JINMMOATUHECKUME OMYXOJ1IN1 OPBUTDI
N TIPUOATOYHOIO AMNMAPATA TJTIA3A (MAT)

KpacunbHukoBa borgaHa bopucoBHa

Hay4Hble pykoBoauTenu:
poueHT, K.M.H. C.K. KpaBueHko
npod., A.M.H. E.E. 'puinHa



‘ JINMMOATUNHECKHWE ONMYXOJ1N OPBUTBI U TTAT

ONMyXxoJin OPBUTHI
HO3OJIOF'MYECKAA YACTOTA
3NUTeNnanbHble dOPMA BCTPEYAEMOCTHU

16%

29 ™ HeliporeHHble JNlumdoma n3 kneTok
MaprmHasribHOM 30HbI
B MArKoTKaHHble MApLT TVna 40-63%
HeanddepeHun- (ﬂMM(bOHMTOMa)
39 pyemble D,I/I(b(*)y3Haﬂ
B-kpynHokneTo4Has 10-15%

SKCTPAHOOAJIbHbBIE JIMMOOMb| MMbocapkoma

Jlnmcpoma n3 Knetok

MOAOYHBIE€ J)KEAEC3bI; ~ A 3 -1 5 %
1 smpmecracmne repomee— MAHTUAHOM 30HbI

nopaxems 6,95% Hasbmbre; 33,80%

SHAOKPHUHHBIE
skeae3nr; 4,15%

PonnukynsapHas
numcoma

KOCTHBIN MO3T;

2-17%
kocru; 4,30%

Penkue ~ 3%

opbura; 4,45%
ITHC;13%

opramﬂ ABIX aHU A,

7,20% cucrema; 5% Kkoxxa; 11,50%




[MTPOBJIEMbI ANATHOCTUKW

TPYOHOCTW ONEPATUBHOIO OOCTYIIA
HEBOJIbLUME PASMEPDBI Oy XOJ

HECOIMACOBAHHOCTb OENCTBUWA
OOTAJIBMOJIOIOB U TEMATOJ10I'OB

y

OTCYTCTBVE HATUBHOI' O MATEPUAJIA
04 QMATHOCTUYECKNX MCCITEOOBAHNN



KITACCUYECKUW AJTTOPUTM AVNATHOCTUKK N JTEHERHWA
JINMMOATUHECKUNX OTNMYXOJIEN OPBUTBI U TAT

TOHKOUTOJ1IbHaA acnmpaumnoHHas buorncus

!

obHapyxeHne NnMMdONAHbIX KNEeTOK

!

nyyvyeBasd tTepannd

1 +/-

obcrnegoBaHne y oHKoremaTosiora

AONONHUTENBbHBIE OYATHU

NMOPAXEHUA BbIABIIAIOTCA:
B 10-20% JIMM®OLINTOM

B 20-50% OBKKI
~ B 100% JIKM3
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PE3YJIbTATbI JTYYEBOW TEPAMUNU
JINMMOOUNTOMbI OPBUTDBI U TIAT

CO[ 30-40p

L\_LL“l_

10

Y. Ejima, 2006

Bpema (rogel)

A — rnokanbHaga pemuccus

B — o6was 6e3peumnanBHas
BbKMBAEMOCTb

5-netHaa — 77%
10-neTHaa — 64%




‘ MOCTJTYHEBbBIE OCJTIOXHEHUA

= PAHHUVE OCINOXHEHUA
1 NYYEBBIE PEAKLUM
(~100%)

- KOHBIOHKTUBUT
- BEPMATUT
- KEPATOIATUA

= NO30HUE OCNOXHEHUSA
(10-40%):

- CUHOPOM «CYXOI'O INMA3A»

- KATAPAKTA

- PETUHOIATUA

- KEPATOIIATUA N A3SBA POI'OBHLbI
- HEOBACKVYJTAPHAA INMAYKOMA




XVUMUNOTEPATINA TTPU
JINMOOUUTOME OPBUTDBI N TTATI

% pemuccun | % peunauBeoB Cpok
PEXUMbl XUMUOTEPAMUA HECHICASRIS:
26

XJIOPAMBYLIM (B.Simon, 2006)

PUTYKCUMAB (A.J.M.Ferreri, 2005) 50 80 46
XNOPAMBYLNIT + PUTYKCUMAB 89 - 13-41
(L.Rigacci, 2007)

CVP (LMKITO®OCOPAMNA + BUHKPUCTUH + 100 36 32

NMPEOHN30JI0H) (P.L.Zinzani, 2004)
FM (CDJ'IY,D,APAEI/IH+MI/ITOKCAHTPOH) 100 - 32




LEJ1Ib MCCJTEOBAHNA

OxapakrtepusoBaTb rpynny
NnepBUYHbLIX NTMM(aTUYECKNX OMNMyXorien
opouTbl u NAI v onpepenuTb Handonee

adhheKTuBHbIE MeTOAbI UX NeYyeHus



SAOAYHN NCCJITEOOBAHWNA

Pa3paboTtaTtb NpOTOKOST ANAarHOCTUKN NUMdraTUYECKUX
onyxonen opoutobl u MNAI

OnpenenuTb KNMHUYeCcKne, Mopdorormyeckme,
MMMYHOMNOrM4yeckmne, ULMToreHeTu4yeckme ocobeHHOCTH
nepBUYHbIX UM aTnyYeckux onyxonen opoutsl n MNAI

[1aTb CpaBHUTESBbHYIO XapaKTEPUCTUKY

9P EKTUBHOCTN XMMMOTEPANNUN U JTyHEBOM
Tepanuu B NeYeHNn NEPBUYHbBIX NMMAaTUYECKUX
OI'IyXOJ'IeI7I opbutbl n MNAI

 aVYaYnVay | AV E o W o |

M
I IIJUHU ATb ONnThMallbHbi€ I IUH)\UHDI

K nequmo oTAeJ1IbHbIX HO30J1I0NTM4YE€CKUX CbOpM



[MOJIOXKEHUA, BBIHOCUMbBIE HA 3ALLUNTY

1. MepBuYHbIEe nNuMdaTHUUeckmne onyxonm opbutel u MNMAI - reTeporeHHas
rpynna 3aboneesaHni, cpeamn KOTopbix npeobnagaet numdounTomMa
(nMMdomMa n3 KI1eTok MapruHasbHoOM 30Hbl MALT-TMNa), pexe BCTpeyaeTcs
nmMM@omMa U3 KJ1eTOK MAaHTUMHOW 30Hbl, ANdPYy3Haa B-KpynHOKNEeToUHas
nmMm@ocapkoma.

2. MMeeTcs Tonnueckas n3bupaTtenbHOCTb MOPAXEHUS pasINYHbIX CTPYKTYp
op6buTbl U NPUAATOYHOro annapaTta rnasa B 3aBUMCUMOCTU OT
HO30/10r’MYECKON NPUHAANEXHOCTU ONYXOJN.

3. DKCTpaopbuTanbHble o4aryu Nopa)>eHnsa C pa3HOM YacTOTOW BbISBSAKOTCS
NP BCEX HO30JIOrM4Yeckmnx popmax nmmdaTnyeckmnx onyxosien,
nopa)xatoLwmx opbuTty n NnpuaaTodHbIN annapaT rnasa.

4. JINnM(POMY U3 KJIETOK MAHTUMHOW 30HbI C MEPBUYHbBIM MOpa>xeHnem opbuThbl
oTnnyaeT 6onee 6naronpuUaTHOE KJIMHNYECKOE TeYeHNne B CpaBHEHUM
C HOoAasIbHbIMN PbopMaMn. MMyHODEHONUM JIMMEPOMbI U3 KJIETOK MAaHTUWHOWN
30Hbl C NEPBUYHbIM Nopa)xeHneMm opbuTbl B 60/bLLUMHCTBE Cy4aes
XapaKTepulyeTcs HeraTuBHOM nnn cnabono3nTmBHou akcrnpeccmnen CDS5.



[MOJIOXKEHUA, BBIHOCUMbBIE HA 3ALLNTY

5. MNpn nnmdpounToMe opbuTbl ULNTOreHeTUYEeCKMEe HapYLLUEHUS XapaKTepU3yrTCs
BbICOKMM MPOLEHTOM aHeyniouanm u peakocTbio 06Hapy>XeHUs CTPYKTYPHbIX
XPOMOCOMHbIX abeppaunin. TpMcomMms XpoMoCOMbl 3 aCCOLUNPYETCH C
BbICOKMM PUCKOM reHepasinsaumm onyxonm — nepBmMyHon Uauv B peunamnee.
Monnxummnotepanusa no nporpammaMm FMC n FMC-R BbICOKO(PeKTUBHA
y 60NnbHbIX C NIMMPOUNTOMON OpbUTLI N He TpebyeT npoBeneHUS
aAblOBaHTHOM Sly4eBOU Tepanuu.

6. Xupypruyeckoe BMeLllaTenbCTBO NpuU IMM@PATUUYECKUX OMYyX0onsaX opbuThbl
n NMAI A4O/IKHO orpaHnymeBaTbCs 6Guoncmen 1 noslydyeHneM AoCTaToOuYHOro
obbeMa MaTepuana an1sa nposeaeHnsa nccregosaHun.

7. JlyueBas Tepanus nuMmdaTtmyeckmnx onyxonem opbuTbl U NpnaaTo4HOro
annaparta rnasa He obecneumBaeT AnmTenbHOU bespeunanBHOM
BbIXXKMBAEMOCTM U COMNPOBOXAAETCHA pa3BUTUEM JTIOKAJTbHbIX OC/TOXHEHUN,
CHUXAILWMX KauYeCTBO XU3HMN.

8. B neueHnn gndpdysHon B-KpynHOKNETOUHON NTMMEPOCapPKOMbl OpbUTHI
Hanbonee aPPeKTUBHbI aHTPALUKINH-COAEepXKallme KYpPCbl XMMNOTEpPanuu
C NpoBeAeHMEM KOHCONMMAUPYHOLWEN NyYeBOnN Teparnuu.



MATEPUAJIbl U METOAbl WCCITEOOBAHWA

68 6onbHbIX ¢ 1997 no 2009 rr.;

MHU PAMH
['Y OKB 3 r.MockBbl

MHWNW [Tma3Hbix bone3sHen
M. ['enbmMmronbua

MHTK «Mwukpoxmpyprua rnasa»
nm. akag. C.H.®egoposa

CobcTBEHHbIE AaHHbIE —
52 OONbHbIX

PeTpocnekTuBHbIM MaTepuan —
16 OONbHbIX

Ho3onornyeckasa | KonuyectBo Bo3spacT Mon
cdhopma GONbHbIX

INumdoumntoma 45(66%) 29-83 (54) M-12
X-33

JIKM3 11(16%) 42-72 (62) M-5
X -6

AOBKKI 9(13%) 33-83 (60) M-3

X-6

Peakune 3(5%) 36-68 (50) M-1

X-2
Bcero 68(100%) 29-83 (57) M-21
X -47




JINMMOOLNTOMA.
KIIMHNYECKUWE MNMPOABJIEHNA

Nokanusauusa | KonuyectBo
onyxonwu OONbHbIX

KoHbloHkTMBa 25 (56%)

’ 45 OONbHbLIX
« & Bospacrt 29-83 ner (54)

Msarkme Tkann 19 (42%) 12 My>X4MH, 33 XKeHLMHbI

opounTbI QanuTenbHbIN NoKanbHbIA POCT

Beku 5 (11%) UHeT cuMnTOMOB MHTOKCUKaLUN

1 nobiweHuns JOI

L aByCTOPOHHEE NOpaXXeHue —
CnesHble 2 (4%) 22% B0nbHbIX
Kenesbl LaononHnTenbHble o4arn nopaxxeHust

BbisiBMeHbl Y 11% 605bHbIX

CoyetaHHoe 6 (13%)
nopaxeHue




JINMOOLMNTOMA.
MOP®OJIOI A
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JINMOOUUTOMA.
NMMMYHO®OEHOTIAI
CD19+, CD20+, CD22+, sig+

CD5-, CD10-, CD23-, CD43-, cyclinD1-

akcnpeccusa CD5 — 2 6onbHbLIX
akcnpeccusa CD10 — 2 60nbHbIX




ULNTOIMEHETUKA JINMOOUNTOMBbI

27.,5% <

-

12,5% +

4% nepectponka IgH

2% t(11;18)(q21;921)

y 4 u3 5 6onbHbIX
C Tpucommen
XpPOMOCOMBLI 3
BbISIBNIEHbI
AOMOSIHUTENbHbIEe
o4yaru nopaxeHus npwu
nepBUYHOM
obcnengoBaHum
(2 6onbHbIX)
WU CUCTEMHOe
pa3BuTUe peunauBa
(2 6onbHbIX)




OMNMEPATUBHOE JIEHEHUE

8 BOJ1bHbIX

4 — 6e3 AONONIHUTESIbHOW Tepanuu,

y BCEX — NIOKasibHble peunaunsbl (2-11 Mec.)

y 3 n3 8 60/1bHbIX — NMOCTONepaunoOHHbI€ OCIOXHEHUS
(3HOMTaNbM, rosfioBHble 60SIN, Clie30TevyeHune

BC/1ieactrBme noepexgeHmnsd Hococse3Horo KaHana)



JIYHEBAA TEPAIMMNA N XUMNOTEPATNA
B JIEHEHUWN TMMOOUNTOMBbBI

nporpaMmmbl FMC n R-FMC - 23 60/bHbIX
nydyeBasi Tepanma — 13 60/IbHbIX

pa3/InyHble peXXmnmMbl xmMmmotepanum +/- JIT — 9 601bHbIX



NTIMMOOLUNTOMA.

[MTPOI'PAMMbI FMC U R-FMC

KonunyectBo KypcoB O6GLee FemaTonornyeckas TOKCUYHOCTb
A0 nony4yeHus KOnn4ecTtBo TNewkoneHnus, cT | TpomGoLUTONEHMs, CT NHdeKunoHHbIe
NOSIHOro oTBeTa KypcoB OCJI0XXHEeHUSA

1wmm 2 -57% (13)
3wunn 4 - 30% (7)
6 -13% (3)

2vunm 3 - 18% (4)
4 -52% (12)
6 -30% (7)

I-II - 21% (5)
III - 17% (4)
IV - 13% (3)

I-13% (3)

Jinxopaaka - 17% (4)
DHTeponaTtua 9% (2)

23 nauuneHTa:

JTOKaJibHOE nopaxeHune

— 20 O0onNbHbIX

+ KOCTHbIVN MO3r —

1 OonbHON

+ neyeHb — 1 6oNIbLHON

+ NeyvyeHb, cenes3eHka,
KOCTHbIA MO3Ir —

1 OonbHON

FMC (18 6onbHbIX):

dnynapabuH 25 mr/m? 1-3 gHn B/B
umnknodocdamug 200 mr/m? 1-3 gHn B/B
MUTOKCAHTPOH 6 Mr/m?2 B 1-i1 oeHb B/B
R-FMC (5 60onbHbIX):

+ putykcumab 375 mr/m? B 0-1 oeHb B/B

y 16 n3 23 (70%) B60rbHbIX CyMMapHOEe KONIMYeCTBO KYypCOB
XMMUOTEPanNnM COCTaBUNO MEHEE CTaHOAPTHbIX 6
MegmaHa HabnaeHna 14 mecsues




FMC NP JINMMOOLMNTOME KOHBbIOHKTHUBDI

FMCNe2

FMCNe2




FMC 1PN INMOOLNTOME
C NMOPAXKEHUNEM MATKNX TKAHEW OPBUTHI




JINMMOOLUNTOMA.
JIYHEBAA TEPATTNA

13 nayMeHToB, Y BCEX — NOKanbHOe rnopaxeHune

100% pemunccumn

Pa3Butue peunanBoB B cpoku oT 2 Ao 90 mecsues
y 4 6051bHbIX (30%):

nokarnbeHble peunamBbl — 2 60nbHbIX (15%)
reHepanusoBaHHble peunamnebl — 2 60nbHbIX (15%)

[TocTny4yeBble OCIOXHEHNS Y 6 BONbHLIX (46%):
CUHAOPOM CyXOro rfasa — 3 00nbHbIX

00Typauma cnesHblix kaHanbueB — 1 60nbHON

nocTny4vesble pybubl — 2 60NbHbIX

KaTapakTta

MakynoguctTpodums 1 6onbHON
aHMMOCKNEpPO3 ceTyaTKu



PASJINHHbIE PEXNMDbI
XUMUNOTEPATWN +/- T

O nauneHToB:

rnokanbHoe nopaxeHune — 7 60nbHbIX
BOBJIEYEHNE KOCTHOro Mo3ra — 2 O0bHbIX

pexumbl xummnotepanun: CHOP, R-CHOP, COP,
R-COP, xnopambyuun+ nydyesas Tepanus
y 5 DOMNbHbIX

pemuccun y 100% O605bHbIX

pa3BUTNE pPeumnagmBoB B CPOKMN OT 3 A0 36 MeCALEB:

nokanbHbI1 — 1 OONbHOM
reHepanmn3oBaHHbIN — 2 DOMbHbIX



BESPELUNAVNBHAA BbDPKUBAEMOCTDb
NAULMEHTOB C JIMMOOLMNTOMOW

100% _T— 1
EI:II::III-I:'_ PR PR

i T ‘ p=0,05

0% —
GO —

2% —
0% —

0% — 3
20% —
10% —

(e — 1 1 1 1 T 1T T T T T 1
o 10 20 30 40 =50 s0 70O a0 90 100110 130

Bpema (mec.)

EIESF:IEUlH,.D,HE:HEIH EEHHMEAEMOCTE

3-neTHANA 693peLIM,DMBHaFI BblXKMBaA€MOCTb rpynn.

P aVYaYeVs

2-NT(n=13)-85%
3 — apyrme Buabl XT +/-JIT (n =9) - 75%



OBLUAA BBDKNBAEMOCTb
NAULMEHTOB C JIMMOOLMNTOMOW

00% | 1 2

30% -
70%
G0% 3
50%
40%
30%

b

=

an
]

ELLIlEIH EECHHMEIEMOCTE

S lpe| p=005

0%

| | | | |
0 10 EIIII HIIII 4IIII EIIII EiIIII T"IIII EIIIII EIIIII 110 130
Bpema (mec.)
4-neTHANA o6LWaA BbHKMBAeMOCTb Fpynn:
1 - FMC u R-FMC (n = 23) — 100%,
2-NT (n=13)-100%
3 — apyrue Buabl XT +/-JIT (n = 9) - 65%



IMM®OMA N3 KJIETOK MAHTUNHOW 30HbI

= 2 K.
| 1

11 OonbHbIX B Bo3pacTte 42-72 net (62),
S MYXUUMH, 6 XEeHLUNH

OCO06EeHHOCTU KNMNHNYECKOU KapTUHDI:

] npenmyLlecTBEHHOE NopaXeHne Cre3HbIX Xernes, KOHbIOHKTUBI, BEK.
] nepBUYHO-reHepannu3oBaHHOE NopaxeHne N/Mnu CUCTEMHbIN XapakTep peunanea
] MegneHHbIN POCT OMyXonn U OTCYTCTBUE CUMMNTOMOB MHTOKCUKALIMK Npw
3penokneTo4Hon Mmopdornormnyeckon kapTuHe (9 bonbHbIX, 80%).




NIMM®OMA U3 KJIETOK MAHTUMHOW 30HbI

OcobeHHOCTH
MOP¢ONOrM4ecKon KapTUHbI
U UMMYHOpeHoTHNa:

1 3penokneTo4Hasa onyxorsnb
Cc Anddy3sHbIM nnn
HOOYNAPHbLIM TUMOM pocTa

_l HeraTnBHaga unu cnabo-
no3nTuBHasa akcnpeccma CDS
B 9% (1 6onbHON)

n 55% (6 60MbHbIX)

Cny4aeB COOTBETCTBEHHO




TMM®OMA N3 KJIETOK MAHTUMHOW 30HbI

dno MNMepBu4yHasn Mpoponxu- INleyeHne B Ucxon Oowasn
Tepanus TeINNbHOCTDb peunaunBe BbXXNBaAaeMOCTD,
pemuccuun/spems Mec.
HabnaeHus, mec.

T-eB B.T. CMC-R No4 17 COP, HIN, NT CMepTb OT 62
nporpeccumn

O-ko C.B. FMC-R Ne6 13 GIMOX XXUB B peunpmBe 25

K-ux B.A. CHOP Ne6 6 R-CHOPE/ BTOpas peMuccus 34

R-DHAP, NT 19 mec.

B-Ba H.A. nT 19 COP, CHOP, HN CMepTb OT 97
nporpeccumn

E-oB E.T. FMC Ne6 20 6e3 peunaguBa XXUB B peMuccum 26

M-Ha E.T. CHOP Ne8 7 HI CMepTb OT 37
nporpeccum

O-sH E.®. nT 13 HN CMepTb OT 44
nporpeccumn

Y-ko J1.WN. FMC 1 6e3 peunauBa XXNB B peMuccum 5

b-Ba B.W. R-FMC pe3ynbTaThbl NIe4eHUs1 U NCXoAbl HeN3BECTHbI

K-eB B.C. nT 26 6e3 peunguBa XXUB B peMuccum 24

M-sa A.H. CHOP-bleo Ne4 26 HI XXUB B peunguBe 35

R-CHOP Ne6

*HJ1 — HenporpamMmmHoe neveHne




NMMM®OMA U3 KNETOK MAHTUMHOW 30HHbI
6e3peunanBHas BbIXXMBAEMOCTb

100%

90%
80%
T0%
0%
20%
40%
0%
20%
10%

EezpeUMAMEHAA BEIHHEIEMOCTE

=
&

-

1 I I I I ' o
5 10 15 20 25

Bpema (mec.)

2-neTHAs 6e3peumanBHas BblXXMBaeMocTb - 35%
Me = 18 mec.(n=10).




NIMM®OMA U3 KJIETOK MAHTUMHOW 30HbI
06LWaqa BbI>)XKMBAEMOCTb

100%
90% -
a0% —
70% -
60% -
50% -
40% -
30%
20%
10% -

0%

OBl an BLPKMBAEMOCTE

| | | I | | | |
0 10 20 30 40 50 60O 70 80 90
Bpema (mec.)

3-neTHaa obuwasa BbkmBaemocTb - 100%, (n = 10)
5-netHasa obwasa BbknBaemocTb - 50%




ONOODOY3HAA B-KPYINHOKJIETOHYHAA
JINMMOOCAPKOMA

9 BOJIbHbIX:
NOKAJIbHOE NOPAXEHMUE:

7 TTAUMEHTOB - 2 MY>X4YH, 5 )KEHLWH
B BO3PACTE OT 33 O 83 JIET (60);

CUCTEMHOE NOPAXEHUE C MHOXECTBEHHbIM
IKTPAHOOAINIbHBIM BOBJIEMEHUEM:

2 MAUMEHTOB — 1 MYXUYUHA 41 TOOA,
1 XXEHWWHA 74 JTIET.



OANDOOY3HASA B-KPYINMHOKJTETOYHAA
JIMMOOCAPKOMA, nokanbHOe nopa>keHune

= J[BKKJ1 «de novo» - 6 OOnbHbIX,
TpaHcdopmauns numdounuTombl — 1 6ONBHON

= ropaxeHue MArknMx TKaHen opbuThl,
B NOJIOBMHE Crly4yaeB — peTpobynbbapHo

=  ObICTPbIN POCT OMyXOsSn

OTCYTCTBME CUMMNTOMOB MHTOKCUKALINUWK
n nosblweHuna J1OI

TpaHcdopmaums
NMMAOUMUTOMBI

=== [1BKK/ «de novo»




ONODY3HAA B-KPYTTHOKITIETOUHAA
NTIMMOOCAPKOMA, nokanbHoe nopa)eHue

UMMYHO®EHOTHUNN

CD19+, CD20+, CD79a+
CD5-, CD10-, CD23-
Ki-67 50-90%

1 6onbHOM - CD5+/-
2 6onbHbIX - CD10+/-

UMTONrEHETUYECKOE UCCINEOOBAHUE

t(14;18)(q32;921)
N XPOMOCOMHbIX MEpPeCcTpoeK
c yyactnem reHa BCL6 He BbisiBneHO




OANDOOY3HAA B-KPYINMHOK/TETOYHAA
JIMMOOCAPKOMA, nokanbHoOe nopaxeHue

(o]l [e] NMepBn4yHan Mpoaonmxureno- Peunauns JleyeHue B Ucxop Oobwasn
Tepanus HOCTb pemuccuun/ peunguBe BbhKnBae-
Bpems Habnioge- MOCTb,
HUSA, MecC. mec.
XXuB B
A-ueB M.B. | NHL-BFM-90 + NT 44 - - I 48
+ -M-
Kn-sa A.M. nTt 28 5 NB-M-04 + Xusa B 89
KpaeBou nTt pemuccumn
KuBa B
Ka-Ba M.K. CHOP-21+N1T 30 - - I 36
XXuBa B
P-Ha O.K. nr 44 - - 45
pemuccumn
+ NBb-M-04 + XuB B
- 0. R-FMC 11 39
H-08 C.10 nokanbHbIN nrT pemuccum
Btopas
+
b-yk 3.3. nTt 2 . T + pemMuccus, 25
JNOKasbHbIN XnopoyTuH CMepTb OT
APYrvx npuyYnH
B-er T.B. R-CHOP-21 2 ; ] Kuea B 6

pemuccumn




ANDOOY3HASA B-KPYINMHOKJ/TETOHHAA
JIMMOOCAPKOMA, nokanbHoOe nopaxeHue

BE3PEUMOUBHASA BbIXKXUBAEMOCTDb
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EezpeuMAMEHaA BEHHMEIEMOCTE

3-neTHsas 6e3peunamBHas BobxnsaemMoctb 53% (n=7).




ANODOY3HAA B-KPYINHOKJ/TIETOYHAA
JINMMOOCAPKOMA, nokanbHoe nopaxeHue

OBLAA BbIDKUBAEMOCTD
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Bpema (mec.)

5-neTtHAA obuas BbbknBaemMocTb 83% (n=7)




ANODOY3HAA B-KPYINHOKJTIETOYHAA
JIMMOOCAPKOMA, cncteMHoe nopa)eHue

MHoXecTBeHHO€e 3KCTpaHodarlbHOEe BOBMNEYEHME:
opbuTa, KOCTK, NneBpa, Nnerkme, Nne4YeHb, HEMPONENKEMUS

CMMTOMbI MHTOKCUKALNK
[MoBbiwenue J1OT
CD20+, CD5-, CD10-, CD23-

MHOXXeCTBEHHbLIE XPOMOCOMHbLIE abeppauunu,
rmnepnnongns

IleyeHue
NHL-BFM-90 — nonHas pemuccua 60 mec.
CHOP-21- yactn4yHasa pemuccus,

NAOIILITIARAIAD LIANANAND 4 4 [V, FaYal
MOUVIiAVID MTpPYTO 11 VITUL.



JINMMOOMA BEPKUTTA

1(8;14)(g24;932)/c-myc-IgH

U MpepneyeHHocTb JIT, FMC
0 N'Mmnonna3nsa KOCTHOro Mmo3ra
U Pemuccusn Ha tepanum J1b-M-04




MHOXECTBEHHAA MNEJTOMA




JINMOOMA U3 NMEPUNDOEPUYHECKIUX
T-KJIETOK, OAJIEE HEYTOYHEHHAA
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NEHEHME: MMMYHO®EHOTMUN:
- CHOP-21 c anemtysymatbom + JIT CD3+, CD5+, CD7+
- NITaHNpyeTCd BbICOKOAO3HaA Tepanuna CD10-, CD20-, CD23-, CD30-, CD56-

c nopgaepxkon ayto-TCKK




AJTTOPUTM OAUATHOCTUKU INMMOATUHECKKX
OlNYXOJIEN OPBUTHBI n MAT

TOHKOUTOJIbHAA ACNTMPALUIMOHHAA BUOINCUA (TUAB)
BbisBneHne numonaHbIX KNeTok
B LMTOSIOMMYECKNX Npenaparax

OA

HET

NMOJTHOE OBCJIEQOBAHME:

- OLleHKa pa3mepoB nepudepryecknx numdoyanos (nanbnauus, Y3W)
- KT opraHoB rpygHoONM KNeTkn 1 GproLLiHON NONoCTH

- TpenaHobuoncus

- bmbporacTpoayoaeHOCKONMSA N KOFTOHOCKOMMUS

- AMMYHOXMMWYECKOE nccrefoBaHne 6enkoB CbIBOPOTKM KPOBU U MOYM

OPBUTOTOMMUA c yoaneHmem onyxonw.
JanbHenwas TakTmka B 3aBUCUMOCTU
OT pe3ynbTaTtoB MOpPKONOrM4YecKoro UCCreoBaHns yaaneHHon TKaHu.

N30JIMPOBAHHOE
NOPAXEHWE OPBUTHI

Y

MYTNBTUDOKAJIBHOE
NMOPAXEHWE

BUNOINCUA ONYXOJIN OPBUTbI ¢ npoBeaeHnem nccnegoBaHui:
- UMTONOrMYECKUM

- TMCTONOMNYECKUM

- AMMYHOEHOTUMNYECKNM

- UMTOreHeTUYeCcKnm

-MOIEeKynApHO-BMoNornyeckum

BUNOMNCUA OYAIA, CONPAXEHHAA C MMHUMATIbHBIM
ONEPALMNOHHBbIM PUCKOM, c npoBeageHnemM nccnegoBaHuiA:
- UMTONOrMYECKUM

- TMCTONOrNYECKNUM

- AMMYHOEHOTUMNYECKUM

- UMTOreHeTUYEeCKnMm

- MONEeKyNApHO-6MoNornyecknum




BblBO/bl

[MepBUYHbIE NUM@ATUYECKne onyxonm opbuTbl - reteporeHHas rpynna
3abosieBaHN, cpean KOTOopbiX Hambosiee YyacTto BCTpeyaeTcda nmmdoumnTomMa
(nMMdpoMa u3 KIeToK MapruHanbHou 30Hbl MALT-Tuna) - 66% cnydaes,
pexe - nMMdoMa M3 KJIETOK MAaHTUMHOW 30Hbl (16%), anddody3Hasa B-
KpynHokneTo4yHasa numgocapkoma (13%).

B 6o0nblWKMHCTBE CnydyaeB JMM@POUMTOMbI MOPaAXaTCAa MArkme TKaHuU
opbuUTbl U KOHBIOHKTUBA; Y 11% 60/bHbIX BbIABAAOTCS AOMONHUTENbHbIE
o4yarm nopaxeHus, vaule BCero — KOCTHbIN MO3r.

LiuToreHeTnyeckne HapyweHua metogom FISH (dpnyopecueHTHOW rmbpunamn-
3aumu in situ) sbigsngwTca B 27,5% cnyyaes nMM@OUNTOMbI, U3 KOTOPbIX
camMon 4acton gasndetcsa Tpucommss 18 xpomocoMbl (20%). Tpucomus 3
XpOMOCOMbI BCTpeuvaeTtca B 12,5% cny4dyaeB, U accoUuMNPYeTCs C BbICOKUM
PUCKOM reHepanusaumm onyxoam — nepBnMyHOn UIun B peungunee.

JlyueBasa Tepanusa no3sonser nonyudntb pemuccnunm y 100% 60nbHbIX C
MMM@POUUTOMHON opbuTtbl, HO B 15% cnyyaeB B TedyeHune 3-X JNeT
pa3BMBalOTCS peunanBbl, B NOJIOBUHE Clydaes 3a npegenamMmm obsiydyeHHoro
nons. Jlyyeesass Tepanums nepBUYHbLIX NMM@aTUUYECKNX Onyxonem opouTsbl
COMPOBOXAAETCHA pa3BUTMEM JIOKAJIbHbIX MOCTNYYEBbIX OCNOXHEHUN ¥ 46%
60/1bHbIX, CHMXALWMNX KauYeCTBO XU3HMN.



BblBO/bl

Monnxummnotepanua no nporpammam FMC m FMC-R 6e3 aabloBaHTHOM
Ty4eBOMN Tepanuu no3BOJISeT NoAyynTb NosiHble pemuccmm y 100% 60onb-
HbIX nuMmdounToMon opbuTtbl. lNpu MeamaHe HabnwgeHusa 14 Mecsues
pa3BuUTUA peunanBoB He oTMedeHO. [Mpu 6bICTPOM MoayyYeHun OTBETa Ha
Tepanuio Koan4yecteo nposBoauMbIiX KypcoB FMC n FMC-R MoXeT cocTaB-
NSATb MeHee CTaHAApPTHbIX WwecTn 6e3 CHMXeHUst apPeKTUBHOCTU NeyeHuns
(nHayKkumna Tepanuun — 1-2 Kypca, KoHconugauusa tepanmm — 1-2 Kypca).

JInM@poMa 13 KNIETOK MaHTUMHOMN 30Hbl C NMopaXXeHneMm opbuTbl XapakKTepu-
3yeTCsl NpenMyLLeCTBEHHbIM NOpaxXeHMeM KOHBIOHKTUBLI U CNe3HbIX Xeses
n 6onee 6naronpuATHbIM TeYEHWEM B CPaBHEHUM C HOAAs/IbHbIMW aHaso-
ramun. [lpyrue akcTtpaHoAasibHble o4yarun nopaxeHuusa npu JIKM3 BbiaBn4dT-
ca y 6onbMHCTBA 60/bHbIX. Criabono3nTuBHAs MM HeraTUBHAA 3KcCnpec-
cua CD5, BcTpevatowasca 6osee yeM B MOJSIOBMHE CNydyaeB, AUKTYyeT
HeobXxoAMMOCTb onpeneneHns runepakcnpeccun cyclinD1 wnm t(11;14)
(g13;932) BceM 60JIbHbLIM C IUMPATUYECKUMN ONMYXONAMU OpOUTHI.

Mpn ABKKJT onyxonb noKanulyeTtcsa B MAMKMX TKAHAX OpbuTbl M He
CBsi3aHa C 3nuTenuasnbHbIMWU CTpPyKTypamu. B nedeHun [AOBKKJT opbuThbl
Hanbonee 3@ME@EKTUBHbI aAHTPAUUKINH-COAEpXKAlLMe KypCbl XUMUOTeEpa-

NN C NpOBEAEHNEM KOHCONMAMNPYIOWEN Ny4YeBOn Tepanuu.



BJIATOOAPHOCTW

A.N.Bopobrery, C.K.KpaBueHko, E.E.[puinHon, A.M.KpemeHeukon, E.E.3BOHKOBY,
T.H.O6byxoson, O.B.MapronuHy, E.A. HukntuHy, E.E.3610yHOBOIN, P.C.Camonnosou,
N.B.KannaHckou, J1.KO. TuxoHoson, HO.HO Jlopne, A.b.Cyaapukosy, H.I[".TopuHoW,
E.A.bapsix, FO.A.Kpusonanosy, E.B.[lompayeson, B.A.[ pxxumonosckomy,
N.B.Edpumosy, E.A.lIpeuosy, JI.A.lToprnagse, M.A.LlentnuHon, H.N.CkuaaH,
T.H.Mounceeson, A.C.INycTtoBout, A.Y.Maromenoson, E.A.'MnasntanHosown,
[.C.MapbuHy, H.I'.'abeeson, A.B.I'yokuHy, E.HKO.Bapnamoson, O.HO.[Nonosown,
B.A.MaxuHe, A.N.MenukaH, T.N.KonowenHoson, H.H.Lbibe, C.P.KapartonsiHy,
C.B.Koxypuny, /.B.lLutapeson, T.N.CacdoHoBon, C.A.MaxuHe, 1N.9.KocTrHown,
9.9.Mup3sosH, M.K.'ntuc, J1.H.'otmany, [ A.®paHky, T.N.bynbiveson, .B.Kapnoson,
N.A.Bopobbesy, E.A.CemeHoBou, J1.C.PowmHon, Y.J1.[xynakany, E.K.EropoBon,
N.M.lWyxmaH, A.N.JlykuHon, J1.E.MawwnHy, M.WN.["apby3osy, E.C.I['y3eHko.



