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Npo6HbI BebUHap -

NpUrnacuTL Ha sebuHap
> YyacTHuku 1/1
Beaywwe BebuHapa

ANs NEPEKTYEHNs Mexay BUAEO U Npe3eHTaumel
Ha)XMUTE Ha KBaZpaTvK B B BEPXHEM YITly

nepexo B NONMHO3KPaHHbI PEXUM

AeTcKan
OHKo/I0MUsA-pP

€MHbIN CIPEaBOYHLIA LEHTD




3a6051eBaeMoOCTb 3/10KQaYeCTBeHHbIMMU
ONMyXoJISMU 1ETCKOro HacesieHums B
Poccun n Mmpe

dHHA

Han Eepona
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3/10Ka4YeCTBEHHbIX HOBOOOGPa30BaHWUI y AeTEN B

Poccun/OHkoneamatpums. - N1, — 2014, — c.7-12 Children with Cancer UK News About childhood cancer

Age-Adjusted and Age-Specific Cancer Incidence
Rates for Patients 0-19 Years of Age

(SEER 2005-2009)
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OHKos1I0rUs1-pP

E/IMHbIA CIPABOYHBIA LEHTD



http://www.childrenwithcancer.org.uk/News/
http://www.cancer.gov/cancertopics/pdq/t

L Knaccndpumkauumsa onyxoneu
reMono3Tn4YecKon n TIMM@PONAHON TKAHEWN,

BCTpeYyarolMXCAa B AeTCKOM Bo3pacTte BO3

+ (2008 r.)
Jinmcpombl n3 B-knertok

B-Kxs1eToYHbIe onyXoJin U3 K/1I€TOK-TNPERLLUECTBEHHNL

m  B-numdobnactHaa nnm@oMa 13 KneTok-npeaLecTseHHmL

3pe/ioK/1IeTOYHbIE B-K/1€TOYHbIE OITyXOoJin

n  [AnddysHasa B-kpynHokneTouHasa nmMgpoma

m [lepBuyHas MeguacTMHanbHas (TMMM4Yeckas) B-kpynHoK/IeTo4YHas
nmMdomMa

m Jlnmdpoma bepkutTa

m  QonnunkynapHas numdoma AETCKOro Bo3pacra

s HopganbHast nuMdoMa 13 KNETOK MapriHasibHOW 30HbI AETCKOro
BO3pacTa

Jinmdpombl n3s T-KneTok

T -K/1eToYHbIe OrnyXO0JiN U3 K/1eTOK-TPEALUECTBEHHNL

m  T-numdobnacrtHas nMM@oMa 13 KNeTok-npeaLecTBeHHuL

3pesoxneroyHpie T/NK-kr1eroyHbie onyxosin

m  AHannactuyeckas KpynHOK/IeTo4YHas J'IMM$OMa, ALK-no3nTmnBHas

m  AHannacTuyeckas KpyrnHokaeTodHad nuMm@oma, ALK-HeratneHas



PacnpepneneHune geren ¢ HXJ1
corsacHo knaccudukauum BO3 2008 r
(n=252)

‘ (1996-2017rr.)

MNpumeyaHwue: 1-B-J1bJ1; 2-J16; 3-ABKIJ1; 4-MNMMBKIJ1; 5-T-J16J1; 6-AKKJ1;
/-peakne BapuaHTbl HXJ1

[BeTcKas
OHKOJIOMNS-pQ



ACETCKasdA
OHKoJ/10rMsa-pP
E/IMHBIA CNPABOYHBIA LEHTD

MeToAabl nccnenoBaHUsNA

+

m LlnTonormnyeckoe nccnegosanue (n=233)
m [ncronornyeckoe nccnegosaHme (n=171)
s /IMMyHO(eHoTNMpoBaHne (n=252)

[lpoToyHas untomeTpus (n=57)
IMMyHONoOrm4yeckoe nccnegoBaHue
No CBEXe3aMOpPOXXeHHbIM (KPMOCTaTHbIM)
cpe3aMm (nyopecueHTHbI MeToa) (N=125)
NIMX (n=70)

m LlnToreHetnyeckoe nccneposaHue (n=50)



ACeTCKas
OHKoNoMUs1-pP
€/IMHbIIA CrPaBOYHbIA LEHTD

MeToAabl nccnenoBaHUsNA

+

s R-rpadms opraHoB rpyHOU NOSIOCTH
(n=252)

m PKT (n=152)

m Y3 (n=252)

s PN (n=57)

s MPT (n=12)

s O3IAC (n=23)

s KonoHockonua (n=14)

m Topako/Jlanapockonus (n=39)



AETCKasd
CnexTp aonarHocruyeckux AT, . OHKONOMUA-PQ

npuMeHseMbIX AN YCTaHOBJ1IeHUSA
BapuaHTa HXJI1

+- ObwenenkounTapHble Mapkepbl: CD45
m Mapkepsbl KneTok-npeawecreseHHUKoB: CD34, TdT
m [-KneTo4dHble Mapkepbl: CD1a, CD2, CD3, CD4,
CD5, CD7/, CD8
m B-knetouHble Mapkepbl: CD10, CD19, CD20, CD21,
CD22, CD23, CD37
Mapkepbl NK-knetok: CD56
[uctmoumnTapHble Mapkepsl: CD68, CD163
AKTBauUMOHHbIe Mapkepbl: CD30, CD38
Mapkep nponndgepatMBHOM akTUBHOCTU: Ki-67
AdononHuntenbHble: HLA-DR, BCL-2, BCL-6, IgM, cIg,
ALK, TCL1, PAX5, MuM1, EMA



+

JAeTcKasi
OHKoJiorusi-pg
EUHbI CrIPaBOYHbIA LIEHTD

LiuToreHeTtnyeckme abeppauun

ObLuee 4yncno XxpoMoCcoMm
(runo/runepavniaonaHoCTb)

m PeapaH>XMpoBKuM C BoB/iedeHnemM reHos BCLZ2/BCL6
m TpaHcnokauus t(8;14)(q24;932), t(8;22)(g24;q11),

t(2;8)(p11;924)

TpaHcnokauun t(12;21)(p13;q922),
t(11;14)(p13;911)

TpaHcnokauuu Cc BoB/eyeHneM reHa ALK
t(2;5)(p23;935), t(X;2)

Jlokyc JAKZ



+

AHOManusa
KapuoTtuna

abc.

TpaHcnokaums 26
t(8;14)(q24;q32)

TpaHcnokayua
t(8;22)(q24;q11)

TpaHcnokauumsa
t(2;8)(p11;q24)

MnepavnaonaHbIN
kapuotun (6onee
50 xpomocom)

TpaHcnokayua
t(12;21)(p13;q922)

TpaHcnokayusa
t(11;14)(p13;9q11)

TpaHcnokayua
t(2;5)(p23;935)

BCL2-/BCL6-

Yucno 60sbHbIX

AeTCKas
OHKoJs1orus-p¢d
©MHbINA CNIPaBOYHbIA LUEHTD

CnexkTp UuMTOreHeTu4YeCKunx
abeppauuun npu HXJ1y peten

BapuaHT HXJ1

B-J1BJ1

T-J1BJ1

AKKJ1, ALK+

ABKJ1



rpynnbl pucka B-HXJ1 (BFM95)

+

m R 1 - 0onyxonb NOSIHOCTbLIO pe3eLnpoBaHa

m R 2 — Hepe3euunpoBaHHasa onyxonsb, I, II ctagun,
(III crapusa, ecnn JIAI B cbiBOpOTKE KpoBn < 500
EL/n)

m R 3 — Hepe3euunpoBaHHasa onyxonb, III ctagus,
ecnn J14I B cbiBOpOTKe KpoBn = 500 - < 1000
EA/n, (IV ctaguns, ecnv JIAIT B CbIBOPOTKE KPOBU <
1000 EA/n, otcyTcTBYET nopa)kenue LIHC)

m R 4 — Hepe3eunposaHHasa onyxonsb, I1I, IV ctagum,
ecnn J1AI B cbiBOpOTKe KpoBn = 1000 EA/N,
nopaxexue LHC +/-.



'pynnbl pucka nuMmdpobnacrHbix iMmMcpom m3
KneTok-npeawecrseHHmy (BFM 90/02):

+

m I (crangaprHas) rpynna pucka -1 — 11 ctagun.

n II (cpegrss) rpynna pucka — 111 — IV ctaguu,

m IIT (BbICOKas1) rpyrna pyMCckKka — pasMepsl
ocTaTo4yHon onyxonun 6onee 30% OT UCXOQHOM
Maccbl, n/nnn 6onee 5% 6nacToB B KOCTHOM MO3re
Npu ero MHULUMANbLHOM MOpaXXeHun, n/mnv
coxpaHeHne 6nacTtoB B CMTMHHO-MO3rOBOW
XXMAKOCTU Ha 33 AeHb NneyeHus

AeTcKan
OHKo/norusi-pg
e/IMHbIA CrIPaBOYHbIA LEHTD



F'pynnbl pucKa aHan/J1aCTM4YecKou
KpynHoksieTouHon immcdombl (BFM95)

+

m I rpynna pucka — 60nbHble C NOSTHOCTLIO
yAaNeHHOWN XMpypruyeckum nytem onyxonbto: I n II
CTaaunun, 6e3 pakTopoB puUCKa.

m II rpynna pucka — 605nbHblE C HEpaAUKaIbHO
yAaneHHOW nnn HeyaaneHHon onyxonbto: I, II u
III ctaanun, 6e3 pakTopoB pUCKa.

m IIT rpynna pmucka — 6onbHble ¢ IV ctaguen;
Hannymne PakTopoB pUCKa HE3ABMCUMO OT CTaaAnUn —
MHOXXECTBEHHOE NMOPaXXeHNEe KOCTEN, KOXKU, NETKUX,

AKKJ1 kak BTOpas onyxosb.
.AETCKEIH



AeTcKas
OHKoJIOrMs-pgP

E/JMHBIIA CrIPaBOYHBINA LIEHTP

XapakTepmucTtuka 60/1bHbIX
B-HXJ1 (n=130)

u b

m [IBKN

31 p : NMBKN
243

0-3ner 3r.lmec.-Tner  7a.lmec-llner  lln.dmec.-l6ner
nMBEN

o BO3pacT

m b
= ABKN
NMBKN

m b

= [IBKN
NMBKA

1rp.pucka 2rp.pUcKa 3rp.pucka 4rp.pucKa

cTagus rp.pucka



Jinm¢poMma bepkutTa
(n=83)

m NOT: CD19+, CD20+,
CD37+, CD10+, sIgM+,
BCL-6+, BCL-2-, CD23-,
Ki-6/~90-100%

AeTCKas
OHKO/I0MUS-PP
©/JMHbIN CPaBOYHbIA LEHTD




LluToreHeTnyeckue
HapyuweHusa npu J1b

m ((8;14)(g24,0932)
—86,7%

m 1(8;22)(q24;911)
— 10%

m 1(2;8)(p11;924)
—3,3%

AEeTCKas
OHKoJ1ormsi-pg
eUHbIA CPaBOYHbIA LIEHTD




LiuToreHeTnyeckme abeppauun
C BOBJ1Ie4YeHMEeM NPOTOOHKOreHa
+ c-MYC

FISH-peakumnsa. Onpegensercs
BapWaHTHas TpaHC/IOKauns C
BoBneyeHnem c-MyYC

.gﬁfoﬁg’ﬁmm 1(8:22)(q24:q11) mm 1(2:8)(p11:q24)

FISH-peakuus t(8;14)(g24;932)




LiMTonornyeckasa KapTuHa npm
ABKJ1 (n=28)

ACETCKadA
OHKoJ/1orus-p¢g
€/MHbIH CNPEBOYHLIA LIEHTD



AeTcKan
OHKonorus-p¢d

EMHbIA CIPEBOYHLIN LIEHTD

'ncronornyeckue sapvaHtbl [1BKJ]
(n=33)

BapuaHT, boratblil T-KNeTkamu/rmctmoumTamm "
(92%) j MMMYHOONACTHbIV BapnaHT (12,1%)



NMMMYyHoOIOrMyeckas
XapakTepuctuka ABKJI

+

m NOT: CD19+, CD20+, CD37+, CD38-
[+, CD45+, HLA-DR+, CD10-, sIgM-,
BCL2+/-, Ki-67~30-90%

ACeTCKaA
OHKoO/I0rUs1-pQd
€/HbIH CNPaBOYHbLIA LEHTD



NMMMYHOreHeTn4yeckue
BapuaHTbl [1BKJ]

m GCB-Tun: 12q12 (CD10, BCLS,
IFR4/MUM1) nepectpovikn BCL2

- 81,1%

= non-GCB-tunn: aynnukauum 3q, 18g21-
g22, peneuun 6g21-q22

- 18,9%

AeTCcKas
OHKos1orusi-pg
eAuHbIA CPaBOYHbLINA LIEHTP



NepBuyHaa MeanacTuHasibHasa (TMMM4Yyeckas)
B-kpynHoksneTodyHaa nmMmdpoma (n=10)

eTCKasA

’n

€AU1HBIN CIPABOMHLIA LIEHTP

T'MCTONOrMYecKum F'MCTONNIOrMYecKum
npenapart (x40) npenapart (x600)

OHKoJ1I0MMS1-p¢



..qercxaﬂ
CHHOTIIMAL D
KniMHnyeckana xapakrepucTmka

B-HXJ1y npeten (n=130)

Jlokanusaums nopakeHus J16 (n=83) OBKJ1 (n=37) MNMMBKJ1 (n=10)

JNumcbaTnyeckme y3nbl 6poLLHON
nonocTu

MNepudepnyeckme numdaTtmyeckmne
y3/bl

Tumyc

Jlerkune

Acumt
Mnesput
Toncras Kuwka
ToHKas K1LKa
MNeyeHb

Koctn ckeneta
MuHAaNMHbI

KOCTHbIN MO3r




Pe3ynbTaTthbl Tepanuu B-HXJ1 no npoTtokony
B-NHL-BFM90/95

(cpeaHsia npoao/MKUTENbHOCTb HabnroaeHus 15 ner)
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92,1+/-3,1%
88,6+/-3,8%
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AeTcKas
OHKOJ/1I0rns-pg
o]

€/IMHbIV CrIPaBOYHBINA LIEHTD
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Pe3ynbTaTthbl Tepanuu B-HXJ1 no npoTtokony
B-NHL-BFM90/95

(cpepaHss NpoAoc/MHKUTENBHOCTb HabnroaeHus 15 ner)

Beposmocrs BCB
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BeposrHoets ECB

Beposmocrs BCB

AeTcKas
OHKonorus-p¢
enHbIA CrPaBoYHbIA LIeHTD



Pe3ynbTaTtbl eyeHna B-HXJ1 no
coBpeMeHHbIM nporpammam NXT

+

HaseaHue npotokona  Craaus BCB(%) ABTOp
NXT

SFOP/LMB 89 I-IV 89 Patte C., 2001

FAB-LMB 96 92,7 Patte C., 2007

POG 63,8+/-10,3 Laver J., 2005

NHL-BFM 90 - Reiter A., 1999

NHL-BFM 95 - Woessermann W., 2005

CpeaHsist NpoAo/mKUTENbHOCTb HabntoaeHns ot 3 Ao 5 net



3dPeKTUBHOCTb pUTYKCMMaba B neueHmnm
O BKKJ1 B3pocnbix

+

CHOP plus rituximab
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1.0 1.5 2.0
Years after Randomization

No. aTRisk

CHOP plus 202
rituximab

CHOP 197

m  Bertrand Coiffier, M.D., Eric

Lepage, M.D., Ph.D., Josette
AETCKas Briere, M.D et al. The new England
gHKC%O%ﬁP(ﬁ journal of medicine. 2002




deTCKas
OHKosnormus-pg
eMHbIA CrIPaBoYHbIA LIEHTD

NpuMeHeHue putykcumaba npu B-HXJ1y
aAeTen

+

m HeT HM ogHOro paHAOMM3UPOBAHHOIO
nccnenoBaHus

m He oTpaboTaHbl pexknuMbl 4O3MPOBaAHUS
npenapaTa

m He onpepeneHa KpaTHOCTb BBEAEHUS

m MoHoTepanua nnn smecte ¢ MNXT

m MecTo putykcnmaba B
noaaep>XxmsatoLlen Tepanuu B-HXJ1 y
neTeu



..qercxaﬂ
DR
CxemMa npoTokona

R-B-NHL-BFM 95

4 rpynna pucka

lAA lBB lCC lAA lBB 1CC

3 rpynna pucka

l'AA lBB lCC lAA lBB



HACeTCKas
OHKo/1I0rUsA-pP
e/JMHbBIA CrIPaBOYHbIN LIEHTD

XapakTepucrtuka 60/1bHbIX, BKJIFOYEHHbIX B NPOTOKO/
R-B-NHL-BFM 95

‘ MpusHak Yucno 60onbHbIX (N=20)

%
J1b 55
ABKN 20
NMMBKJ 25
III cT. 60

IV crT. 40

3 rp.pucka 30

4 rp.pucka 70

Mopa)xxeHne KOCTHOro 20
Mo3ra

Mopaxenue LLHC




.,qercxaﬂ

OHKo1I0rUsA-pP
€/JMHBIA CIPEaBOYHbIN LIEHTD

Pe3ynbTaTbl TEpanum No NPOTOKONY
R-B-NHL-BFM 95

m [loka3zaTtenb bCB coctaBun 91,2+/-
5,1% (cpeaHss NpoAoc/IHKUTENbHOCTb
HabntoaeHus 104,9+/-8,1 mec.).

m O6blas BbPKMBAEMOCTb COCTaBMUIa
91,2+/-5,1%.

m CnyyaeB peunansoB B-HXJ1 He 6bls10.




CxemMa npoTokona
R-B-NHL-BFM 95red

+

4 rpynna pucka

I EAVEY IR Y

3 rpynna pucka

[ YN | BB\ICC\IAA\I BB

ACeTCKasA
OHKo1Iorus1-p¢d
E41HBIH CIPaBOYHLIA LEHTP



.n

OHKosorus1-pgd

€TCKasA

e/JMHbIA CIPaBOYHbIN LIEHTD

XapakTepucTuka 60sibHbIX, BKJIKOYEHHbIX B
npotokon R-B-NHL-BFM95red

+

Mpu3Hak

b
ABKN
III cT.

IV cT.

3 rp.pucka

4 rp.pucka

NMopa)xeHue KOCTHOro Mo3ra

MopaxxeHue LULHC

19

2

10

11

8

13

4

Yucno 6onbHbIX (N=21)

%




Pe3ynbTaTbl TEpanum No NPOTOKONY
R-B-NHL-BFM 95red

m Cpean 605bHbIX, Y KOTOPbIX Obls
nonyyeH paHHUN NonHbIX 3dpdekT, BCB
coctaBunia 100%

m BpeMs HabnogeHus 3a 60sbHbIMKU 87
MecC.

m Cniy4yaeB noTepu NoAHOro 3 MeEKTa,
Nocse ero paHHero AOCTMXEHUS B
HalleM uccienoBaHmnn He 6bino.

€TCKas

®:

OHKo/1orus-pP
©/IMHbINA CNPaBOYHbIA LIEHTD




CxemMa npoTokona
rB-NHL-BFM 95red
+

4 rpynna pucka

| YW | BB\ CC AA BB
3 rpynna pucka

BB CC AA BB

AA
[N Y

AeTCKas
OHKoJs1orvsi-pg
©4UHBINA CrIPaBOYHBIA LEHTD



XapakTepucTtuka 60/1bHbIX, BKJTHOUEHHbIX
B npotokon rB-NHL-BFM95red

MpusHak Yucno 60sbHbIX (N=21)

%
b
ABKN
III cT.
IV cT.
3 rp.pucka
4 rp.pucka

Mopa)xeHne KOCTHOro Mo3ra

MopaxxeHue LULHC

AeTcKasi
OHKOJI0rUsi-p¢
@AMHBIN CIPaBOYHBIN LIEHTD




Pe3synbTaTtbl eyeHnn no3aHux (III-1IV)
ctraguun B-HXJ1 B 3aBUCMMOCTH OT
+ BKJIIOYEHUA pUTYKCMMaba
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94,6+/-2,4%
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78,5+/-6,5%
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1 0363 0303 1 503,00

MEC.

R+ cpeaHss npoaomKUTENbHOCTb HabnoaeHnsa 8 net .nercxaﬂ

OHKo/IOMNsI-pg
R- cpeaHsisi NpoAo/mKUTENbHOCTb HabnoaeHus 12 net



AeTcKas
OHKoJiorusi-p¢

©AMHBIA CIIPaBOYHbIA LIEHTD

Xapaktepucrtuka 6osbHbix J1BJ1

389
2835
27,8
26,1
10,7 11,1 I

3r.imec.-7ner  7n.1mec.-1lnetr  1ln.dlmec.-16ner

BO3pacT

= B-NI6N = B-NBN

a T-/I6N

m T-NBN

1rp.pucka 2rp.pHcKa 3rp.pucka

cTaguu rp.pucKka



JAeTcKas
OHKoJIOrUs-pg
€/1MHbIA CrIPaBOYHbIA UEHTD

JinmdobnactHbie IMM(MPOMbI U3 K/1IeTOK-
npeawecreeHHuy (n=75)

[ McTonormyeckas KapTmHa

Jinmdobnactel TMNa L2 (25%)



NMMYHONIOrMyecKnmn «noprpert>»
nnmcpobnacTHbiX IMMMPOM U3
+ KNneTok-npeawecreeHHMY (n=75)

s B-JIBJT (n=28): CD19+, CD20+/-, CD34-/+,
TdT+/-, HLA-DR+, CD10+, CD45-/+, cIg-, HLA
DR+, CD38+, CD22+/-, CD37-/+,

a T-JIB/1 (n=47): CD1a+/-, CD2+, CD3+/-,
CD4+/-, CD5+/-, CD7+, CD8+/-, CD10-/+,
CD45+, CD34-/+, TdT+

AEeTCKas
OHKoJ10rvsi-p¢
€AK1HBINA CrPaBoYHbIA LeHTP



AETCKasA
OHKo/1I0rMus1-pg
EMHbIA CrPaBOYHbLINA LIEHTP

+

KnnHnyeckas XxapakTepucrmka

NbN y peten (n=75)

Jlokanusaums nopaxeHus

abc.

Tumyc 36

BHyTpurpyaHbie 37
nuMmdpaTnyeckme yssbl

MneBpa
Mnespur
Mepuxkapaurt
Koctn
Msrkue TkaHu

CnioHHbIE Xene3bl

T-NBJ1 (n=47)

B-J1BJ1 (n=28)
% abc. %
2 7,1

4




Pe3ynbTaThbl JieyeHUs
J1BJ1 no npotokony ALL BFM 95/02

(n=75)

89+/-6% e 84,8+/-7%
i D S S S S S £ 1151
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82,6+/-7,1% 81,6+/-5,2%
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Beposmiocts BCB

89,3+/-5,8%

85,8+/-4,4%

Bepoamiocrs OB

AEeTCKas
. OHKoJ10rUs1-pg
CpeaHsa NpoAoKUTENbLHOCTL HabnoaeHns 17 net




AETCKasA

€/IMHbIA CIPaBOYHbLIA LIEHTD

BbCB npu T-J1bJ]

(npoTokon Tepanuu ALL BFM 95/02)

85,9+/-9,9% e 2mpuce 85,3+/-5,3%

77,8/+/-6,9%

BepoaHoers ECB

Beposmocrs BCB

50+/-17,7%

84,2+/-9,2%

85,7+/-6,6%

77,7+/-7%

Bepoathoers BCB

75+/-15,3%

Beposthoers ECB

OHKo/T0rUs1-pQd



AeTCKas
OHKO/I0rMsA-pQ

EAHHBIH CrIPaBONHBIMA LEHTP
BbCB npu B-J1bJ1

(npotokon Tepanuun ALL BFM 95/02)

100% 100%

oe] 86,1+/-7,4%
79,7+/-9,1% :

50+/-25%
50,1+/-21,5%

m
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BeportHoets ECB

92,3+/-7,4% 85,7%+/-9,4%

72,7+/-11,7% 68,6+/-15,1%

Bepoamioere ECB

Bepoamocs BCB




XapakTepucTtuka 60s1bHbIX
AKKJ1 (n=41)

Bospact (ner) Yucno 60nbHbIX (N=41) Bcero (n=41)
Manbunkm (n=23) [JeBoukn (n=18)
% abc.
0-3 net 0 0
3r.1mec-7net 3
7n.1mec-11net 2

11n.1mec-16net

Cragus Yucno GonbHbix (n=41) Ipynna pucka Yucno 6onbHbIX (n=41)
abe. % abe. %
1 2,44
9 21,95
19 46,34
12 29,27

0 0

AEeTCKaA
OHKOJI0rHs-p
€/MHbIA CIPaBOYHbINA LIEHTD



LiMTonornyeckana KapTuHa npm
AKKJ1 (n=33)

AEeTCKas
OHKoJ1iormsi-p¢
©AIMHbINA CIPaBOYHbIA LIEHTD




AeTCKas
OHKoJiorvsi-pP
e/IMHbIA CIIPAaBOYHbIA LIEHTD

'ncronornyeckue sapuaHTbl AKKJ1
GELXY)

a¥

gty *

§ - 55 R, ¥yt 3

nuMdorncTmounTapHbii BapuanT (12,8%)



NMMMYHOTIOrnyeckKkas
xapaktepuctuka AKKJ1 (n=41)

+

m  JKCNpeccms onyxoneBbiMU
knetkamm ALK (MI'X-npenapar)

AKKJ1, ALK-no3ntneHas — 88%

AKKJ1, ALK-HeratnBHasa — 12%

m  JKCNpeccms onyxoneBbiMU
knetkamn CD30 (UIMX-npepanar)

s NOT: CD30+, ALK+/-, T-kn -/+
CD2, CD3, CD4, CD5, CD/,
D8, CD1a), Ki-67~40-85%

HAETCKasA
OHKo1orus-p¢d
©/MHbIA CPaBOYHbIA LIEHTD




AETCKas
OHKonorusi-pgd
©/1HbIA CrIPaBOYHbIA LIEHTP

KnnHnyeckas XxapakTepucrmka
AKKN y peten (n=41)

+

Jlokanuzauusa nopaxxeHns Yncno 6onbHbIX (N=41)
abc. %
Msarkme TkaHu 23 56,1
MNepudepunueckne numdaTnyeckme y3nbl 23 56,1
Koxxa 13 31,7
JInmbaTryeckune y3nbl 3abpoWMHHOIO NPOCTPaHCTBA 13 31,7

Koctu 10 24,4

JIumdaTryeckme y3nbl 6pOLLIHONM NOIOCTU 17,1

9,7
7,3
7,3

MNMomkenynoyHas xenesa, Xenyaok, neyeHb, TOHKAs KULWKa, SUYKO, EoMHWYHBIE cnyyan
LHC




AeTcKas
OHKo/ornsi-p¢

efUHbIA CTPaBOYHLIA LIEHTD

Pe3ynbTaTthbl eyeHnsa AKKJ1 no
npotokony B-NHL-BFM 95

dakTop 7-netHas BCB,%
II ctagus 88,91+/-10,13
III ctagus 79,24+/-13,57
IV ctaaus 58,82+/-7,89
2 rp.pucka 71,46+/-9,18
3 rp.p1cka 46,05+/-18,61
NAr menee 500 Ea/n 62,78+/-14,23
AT 500-1000 Ea/n 69,38+/-16,39

Pa3mepbl onyxonu meHee 5 cm 66,67+/-13,87
Pa3mepbl onyxonu 5-10 cm 75,0+/-14,72
Pa3mepbl onyxonu 6onee 10 cMm 72,22+/-16,12

Knaccuueckuii rucToNorMyeckuii BapuaHT 76,54+/-15,25
AKKJ1

MenKOK/IETOUHbIV MTMCTONOrMYecKni 56,34+/-14,12
BapuaHT AKKJ1

JIumdborucTmounTapHbivi BapuaHT AKKJT 67,13+/-13,01

T-Al'+ 44,44+/-9,53 p=0,02
T-Al'- 89,47+/-8,16




NMpotokon HUN AO0I-AKKJ1-2007

HR1 HR2 HR3 HR1 HR2 HR3-
> > > > >

BBJ1
6 mMr/m2

IAKK”V
AA BB CC AA BB CC I zéfequwe
N\

T- > > > > >

Mpn 1 rp.pucka: 4 6noka MXT ¢ go3on metotpekcata 1000 mr/m2
Mpn 2 rp.pucka: 6 6nokos MNMXT ¢ no3on metoTpekcata 1000 mMr/m2
Mpn 3 rp.pucka: 6 6nokos MXT ¢ no3omn MetoTpekcata 5000 mMr/m2



Pacnpenenenune 6onbHbix AKKJ1 no craguam m rpynnam
pPUCKa B 3aBUCUMMOCTU OT NporpaMmbl Tepanuu

(n=41)
+

Mpu3Hak B-NHL-BFM 95 HUW [OT-AKK/1-2007
(n=21) (n=20)

Bo3pacT, net 9,7 (o1 3 po 16) 9,4 (oT 4 go 16)

M:[ 1,3:1 1,4:1

I cragnsa 1 (4,8%) 0 (0%)
IT cragms 4 (19%) 5 (25%)
III cragms 9 (42,8%) 10 (50%)
IV ctagus 7 (33,3%) 5 (25%)
2 rp.pvcka 19 (90,5%) 16 (80%)

3 rp.pucka 2 (9,5%) 4 (20%)

HACETCKas

. OHKoNorma-pgd
€AMHbIA CrIPaBOYHbINA LIEHTD




HAETCKasA
OHKo/1I0rUsA-pP
E1HbIA CIPEBOYHbIN LIEHTP

CpaBHuTeNbHble pe3ynbTaTthl Tepanuu AKKJ1 y neten
(n=41)

100%

86,2+/-9,1%

64,3+/-13%

Beposmioets 0

=]
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=
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HA OOr-AKKN-2007
R s = + e b .

100%

. E: l'-JIiII_ E-'I'h-'L!EII:I.-"!EIE- 7]_,2+/-12140/0

Beposhocrs EPB

CpenHsis NpoAoMHKUTENBHOCTb HAbnaeHnsa 7 neT



deTCKas
OHKoNorus-p¢
enuHbIA CrIpaBoYHbINA LIEHTD

Peankue BapmaHTtbl HXJ1y neten

donnukynspHas nmMmdoma, neguaTpuuecKkum Tun

LinTonornyecknin npenapat vcton.npenapart (X40)

NI'X-npenapaTt BCL2



CpaBHMTENbHAA XapaKTepucTuka osIIMKynsaspHou
nuMd@ oMbl Y AeTEN U B3POC/IbIX

Mpu3Hak ®J1, neanaTprnyecKkum ®J1, B3pOoC/ibIv TMN
™n

YacToTa BCTpeuaeMoCTu 1% 20-25%
(% o1 Bcex HXJ1)

Cragusa
Ha MOMEHT AUarHOCTUKu

LiuTonornueckuu Tun 3A 1,2, 3A, 3B

BCL2 Penko, ocobeHHo y aeTen 80%
Mnaawe 12 net

t(14;18)(q32;921) Penko 90%

TpaHcdopmaumsa B ABKJ He onucaHa Bo3MoXkHa

AEeTCKas
OHKOHOMﬂ-p(p
©MHBIA CNPaBOYHBIA LIEHTD




NK/T-knetouHas nmMmdpoma,

Ha3aJibHbIXA TUN

BonbHon K, 13n

k30 Tanbm 5 Mec. Y3M — onyxonesoe
obpaszoBaHue

buoncus — 310kayecTBeHHas Mesnko-
KPYrOKNEeTO4YHas onyxosb

MNepecMoTp npenapaTtoB — pabaoMmnocapkoma
MNepecMoTp npenapatos B POHL, — numdoma
Hauano Tepanuun yepes 6 MeC.0T MOMEHTa
NosIBNIEHNsI NEPBLIX CUMMTOMOB 3a601eBaHMA

st Oncology Carter
Model: SOMATOM AR STAR
4

o

S 00008

AeTcKas
OHKoJsiormusi-pg

©UHbIN CIPaBOYHbIN LEHTP



Cnacmnb60o 3a BHUMaHue!

JleTCKas
OHKoJ/iorusi-pg
EAUHBIA CNPaBOYHBIA LIEHTD



JeTcKas
bl BO.D, bl OHKoNorMAPd
€/IMHbIV CrIPaBOYHBIA LIEHTD

1. HexomKK1MHCKME NMMEPOMbI Y AeTeWN NPeACTaB/IeHbl arpeCcCUBHLIMU 1 BbICOKOArpeccuB-HbIMY
BapuaHTamu: nuM@omon bepkutra (J1B) - 32,9%, T-numdobnactHon MMBOMON U3 KNETOK-
npeawectseHHuL (T-J16JT) — 18,7%, aHan 1acTM4eCcKon KpynHOKIETOUHOM SiuMmcomon (AKKIT) —
16,3%, anddysHon B-kpynHoknetouHon numeomon (ABKIT) —15,1%, B-JIBJ1 — 11,1%
NEPBUYHON MEAMACTUHANBHOW (TMMUYECKOWN) B-KpYNHOK/IETOYHOM J'IVIMCIJOMOVI (I'IMBKﬂ) 3,9% c
npeobnpaaHnem no3anux (III-1V) craguin 3abonesanus (79,7%).

2. IMMyHO-Mopdonormyeckme ocobeHHOCTM J1b BKOYAIOT «K/1aCCUYECKYH0» TMCTOJIOMM-YECKYHO
kapTuHy onyxonun (100%) ¢ BbICOKOM NponndepaTMBHON aKTUBHOCTb M 3KC-npeccuen CD19,
CD20, CD22, sIgM, BCL6. lNpn untoreHeTndyeckoM mnccrnegosaHuu B 86,/% onpenengercd
TpaHCcnoKaums t(8;14)(q32;q21), B 10% - t(8;22)(q24;q11) nu B 3,3% - t(2;8)(p11;g24).

3. Mpu T- n B-JIBJ1 onyxonesbint cybcTpaTt npeacraeneH numdobnactamm ¢ anddysHbIM
XapakTepoM pocTa. AuddepeHunanbHO-anarHoctuyeckne mapkepsl npu T-J16J1 — CD7, CD5,
CD1a, CD2, a npu B-JIBJ1 — CD38, CD10, CD19. ObwnMn MapkepaMu, OTpaXka-toWUMN HaYvabHble
STanbl nMMcbomnHow ﬂ,Md)CI)epeHLl,MpOBKM asnanoTca CD34 n TdT.

4. Cpeam ructonornyeckmx Bapuantos [IBKJ1y aeten yaie BCTpeyaeTcs LEeHTPOo61acT-Hbin
(66,7%), pexxe oTMeueHbl MMMYHObnacTHbIM (12,1%) n BapuaHT, 6oraTbin T-
kneTkamn/ructmoumtamm (9,1%). GCB-sapmaHT ABKJ1 6b1n1 B 81,1%), non-GCB — B 18,9%
Cny4aes.

5. Mpwu MNMMBKJT npeobnaaaeT aAnddysHbIN XapakTep pocTa KPynHbIX IMMOONAHBIX K/IETOK C
BVBHaKaMVI KonsiareHo3a u ¢pubposa. MMMmyHonormnyecku npodwnb NMBKJT Bkatoyaet CD19,
CD20, CD22, CD23. B 60% oTMeuveHa akcnpeccust CD30, B 50% - PAX5.



6. B 3aBncuMocTyn ot knetovHoro coctaBa AKKJ1 npeacraBneHa cneayrowmMMmn BapMaHTaMu:
KnaccuyeckuM (66,7%), menkoknneTtouHbiM (15,4%), numdpornctnoumtapHeiM (12,8%) n
MOHOMOP(HO-KIETOYHbIM (5,1%). OCHOBHbIM AnarHocTndeckum mMapkepom rnpu AKKJ1 aensaetcs
CD30, npu otcytcTBuM B-kneTouHbix (CD19, CD20, CD22) n ructmoumTapHbix (CD68 1 CD163)
MapKepoB. B AeTCKOM BoO3pacTe npeobnaaaet ALK-NO3UTUBHBII BapuaHT AKKJT (88%) ¢
BbisiBiieMon B 90% cnyyaeB TpaHCNOKaLMK C BO-BneyeHnem reHa ALK.

/. HOCTM KJIMHWMYECKOM KapTuHa npu J1b 3aknoyatoTcs B I0CTOBEPHO 60/1ee YacToM
<0,05), uem npu ABKJ1 n NMMBKJ1 nopaxeHumn kuiievHnka (57,8%), numgaTtnyecknx ysnos
promHom nonocm (48,2%), neyenn (27,7%) v kocTHoro mosra (24,1%). Toraa kak npu [ABKJI
Yallle rnopaxaroTcs nepmcbepmqecme nMM@aTndeckue ysnbl 1 MUHAANANHBIL. OTANYUTENTbHON

yepTton NMBKIJ1 sBnsieTca nepBuyHasg nokanusaums onyxonu B Tumyce (100%).

8. MNporpamMMHas_nonuxmummoTepanus (MXT) no npotokony B-NHL-BFM 90/95 nossonuna
nony4nTb 6eccobbiTnnHyio BbikuneaeMocTb (BCB) y 100% 60nbHbIX C HaYaAbHbIMU CTaAUSIMU U
rpynnamm pucka B-HXJ1. MNpwu III ctagmum 15-netHasa BCB coctaBnseT 80+/-8%, npu IV — 73,3+/-
11,4%. B rpynne 6onbHbIX 3 rp.pucka — 80,8+/-8%, 4 rp.pucka — 75+/-10,8%. LI,OCTOBepHo
CHIDKAIOT MokasaTeny bCB peayKuma [03bl METOTPEKCaTa B NepBoM 6/10ke Tepanuu Ao 1 rp/m2
N yoNIMHEHNE nHTepBana («TanMuHra») mexay 6no-kamm tepanum (bonee 3 Hen).

9. TapreTHble CTpaTernm Tepanuu 3a cYeT BKIOYeHNs puTykcnuMaba B npoTtokosn B-NHL-BFM 95
y 60nbHbIX C III-IV cTagnsmMm n HebnaronpusTHLIMW FpynnamMn pucka no3Bo-nan NoBbICUTb 8-
netHioto bCB no 96,5+/-2,4%, HMBennpoBaB HE6GAronpuATHOE BIMS-HWUE NO3AHEN CTaauu,
[103bl METOTPEKCATa B NEPBOM OIOKE N «TaNMUHIa» Tepanuu.

JleTcKast
OHKoJI0rUs1-pd
EWUHbIA CIPaBOYHbIA LIEHTD



10. MNpw paHHeM (nocne 2 6noka MXT) nonHoM oTBeTe Npu B-HXJ1 BO3MOXHa peaykumns yicna
6nokoB lNXT ¢ 6 o 5 6e3 cHMKeHUsa 3 HEKTUBHOCTUN Tepanun.

11. AnddepeHumpoBaHHbIN pUCK-aAanTUPOBAHHBIN NMOAX0/ OKa3asics 0ANHAKOBO 3dhdek-
TMBHbIM Yy 605bHbIX JIBJ1. Ha npotokonax ALL IC-BFM 95/2002 npwu T- v B-JIBJ1 nokasatenn 17-
netHep bCB (85,8+/-4,4% v 89,3+/-5,8%), 6e3peunansHon (BPB) (82,6+/-7,1% wn 89+/-6%) n
06 pkusaemoctn (OB) (81,6+/-5,2% u 84,8+/-7%) okazanucb NOEHTUYHbIMWN.

12. MNMporpamma Tepanum NHL-BFM 95 ansa AKKJ1 no3sonunna nony4yntb 7-netHioto OB B 86,2+/-
9,1%, BPB - 71,2+/-12,4% v BCB - 64,3%. [JOCTOBEPHbIM MPOrHOCTUYECKMM (PaKTOPOM Mpu
AKKJT siBnsieTcss MMMyHOMEHOTMN OnyXonun. Tak, Npu Hanndmmn T-KIETOYHbIX MApKEPOB 7-NeTHSS
BCB coctaBuna 44,44+/-9,53%, npu nx otcytctenu — 89,47+/-8,16% (p<0,05)

13. Pa3paboTaH u BHeAPEH B NPAKTUKY OpUrMHanbHbIM NpoTokon Tepanuu HAW 0T -
AKKJ1-2007, TepaneBTU4eckas ctpatudukaums B KOTOPOM BrepBble OCHOBaHa Ha UM-
MYHOJTOrMYECKNX 0COBEHHOCTSAX OMYX0NN, YTO SIBNSIETCS BbICOKOI(dEKTUBHBIM B fiede-Hun AKKJ]
y neten. bBCB coctaBnset 100%, He 3aBUCMMO OT CTaauu 3aboneBaHus, NPO-rHOCTUYECKOW
FPYNMbl pUCKa U 3KCNpeccumn T-KNeToYHbIX MapKepoB.

14. Penkue BapuaHTbl HXJ1y neten (honnukynsapHas numdoMa, Heknaccndbuumnpyemas B-
KneTo4YHas nMMdoma, 3aHMMaroLWwas npomMexytovHoe nonoxeHue mexay ABKJ1 n J1b, NK/T-
KNETOYHblE NMM@OMbI) TPEOYIOT NOCTAHOBKM PaCLUMPEHHOWN AMArHOCTUYECKON
MMMYHOJTOTMYECKOW MaHenu aHTuTen. TepaneBTnyeckas TakTuKa onpeaenseTca éuono-
FMYeCKMMM 0COBEHHOCTSMIU OMYXOSIN.

€TCKas

. gunonorma-pd)

E/HHbIA CNPEBOYHbIA LIEHTD




[1IpakTNyeckmue pekomMeHaauuu:

1. C yyeToM HanboJee YacTO BCTPEUYAIOIMNXCA UMMYHO-MOP(OJIIOTHYECKUX BAPUAHTOB
HXJI [y nereun (JIb, JIBKJI, IIMBKJI, AKKJI, T- u B-JIBJI) niist ycTaHOBJIEHUS KJIMHUYECKOTO
JIuardo3a CoriaCHO COBPEMEHHOM KilacCU(UKAIMU Oy X0JIeH KPOBETBOPHOU U TUMQPOUTHOM
Tkaner BO3 (2008 1.) mpoBOAUTCS [IUTOIOTMYECKOE, TUCTOIOTMUE€CKOE U UMMYHOJIOTHYECKOE
MCCJIEI0OBAHUS OITyX0JIEBOI0 CyocTpara.

2. [IpuBneuenue komiuiekca MetonoB JiyueBoi (PKT, Y3U, no nokazanusim MPT) u
sngockonuyeckon (PIIJIC, KoIOHO-, TOPAKO- U JIAMAPOCKOIHS ) TMATHOCTUKH HEOOXOAUMO
11 onpeaenenus craauu HXJI.

3. [{uToreHETHYECKOE UCCIEAOBAHUE OITYXOJIM ONIPABAAHO B TUATHOCTAYECKU CIIOPHBIX
ClIydasiX, a TaKXe IIPU pa3BUTUU penuarBa U pedpakrepHoM teuenun HXIJI ¢ 1ensio
ONPEACIICHUS MPU3HAKOB KIIOHAJIBHOM 3BOJIFOLIUU OITYXOJIH.

4, TonpKO mOCIIE KOMIIJIEKCHON AUAarHOCTUKHA BO3MOXXHO Hayajio nporpamMmmuon I11XT, B
OCHOBE KOTOPOM JICKUT MHAUBUAYATU3UPOBAHHBIN MOIXO0/I, YYUTHIBAOIINNA UMMYHO-
MOP(hOJTOTUYECKN BAPUAHT, IPOTHOCTUYECKYIO TPYIIITY PUCKA U KIIMHUKO-OUOJIOTUYECKUE
ocobennoctu HXJI.

S. Bxirouenue putykcumada B mporpamMMbl Tepanuu 3pesiokineTounsix B-HXIT nomxHo
OBITh TU(PEPEHITUPOBAHHBIM U TTOKa3aHO JJ1s1 00IbHBIX ¢ TTo3aHUMHM (I1I-1V) cragusmu u
IPOTHOCTUYECKHU HEOnMaronpusTHbIMU (3-4) rpynmnaMu pucka.

AeTcKasi
OHKoJ10rUs-pd

€/JUHbIA CrPaBOYHbIA LIEHTD




[1lpaKkTN4eCcKmne pekoMeHaaunm

6. B cnyyae poctuxkeHnus paHHero (nocne 2 6noka MXT) nonHoro addekTa
narm{ev”nuee neyeHune nposoantcs 6e3 putykcumaba ¢ peaykumen yncna 610KoB NpoOTOKONa
B-NHL-BFM 95 c 6 oo 5.

/. C uenbto nosblweHus adpdekTneHocTn Tepanum AKKJ1 cneayet npoBoauTb
nporpaMMbl XMMMUOTEpPanun, y4mTbiBaloLWMe He TOSIbKO MPOrHOCTUYECKYIO Fpynny puUcKa, HO U
NM-MYHONOrnyeckme ocobeHHoCcTn onyxonu (Hannune/oTcyTcTBme T-KNETOUYHbLIX MapKe-poB).
Mporpammon Bbibopa MoxeT 6biTb HAW [OM-AKKJ1-2007.

8. JlyyeBas Tepanusa B My/bTUMOAAIbHOW cTpaTernm Tepanun HXJ1 npumeHseTcs
TONbKO C LeNbio NpodunakTuku Herponenkosa npu T-J1BJ1 n y 601bHbIX 13 rpynmnbl BbICOKOMO
pucka B-J1bJ1.

9. X1pypruyeckni METoa B AMArHOCTMKe u Tepanum HXJ1y aeten oonmxeH
MCNONb30BaTb-CSl TONLKO B paMKax buoncnmn ans onpeaeneHns UMMyHo-Mopdonorm4eckoro
BapvaHTa HXJ1, a TakKe 1 Npu pasBUTUN XXN3HEYTPOXKAIOLLMX KPOBOTEYEHUNA N KITMHNUYECKOW
KapTUHbI «OCTPOro XWBOTa» NMpv abAoMMHANbHbIX Nokanu3aumsax HXJT.

10. Ka)xaoi OHKOreMaTosiIorMyeckon KIMHUKE PEKOMEHAYETCS ydacTue B pabore
perncrtpa no peakum BapviaHTam HXJ1y aeten, 4yto Nno3BoNUT BbipaboTaTb ONTMMASIbHbIE
AVNArHOCTUYECKME U TepaneBTUYECKME anropuTMbl Y AHHOW CIOXKHOW M HEOAHO3HAYHOM
rpynnbl 60NbHbIX.

JAeTcKas
OHKOJIOMUS1-p¢

€A1HbIA CIPaBOYHbIA LEHTD




