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pe3yJibrate nodaBJiieHNA MyTaHTHOIO KJITOHa

KINEeTOK B KOCTHOM MO3re, TumMyce Unm
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~ = OcTpble neviko3sbl npeacTasnaoT cobon
= Tpynmny onyxoreBbixX 3ab60neBaHn CUCTEMBI
KPOBU, KOTOPble XapaKTepusyrTcH
NnepBUYHbIM NOPaXeHNUEM KOCTHOIMO MO3ra ..
MOPdONOrMYECKU He3perbIMU -
KPOBETBOPHbIMU (ONacTHbIMK) KNETKaMU C

HEHNUEM MU HopmaanW

MW -

TKaHen n opraHoB.™



Nuwadonaran ctaonoua KNeTxa

Mﬂenowoa CTBONOBAA KNETKA

Mucnounuuﬁ Numdongrvin
nenaxos ‘ nenxo3

Iputpountel  TpomboumTe NexounTe




~ = Bce ocTpble Nenko3sbl KNnoHanbHbl, TO €CTh

~ BO3HUKAarOT 13 OHON MYTUPOBAaBLLEN
KPOBETBOPHOW KIETKMW.

= [lpHaaneXHOCTb OMAaCTHbIX KIETOK K TOW =

NI UHON NIMHUUN KPOBETBOPEHNSA, CTEMEHDb

nx gndpdoepeHUnpoBKU 00yCROBNMBAIOT
yecKoe TeyeHne o Y

OBOMMOTrO
EHNA U NPOorHo3 3aborieBaHnsS. -



P EHTMFeHmﬂFOLuMMCﬂ HAa KJ'IeTKa)C
e tm—

numaeongHon nuHum otHocates CD1 — CDS,
CD7 - CD10, CD20, CD22, CD23, CD33,
CD57, - —

= MuenounaHo — CD11, CD13 — CD15, CD33
+CD41, CD42, CD6

HbI Mapke




Cxemartunyeckas NIIJTIOCTPauUnA CbeHOTI/II'II/ILIeCKI/IX N3MEHEHUN,

B-CELL EARLY B PRECURSOR PRE-B
~BOHLL | | B CELL PLASMA CELL

Slig
CD19 DR CD19 DR CD19 DR CD19

Lymphoid : R
- CD10 CD20 CD21 CD20
R ? - CD22
? Ig heavy chain —, lgheavy % light chain Ig heavy- and light-chain

rearrangement rearrangements rearrangements

TCR y and B chain TCR B and a chain o
CD34 rearrangements rearrangements "

CD2 CD5 CD2

CD5 CD2

CD34 CD7

T-CELL
PATHWAY

COMMON
EARLY THYMOCYTES THYMOCYTES MATURE T CELLS

CD, cluster of differentiation;
DR, HLA-class Il antigen;
lg, immunoglobulin;

TCR, T-cell receptor;
TdT, terminal deoxynucleotidyl transferase.
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a0/mua 1. XapaKTepusie UHTOr eHeTHYeCKHE aHOMANMK W 3K CIPECCHS PAAA OHKOr e-
OB M F@HOB-CYNpPeccopoB onyxonei npu pasnuynex Tunax H3J1

Cneunduyeckue Tpancnokaunn| OHKOreHb! U relbi
Hosonoruyeckan dopma XPOMOCOM cynpeccopsi
onnukynsipras numdoma { (14,18) (q32; q21) 8CL2
[lnmdOoNNa3MOLMTaPHAR NMMDOMA 1(9;14) (p13; q32) PAXS
ManTHiHoKNeTONHAA NHMEpOMA t(11:14) (q13: q32) BCL-1
JKcTpaKofanbHan B-kneroysasn t(11,18) (q21; q21) APl ML2
NAMDOME MAPIHHANLHON 30HbE
MALT-Tuna
Nlumdoma beprrra [(8;14) (q24; q32) 1 (8:22) (q24; C-MYC
qi1)t(2:8) (p12; g24)
AvddyaHan NmdoMa U3 KDYNHbIX TPaHCNOKALUA C BOBNEMEHUEM BLC-6
B-Knerox 3q27
flumdobnactran numdomalnenkos ua t(1;14) (p32-34; q11) TAL-1
TXNBTOK-NPAALIBCTREHHAKOB
AHANNACTHNECKAR KDYNHOXNETONHAR t(2,5) (p23; q35) NPM, ALK u apyrve
NAMDOMA, NEPBHYHOSCHCTAMHOM THNA BapHanThl TPAHCNOKaLIMA [OHbI=NAPTHEPH
¢ posnesenmem 2p23, 8 1y, 1 (1,2)
t(2,3) inv (2) (p23; q35




= ViHBepcns 16 XpOMOCOMbI yacTo onpeaenseTcs y 6ONMbHbIX
-~ C.MUENIOMOHOONACTHBIM J1EKO30M 1 BbICOKOVA
303UHOunMen B KOCTHOM Mo3re (bonee 3%),

TpaHcnokauusa (15,17) - TMNM4YHbIN MapKep OCTPOro
NPOMUESNIOLUTAPHOrO fienkosa, TpaHcnokauusa (8;21) -
onpepgensietca y 40% 6onbHbIX ¢ M 2- BapUaHTOM OCTPOrO
MWUENonaHoro rienkosa. Tpu onucaHHbIE TPaHCOKaLnmn
XapaKkTepusyroT rpynny o6raronpusaTHOro NporHosa npu
OMI1 n B knaccudukaumm BO3 BKNOYEHbI B NEPBYIO
KaTe pmoQ.MJ'I Lna OMIJI c t(8;21) n t(15; 17) COB,EI,aHbI

Has pemuccus (0ObIYHO APOLEHT
uocmmequ PEMUCCUN COCTaBMNAET NpU 3TUX doopmax ;
90-95), npoxmnTb 6€3 NPU3HaKOB peunanBa AnnUTeNbHOE
BpEMS.



""B“qule Hew&eabt, MHgyuMpOBaHﬁ'ETe"
—SXnMmoTepanuen n/nnn paguoTtepanuen, Yatle

BCEro XxapakTepusyrTca USMEeHEeHNaMU S U 7 nap
XpOMOCOM, aHOManmMamMmmn q23 cermeHTa 11
XPOMOCOMbI. Pe3ynbraTtbl fie4eHns 3TUX J'IeI/IKO3OB —
KpanHe HeyTeluUTENbHbI.

= [1pn OJIJ1 npnHUMNManbLHbIM SABASETCS

06Hapy>|<eH|/|e TpaHcnokauuu (9;22) nnu (4;11),

at TOPOB PE3KO H66ﬂar 1S W
TMNepn N9 BApnaHToB

ONaronpusITHbIM Te4eHnemM (Hanbonee
yacTto BcTpevaetcd npu OJlJ1y geten). -
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~ = Haubonee pameﬂugm MOpPdONOrMyecKon

—_KraccuduKaLIMeil OCTPbIX NIENKO30B [0Mroe Bpemsi 6bina
npeanoXXeHHasi ppaHKo-aMmepuKkaHo-6pnUTaHCKOW rpynnouv B
1976 rogy FAB- knaccudukaumns, nepecmMoTpeHHas u
nononHeHHas B 1991 roagy. B 2001 rogy mexayHapoaHou
rpyrnnomn aKCcrnepToB Obifa co3agaHa HoBas KNacCUUKaLIUA
remaTosiorm4eckumx onyxonemn — knaccudgpukayma BOS.
PAb-knaccndukauma ctana ee coctaBHom 4YacTtbto. B 2008
rongy BO3 knaccndomkaums bbina nepecmMoTpeHa u

eHa,HOBbIMWU dhbopMaMu.




-

- ccudukauus ocTpbIxX neikosos.
~—x_Ocmpsbilaumpobnacmubil u ocmpbIli HeTUMGO61acmHbIU;

= Ocmpsit HenumgobracmHbil:

= MO — muenobnacTHbIn C MUHUMaNbHOW andpdepeHUNpPOBKON;

= M1— muenobnacTHbIn B6e3 co3peBaHUs;

= M2 — mmenobnacTHbI C CO3pEBAHNEM,; —

= M3 — npomunenouuTapHbin;

= M4 — MnenomoHobnacTHbIN;

= M5a — moHobnacTHbI 6€3 co3peBaHus;
OHOOMacTHbIN C CO3pEBAHNEM,;

pbItU TUM@obr1aCmHbIU:
= L1;L2; L3.




= Knaccudmkauma BO3 2001 r. —

""mﬂ‘la_a'ﬁﬁ’ﬁnaccmqamaumm noapasgenderca Ha
yeTblpe KaTeropuun: 1) OMJI1, accoummpoBaHHbIN CO
CTabUIIbHO BbIABAAEMbIMN TPAHCIIOKaUUAMU; 2)
OMIJ1 ¢ mynsTnnuHenHon gmucnnasuen; 3) OMIJI
rnocne npealecTeyloWen Xummotepanuu,; 4)
apyrue dpopmbl OMII.

06NaCTHbIN

Ko3/nmmgoma |/|3 T-npenLwecTBeHHNKOB.



~ = Knaccudmkaums BO3 2008 r. =
“““="OMIJT C TOBTOPSIOLLMMUNCSH FrEHETUYECKUMUN aHOMAITUAMU;
= OMIJ1 c namMeHeHnamu, cBa3aHHbIMMN C MUenoancnasnen;

= MwuenougHbie HoOBOOOpPa3oBaHUA, aCCOLUMNPOBAHHbIE C
NpeaLwecTBYOLEN Tepanueu; -

= OMII, He oxapaKkTepusoBaHHbIE UHbIM OBPa30oM;
= MwnenounagHas capkoma,
AHBIE AponNnUdepaTUBHbLI HM
pa30BaHMA N3 NNasMOLUTOUOHbIX
OEHOPUTHBIX KIETOK. =

0o




= T-KIETOYHbIN OCTPbIN AMMEOBNACTHLIN Nenkos/numdoma
~_(OMYXOMEBhIE KNETKN HECYT Ha CBOEN NOBEPXHOCTY
aHTUrEHHbIE MapKepbl NPUHAANEXHOCTY K T-psigy

numdonoasa);

= B-KNEeToYHbIN OCTPbIN NMMMdOBMacTHbIN rienko3/nmmdoma
(onyxoneBble KNETKM HECYT Ha CBOEN MOBEPXHOCTU —
aHTUreHHble MapKepbl NPUHAASIEXHOCTU K B-paay
numdgonoasa);

AL = ) -- 00NN aHTUreH
DOro NIMMEOONacTHOro nemkosa/MMmgomsl).



~

K numdonponud: ‘L_

S —@THOCATCH
~ = XPOHUYECKNN NNUMJ0NenKos;

= fiumdpoma XomKKnHa (numdporpanynemaros);

= HEXOOXXKMHCKME NUMAOMbI.

= napanpoTenHeMmnyeckne remobnacTosbl —

D e I g .




WOnmbepamsﬁble 3a6oneBaHUA (OCHOBHblE
~3aboneBaHns MUENOWAHOW rpynmnbl NENKO30B):
XPOHUYECKUN MUESIONENKOS;

cybnenkemmyeckmn mmernos (Mmmenodmnbpoas,
OCTEOMWNENOCKIEPO3); -
apuTpeMust (MCTUHHasA NONULETEMUSA);

XPOHUYECKNN MUENTOMOHOLUTaPHbIN NTEUKO3;

€CKUN MOHOUUTapHbIN Nne

a9 TpOMOOLUTEMUS).
















KoCTHbIN MO3r
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"= Mopdonorus:

~ lNpeumywecTtBeHHO Manble NMMMpOLMTI.

= WUmmyHoORnorus:
noBepxHocTHble IgM (+ cnabo);
CDS (+);
CD10 (-);
CD19, 20, 79a (+);
CD22 (+/-);
CD23 (+).

nKa.
omua 12 unn 13q;

_

=  KnuHuyecku:
OObI4YHO NenKeMunyeckas;
B3pocnble. Bsinoe TeueHue.




Jinumdpoma M3 KNeTok MaHTUNHOM 3OHbI

A Marl LIX U CDeNHUuX D3

C HEMPABUITEHON (DO T3 Jron i ammer e maos e
‘AAPaMU U CKyAHOMN GneaHOMN | - @ of | Bone marrow
LUTONMa3mMom.

. Wnorpa onyxoneBble KMNEeTKN CT:
6onee KpynHbIMU («6nacTonaH,
BapuaHT). L

= WUmMmmyHoORNnorus:
CD5 (+);
CD10 (-);
CD23 (-).
Cyclin D1 (+);

YeCKun.

B3pocnble. YMepeHHO arpeccuBHOe
(cpeaHsasa BbkuBaemMocTb 3-4 roga)




Ilnmdoma u3 Kknetok ponnukKynapHoOro ueHTpa
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= UMMYHOJIOIumA.
noBepxHOCTHbIe IgM (+);
CD5 (-);
CD10 (+/-);
CD19, 20, 22, 79a (+);
BCL-2 (+).

= [eHeTuka:

. n BCL-2 peapaHXupoBka B
NMHCTBE CIly4YaeB :

INYecKu:

B3pocnbie. Banoe teyeHue (cpegHAan
BbhKMBaeMocCTb 7-9 neT)



B knetoyHaa numdoma
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Manble KneTku TMna LueHTpoyuTos,
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numdcounTobl,

MOHoLMTOuAHbIe B kneTku
nrnasmaTuyeckue KneTku
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UmmMmyHonorus:
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Tpucomusa 3 B

MHOIuUX criy4dyasx.

TOPbIX Cly4YanaXx

3a4acTyro JloKarim3oBaHHoOe.

eyeHue
MoxeT TpaHccopMmmupoBaTbCs B
KPYMHOKNETOYHY numMmdomy.




Onddy3Haa KpynHOKNeToYHas

—Mumq)nsmpynﬂﬁmemu o e 2 .
- BbIpaXeHHbIMU AApbIlWLKaMU M~

__-basocmunbHOM UUMTONNA3MOMN.

= AmmMmyHonorus:
noBepxHocCTHble IgM (+/-);
uutonnasmartuyeckue lg (-/+)
CD5, 10 (-/+);
CD19, 20, 22, 79a (+);

= [eHeTMKa:

- pumepHo B 30%; BCL-6
aHXxupoBaHHble (40%) n/vnu
BaBLwue (759

YeCKMU.

deTtn unun B3pocnbie. ArpeccuBHoe
Te4YeHue, HO BO3MOXHO
KypabenbHoe.



Oudhdy3Haa KpynHOKneTo4YHas
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= Mopcbonorvm KneTtkm cpep,l-m
-pasmepos, 6a30cbm1b|-|a;|

uutonnasma, Bug “ssesgHoro !
Heba”, BblCcOKas MVITOTM‘-IeCKaFI-
aKTUBHOCTbD.

= AMMYHORNOIMA: nosepxHocTHbIE IgM'-'V;i“
(+); CD5, 23 (-); CD10 (+); CD 19, 20, 22, &
79a (+); Ki67 >85% KneTok.

ﬂmxa: t(2;8), t(8:14), unm t(8;22).

JIMHUYEeCKWU:. petn >> B3pocnble.

TeuyeHMe arpeccuBHOe, HO KypabenbHoe y'%
neTemn. --




B kneto4yHaa numdoma
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Manble KneTku Tuna UeHTpPOoLUuTOB,
~ “moHouuTouAHble B KkneTkn”,

.

HMM(*)OLIMTbI, nnasmMmaTn4vieckKkue KrieTtku.

= AmmMmyHonorus:
noBepxHOCTHbIe IgM (+);
CD5, 10 (-);
CD19, 20, 22, 79a (+);
CD23 (-).

[ Ka:
HOMarimm cene3eHKU HerT.
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Bonocato-knetoyHbin nenkos (Hairy Cell

-~ Mopdonc FI" ——

Mansble numdounaHble KNEeTKU ¢
. BOBOBUAHBLIMU aapaMmum wm 6nep,|-|ou
o gutonmasmon. T

-e

= AmmyHonorus:
noBepxHoOCTHbIe IgM (+);
CD5, 10, 23 (+);
CD11, 25 (+);
CD19, 20, 22, 79a (+)
CD103 (MLA) (+).

a. —
nyeckue HapyLueHus
CTBYIOT.

\NTTMUHUYEeCKMU:

B3pocnble, 3a4acTtyio co
cnneHomMmeranveu n NnaHUUTONeHNeNn.




MMMyHoOLUTOMA

- —

NMNoO3MC onaHble

4

© nuMOLMTbI, NNa3maTuyYeckue
. krnetku (+/- Dutcher bodies).

= UMMyHoORorus:
noBepxXHOCTHbIe IgM (+);
LuTonnasmMeHHsble lg (+);
CD5, 10 (-);
CD10 (-);
CD19, 20, 22, 79a (+);

ﬂj;ﬂnka: P e
= KnnHun4yeckm:
B3apocnble. Bsnoe teyeHwme.




Tomac Xoaxku

____CBoero npeodobiBaHUA
TO uy’s

Hospital B 1830-x ropgax
onucan 7 cny4vyaeB
numdageHonaTumn.
UccnepoBaHne matepuana ot
4 cny4yaeB, COXpPaHUBLUUXCA B
My3ee, MoKa3ano, YTo ABa u3
HUX onpeaerieHHO
npeanctaBnAnu 6ones3Hb

a, oAuH, BO3MOXHO,

eXOAKKMHCKOM

, TYOepKyrie3HbIM)
npoLeccom.
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Jlumdoma XopaKKmHa:

A: TKaHb NuMdoy3na sameLieHa 0gHO06pPa3HbLIMU UHUNLTPaTaMU HOAYNSAPHOIO CTPOEHUS




Knaccuyeckasa numdoma XomxKKuHa




~ XapakTepu3yeTs

-~ BbIPpaXX€HHbIM

pacnpocTpaHeHnem
hnOpPO3HbLIX TAXKEN,
pa3HOHanNpaBrieHHbIX B
NnopaXeHHbIX TKaHAX,
yTOSLWEeHUEeM Kancynbl
numdcaTmnyeckoro ysna u
nosiBrieHUeM
«JNaKyHapHbIX» KNeToK —
M eckoro
Krnetok Puaa-
ra,

- onJia3mMa 3TuX
KrieToK crnagaeTcs B

oMOPO3HOM OKpPYKEHUM.
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~ = Okpacka 'Q, manoe

~_yBeNnuyeHue

= B-knetoyHble obnactu

CMelwaHHOKNEeTO4YHbIe
obnacTtu

= UI'X akcnpeccusa B-
=== KneTtoK. BUaoHbI OCcTaTKun
UKYIOB,
erneHH




= MymudmumpoBaHas
KNneTKa.
———

oOHapyxuBaroTcs
TOTUYECKUe |

dCTUYeCKUNe KIreTKu.



JiInmdoma XoaKKuHa:

oe yE oe yB.

oonapaHne numdonaHon TkaHm npu bX ckyaHoe Konu4yecTBo
HeonJslacTU4YeCKMNX KNeToK HabnrogaeTcAa Ha (poHe NaTonorn4eckoro
KIeTo4yHoro nHdgunsrTpaTa. T.0., 60NbLIMHCTBO HEONNACTUYECKUX
KIeTOK, n3BeCTHbIX KakK “L & H” (numdcounTapHbIX U FTMCTUOLUTAPHBIX)
WUIN «MOMKOPH»-KINeTOK, PacrnonoXeHHbIX B OOLWUPHbIX HOQYNAPHbIX
nonsix, oopasoBaHHbIX MENMKUMU NMUMEPOUAHBLIMN KNEeTKaMMU.



INTlumdpoma XoaXKuHa:

l.-..".‘ Tall m 'Y £
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~ onnUKYNApHbLIX

::;:nl-lﬂpMTHhLL_K.ueIOK U YTO
numdcounaHbie KIeTKN NoYTn
BCe ABNAKOTCA
NMOJSIMKNOHaNbHbIMU MarnbIMU
B numdountamu,
akcnpeccupyrowmmm kak IgM,
TakK n IgG.
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WU NpUCyTCT

€ U3 HUX
OOHapy>XMBarOTCA BOKPYr
KneTtok «L & H».
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OcTpbIn MMenobnacTHbIN JNIEUKO3 Ge3

o, |




OcTpbIn MMenobnacTHbIN JNIEUKO3 Ge3




OcTpbin MMenoobnacTHbIN JIEUKO3




OcTpbI MUENTOMOHOLIMTAPHbIN JTIEUKO3







OMIJI










OcTpbin npOMMenouMTaprm newnko3 /OMNJ1/
(Acute promyelo csukemia /AP




OcTpbiX npomMmuenoumntTapHbsin neuko3s /OMJ1/
(Acute promyelocytic leukemia /APL/
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OcTtpbin npomuenouutTapHbin nenko3s /OMJ1/

(Acute promyelocytic leukemia /APL/)

13

[w | F2

ot
»

=
[}
=

[

® by Rdf Marschakek









OcCTpbin OUNMHENHbLIN NIENKO3
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