OT HECKOJNBKHX HEAETh IO MECAIEB, HA 3TOM

oTaIic (1)2.3131 HUHTCHCUBHOT'O JICUCHUS UCPCAYIOTCH C May3aMU B XUMUOTCPAIIUU.

Ioaaep:xkuBaroinee JedeHHe WM IJIUTEJbHAs Tepamusi: HA JTOM dTare
HA3HAYAIOTCS HEBBICOKHUE J03BI XuUMHUompernapaToB. OCOOCHHOCTh JICUCHHUS
3aKJTF0YAETCS] B TOM, YTO OHO MPOBOJUTCS JJIUTEIHHOE BpPEMs, KaK IPaBHIIO,
MOKa ero OOIIUil CPOK He COCTaBUT 2 roja. JIeueHne mMpoOUCXOIUT B OCHOBHOM
aMOyaToOpHO, €ro MLelb - YHUYTOXKUTh BCE TE JIEUKEMHUYECKHE KIETKH,

KOTOPBIC CMOI'JIM BBIXKUTDH JAXKE IMMOCJIC HHTCHCHUBHOM TCpaIrunu.
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UccnepoBaHua ontuMmmusaumm Tepanuu

B FepMaHI/II/I MOo4YTH BCC ACTU U NOAPOCTKU C NUArHO30M OJIJI nmeuarcs 1o IJ1a”ny
HCCIeI0BaHUMN OIITUMU3 a1 TCparuu. Tak Ha3bIBarOTCs KIIMHHUYCCKHUEC
HCCJICAOBAHMA: OHHU KOHTPOJUPYKOTCA, HX NCJIb — JICUUTb MNAINUCHTOB II0
IOCJICAHUM pa3pa60TKaM U OAHOBPEMCHHO pa3BUBAThb M YCOBCPIICHCTBOBATH

TEPANICBTUYCCKUEC BO3ZMOXKHOCTH.

B nactosmee Bpems B ['epMaHuu OpOBOASTCS CICAYIOUIME HCCICIOBAHUS IO
neuennto OJIJI y gereii W moApocTKOB (Kak MPaBHJIO, € MEXAyHAPOIHBIM
yuactuem). [lepble aBa W3 HUX pa3pabOTaHBI IS OJHOW W TOW >K€ TPYIIIBI
MAIUEeHTOB (IETH OT OJHOTO roja A0 18 neT, mepBUYHBIC MAIMEHTHI C IUArHO30M
OJIJI). Kimmanka, B KOTOpoi JieunTcss peOEHOK, cama BBIOMpaET, IO KaKoOMy W3
MIPOTOKOJIOB OHAa paboTaeT. OOpamaeM BHUMaHHUE, YTO B 3THX HCCICIOBAHUIX HE
YUHUTBHIBAIOTCS JICTH CO 3penokieTounoi B-popmoii OJIJI, Tak kak OHHM MOJydYaroT
TaKOE XK€ JICUEHHWE, YTO U MAlHUEHTHI CO 3pesiod B-KIeTOUHON HEXOKKMHCKON

TUMQPOMOii.

AIEOP-BFM ALL 2009: MexayHapoJHOE€ MYJbTUIICHTPOBOE HCCIIEIOBaHUE
onTuMu3anuu Tepanuu mno gedenuto OJUJI y merei m moapocTkoB oT 1 roma 1o 18
JeT. B uccienoBaHny NPUHUMAIOT YYaCTHE MHOTOYHCICHHBIC JNETCKHAE KIIMHUKH
I'epmanum, a Taxxke ABcrpum, llBerinapuu, Wramuu, Yemckoit PecmyOmukwy,
Wzpamns u Apcrpanuu. lleHTpanmpHas HeMellkas HCCIIC0BaTeIbCKas TpyIa
HaxOOUTCS B YHHUBEpPCUTETCKOM KiuHUKe ropoaa Kuna 3emnu [llne3Bur-
lonpiTeitH, pyKOBOAUTENb WCCIENOBaHUs — Impodeccop, TOKTOp MeauiuHbl M.
llpamme. HWccnenoBanme 1o mporokory AIEOP-BFM ALL 2009 sBnsercs
npoaoiixenueMm uccienoBanuss ALL-BFM 2000, koropoe 3aBepimiiock B 2010
TOIy.

COALL-08-09 (COALL - coxkpamenne ot Cooperative ALL-Studie, T.e.
KooreparuBHOoe  uccnepoBanue  OJIJ[):  MynbTHUIIEHTpOBOE  HCCIEOBaHUE
ONTHMHU3ANNHN Tepanuu Hemenkoro OOmIecTBa JeTCKOW reMaToNOTUH U OHKOJIOTHH
(Gesellschaft fiir Padiatrische Onkologie und Hématologie, GPOH) nns neyenus
OJUT y nmeteit u moapocTkoB oT 1 roaa no 18 ner, oHo Havanock 1 okTsaops 2010 r.
B wuccrnenoBanuu NpUHUMAIOT Y4YacTHE MHOTOUYHMCICHHBIC IETCKHUE KIWHUKH BO
Bcel ['epmanuu. PykoBomuT mcciemoBanueM mpodeccop, JOKTOp MEAUIUHBI M.

XopcTMaHH B YHHBEPCUTETCKOM KinHUKe ["amOypra.

INTERFANT-06, MmexnyHapoiHOE€ MYJIETUIIEHTPOBOE UCCIIEAOBAHHUE T10 JIEICHHUIO
MJIAJIEHIIEB TEPBOTO Troja JKU3HM C  OCTPBIM  JUMQOJEHKO30M WU
oudenorunmyecknum neiikozom (moarpymma OJUI). LlentpanbHas Hemenkas

HCCJICA0BATCIILCKAA I'PYIINa HAXOUTCA B yHHBCpCHTGTCKOﬁ KIIMHUKE ropoaa Kuns
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3emin Lllne3Bur-I onpiureiiH, pyKOBOAUTENb UCCIENOBaHUSA — Mpodeccop, TOKTOP

MenuuuHel M. IIpanme.

EsPhALL, MexayHapomHOE HCCIIEeIOBaHWE IO JedeHWto marueHToB ¢ OJLI,
OCIIOKHEHHBIM  (QUIanenTbMUICKOW  XpPOMOCOMOHM, KOTOpBIE  JIledaTcs 10
npotokoidam BFM, COALL wmu INTERFANT (pykoBoauTens MCCIEIOBaHUS —
npogeccop, aokrop menuiuasl M. Illpanme, YHuBEpcUTEeTCKas KIMHHUKA TOpoa

Kuns 3emiu ne3sur-I'onbmireiin).

ALL-SZT BFM 2003, MyJbTUIIEHTPOBOE HCCIEIOBAaHME Tepanmuu u eé
ontuMmmuzanuu |y manmumeHtoB ¢ OJIJI w mokazaHusMu K QJUIOTCHHOU
TPAHCIUTAHTAIIMA CTBOJIOBBIX KJIETOK [aJUIOTCHHAs] TPAHCIUIAHTAIINS CTBOJIOBBIX
kiertok]. HWccnemoBanuwe OTKPBHITO JUIsl MALKMEHTOB, KOTOPBIE JIeYaTcs IO
nporokonam ALL-BFM (umu ALL-REZ-BFM), mu6o COALL. LentpansHas
Hccien0BaTeabCKas Ipynna HaxoAuTcs B AeTckoM rocmnurtaie CB. AHHbl B Bene

o1 pykoBoJicTBoM gotieHTa Kpuctunst [lerepc.

ALL-REZ BFM 2002, MyJIbTUIIEHTPOBOE UCCIIEJOBAHUE ONTHUMHU3ALUU TEparuu
JUTSL JIeYeHUst AeTei u moapocTkoB ¢ peruansoM OJIJL. B HéM mpuHUMAIOT yyacTue
6omee 100 nentpoB B ['epmanmm, ABctpum u llBeiinapuu. Llentpanbhas
uccienoBaresnbCkas rpymmna Haxomutcs B kinuHuke lapute B bepnune, B
OTICNICHUN JETCKOM OHKOJIOTHMM M TeMaToJIOTHH (PYKOBOJHUTENIb HCCICIOBAHUS —
npodeccop, TOKTOp MeaunuHbl [toHTep XeHlle, KOOPAMHATOP HCCIENOBAaHUS —
nmokrop Apern ¢on [ltakens0epr).

I'maBHas 1eNib BCEX HCCICMOBAHUI — YCOBEPIICHCTBOBATH TEpAIHI0 JEeTeH C
muarao3zoM OJIJI u yMeHbIIUTH MOOOYHBIE OCIOKHEHHS, CBSI3aHHBIE C JICYCHUEM.
Kpome Toro, ucciemoBaHus, COMPOBOXIAIONIHE MHTEHCHBHYIO TEPaNHio, TAr0T
HaM OoJiee TITyOOK¥E 3HAHHS O 3a00JICBaHHH, KOTOPHIC 3aKJIaIBIBAIOTCS B HOBEHIC

TepaneBTUIEeCKUE pa3padoTKH.
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Kakue waHcbl uaneuntbcsa ot OJN1?

BRE2001

CRE2003b

Bonpmioit mporpecc B Tepamuu 3a MOCIETHUE TPU ACCATUICTUS 3HAYUTEIHHO
yBEIWUMI IaHchl JeTedt wm3neuutbes ot OJUJL. bnaromapst BHeIpeHHIO
COBPEMEHHBIX METOJIOB HCCIICIOBAHUS u boiee 3¢ (heKTUBHBIX
CTaHJAPTU3UPOBAHHBIX MPOTOKOJIOB KOMOMHHUPOBAaHHOM XUMUOTEPANUU
BEI3ZIOPABINBAIOT OKoJO 87 % gnereit m mompocTkoB, 3abomeBmmx OJIJI. Ecmu
peOEHOK TIPOXKIIT MOCHE JICUEeHUS 5 jeT 0e3 peluInBOB, OH CUMTACTCS 340POBBIM

(TATHIICTHSS BEIKUBAEMOCTH ).

Jaxxe npu 6oee HHTEHCUBHOM JICYCHUH y JeTel ¢ "XyamuM" MporHo3om, T. €. u3
IPYNIBl BBICOKOTO pHUCKa (HampuMep, IUIOXOW OTBET Ha JICUEHHWE, HaJIu4yHhe
HeOmaronpustaoro noasuna OJIJI, BeICOKOe coaeprkaHue JICHKOIUTOB) MAHCH Ha

BEI3ZIOPOBIICHHE 3HAYNTEIHHO HIKE 87 %o.

B I'epmannu y 90 u3 exeronHo 3a00ieBaronInx OCTphIMU TuMdorneitkozamu 550-
600 nmeTeii 1 MOAPOCTKOB HAOIFOIAETC BO3BpAT 3a00JeBaHus (PEUUIUB), TO €CTh Y
KXJOro ceapMoro nanuveHnra. Kak mpaBuiio, peliuiuB HAaCTYNaeT B IEpPBbBIC JBa-
TPU rofia IOCJEe YCTAaHOBJIEHUS AUAarHo3a U B KpalHe peAKUX CIIy4asx - IOCJIe MATH
neT. B menoM IraHchl BBI3IOPOBETHh - 3HAYUTENHHO HUXKE, YeM IPH MEPBUYHOM
3a00JIeBaHUH, XOTSI Y HEKOTOPBIX 3a00JICBIIMX MOBTOPHOE JIEYEHUE J[OCTHTaeT
XOpOIIeTro pe3ynbraTta. Y JeTei, moBTopHo 3aboneBmmx OJIJI, oHM cOCTaBISIOT
cerogns npumepHo 35-40 % (ecnu peOEHOK MPOXKUI MOCIE PEHHIUBA 5 JET, OH
cuHTaeTcs 3A0pPOBEIM). VX IaHCHI Ha BBI3JIOPOBIIEHHE Oy IyT ITOBBIIIATHCS IO MEPE
YCOBEPIIICHCTBOBAHHUS COBPEMEHHBIX W OYAYIIMX WCCIEIOBAHUN ONTUMU3AIUN

TCpalinu.

Heo0xoqumoe 3aMedyaHue: Ha3BAHHBIC MPOILEHTHl BBI3TOPOBEBIINX SIBISIFOTCS
CTaTHCTUYECKUMH TOKa3aTrenssMu. OHH TOYHO M JOCTOBEPHO OITMCHIBAIOT JIHIIh
COBOKYITHOCTh  3a0OJIEBIIMX OCTPBIM  Jieiiko30oM. CTaTUCTHKa HE MOXET
Mpe/icKa3aTh, BBI3AOpPOBEET pPeOEHOK, miu HeT. JIEWKO3bl Jake TpPHU CaMBIX
ONMaronpUATHBIX WIIH HEOIATrONPHUATHBIX YCIOBHSIX MOTYT MPOTEKaTh aOCOJIOTHO

HEIPEACKa3zyeMO.
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