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[1EPLOTATLKO : aPYLKN EKTLULNON

* Avbpag 61 eTwv | Epyaotpuakdg Aeyxos

* lotoplkd opoBeTikrg PA uttd GCs WBC (NEUT/LYM) 1860/l (280/1120)

, HCT (Hb) 34.2% (11,1 g/dl)
* B-grepocuyn MA PLTs 213000/ul
e Eloaywyr otnv ntaBoAoyikr KAWLKA: TKE - CRP 30 mm/h - 7.2 mg/dl
1. Ep.p'.s':vouoo't cup.ntwp.ato)\ovia' Aoipwéng Ferritin 1076 pg/l
QLTtO TO AVWTEPO AVOLITVEUGTLKO RF - anti CCP 311 iu/ml - 608 u/ml
2. Bapua ouvdeteponevia ANA - C3/C4 ApvnTikd — 73/27
e Avtiflotikn aywyn loAoyKOG ENEYXOC  ApVNTIKAG

e Xwplc evepyo apBplkn voco o
ATIELKOVLOTLKOC EAEVYOC:

HratoomAnvopeyaAia
EuduonuatikéC aAAOLWOELG TIVEUOVWVY
Kbotelc veppwv




|OTOPLKO PEUMATLIKNAC VOOOU

Awayvwon PA ano 10etiac og dANO TUAMOL

e MAAAOV TUTILKN ELKOVAL OTNV £vapén TNC vooou

e Apxikn aywyn pe MTX yia 2 €tn

* JUVEXLON aywyng UE etanercept wg
novobBepareia

* Awakorh etanercept 2 £t TEPLTIOU TIPO TNG
ELOAYWYNG TOU Yyla «a0POAALOTIKOUC AOYyOUC»

* To televtaio dLaotnua po voonAeiog nrav
o€ Udeon vno Medrol 4mg/d

Katd tn voonAsia tou:

AutAn opoBetikoTnTa
Av&non delktwv GAEYUOVAC
Yriep-y-odatpvatpia
Artoucia evepyou apBpitidoc
Xpoviec BAABeC o€ ayKWVEC

Aroucia ocadwv e§wapBpLkwy
ekbnAwoeswv (6£pua, MNZ,
opOaApol, opoyovitida)
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Atadoplkn OLayvwon

e To&koTNTA OTTO PApPUOKAL
e loyeveic Aolpwéelc (EBV,CMV,HIV,HCV,HBV)
e Hitartikn vooog (kippwon)

e AAAN pevpatikn voooc (CTD)

e ALLOTOAOYLKO VOO LLOTAL
* YUvOpouo Felty

Ouédeteponevia

2ITANVoMEYaAL

ApOpitida




ALLOTOAOYLKN EKTLUNON

Large granular lymphocytes
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LGL Asuyoupuio;

* Large granular lymphocyte Aevyopia Epyaotnplokn Atayvwon T-LGLL:
* 21tAVIo AepudoUmepmMAAOTIKO VOoHUO * LGL>500/puL oto mepideplko atpa
* 85% CD8+ T-cells (T-LGLL) * Avooodatvoturnoc (CD3+CD8+CD57+)

* Moplakec peBodol aviyveuonc KAWVLKOTNTOG
(TCR gene rearrangement testing)

* OoteopueAikn Brodio: OYETIKA ATILEG
AEUPOKUTTAPLKEG g’inenoaq, Betkn

e Kuttapormeviec (80% ouvdetepormevia) %&igtsgg ’(”r‘if,;?y‘,i,;"e‘ (éD%EOLlL)KUTmpOTO&KEq

e AepdoKkuTTAPWON

e JTIAnVopEeyaAia OEPATEVTIKN OVTILETWILON (KUTTApOTEVIEC):

e Juvumapén avtodvoowyv aBnoswv (PA) * MeBotpetdtn, Kukhopwodauidn,
KukAoomopivn

* Apyn €&€Aén

Curr Opin Hematol. 2011 Jul;18(4):254-9
Cells. 2021 Oct 19;10(10):2800
Blood. 2002;99:268-274



ALLOTOAOVYLKN EKTIUNON

CHRONIC NEUTROPENIA

PB Flow cytometry
1
v '
LGL> 0.5 X 10°/L LGL< 0.5 X 10%/L
REACTIVE _ NO Clonality b T rem— BM Aspirate/
PROCESS assessment > biopsy
J YES l
Morphology,

LGLL DIAGNOSIS NGS, Cytogenetic

analyses

l

ICUS?
MDS?
BM failure syndromes?

+ anemia and/or
thrombocytopenia

OM Bloyia octov acOevn poc:

Xwpic otoxeta Snbnonc n
OLLLATOAOYLKNC KaKoNOELaLC

YIEPKUTTAPLKOG LUEAOC UE UTTEPTTAQIOLO KOl
TWV TPLWV KUTTAPLKWV OElpwV. Hria
avénon aptduou T AEUPOKUTTAPWY UE
(POLVOTUTTO TTOU OEV TEKUNPLWVEL TN
owayvwon T-LGL Asuyaiuiocg

(CD8+,\, ékppaon perforin/granzyme B)

Kokkiwdnc¢ oelpa puetpla avénuevn,

EUPAVI(EL aAPLOTEPN OTPOPN UE wpluavon,
xwplic avénon acwpwv HoPPWV

Curr Opin Hematol. 2011 Jul;18(4):254-9
Cells. 2021 Oct 19;10(10):2800



Alayvwon: 20vopouo Felty

1. OpoBetikn PA
2. Oubetepomevia
3. 2mAnvopeyoaAia
Abs évavtt NEUT
M ImAnvikn kaBapon
Oudetepomnevia Abs évavtiL G-CSF

Mewwpévn mapaywyn
0To HUEAO (cT cells)

https://www.hopkinsvasculitis.org

KAwikn dtayvwon (€€’ ammokAelopou)

e JTavia emtAokr opoBetikng PA (<1%)

e JUYVA HoKpoxpovia apBpLkr) vVOoOC LE
EVYKATEOTNUEVEC BAABEC

* EEwapBplkeC eMUTAOKEG (peVpaTOELON
olidLa, ayyelitda, EAKN KATW AKPWV,
opoyovitida)

* Yrotportdlouoec BakTnpLokeS AOLUWEELG
AOyw oudetepormeviog

Best Pract Res Clin Rheumatol. 2004 Oct;18(5):631-45
Open Rheumatol J. 2014 Dec 31;8:129-36



YIapYouv KOlvA OTOLXELO TTEPQL ATTO TNV KALVLKN ELKOVQL;




G TeJournal of
+ Immunology

Analysis of clonal CD8+ T cell expansions in normal individuals and patients with rheumatoid arthritis.

| E Fitzgerald, N S Ricalton, A C Meyer, 5 G West, H Kaplan, C Behrendt and B L Kotzin
JImmunel April 1, 1995, 154 (7) 3538-3547;




Clin Exp Immunol 1995; 101:18-24

Large granular lymphocyte expansions in patients with Felty’s syndrome:
analysis using anti-T cell receptor V3-specific monoclonal antibodies

S. J. BOWMAN, M. BHAVNANI*, G. C. GEDDES, V. CORRIGALL, A. W. BOYLSTON{,
G. S. PANAYI & J. S. LANCHBURY Molecular Immunogenetics and Rheumatology Units, Division of Medicine, UMDS,
Guy’s Hospital, London, * Royal Albert Edward Infirmary, Wigan, and tMolecular Medicine Unit, Department of Clinical
Medicine, St James’s University Hospital, Leeds, UK

30-40% acBevwv pe FS (n=47) €xouv
ekmtuén LGL oto mepldeptko aipa
76% Ue otolxela KAWVIKOTNTOG
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Large granular lymphocytic leukemia - A retrospective study
of 319 cases

Ning Dong?© | Franco Castillo Tokumori? | Leidy Isenalumhe®? |
Yumeng Zhang??© | Ankita Tandon? | Todd C.Knepper*?© | Qianxing Mo®? |
Haipeng Shao!? | Ling Zhang'? | Lubomir Sokol'?

TABLE 2 Associated conditions

Associated conditions Mumber (%) (N = 319)
Autoimmune diseases 83 (24.0

Rheumatoid arthritis 38 (119

Felty syndrome 13 (4.1)

Inflammatory bowel disease 5 (1.6)

Polymyalgia rheumatica 5(18)

Other 33(10.3)
Positive rheumatoid factor 41/106 (38.7)

Positive antinuclear antibodies 25/114 (21.9)




ARTHRITIS & RHEUMATISM
Yl £0, Mo, 4, April 1997, pp 634-626
624 1997, American College of Rheumatology

IMMUNOGENETIC SIMILARITIES BETWEEN PATIENTS WITH
FELTY’S SYNDROME AND THOSE WITH CLONAL EXPANSIONS
OF LARGE GRANULAR LYMPHOCYTES IN RHEUMATOID ARTHRITIS

GORDON STARKEBAUM, THOMAS P. LOUGHRAN, Jg., LAKSHMI K. GAUR,
PAUL DAVIS, AND BARBARA 5. NEPOM




RA T-LGLL kat FS: Avo akpa piac moBoAoyLknc ovtotnTog;

" BMFAILURE
SYNDROMES E————— Felty Syndrome

T-LGL
| MDS, PNH | AAPRCA N\

. e A AUTOIMMUNE . ALGL = 2.0 X 10"
/'// = | = f -
HEMATOLOGICAL NEOPLASIA ) - RA, FS, AIHA, SLE /
\ Plasma cell dyscrasia, j — s »__// ; PR g
\\\\Non.Hodgkin |vmphomas = 4 T—— —— L i.l.-'\; J:[ .:':."!- ..L [:I:'IT - I.].Fl :.;: I.':.I '.I.

TCE clonal rearrangement

Cells. 2021 Oct 19;10(10):2800
Blood Reviews (2006) 20, 245-266



LGLL wc artotokoc tnc PA

AvOekTIKOTNTA
otn FasL

, ETIOYOLLEVN
2WHATIKEG QUTOMTWON @
HETOAANAEELC
Tty STAT3
OAlyokAwvLIKoil/
\ MovokAwvikot
NoAukAwvikn €kmtuén T cells nAnBuopot @
T cells

o

Xpovia avTLyovikn
SdlEyepon

v

PA FS T-LGLL

Front Oncol. 2022 May 13;12:869205



LGLL wc odnyoc tnc PA

A) CD8+ T cell " - C) Genetic predisposition
Expansion B) Proposed model for CTL-induced hypercitrullination " to ACPA production ’D)Ammibodiu

Ny

Oligoclonal

Front Oncol. 2022 May 13;12:869205



OEPATEVUTLKN AVTLUETWTILON;



OEPATEVUTLKN OVTLLETWTILON CUVOPOLOU Felty

/ \ Anodelyovral:

Avti-TNFa

JAK avootoAeic?
Tocilizumab?

®

&

ANEUT>1500 /pl
JNolpwéewv

(UpToDate2022)
Br J Rheumatol.1998;37(8):908
Semin Arthritis Rheum. 2012;41(5):658



OepameuTikn avtlpeTwriton: O aoBevnc pog
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GCs 0.5mg/kg

> MTX

T RTX TRTX Y RTX



2 UUTTEPAOLATLKAL

* To ouvbpopo Felty avadepetal oe aobeveig pe PA, ou epdavifouv ovdetepornevia
XWPLE AAAN mpodavi) aLtia Kot GTIANVOUEY AL

e YyetTileTal cuXVOTEPA LE 0pOoBEeTIKN SLAPPWTLKA VOOO UE eEWapBPLKEC EKONAWOELC
* H oubetepomevia touv ocuvdpopou Felty Bewpeital Kuplwc avtoavoonc apxng

* 2tn AA tou ouvbpopou Felty Bpioketat n T-LGLL. O kAwikeg ekdnAwoelg tng T-LGLL og
ebadog PA cuxva glval MAVOUOLOTUTIEG UE TOU ouVOpOopoU Felty kal propel va OewpnOetl
OTL aroteAouV ekPAvoeLlC oTo 1610 TaBoPUOLOAOYLIKO CUVEXEC

e O SlaxwpLopog Tou ouvdpopou Felty amno tnv T-LGLL Baoiletal otnv Umapén KAwviKou
nAnBuopou T Aepdokuttapwyv otnv T-LGLL

* H Bepaneia oto ouvépopo Felty 6ToXeVEL 0TNV AMOTPOTI AOLUWEEWV LECW TNG
BeAtlwong tou apBpou twv oudetepodilAwy Kal o€ udeon TNG evepyotntac tng PA

* Mpwtng ypappung Beparmeutikol mapayovieg 6To cuvdpouo Felty eival n pebotpegatn kat
akoAoUBEL to rituximab



N o0agq

4

4

W YLOL TNV TPOCOY

EuxoaplLoT




