JIEVKOSbI



NMATOJIOMMA BEJIOU KPOBW
° IEeUKOLUTO3bI

° JNIEUMKONEHUM

* IeuKeMouaHble peakunu

° NIeNKO3bl



[emoOnacros

(onyxosnb,ucxoasilas u3 pogoHadasribHbIX
KPOBETBOPHbLIX KINETOK)

/\.

NnMMJQ oMbl

//\

Nenkosobl

JNlnmdporpanynomartos H3/



e JIenKko3 — 3TO Onyxorsib, UCXoOsILLAasa N3
KPOBETBOPHbLIX KNETOK KOCTHOINoO Mo3ra, B OCHOBE
KOTOPOW NEXUT HEKOHTPONUPYEMbIN POCT KIETOK
C npeobnagaHUemM npoueccoB nponudgepaunmn
Had ABNEeHNAMU HoOpManbHOW KNETOYHOW
ondpdpepeHUMpoBKN N 0Dpa3oBaHMEM O4aroB
NaTonornyeckoro KPOBETBOPEHUS B OpraHax u
TKaHAX, B HOpMe B reMonoa3e He y4acTBYHOLLNX.



OTUONOrNS NemKo30B

1. VoHusnpyouliee nsnyyeHue
2. XUMUYECKME KaHLepOoreHsbl
3. Bupychl

4. [eHeTn4deckme pakTopbl



[TaToreHes3 NenKoO30B:

1. JleMKo30oreHHbIN akTop AEUCTBYET Ha
CKK Il unm Ill knaccoB KOCTHOro Moa3ra:

* AKTMBaUMA OHKOreHa B pesynkraTe
TpaHcoKauum

npun XMJ1 —t(9;22)

npm M3 —t(15;17)

npn M2 —t(8;21)

* |IHakTMBauna aHTUOHKOreHOB



2.00pa3oBaHMe KITOHA JNTENKO3HbIX KIETOK

3.YrHeTeHmne HopMarnbHOro KPOBETBOPEHUS
N 3aMeHa aTUNUYHbIM

4 .MeTacTtasmpoBaHue

5.['lonuknoHoBaga ctagus



OO0Lwume HapyLleHUs B opraHusme
npu nenkKosax

AHeMn4yeckum cCUHAPOM
[eMopparnyecKkmm CUHAPOM
MHTOKCUKAaLUMOHHbLIN CUHOPOM
UHDEeKUNOHHBbIN CUHAPOM

MeTacTaTnyeckum
(rMnepnnacTtnyeckun) CUHAPOM

Ok Ob-=



JlTabopaTopHasa AuarHocTuka
OCTPbIX JIEUKO3OB

* Mopdonornyeckoe nccriegoBaHue
KOCTHOro Mo3ra, nepudepmnyecKkou
KpOBU, CMTUHHOMO3roBOM XXNUAKOCTH

e Llutoxummnyeckan sepmndpunkaums
obnactoB

* AMMyHObeHOTUNNPOBaHME ONACTHbIX
KNeToK KpoBU U/Urnun KOCTHOro mMmo3ra

e LluToreHeTn4yeckoe BbisiBfieHUne
HapyLweHUN reHoma onyxorneBbIX



Knaccudoukaumsa nemkoson

Mo naToreHeTU4YeCKOMY NMpUHLUUNY
1. OcTtpble nenko3sbl (OI)

OJ1 — onyxonb, ncxopgsawasn n3 KM, c nonHowu
yTpaTbl CNOCOOHOCTU KPOBETBOPHbIX
KneTokK K andohepeHUNpoBKe

2. XpoHun4eckue nenkosbl (XJ1)- onyxonb,
ncxoasawasa n3s KM, c yactnyHou 3agepxKkoun
CNOCOOHOCTU KPOBETBOPHbIX KIETOK K

anddgepeHUunpoBKe



Knaccudumkauuum OJl

1.0cTpbit NIMMAOBNACTHbLIV
2.0cTpbit MnernobnacTHbIn
3.0cCTpbIt MOHOOMACTHBLIN
4.0CTPbIN 3PUTPOMUNENOI
5.0cCTpbIV NpOMMENOLNTAPHBbIN
6.0OcTpbI MerakapnobnacTHbIn
/.OcTpbl HegndPepeHUNPYEMBLIN



Knaccugukaumsa ocTpbix
MUerIouaHbIX TeUKO30B

MO OcTtpbin MMenobsiaCTHLIU JIEUKO3

M1 OcTpbin MMenobnacTHbIN NeMKko3s Oes
co3peBaHuA

M2 OcTtpbin MnenobnacTHbIU JIENKO3 C
co3peBaHUeM

M3 OcTpbi NpoMUenounTapHbIN JIENKO3

M3 OcTpbiy npoMuenounTapHbInN JIeUKO3
aTUNMNYHbIN

WIN TUNOrpaHynapHbIU BapuaHT
M4 OcTtpbin MNerIoMOHOONACTHLIU FIENKO3
M4303 OcTpbi MUENTIOMOHOOJIACTHbLIN JIEUKO3 C
303uHObunuen

M5a OcTtpbin MOHOONACTHLIU NTIeNKo3 6e3
co3peBaHus

RAEP DA Trni 112 RAALIAAFMAATLIL 112 FMAIAZAD



Ha gonto oCcTpbIX MUeNnouaHbIX
nenko3oB npuxoautcs ot 15 no 20%
Bcex OJ1 y peten
B Bo3pacTte Ao 15 net
n cebiwe 80% y B3pocCnbIX,

NUK 3aboneBaHNA Y KOTOPbIX
perncTpupyeTtcs
B 55 ner.



Mopdonornyeckumn gnarHo3 OJ]
yCTaHaBNMUBaeTCH Npu OOHapyXeHnn
B KPOBU U/ KOCTHOM MO3re
6osiee 20% 611aCMHbIX KITeMOK;



D MUeJiorpamMme

yeesiudyeHue Kosiu4yecmea

MueJsioKapuouyumoae,

6s1acmoe 60os1ee 30%,

Cy)XeHue HOpMaJsibHbIX POCMKOB

2eMOor1033a,

yeHemeHue nposiugepayuu
3JieMeHmos

apumporios3a u
mpomMbéoyumornoasa.



Mopdagporiocuvyeckass xapakmepucmukKa
6s1acmos

* 8blCOKOE A0EePHO-
UUMONIA3MAMUYECKOe
COOmMHOUIEHUE

* HeX)CHO-cemuamas
cmpyKkmypa
xXpomamuna;

* Hanuuue HyKJ1eo;

* Oazogpunvnan
UUmMon1asma;

° M/0 azypopunvnan
3epHUCMOCHb,
nanouxku Ayipa,
8AKYOIUIAUUA
UUMONJIA3MbL




LinToxummnyeckmne nccnegoBsaHus
onpeaensoOT HanNnpaBNeHHOCTb
anddepeHUNPOBKM OracToB

OCHOBHbIE LIUTOXUMUYECKME
peaKLuu:

[ OnpeneneHne muenonepokcuaasbl
(MMO)

OnpepeneHve nMNuOoB
PAS - peakuus

OnpeaeneHune Hecneundunyeckon
acTepasbl C MHrMOMUMen hropuaom
HaTpua NaF




MIIO —Mmapkep MHEJOUIHOIO PAAA

< CBsizaHa ¢
NepBUYHBIMU
a3ypoPpuIbLHBIMUA
rpa”HyjJaMu

< BoisiBisiercs B
KJIeTKaX
IPAHYJIOIUTAPHOIO
psSaa,HAYUHASA C
MHEeJ100J1aCTOB

+ OTCyTCTBYET B
KJIeTKAaX
JIUM@OUMTHOIO Psaa




PAS-peakuus

B KJIETKAX I'PAHYJIOIH-
TAPHOIO psijaa —

B 1u(dy3Houn popme
B KJIETKAX MOHOIIH-
TAPHOIO pPsijia — B ‘
aupPy3sHon wuau gug- ¢ .
(py3HO-TpaHYJISAPHOU -
hopme
‘B auMm@ponurax — B
rpanyJjasipHoun ¢gpopme
‘B KJIeTKAaX 3PUTPONU/I-
HOI'0 POCTKAa — B
‘TpanyJisipHoil popme
He 0os1ee 10% kieTok




Hecneuudmnyeckasa actepasa

8 Kl1emkKax
MOHOUUMAPHO20
paoa

nOO0A6IAemcs
NaF




OcTpbiN MMenoobnacTHbIN JFIEUKO3

-M1 - 15-20%
ecex
ocmpbIx

muesiobrracmHbiIx
J1eliko308

e IO >3%
6s;1acmoes,

» Peakyusi Ha
JIUnuobI

rnoJsioxxumeJsibHasl,
* PAS — 8
ougpy3Hou



[MpoMuenounTapHbIin NEeNKO3
(M3)

e [TorrumoppHa
5
asypousibHa
5
3epHucmocm
b

e [lanoyku
Ayapa




[MpoMuenounTapHbIin NEeNKO3
(M3)

%;ﬁ

/\\ J

Peakuyusi Ha
MI10 pe3ko
noJsioXxumeJsibH

ast 8 100%
6,s1acmos



NMMpoMuenouuTapHbIN NEeNKO3
(M3)

® PAS — peakuusn
pe3Ko :
nONOMCUMENnbHaAsA | = |
8 oughgpy3znoi R

¢opme, ¢ 100%
onacmoe




OcTpbI MMENTOMOHOONACTHLIN NEeNKo3

. M4

e Peakuusa Ha
MO, nunuabl

NOoJIOXNTEeJ1bHa
A

e H3 — yacTtnuHo
nogaBnseTtcsa

NaF

e PAS — pe3ko
NoNoXuTteribHa



OcTpbI MMENTOMOHOONACTHLIN NEeNKo3

PAS-peakius

Hecneuuduueckas
3cTepasa

Hecnenuduueckas
3cTepasa ¢ uHruomuuen NakK




OcTpbI MOHOONACTHbLIN FNTIEUKO3 be3
npu3HakoB co3peBaHusda (MSa)

\‘_,

¥

- > .'A :
Tl
.(4...; !

b
-~

“PRER,

J ,"-: '




OcTpbin MOHOONAacTHbIN Nenko3 (M5a)

Peakuusi Ha MI10O
U 1unuobi

nosioxxumesibHasi\
ompuuamersibHasl

PAS — s
ougpy3Ho-
2paHynsipHou

opmMe
H3 — pe3ko
rnoJsioXxumeJsibHasl,

rnoodaessisemcs
NaF

CD13, CD33,
CD14, CD15

MNoebiweHuUe
Jlusoyuma 8

g




UCTPbLIN IMMPOOJIaCTHbLIN

NenKo3
e lnmdpageHonaTua, cnneHomeranus

e JlenkounTos ¢ abCONOTHbLIM
nMMmdpounTo3om

e HentponeHus

e AHEMUSAA HOpMOLIUTapHas,
HOPMOXpPOMHasn

e TpombouUuTONEHUA

 OcnoxHeHna B BuAe bakrepuanbHbIX U
BUPYCHbIX MH(PEKLNN, ayTOUMMYHHbIE
peakuunm

e [emMmopDarnyecKum CUHODOM



OcTpbin nuMd¢oO1aCcTHLIU NTIEUKO3

Bapuanr L1

> 90% muxpodopm
‘0sacToB (MeHee 10 MKM
| ' B AMaMeTpe)




OcTpbin TMMMOONaCTHbLIN JIEUKO3

BapuaHT L3

bnacmebi
CpeoHUX U
KPYMNHbIX
pa3mepos ¢
pe3skou ‘
6aszocpusnueu u |
eaKkyoJsiuszauyue |
i si0pa u
yumornsia3mbl




OcTpbin nMM¢oO61aCTHLIU NTIEUKO3

PAS - < (G )
NONMOXUTK i |
NnbHas
peakLus B
Buge
rpaHyn B
numdobna
cT-ax




ONnn (EGIL, 1995)
4 

T-OJ1J1 B-OJJ1

4 noagTmnna 4 noagTmnna



UMmmMmyHonorndyeckasa knaccudpukauma OJ1JI
(EGIL, 1995)

®PeHOTUN

AHTUreHbl

B-niuHelHbie *:

B-I (npo-B) OJJ1

CD19+ n/vunn CD79+ n/nnn CD22+

B-Il (common) OJ1J1

CD10+

B-IIl (npe-B) ONJI

Lll/ITOI'IJ'Ia3MaTVILIeCKaF| H-Lenb+

B-1V (3penein-B) OJ1J1

LinTonnasmaTtuyeckme "
NOBEpPXHOCTHbIE K- U A-Llenu lg+

*Mo3nTnBHLIE C ABYMSA U3 TpexX
MapKepoB

bornbwnHeTBo cniydaes Tdi+, HLA-
DR+, kpome B-IV, koTopbln 4vacTo
Tdt-

T-nnuHelUHbIe**:

LuTonnasmaTtnyeckmn/memopaHHbIN
CD3+

T-1 (npo-T) OJJ1

CD/+

T-1l (npe-T) OJI

CD2+ n/vnun CD5+ nw/unn CD8+

T-lll (kopTUkaneHsin T) OJJ1

CD1a+

T-1IV (3penbinn —T) OJIJ1

MembpaHHbin CD3+ CD1a-

**bonblnHCTBO criydaes Tdt+ HLA-DR-,CD34-, Ho 3T mapkepbl He
BCEraa yunTbIBaOTCA B AMArHOCTUKE U Knaccudmnkauuu.




Ctaguu OIJ1:

1. HavanbHag ctagus
2. Pa3BepHyTasa ctagus
 Pemwuccus : nonHas
HenonHas
 Peunaus

3. TepMunHanbHaa ctagus Unu
BbI3JOPOBIIEHNE



Kputepun nonHou pemmccum

e OTCyTCTBME KITMHUYECKUX NPU3HAKOB
3KCTpaMeAaynsapHbIX MeTannacTU4YecKux
oyaroB, B TeyeHMe He MeHee 3-X Mec.

 KonnyecTtBo NeMKouuToOB B npepenax
HOPMbI, BO3MOXHa JIeUKONeHuUs.

e OTCcyTCTBME ONAacToB B KPOBMW.

 [emornoouH 6onee 110 r/n.

 KonnyecTtBo TpombouunToB Bbiwe 100 Tbic.

e B KOCTHOM MO3re 4yncro 6ractoB He bonee
5%.

 KneTo4yHbIN cOCTaB FIMKBOpa COOTBETCTBYEeT



Kputepuu HenonHou pemMmmuccun

B muenozpamme 6s1acmoe 60osiee 5%
da)xke
rnpu HopMaJsibHbIX MMoKa3amersisix
2eMo2paMmabil.



Peungus
— 8038pam akKmueHoU cmaduu
3abosiesaHusi nocsie NosIHoU
pemuccuu.

PeungmnBs mMmoxeT ObITb
KOCTHOMO3roBbIM UMW
IKCTpamenynspHbIM
npuv pasBuTUM NEenNKoO3HOU
MHUNLTPaLnN B NOOOM opraHe.



Peungus
— 8038pam akKmueHoU cmaduu
3abosiesaHusi nocsie NosIHoU
pemuccuu.

PeungmnBs mMmoxeT ObITb
KOCTHOMO3roBbIM UMW
IKCTpamenynspHbIM
npuv pasBuTUM NEenNKoO3HOU
MHUNLTPaLnN B NOOOM opraHe.



B pa3sutuun XJ1 BbiaensaoT 2 ctagun:

1. PazeepHymas
(MOHOKJ/1I0HO8as )

2. TepmMuHanbHas

( nonuksroHoeasi )



ONnn (EGIL, 1995)
4 

T-OJ1J1 B-OJJ1

4 noagTmnna 4 noagTmnna



Knaccudukauma XpoHNYECKUX

JIEUKO30B
Xn
A
XJ1 MmuenougHble XI1 numcbonaHbie

T-KneTo4yHble:

*XpPOHUYECKNN MNENONEUKO3 ToKIeTOMHIA X1

(XMIT) v
«Cy6neiikeMU4YECKNIn MMENO3 *T-nponumdoumnTapHbLIn N
(Mmnenocpnodpoas) B-kneTouHble:

JputpemMmms (MCTUHHaA
nonuunTemMmusi, oonesHb

*B-kneTouyHbIN XN

*B-nponudepaTUBHbIN 1

Bake3a)

*XpOoHUYECKUM *BonocatokneTouHbIU 1
MWENOMOHOLUTAPHbIN *MuenomHas 6onesHb
NenKkos . . MakpornooynumHemus

°Xp?HVI‘-IeCKVIVI MOHOLMTAPHbIU BanbaeHcTpeMma
JFIenKo3

Y AL IAUA LA borne3Hb TAXenbIX Lueneu



XpoHunyeckme muenonponundepatmBHblie
3aboneBaHuA

e Onyxonu passuBarTca us CKK,

* AKTUBHO nponudgepupyroT B KOCTHOM MO3re
oOoHUM uUnu donee pocTKkaMmu MMeriongHoOwu
JFINHUM,

e COXpaHAT CNOCOOHOCTL K
andpdepeHUNpPOBKe U CO3pEeBaAHUIO
KNeTOYHbIX 3JIeMEHTOB

(3cthhekTUBHLIN reMmonoa3), YTO NPUBOAUT K
NOBbLILWEHUIO YUcna rpaHynouuToB,
apuTpounToB u/mnm TpomoounToB B
nepudepuvecKon KpoBMu.



Taknm obpa3om, KNeTOYHbIMU 3rieMeHTaMM,
COCTaBIIAOLWMMHN ONYXOsb
(Mmopdonornyecknmn cyocrTpar) ABNAOTCA
co3peBaroLime U 3persible KNEeTKU rMaBHbIM
o0pa3oM rpaHynoumTonoa3sa.

Hanbonee yacTo nopaxarTca ceneseHKa u
neyvyeHb, rAe oTMe4YyarTcCH
3KCTpamMeAaynsipHble o4yarm KpoBeTBOpPeHuUS
(nenko3Haa UHMUNbLTPaUUA) n paspyLieHme
OonyXxosieBbIX KIeToK.



XpOHuU4YeckKuUu MuesiosieuKkos

cocTtaBnseTt 15-20% Bcex
MuesnonponudepaTtuBHbIX 3a0oneBaHnn,
BCTpe4vyaeTcs B NOOOM Bo3pacTe, yalle y nuy,
cpenHero U NoXuroro Bo3pacTa.
Mapkep onyxosieeo20 K/1oHa - Ph-xpomocoma,
KOoTOopasa obpa3yeTcs B pe3yribraTe TPaHCNO-

kauum t(9;22) c nosBneHneM XMMepHOro reHa
bcr/abl.



AHOManbHasa XpomMmocoma
OOHapyXnBaeTCcsA BO BCEX KreTKax
Muenonosa3a n B B-numdouyuTtax,
NO3TOMY [MMOTOMCTBO - FPaHYNOUUTbI,
MOHOLUTbI, 3PUTPOKAPNOLUTDLI W
MerakapuouuThbl,
NPUHAANEXUT K ONMyXOsieBOMY KJTOHY.



HavyanbHaga ctagus

Hanbonee yactbie CUMNTOMDI:

rieMkoumTo3 co cABUIroM A0 MUEeNnoLUnTOB,
NnPoOMUenouuToB,

BCTpe4yarTca 6nacTbl,

cnaodbocCThb,

pa3apaXxuteribHOCTb,
He3HaYnTeribHasa CrnJsieHOMerarims.



bonbLwoe Konn4yecTtBo 303MHOMUNOB
B KPOBMU (KOCTHOM MO3re) no3BonseT

roBOpuUTb 006 303UMHOPUITLHOM BapuaHTe
XMI1.

Penko zaboneBaHue HaunHaeTcs
c OrnacTHOro Kpusa.



XpoHu4eckasi cmadusi XMJ1

B kpoeu

°* HeNTPOPUNbLHbLIN JIEUKOLUTO3) CO CABUITOM
A0 MMenounuTOB U NPOMMUESIOLNTOB,

e OrnactoB 00bIYHO 1-3%, HO He 6onee 10%,

°* YacTbIN CUMINTOM - YBefIn4eHne
6azodunoB n/mnm 3o3mHounnoBs,

e ANCTPAHYNOLMTOMNO33 - aHN30LUTO3, NONN-
UIU rMnocerMeHTaumen, aCUHXPOHHbIM
pasBUTUEM siapa U UMTonnasmabil,
HapyLleHueM rpaHynoreHesa.



XpOoHuueckas cmaous
XMJT

1 - onacm,

2 — mMuenouumeul,

3 — 903uHOPuUIbHBLU
Muenouum,

4 — nopmoonacm

Hepughepuueckan
Kpoeb




briacmHbiu Kpu3

e YBeniuiyeHmne 0nacTHbIX KNeTOK B KOCTHOM
mMo3re u Kposu (6onee 20%)

e PazBuTne o4yaroB 3aKCcTpamMenynnsapHoro
KpoBeTBOpeHusA ¢ nponudepaumen
ONnacTHbLIX KNeTOK B KoXe, nuMmdaTtuiecKkmnx
y3rax, KOCTSX, LLeHTparibHON HEPBHOM
CUCTEeME U APYIrnX TKaHAX

e B70% cny4yaeB XMJ1 6GnactHbin Kpu3
pa3BMBaeTCA MO MUENOUOHOMY U

B 20-30% - no numdpobnactHomy Tuny.



*Iepupepuueckasn Kpoeo.
w bracmuwii kpusz XMJI

1 — bracmeui,

2 — muenouumeol,

3 — 303uHOPuUIbHbLU
Muenouyum






