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Vlasatobunkova leukemia < HCL Lfk

« Klonova expanzia zrelych B buniek (v
neskorom stadiu maturacie), ktoré maju
fenotypicke cCrty aktivacie

e CD znaky zrelych B-Ly (CD20+, CD10-,
FMC+)

o Stadium zrel3ie ako B-CLL a PLL, ale pred
stadiom plazmocelularneho myelomu
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Vlasatobunkova leukéemia Lfk

@ Bioldgia
@ Klinika
@ Diagnostika
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Biologia HC bunky Lfk

* Preco je HC bunka viasata?
 Preco HC bunka spbsobuje pancytopeniu?
 Preco HC bunka sp&sobuje fibrotizaciu drene?

« Pre¢o HC bunka osidluje (,homing®) prednostne
dren, slezinu a pecen?
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Vlastnosti HCs

@ ,,vlasatost™ = mikroklky — vysoky obsah F-aktinu v
membrane

@ pancytopenia — TNF-alfa, IL-13, IL-10
(+ hypersplenizmus)

@ fibrotizacia drene - bFGF (rastovy faktor
fibroblastov)

@ ,homing* v slezine,peceni,dreni - integrin a,B,
adheruje s VCAM-1)
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HCL L, sk

e Muz stredného veku (median 55 r)

* Rizikove faktory
— Expozicia radiacii
— Expozicia chemikaliam
* Organické rozpustadla
» Pesticidy, herbicidy
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Klinicky obraz HCL Lfk

@ bez periferne] lymfadenopatie (95%)
@ splenomegalia (82%)
@ hepatomegalia (30%)
@ prejavy pancytopéenie
unava a slabost (80%)
Infekcie (20-30%)
krvacaveé prejavy (20-30%)
@ iné — autoimunitné prejavy, postihnutie koze, kostné lézie
ruptura sleziny, abdominalna lymfadenopatia

NEMA NIC! (25%)
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Laboratorny nalez pri HCL

@ leukopénia (80%)
@ neutropénia (<0,5x10%L) (70%)
@ anémia (80%)
@ trombocytopénia (80%)
@ monocytopenia (90%)
@ leukocytdza (15%)

@ vlasate bunky v prifernej krvi  (90%)
@ vlasaté bunky v kostnej dreni  (100%)

Johnston 1998, Chrobak 1999




Diagnosticka triada HCL

1. Pancytopénia
2. Splenomegalia

3. Cirkulujuce
vlasate bunky_m_
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Kysla fosfataza (TRAP) Lfk
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Biopsia KD pri HCL

Anti-CD20 MoADb Farbenie retikulinu
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Diagnostika HCL - klasicka forma Lfk

* Imunofenotypizacia
— CD19, CD20, CD22, HLA-DR
— Povrchovy Ig (Slg - 1gG, IgA alebo IgM)
— CD11c, CD25, CD103, CD123
—anexin A1 (ANXA1)

* Molekulova biologia

— VySetrenie Ig génov: mutovany IgHV (IG
Heavy chain Variable regions) gen (Forconi a
spol., Blood, 2009)

Wanko, S. O. et al. Oncologist 2006;11:780-789
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PreZivanie chorych s HCL bez udalosti l‘fk
-nemutovany vs mutovany IgHV géen-
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HCL variant (Cawley, 1980) Lfk

@ leukocytoza (>100,0x10%L), bez monocytopénie, TRAP negat
menej Casta splenomegalia, vyssi vek
@ morfoldgia (jadro ako prolymfocyt, cytoplazma ako HCs)
— vacsie bunky
— bazofilnejSia cytoplazma
— prominujuce jadierka
@ imunofenotypizacia
— CD19+, CD20+, CD22+, HLA-DR+
— CD1lc+, CD103+/-
— CD25-, CD27-, CD123-, ANXA1-

@ aspiracia kostnej drene hypercelularna (bez fibrézy)

Wanko, S. O. et al. Oncologist 2006;11:780-789



Bunky variantne] HCL Lfk
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Diferencialna dg HCL
v.S. iné lymfoproliferacie

o Splenicky lymfom a
marginalnej zony/ ‘
Splenicky lymfom s
viloznymi lymfocytmi ’

* Prolymfocytova .
leukémia

oy A
) n;
° .-.‘ 2




Lymfémova skupina Slovenska

Chronicke lymfoidné
leukémie Lfk

B-bunkova prolymfocytova leukémia

@ leukémia-lymfom
plastovych buniek (mantle cell)

Ea

Leukémia velkych granularnych lymfocytov T-bunkova leukemia dospelych
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Diferencidina dg HCL L 5K

Choroba Imunofenotyp

HCL CD11c, CD25, CD103, CD123,
| annexin Al+, CD2(QPbright

HCL variant CD11c, CD103, CD25-

SLMZ/SLVL CD11c, CD25, CD24, CD79b

CLL CD5, CD19, CD23

B-prolymfocytova |CD19, FMC7, CD79b, CD20 a

leukémia CD22bright
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Diferencialna dg HCL

v.S. Iné splenomegalie

@ splenomegalické LPO

@ osteomyelofibréza s myeloidnou metaplaziou

@ iné priciny masivnej splenomegalie s
variabilnymi cytopéniami
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Z4ver = klinika HCL Lf“

Manifestacia vyskyt (%)
Slabost, unava 80
Infekcia 20-30
Krvacaveé prejavy 20-30
Abdominalny dyskomfort 25

,B" priznaky 20-35
Autoimunitné poruchy 15-30
Splenomegalia 80-90
Hepatomegalia 30-40
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zZaver = diagnostika HCL

@ vlasaté bunky v perifernej krvi, dreni, v
slezine

@ kysla fosfataza (TRAP)

@ imunofenotypizacia
CD19, CD20, CD22, HLA-DR

povrchovy Ig (slg = IgG, IgA alebo IgM)
CD1l1l1c, CD25, CD103, CD123
anexin A1 (ANXAL )

@ histoldgia drene — ,,volské oka®“, DBA44+

aspiracna punkcia casto ,,sucha"
@ molekulova genetika — mutacia Ig génov
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