OcTpble JIEHKO3bI Y 1eTeH
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Ocrpsble auM@o0IacCTHBIE JIEHKO3bI Y deTel
AMUAECMHUOJIOT U

e 3a001eBaeMOCTh B PD
2,5-3/100TBIC.AeTen 0-14 et

°* BO3PACTHOM MUK 2 - S.J1eT

° COOTHOLIICHHE
MaJIbuuKH/neBouku 1,2-1,5:1

e cMepTHOCTH 0T OJI < 2,0 mocJie
1990r.



OcTpsble JIeHKO03bI Y AeTeH
KJIAMHUYECKHE NPOsSIBJICHHUS

KAJT00BI
HOBTOpHI)Ie I/IH(l)eKIII/IOHHI)Ie IMMN30/1bI

«001IHe» CMMIITOMBI: CJIa00CTD,
YTOMJISIEMOCTb, IOTEPS ANNETUTA

OCCAJITMM U apTPAaJrum 0e3 NPpU3HaAKOB
BOCIAJICHUS

TUIEPIVIACTUYCCKUN CUHAPOM: YBEJIUYCHHE
JIUM(POY3J10B

0011 B JKUBOTE
reMOpparu4eCKuu CHHIAPOM
apyrue . . .



OcTpsble JIeHKO03bI Y AeTeH
KJIANHUYECKHE NPOsSIBJICHUS

du3ukajabHbIC H3MEHEHUS
0J1eIHOCTDh, FeMOPPArHYeCKUil CHHIAPOM

yBeJIn4YeHue JuM@poy3ji0B:
nepudepudeckux (IMeHHbIX, JIO00H

JIOKAJIM3AIMH);

MeIUACTHHAJBHBIX (C-M CIaBJIeHUA)
CTOMATHUT, THHTUBUT, AHTUHBI
renarocCijicHoMerajaus

yBeJInvYeHue sinuek
CYyI10pOI'H, Nape3bl, HAPYIIeHHUs 3PEeHUs



OcTpsble J1eHKO03bI Y AeTeH
o0cJyie0BaHUE

* AHAJIN3 KPOBU KJIMHUYECKUHA
- JICMKOIUTO3/JICHKOIICHU A
- aHeMHsl, TPOMOOIMTOIIEHHS
- OTHOCHUTECJIbHBIM JTUMQOIIUTO3,
- 0JacrTo3
* buoxumMunyeckuu anajaus kposu - JIJ11I,

Apyrue rmoKa3areju, onpeaeieHue
«UMMYHHOI'0 CTATyCa» - HEMH(POPMATUBHBbI!




OcTpsble J1eHKO03bI Y AeTeH
o0cJyie0BaHUE

* PeHTrenorpagus rpyiHon KJIETKHA
* Y3U OpromiHOM MOJIOCTH
B CTallMOHApeE:

* HCCJIeAOBAHME KOCTHO-MO3I0BOI0
cyocTpara - nepeaHe/3a{HeNn0OAB3A0IIHAA
YHKIHS

* MCCJIeA0BAHUE JIUKBOPA - JJIOMOAJIbHAA
MYHKIMSA



OcTpbie TuM(Po00IaCTHBIC JIEHKO3bI Y JeTeH
TMATHOCTUKA

OcHoOBa TUArHO3a - HCCJIEI0OBAHME CYOCTpPAaTA ONMYXOJIHU:

KOCTHOMO3IroBas NyHKIIHUS

* MOP(OJIOrHYECKOE U MU TOXUMHUYECKHUE
HUCCJICIOBAHMA:

L1, L2, 13
MITO/aunuabl HeraTUBHbI

* UIMMYHO(ECHOTUIIUPOBAHME:

JuMmbounaHas JUHUSA TUPPepeHITUPOBKH
CD3, CD2, CD7, CD22, CD19, CD79-
OJIJI T- niu B-nvuHuu

onpeaeaenue sapuanra T1-1V, B1-1V



Ocrtpsbie JumM@podIacTHBIC JTJEHKO3bI Y AeTel
HAMMYHOJIOTHYECKAA KJIACCU(PUKAIIUSA U
OCHOBHbBIC MapKepbI

Mpo-B-0In Common —OJ1I1 Mpe-B-OII1 3pensin B-OMNN
(Bl) (BIl) ( (BIV)

_—  — @ —

HLA-DR HLA-DR HLA-DR HLA-DR
CcD19 CcD19 CcD19 cD19
CTBONOBasA CD79a CD79%9a CD79a CD79%a
KreTka CD10 CcD10 CcD10
clgM clgM
slg x/A

3penbin T-ONN
CD34 Mpo-T-Onn Mpe-T-ONnN KopTuKarnbHbIN (Tv)
(n (mn T-ONn (T
.—» O—©O

cD7
CD5
CD7 CD7 cD3
CD2 CD2 \ TCR o/
CD5 CD5
CD1a S+
-/

cD7

CD5
cD3
TCR o/8



OcTpbie TuM(Po00IaCTHBIC JIEHKO3bI Y JeTeH
JeuyeHue

* 1948 mnepBas ycnemnasi MHHAYKIHS PEMHCCHH
OJIJ1 y pebenka (S.Farber, L.K.Diamond )

e 1967 pa3padorka 6a30BBLIX NIPHHIUIIOB
noauxumuorepanuu OJIJ1 y geren (D.Pinkel)

e 1972 BBenenne KOMOMHMPOBAHHOM
npodunakTuku HeupoJeinkemuu (St.Jude CRH)

e 1970 o6paszoBanue rpynner GOM
dopmMupoBanne KoonmepaTHBHLIX IPYII U
CO3/IaHMe HAIMOHAJILHEIX IIPOTOKOJI0B
Jedenuss OJIJ1 y neremn.



Ocrpsble auM@o0IacCTHBIE JIEHKO3bI Y deTel
JeYeHUe

ba3zosbie npuHIUnbI IIXT B Jeuenuun OJ1J1
(D.Pinkel, D.Simone, CIIIA)

° MHAYKIHUS PeMHUCCUU BUHKPUCTHHOM H
NpeIHU30J10HOM

e noaaep:xuBarmas repanuu 6-MII u merarpekcarom

° KOMOMHUPOBAHHASA NPOPUIAKTHKA HEHPOJIeIKEeMHUH,
IHAOJIOMOATIBHO METATPEKCAT U KPAHUAJIBbHOE

00JIy4YeHHe



Ocrpsble auM@o0aacTHBIE JIEHKO3bI Yy deTel
(pakTOpHI pUCKA

N3BecTHO OO0J1ee 100 (pakTOpPOB pUCKA:

KJIMHUKA -TANEPIIACTHYCCKAHN CHHIPOM
mopdoaorus (L 1, L 2, L 3)

HATOXUMMUS

HUMMYHO(ECHOTHII

HUTOKUHETUKA

KJIUPEHC HATOCTATUKOB

OTBET HA JICUCHHUE

KJIACCUYECKASA M MOJICKYJISIPHAA NeHEeTHKA

Apyrue



OcTpbie TuM(Po00IaCTHBIC JIEHKO3bI Y JeTeH
rpynnbl pucKa

YHu(pUMUUPOBAaHHBIEC XaPAKTEPUCTUKH IPYIII PUCKA
Pum 1986, CIIIA 1994

BO3PACT B HHUIMAJIbHAH JICUKOLUTO3
MOMEHT J{HATrHO03a
<50 000/mxx >50 000/mx1
<1roaa BbICOKHHU PHUCK BBICOKHHU PUCK
1-9 Jger CTAHAAPTHbIU BbICOKUHU PUCK

> 9 jer BbICOKHMI PUCK BbICOKHMI PUCK



Ocrtpsbie JumM@podIaCTHBIC JJEHKO3bI Y AeTel
JICYeHHE OKKYJIbTHOU HEHPOJICHKEMUH

buojgornyeckuiu 6a3uc

MPUCYTCTBHE JIEHKEeMUYECKUX KJIECTOK B
JUKBOpe 85% 00/IbHBIX B MOMEHT AUATHO32

OCHOBHBI€ IOIX0/IbI

* JHA0JIOMOAJIbHOE BBEAeHNE XUMHUOIIPENnaparoB
paccueT J03MPOBOK B 3aBUCHUMOCTH OT
BO3pacra

* BbICOKHE 103bI MeTaTpekcara (>2000 Mmr/kB.M)
* KpaHuaJbHOe o0syueHue 12-18 I'n



OcTpsble auM@o0IacCTHBIE JIEHKO3bI Yy deTel
COBpPEeMEHHbIEC TEHACHIMU B TepPanuu
CKCMATYCHUC) TCPAIINH TJIA 00JLHBIX C
0J1AaroNnpPUSATHBIM IPOTHO30M
MHUHUMU3AIINA PUCKA BTOPUYHbIX OHyXOHeﬁ:

TaKTHKA NPUMeHeHMsl FNUNoA0(HI0TOKCUHOB H
AJTKUJIMPYOIIUX NPenaparon

OTKAa3 OT NPO(PUIAKTHIECKOIO Y -001ydeHUA
CHH2KEHHE CYMMAPHOHM 103bl AHTPAIMKJIAHOB

YBeJIMYCHNE BPEMEHHU MOIePKUBAIOLIEH Tepauu y
MaJIbYMKOB

HCII0JIb30BAHUE MPENnaparoB, He 00/1a1AK0IIMUX
MUEJOTOKCUIECCKUM NeUCTBHEM



Ocrtpsbie JumM@podIaCTHBIC JJEHKO3bI Y AeTel

npoojiemsbl Jeuenusi B Poccun (80-e i)

OTCcyTCTBHE CTAHAAPTU30BAHHOIO
JIeYeHUS

OTCYTCTBHE NNPABUJIBHO
OPraHU30BAHHBIX KJIMHUYECKHUX
oApPAa3aeJIeHUHA

HCAO0CTATOK OIIBITA B ITPOBCACHUMN
NMHTCHCUBHbLIX IIPOTOKOJIOB TECPpaIllnn

HCAACKBATHAA COIIPOBOAUTC/IbHAN
TCpaIlus 110 BCEM KOMIIOHCHTaM

HEeI0CTATOYHLIE BO3MOKHOCTH
BepupUKALIAM JUATHO3A



Ocrtpsbie JuM@podIaCTHBIE JTJEHKO3bI Y AeTel
IEePBbIA 0TEYCCTBECHHBIN MMPOTOKOJI

I pMHIMIIMAJbHBbIE TPEOOBAHUSA

° JIeYeHHE MAIMEHTOB MAKCHMAJIbHO
BHECTALIMOHAPHO

* YMEHbIIICHHE NMOTPEOHOCTH B MHTEHCUBHBIX
CONPOBOAMTEIbHBIX MEPONPUATHUSX

* YMEHbIIIeHHE TPAHC(PY3UOHHOU NMOTPEOHOCTH

* 0TKA3 OT MPUMEHEHHUS BHICOKOI03HOM
HHTCHCUBHOU XUMHUOTEPANINHA

* 0TKA3 0T KPAHUAJIBLHOI0 00JIYYEeHHUS Y
00JILIIMHCTBA 00JIBbHBIX



Ocrtpsbie JuM@podIaCTHBIE JTJEHKO3bI Y AeTel
nporokoga MockBa-bepaun 91 (MB91)

Hanumma.Hbele KOMIIOHCHTDI.

° 3aMeHA MPEeIHU30/I0HA JeKCAMETA30HOM B
HHAYKIHAH

* IJIATECJbHBIN PEKUM NMPUMEeHEeHUSA L-
acmaparuHasbl

* PeAYKIMA KYMYJISATUBHOHU 1035l
AHTPALNUKJINHOB

°* NPOPUIAKTUKA HEHPOJIEHKEMUHU 3/J1
BBeICHUSIMU 3-X NMpenaparon

* OTCYTCTBHE BBHICOKOI03HOU
XMMHOTEPANUUA (HD MTX, HD AraC, HD Cph)




OcTtpble numd¢gobnacTHbie Nenko3bl y AeTeun

NpoTokog MBI iEHnE
* UHOyKuMA: 0 MnenoTtokCUMYHOCTMU
DEXA+ Vc + RB +LP N6 - fg’p"aﬁf,’,,'f,,°“me""”°“
e KoHconupauwms (N3): 0 MoTpebHocTH B
TpaHchy3nax
6-MP + MTX + L-ASP 0 Heo6x0aMMOCTH
e Peunavkuus (N3): rocnutanusaumm
0 NMpeBeHTMBHOro
DEXA +Vc + LP obnyyenus LIHC
[ o6nyyeHue 18 p] [ NMpumeHenns
aHTPaLUWKINHOB
* noanepxuBarollas 0 CtoumocTu
Tepanusa (1.5 ropa) OTKA3

6-MP + MTX + penHaykuumn OT BbICOKOAO3HON Tepanuu



Ocrtpsbie JumM@podIaCTHBIC JJEHKO3bI Y AeTel
JIeYeHHEe: COBpEeMEeHHbIe HAIIPABJICHUS

MHIUBHAYAJIM3ANMA HA OCHOBAHUH Y€TKO
pa3padoOTaAaHHBIX (PAKTOPOB PUCKA

HMUTOCTATUKH C IPYI'HMHA MCXAaHU3MaAMH I[Ei/iCTBHH

NPUHIMUITAAIBHO APYyrue moaxoabl:
au(pepeHIMPOBOYHANA, UMMYHO- U T¢HHAA Tepanus

omnpeae/ieHue YyBCTBUTEJIbHOCTH OIMYX0JIE€BbIX KJIETOK C
110.4)

ompeeieHHE U Tepanusi MUHUMAJbLHOU pe3uayaJabHON
00JIe3HH

[peoaoJIeHrEe PE3UCTEHTHOCTH K Tepanuu

PA3BUTHUC MCTOA0OB TPAHCILIAHTAIIUHN CTBOJ/JIOBLIX
I'¢MOINOITHYECCKHUX RIICTOK



Ocrtpsbie JumM@podIaCTHBIC JJEHKO3bI Y AeTel
3aKJIIYCHUE

- a0coII0THAS GaTAIBHOCTD

-TOPKECTBO
KOMOMHUPOBAHHON MOJUMXUMUO/JTYUEBOH
Tepanuy + HAYaJ10 UCIIOJb30BAHUA METO/10B
uMMYHoTepanuu, BkJawyasa TI'CK

- pacmu@poBKa MOJICKYJIAPHBIX OCHOB
[IaToreHe3a, pa3padorka reHHO000CHOBAHHOH
Tepanuu U COBEPIICHCTBOBAHUE METO10B
HMMYHOTEpPAIUHU



