XpoHunyeckue
nmMmaonponn@epaTuBHbIE
3aboneBaHus



 Heonnasuum n3 B,T n NK KINeTokK — KnoHarnbHoe 3aboneBaHue,
ONYyXOr&ib N3 He3penbIX UMK 3pernbiX KNETOK Ha pasnnyHbIX
cTaanax nx gudpdepeHUnpoBKkn. [TOCKOMbKY OHM NOXOOAT Mo
doeHoTUNy U PYHKLMOHANTBHBIM OCODEHHOCTAM Ha CBOU

HOpMarbHblE aHaNory, 3To CXOACTBO ABNAETCH Ba3ncoM nx
Knaccudoupauum



BO3 —knaccudukauunsa onyxoneu
reMmonoaTU4YeCKon N NMMPONIHON TKaHW

* MwenonponungepaTuBHble 3aboneBaHns

* MwuenougHble n numdongHble Heonnasnm ¢ aHomanuamm PDGFRA, PDGFRB, FGFR1
» Mwuenogucnnactundeckme/muenonponndepaTtnBHble 3abonesaHns

* MwuenogucnnactTm4eckmm CUHAPOM

i OCTpaFI MuernongHas nemkemMus

 3penble B-kneTo4yHble Heonnasum
° ﬂl/IMCbOI/I,EI,HbIe HeOonJia3nn n3 KneTok-rnpeauecreeHHNKOB

« 3penbie T 1 NK-KrneTo4vHble Heonnasuu
 lumpoma XogKKknHa

* [lumonponndepatruBHble 3ab0rieBaHns, acCoOLUMNPOBaHHbIE C
NMMMYHOO4EULIUTOM

* rMCTI/IOLI,I/ITaprIe n oeHOpPUTHOKIETOYHbIE HEeOorna3nmn
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Precursor B-cell neoplasm

B lymphoblastic
leukemia/lymphoma

Pre-GC neoplasms
Mantle cell lymphoma

GC neoplasms

Follicular lymphoma
Burkitt lymphoma
DLBCL(some)
Hodgkin lymphomas

Post-GC neoplasms

Marginal zone (MALT) lymphoma
Lymphoplasmacytic lymphoma
CLUSLL, DLBCL(some)
Plasmacytoma
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WHO classification of B cell malignhancy
2008

Chronic lymphocytic leukemia/small lymphocytic »

lymphoma

B-cell prolymphocytic leukemia

Splenic marginal zone lymphoma

Hairy cell leukemia

Splenic lymphoma/leukemia, unclassifiable
Splenic diffuse red pulp small B-cell
lymphoma*

Hairy cell leukemia-variant™
Lymphoplasmacytic lymphoma
Waldenstrom macroglobulinemia

Heavy chain diseases: Alphaheavychain
Gamma heavy chain Mu heavy chain

Plasma cell myeloma

Solitary plasmacytoma of bone

Extraosseous plasmacytoma

Extranodal marginal zone B-cell ymphoma of
mucosa-associated lymphoid tissue (MALT
lymphoma)

Nodal marginal zone B-cell ymphoma (MZL)
Pediatric type nodal MZL

Follicular lymphoma

Pediatric type follicular lymphoma

Primary cutaneous follicle center lymphoma
Mantle cell ymphoma

Diffuse large B-cell ymphoma (DLBCL), not
otherwise specified

T cell/histiocyte rich large B-cell ymphoma
DLBCL associated with chronic inflammation

Epstein-Barr virus (EBV)* DLBCL of the elderly
Lymphomatoid granulomatosis

Primary mediastinal (thymic) large B-cell
lymphoma

Intravascular large B-cell ymphoma
rimary cutaneous DLBCL, leg type

ALK* large B-cell ymphoma

Plasmablastic lymphoma

Primary effusion lymphoma

Large B-cell lymphoma arising in HHV8-
associated multicentric Castleman disease
Burkitt ymphoma

B-cell lymphoma, unclassifiable, with features

intermediate between diffuse large B-cell
lymphoma and Burkitt lymphoma

B-cell ymphoma, unclassifiable, with features
intermediate between diffuse large B-cell
lymphoma and classical Hodgkin lymphoma




g@} World Health
Organization

World: Both sexes

Estimated number of cancer cases, all ages (total: 12 662 554)
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XpoHn4eckun B-nnmdponenkos/nnmgoma
N3 ManbIX NMMMPOLNTOB

* Heonnasusa 13 3penbiXx, MOHOMOMHbIX, OKpYrMbiX B-nuMmdounToB
B nepudpepnyeckomn KpoBm, KOCTHOM MO3re, nMmMmadaTuyeckmnx
y3nax, ne4yeHu n cerneseHke.

* /ImeeT Kak npasmno goeHotun CD19+CD23+CD5+
*>5%10/9/n MOHOKIOHarnbHbIX B-KNeTok

« 3aboneBaeMocCTb 2-6 cny4yaeB Ha 100 000 B rod, camas
pacnpocTpaHeHHasa reMonoaTu4ecKkasi Heonnasus ¢ NMKOMm
3aboneBaeMoCcTU nocrne 65 net



Cxema nabopaTtopHOro obcnegoBaHuS
npu XJ1J1

* KNnMHNn4Yecknn aHanms KpoBu — abCcontoTHbIN MMM OLNTO3,
MOXET ObITb aHEMUSA, TPOMOOLINTONEHUSA

* Mnenorpamma — abcontoTHbIN NIMMdOLNTO3
* IMMYHHOOEHOTUNNPOBaHME NepndPeprnyeckon KpoBu
 LlnToreHetnyeckoe nccnegosaHue : dell3,tris12,delll, dell7

* MonekynapHaa 6unonorna —MyTUpoOBaHHbIN U HEMYTUPOBAHHbIN
BapuaHT

 [ucTonornyeckoe nccriegoBaHme — B COMHUTESNbHbIX CItyHadXx



Tunu4yHaa mopdgonoruyeckas
kapTuHa npu XJ1Ji




TeHn 'ymnpexra




TeHun 'ymnpexra




MoryT
BCTpeYvaTbCH
nponnMdoLUTDI
, ODObIYHO 1-2%
nHoraa 6onbLie




KnmHnyeckoe TeyeHumne

* IHdpeKkumn

* [emMonuTnyeckasa aHemMmsi, TPOMOOLIMTONEHUSA
[ enatocnneHomeranus

* JInmpageHonatug

* TpaHcopmauusa B 3nokadectseHHY0 numdomy — ABKKJT -
cuHgpom Puxrtepa -2-8%



Tepanus

* XuMnoTepanug

* CTepounabl

* TapreTHasi Tepanusa — MOHOKNOHAarbHblE aHTUTENA — PUTYKCUMaO
(aHTn-CD 20)

* IHrIMBUTOPLI TUPO3UHKNHA3S

*[1porHo3 3aBUCUT OT dpaKTOpPOB NporHo3sa (8-25 ner)



B-nponuMmdountapHbIn NenKos
[TponnmdoounTbl cocTaBnaloT bonee 55%
NMMJQONOHbIX KNETOK KPOBU




Ilnmpoma mapruHanbHON 30HbI
cene3eHKn ¢ OTPOCTYaTbIMMU
numdountTamm




IlumchonnasmounTapHas
nmmdgoma

ATHFEDIA.COMN




BonocaTtokneTo4yHbIn NenKos




BonocaTtokneTo4yHbIn NenKos




lnmapoma 30HbI MAHTUN —
Mopdbonormyeckme BapuaHThl

* bnactongHbI BapmnaHT

y arpecCuBHbI
* [1lneomopdHbLIN BapuaHT

€ BapuaHThl

* 13 ManbIX KNETOK
* [TogoBbHbIN NMMdome MaprmHanbHON 30HbI



Ilumcdpoma MaHTUUHOM 30HDI




OndodysHan B-
KpynHokKneTo4yHada nmmdoma

o%S,




MIMMyHOQoeHOoTUN npu 3penbix B-
KNEeTOYHbIX
Heonmasnsax

X |[JIMMOOMA NnPONNIMM® | IMMPOMA U3 | BOJTIOCATO- POJIUTUKYNAPH
30HbI O- KIIETOK KNETOYHbIA | A TIMM®POMA
MAHTUA LIMTAPHbLIN | MAPTMHATbH | NENKO3
NEUKO3 OW 30HbI
CD19 + + + + + +/-
CD5 + +
CD20 + ++ ++ ++ ++ ++
CD23 ++ - - - - +/-
CD22 +/- + + + ++ +
CD43 + +/- + +/- - s
CD10 - - - - - +

CD103 - - - - +



MHoOXecTBeHHass Mmmernioma




MHoO)XecTBeHHass Mmenoma

* KnnHn4ecknim aHanns Kposu
*  MNPOABMEHUA CUHOPOMA MMNEPBA3KOCTH
- OPUTPOLMNTLI B K MOHETHbIX CTONOUKaX»
- Bbicokoe CO3
* [1nasmaTtnyeckue knetkn B KAK pegko nosblLLEHbI
* Muenorpamma —nponudpepauuma nnasmaTnyeckmnx KrneTok
* buoxummnyeckme nokasarenu
* benok bBEH-OXXOHCA B Mmoue
* Hanndne M-npoTenHa
* Hann4yne octeogecTpyKUnK



MHoOXecTBeHHass Mmmernioma




Knetkm MoTTa




Tenbua Pyccens




[TnameHeOLWMe KNeTKN




NMnasmoOnacTbl




*Provisional entities Mature T- and NK-cell Neoplasms
# change from 2008 WHO classification 2016

Mature T-cell Leukemias

(.Ieulfecmffé% ?/?nn;‘) gésfi l: leukemia (T-PLL)
T-cell LGL leukemia (T-LGL)
* Chronic LPD of NK cells*
* Aggressive NK-cell leukemia
* # Systemic EBV+ T-cell ymphoma of childhood
e Adult T-cell ymphoma/leukemia (HTLV1+)
(ATLL)

Extranodal T-cell Lymphomas

e Extranodal NK/T-cell lymphoma, nasal type

* Enteropathy-associated T-cell ymphoma (former
EATL type I)

* # Monomorphic epitheliotropic intestinal
lymphoma (former EATL type I, now MEITL)

* #Indolent LPD of Gl-tract*

* Hepatosplenic T-cell ymphoma (HSTL)

* # Breast-implant-associated anaplastic large cell
lymphoma*

* Subcutaneous panniculitis-like T-cell ymphoma
(SPTCL)

LPD: lymphoproliferative disorder; TFH: T follicular helper

Nodal T-cell Lymphomas

* Peripheral T-cell ymphoma, NOS (PTCL-NOS)

* # Nodal peripheral T-cell lymphoma w. TFH phenotype *
* Angioimmunoblastic T-cell ymphoma (AITL)

* # Follicular T-cell ymphoma*

* Anaplastic large cell lymphoma, ALK+ (ALK+ALCL)

* # Anaplastic large cell ymphoma, ALK- (ALK-ACLCL)

Cutaneous T-cell Lymphomas (extranodal)

e Sézary syndrome (SS)
* Mycosis fungoides (MF)
* Primary cutaneous CD30+ T-LPD
* Lymphomatoid papulosis
* Primary cuteanous ALCL
* Primary cutaneous yd T-cell ymphoma
* # Primary cutaneous aggressive epidermotropic
cytotoxic T-cell ymphoma*
* # Primary cutaneous acral CD8+ T-cell ymphoma*
e # Primary cutaneous CD4+ small/medium LPD*
* # Hydroa-vacciniforme-like LPD
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AHannacTuyeckas KpynHoOKneTo4YHas
numcdoma




NTnmchoma n3 donbLUINX rPaHYNAPHbIX
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CuHppom Ce3apu

CD3+CD4+




ArpeccuBHasa NK-knetoyHasa Heonnasus




JiInmdoma XoaXKuHa




