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AnAwon cupdepovIwy

Aev utAPXEL KATIOLOL CUYKPOUGT CUNPEPOVTWYV yLa QUTHAV TNV OLALYL

EKalOEVUTIKEC-EPEVUVNTLKEC-CUBOUAEUTIKEC ETILYOPNYNOELG TNV TEAEUTALA
Sletia:

* MSD, Roche, Abbvie, Novartis, Genesis, UCB



KAWL niepintwon

fuvaikaa 45 etwv  SlokopioBnke amod  TePLPEPELAKO

VOOOKOLLELO MIE:

1. TMoapaTETAUEVO EUMTUPETO
2. Tevikevupevn Aepdadevomnabela
3. Awaxvuto nopduplko eEavOnua

AA: YroBupeoeldblopoc, Ppoyxiko acOua, aAlepyLkn pvitida

npoodaTng EVOPENG



KAwika evpnpato

©: 36,7°C, AN 120/75mmHg, o$p~120/min, Sa0, 97% (21%0,)

‘EvTovn aKpoKUAVWON XELPWYV, TTOOWV KoL PLVOC

Nepdadevonabela
HniotoomAnvopeyaAia

AvoaloOnolec pe Katovour yovtlou/KAATooC






Epyootnplokd eupiuota

OpBoxpwun opBokuttaptkn avauia (Hb 6.6gr/dL)
Hwowodhia (1940/puL)
T LDH, TTBIL, TIBIL

Quotloloyikn vedpikn Asttoupyia (Creat 0.9mg/dL, yev.

oUpwV Kod)
Hrtotikn BloAoyia kg
A/o Bwpakoc: XIE

HKT: SR tayukapdia (~¥115/min)



Aokipaciec Coombs

Apeon + wg rtpog IgG, IgM, C3d

’ + yla apouacia Yuxpou
EquGr] avugpuepOKUT'EaleOL'J Igl\/l

!

AYTOANOZzH AIMOAYTIKH ANAIMIA ME NAPOY:ZIA
OEPMOY & WYXPOY ANTIZQMATO2




Eneiyovoa CT Owpakoc-KotAiog

* Eupnuata
— Mvevpovika dinBnuota
— 'Hrua Aspdadevomnabela
— 'Hmia nmatoomnAnvopeyalia

— Xwpig EupUOTA CUMTIOYOUG

OyKOoU



AVOOGOAOYLKOC EAEYXOC

c-ANCA: + og titAo 1/40

Avti-PR3 avtiowparta: + os titho 219 U/ml (TA<12)
C3/C4 kb

ANA 1/80, avti-ENA (-), avti-dsDNA (-)

AvtidwodoAutdika avriowpata (-)



Kputnpla taéivopnong o. Churg Strauss kata ACR

AocBpua

Hwowoodia tepldePLKOU OlLLATOC
Movo- N moAuvveupomnaBela
Mvevpovika dinBrpata
NoapappivokoATtitida

Bloyia



Kputnpla taéivopnong o. Churg Strauss kata ACR

AcOna

HwowodiAia mepLldpepLKOU aLaTOC
Movo-n noAu-veupomnaBeLa
Mvevpovika dinpata
NapappivokoAmitida

Bloyia



HwowvodlAlk KOKKLIWHATWON ME MTOAvayyeLitida
Ka
AutoAvoon OLUOAUTIKA avatlpia mopovoia Oeppol &
Puxpol avIilowpatog



Oepamneia

Ev Oeppw petayyioelg
EvoodAeBLec woelc peBuAmpedbviloAovng 1grx3 nUEPEC
Xopnynon kukAopwaodauidne (1gr) IV

Oeparmevtikn 660on LMWH

BeAtiwon



‘E€0b0C KaL ouveExLon Bepameiog

CYC 1gr/unva x6 HAveg
PRZ po 1mg/kg/nuépa pe otadlakr peiwon

H a.oBevn ¢ armo to 2° piva NTov KAWVIKWE KoL EPYQOTNPLOKWE OF
Udeon (Hb 11,5g/dL)

>TIc 24/9/2018 \pbOe yia tnv teAevtaia (6") won CYC. Prezolon
5mg/D

>TIc 22/10/2018 népaoce os AZA

— Agev £XEL TPOUCLACEL UTTOTPOTI OE KOULA ATtO TLG EKOSNAWOELG TNG
(AAAEPYLKEC, AYYVEUTIOLKEC, OLLOTOAOYLKECG)



Nepilypappa

Tt elval ot PuxpooUYKOAANTLVEG;

2 € TIOLOL VOO LT artovtouy;

WuxpoouykKoAANTIVEC 0€ AUTOAVOOO PEVMOTLKA VOO LOTOL
KAwikn Eltkova-Aldyvwon

Aladopikn dtayvwon

Oeparneia



CHANIA

AREA
RETHYMNON

AREA

HERAKLION LASSITH
AREA AREA




Tu eivat ot PuxXpooUYKOAANTIVEG;

°  AVTLOWHOTO KOTA OVTLYOVWYV TWV AUTOAOYWV
epUBpoOKUTTAPWYV TA OTtola AVTLOPOUV LLE TO OVTLYOVO TOUC O€
XapnAec Oeppokpaciec (BEATiota otouc 4°C) kat tpokKaAoUv
OUYKOAANoN Twv epuBpwv

— 0b6nyouv o€ alpoAuon
» H voooc PpuxpoouykoAAntivne amoteAet popdn tne

OLUTOAVOONG OLLLOAUTLKNAG OVOLLULOG



Avutoavoon AtpoAutiki Avaipia (AAA) Enintwon:
1/10°/€to¢

AAA OgppoU tumov (65%) AAA YuxpoU tomov (30%)

* JuvnOwc IgG
* JTpEPETAL KATA KOWVWV Ag
e JuvnOwc e€wayyeslokn alpuoAuvon

Napououikn
Nocog WuxpoouykoAAntivng Awpocdatpivoupia oto YPuxog
(29%) (Donath-Landsteiner, 1%)

* JuvnBwg IgM * JuvnBwcg IgG
* Ytpedetal katd tng Opadag /i (rj Pr) * Jtpedetal katd tng Opadac P (A /i)
* JuvnBwc e€wayyelakn alpoAuon * JuvABwc evdayyelakn aLpoAuon

Mewtot tumol (5%

Br J Haematol. 2017 Feb;176(3):395-411



NaBoducioroyia WuxpocuykoAANTIVWV
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Survival

Hematology Am Soc Hematol Educ Program. 2016 Dec 2;2016(1):226-231



2UYKOAANGELG EpUOPWV

* Awatapaxn kukAodopiog

Mesdcape



AttioAoyia

* Mpwtonadnc (Noooc WuxpoouykoAAntivng)
* AevuteponadOng (2uvdpopo WuxpoouykoAAntivng)

— Neom\dopata
* Avuokpaoieg Twv B-kuttdpwv (B-XAA, Makpoodatpvatpia Waldenstrom, NHL
*  JUMUTOYWV 0pyavVwWvY
—  NolwéeLg
* M. Pneumoniae, AsyewveAwan, cUPLAN, Alotepiwon
* EBV, CMV, nopwrtitda, avepofioyla, epubpa, adevoiol, ypinn, HIV, HCV
— Avutodvooa voonpato

— Meta aAhoyevr) HSCT

*  WuxpoouyKoAANTIVEG XwPLC KALVIKA onpaoia

Transfus Sci. 2000 Feb-Apr;22(1-2):125-33
Br J Haematol. 2017 Feb;176(3):395-411



AttioAoyia

* Mpwtonadnc (Nococ WuxpoouykoAAntivng)
— Amovuocia veomAaoilag, CUCTNHATIKAC avutodvoong madnong r Aotpwdouc
attoAoyiog
— HmAeloPpndia £xouv KAwvLKA dLatapoyn Tou puelov Kat IgM
TOLPOLTIPWTELVN

— Avutn pmopei va aviyveuBel (ue HO & AK) og >90% Twv MEPUTTWOEWY, OV
10 Selypa tou alpatoc noapapeivel otouc 37°C pEXPL va YivEL O

SLaXWPLOUOC TOU TTAACHATOC

Blood. 2017 Jul 27;130(4):392-393)
Br J Haematol. 2017 Feb;176(3):395-411



2ENA & AAA

H AAA amnotelel kputrplo twv cvotnuatwyv ACR & SLICC
Enimtwon oto 2EA (omotednnote): 3,3-8,3%
— [owiAel avaloya pe Ta KpLThpla dLayvwong tng
Mropel va mponynBei €tn tn¢ Stayvwong tou AUKou
— Je pLa eAANVIKN oelpa 27/41 (66%) meputtwoelg AAA cuveEBnaoav Katd tnv evapén tou ZEA

— e 81ebvn oelpa 4,6% twv aoBevwv Pe MPpwWLHO (oupmtwpata <1 €touc) ZEA eixov AAA-

xpnotpn otn AA oo SLE-mimicks
— Mapovoa katd tn dtdyvwon ZEA: Noawdia 14,5%, eviAikes 2,7%
2uvnOwc Beppov TuTIOU
— A&V UTTAPXEL CUYKEKPLUEVO EPUOPOKUTTOPLKO Ag

J Autoimmun. 2016; 74: 139-160, Rheumatol. 2003; 42: 230-234, Semin Arthritis
Rheum. 2004; 33: 217-230, Lupus. 2008; 17: 739-743, Clin Rheumatol. 2017; 36:2141-2144,
Am. J. Med. 2000; 108: 198-204, Arthritis Rheumatol. 2018 Jul 23, Lupus. 2017; 26: 426—430



2UvOpopo YPuxpOGUYKOAANTLVNC OE autoavooa
pevpaTIKA voonpata (1)

T Mabops | Megimoon | béha | Gspumin

Hb 2.7g/dL Pulse MP, PRZ,
Pediatr Int. 2016 ? 9 ETWV HE HELKTN Eudavion kata ouvTnpNon UE
Jun;58(6):527-530 AAA kot Raynaud TNV €vopén tou MMF,
YEA (+vedpitda ll) BeAtiwon
Hb 5.6g/dL
Rinsho Ketsueki. 1996 @ 56 €TWV L€ PELIKTNA Evepyo {{npa ,
Jan;37(1):77-81 AAA Kol aKpOKUAVWOnN oUupwv it [P
CA 1:4096
2EN .
@ 55 eTwV UE O. ' Hb 7.9g’/dLl . Pulse MP,
Lupus . 2006; 15:683-  WUXPOOUYKOMNTIVNG,  2EA QMO SETNUNO oo o n ™
685 dev avadeEpetal |dPRZ+CsA RTX, Bektiws
OKPOKUAVWON CA 1:512 ’ i
Hb 6g/dL
? 34 eTwV pE O. Eudavion katd PRZ 1mg/kg,

Yonsei Med J. 1997

Aug;38(4):233-5 YuxpoouykoMntivng,  tnv evapén tou BeAtiwon

XWPLC aKkpoKuAVWGON JEA
CA 1:4096



2UvOpopo YPuxpOCGUYKOAANTLVNC OE autoavooa
pevpatika voonpota (1)

I e T

? 40 €TWV UE PELKTN Hb 6.7g/dL

it B D15, A0S | pnsy ) SS amnd 2etiac Pulse MP, PRZ,
Dec;19(12):1351- , , ;
1353 OKOKKLOKUTTOpOALUL umo |[dPRZ CYC, BeAtiwon
, KOl OKPOKUAVWON CA 1:64
Zuvépopo
Sjogren , Hb 5g’/dL ,
Clin Exp Rheumatol. % 78 ETWV UE O. SS amo 10etioag
2002 Jul- JpuxpoouykoAAntivng  KapuotuTikn PRZ, BeAtiwon
Aug;20(4):577-8 KL OKPOKUAVWON Statapaxi MtO
CA 1:64
Hb 5.7g/dL
? 45 gTwv pe o. YkAnpodepuia PRZ 1mg/kg—
Ann Hematol. 1993 . : .
Sep:67(3):143-4 puxpoouykoAAntivng, amo 2€tiog Danazol,
Xwpic Raynaud ™MigMm BeAtiwon
SSc CA 1:1024
Hb 6.1g/dL

? 60 eTWV LE O.
JpuxpoouykoAAntivng,
LLE AKPOKUAVWON

Intern Med. 2004
Feb;43(2):139-42

ATo 7 €tn SSc MP 60mg/D,
umo PRZ 10mg/D BeAtiwon
CA 1:256



2UvOpopo YPuxpOooUYKOAANTLVNG OE autoavooa
pevpatika voonpora (1)

T Avabops | Migimoon | béha | Gspumsia

Hb 4.5g/dL
d' 58 etwv Ue o. MponynOnke
Case Rep Rheumatol. JuxpoouykoAAntivng ADA+MTX & PRZ 1mg/kg,
2015;2015:823563 XWPLC aKPOKUAVWON Aolpwén BeAtiwon
QVOTTVEUOTLKOU
CA 1:2048
? 52 eTwv pE O. Hb 9.1g/dL PRZ
PA Rheumatology (Oxford). PpuXpOCUYKOAANTLVNC, MponynBnke 1mg/kg+CsA—
2008 May;47(5):734-5  §ev avadEpeTaL PRZ+LFN+ETC RTX, BeAtiwon
OKPOKUAVWON CA 1:512
. Ht 31%
, ? 89 eTtwv pe o. :
J Clin Rheumatol. 2009 e e (e Me tn dtayvwon HCQ,,
Oct;15(7):375 g PA BeAtiwon

OKPOKUAVWON CA 1:320



2UvOpopo YPuxpOooUYKOAANTLVNG OE autoavooa
pevpatika voonuoata (1V)

S| Avabopd | Mepirmaon | Syl | Gspomsia

—— Mod Rheumatol. & 60 €TWV UE O.
g 2009;19(4):427- UXPOOUYKOAANTLV
TOAU U aAyia (4) buxp v ) fTvneG
30 KOlL KPOKUAVWoN
Medicine 057 etd )

. - ETWV UE LELKT
Yrotpomialovoa (Baltimore). ME U : n
e 2018 AAA, bev avadepetal

Xovop 106ct;97(40):e127 QKPOKUGVWGON
Haematologica.
AOSD 1990 Sep- 1 EPLOTATLKO

Oct;75(5):467-9.

Mpolmnpxe n
P

Hb 3.5g/dL
YN umno PRZ
5mg/D x 8 £€1n
CA 1:128

Eudavion pe
TNV ekbNAwon
t™¢ AOSD

IVIG, high dose
GC, BeAtiwon

Autopatn
vdeon mpLv
xopnynoet
Beparmeia ya
tnv AOSD



WuxpoouyKOoAANTIVEC XWPLC KAWVLIKA onpocia

Avixvevovrtal:
e JUXVQA O€ LYLH ATopa

e Xtn Stadpopn Aotpwéewv (>60% og Aolpwdn povomuprnvwaon)

* Q¢ 35% og AAA Beppo0 tuTOU

Xwpi¢ KAwLKA onpacio N. WuxpoouykoAAntivng

Apeon Coombs ApvnTiKA C3
TitAoc otouc 4°C <1:64 >1:500
OEpULKO EVPOG <25°C >30°C

YuvnBwe avti-1 (~90%),

EldikotnTa NBwg avtl-I

) , gviote avtl-i, ormavia avt-Pr
H péylotn Beppokpaocia

TIOU TOL AVTLOWLOTOL
ouvOEouv Ta epuBpa

Br J Haematol. 2017 Feb;176(3):395-411



2UvOpopo PuXpOGUYKOAANTILVNG KAt Kpuoodatplvatlpio

‘Exouv avadepbel 7 meplotatika

1. MovokAwVLIKO IgM-k anti-Pr2 avtiowpa pe 1dLotntec kpuoodalpivng Kot
b uxpoouykoAANTivnG. EKdNAwaon: akpokuavwon, VEKpwon SakTUAwWV Kot
opyavwy, Bavartoc. Ymokeipevn voooc: evolapeoo MGUS-B nHL

2. MGUS IgM-k pe PpuxpoouykoAAntiveg (1:10240) & kpuoodalpiveg TUTIOU
|. Oepamneia: FCR

3. Kpuoodatpwvatpia tumou II->RTX—>WuxpoouykoAAntivn avti-Pr IgM-A
(1:512), aAAa Cryo (-)—, VEkpwon opyavwy, Bavatog

4. 1gM-k mAb pe 1dotnteg PpuxpoouykoAAntivng (1:2560), kpuoodatpivng

KOlL KOATALOTOAEQ TNG euBpormoinong

Clin Exp Rheumatol. 1999 Mar-Apr;17(2):227-31, Ann Hematol. 2012 May;91(5):797-799, Am J
Hematol. 2009 Feb;84(2):120-2, Transfusion. 1991 May;31(4):361-4



Avaoctaoia, 37 eTwv

AKPOKUAVWON, LOXOLULKEC VEKPWOELG
SaKTUAWV XepLwv armo ~30 nuepwv (3/2017)
Oyt AAAQ CUUITTWHOTOL LUTOAVOONG

PEVMOTIKAG VOOOU

4C3& C4, ANA (-), ANCA (-), aPL (), HO:
Xwpic M-mpwteivn, HBV (-), HCV (-),
oAoowpatiki CT apvntkA yia Aeppwpa
Kpvoodalpivn+

WuyxpoouykoAAntivn 1:64 (4°C), 1:32 (30°C)




Mopeia

29/10/2018

6 woelg iv CYC + PRZ 1mg/kg kau
Helwon
BeAtiwon

CYC—>AZA

Yriotporfy, TPRZ

RTX



Awayvwon

YrapxeL alpoAuon;

H awpoAuon eival avoon;
Yrtapxet Puxpo aviliowpa;
Elval KAWLKWC ONUOVTLKO;

Mewt) AAA N Noooc WuxpoouykoAANTivng;



Aldyvwon

AloAvuon
Ht/Hb,AEK, emiyplwopa, BIL, AST, LDH...

Apeon Coombs

IgG C3 tIgG

Aokipooio apeonc atpocuykoAAnonc (©A)

W

Mn onpavtiknq W2

Oxw avoon awpoAvon <

21:64

‘EAeyyxog yua NAW C3+IgG Cc3

KAwvikn ewova, Bepuiko eVpog

Autodvoon aLUoAUTIKA e —
ovolpio Ogppot tunou

BrJ Haematol. 2017 Feb;176(3):395-411




Pitfalls

* Apeon Coombs+ atpoAuvon xwpic AAA
— Avrtidpaon otn petayylon
— QAPHOKOETIOYWIEVN OVOOOALUOAUTLKA avolLpLio
— MMponynBeioa IVIG

— AN attia atpoAvong pe cupnapopaptovoa apeon Coombs +



WuyxpoouykoAAntivn o€ acBOevi) Lle AUTOAVOGCH PEVUOTLKN VOGO
Awadpopikn Atayvwon

* Noilpwén
 NoOoOC

e NAepdolnePMAAOTIKO VOona, AAAN KakonBela



hih Oepamneia
]

The diagnosis and management of primary autoimmune
haemolytic anaemia

v ' v
0 ‘Hma xpovia avatpio
OLVO 0
OQWOPO 0
o QLTO Oeparneio OMWC otTN
ayyio Bepun AAA

2

YIOOTNPIKTIKA pETPAL Av B'madng (rx ZEA)

. RTX « Anoduyr bixouc BeAtiotomolnote tn
. OAoubapafivn eni * OUAAKO Oepaneia tng

KAWVLKAC SLATOPOXAC . MET(’IVVLO‘I’] UTTOKELLLEVNG VOOOU
Kot €TikAnon

OxL oAnvektoun

BrJ Haematol. 2017 Feb;176(3):395-411



Oepamneia

Oepun AAA

* PRZ 1mg/kg
* MUAALKO
e + LMWH

J{PRZ ota 20-30mg o¢
Avtamokplon HEXPL 4-6 UnVeg,
NV 21" nuépa akoAoUOwG katd
5mg/pnva

" Ynot OT['
RTX (375mg/m?/Wx4W) b pomn

Mn avtanokpion

3" ypoppn Oeparneiog
JAVAAN

CsA 2e ooBapEG, anetAnTKEG yia tn {wn

Aavaldin Kataotaoelg, okedreite IVIG ) PLEX

MMF
2TIANVEKTOUN

BrJ Haematol. 2017 Feb;176(3):395-411



JUMTTEPACUOL

H vooog JuxpoouykoAAntivng eivat moAu omnavio cuvdpopo (Etnola

enintwon ~1/300000)

Mropet va epdaviotel otn SLadpoury aUTOAVOCWY PEUUATIKWY

VOONUATWV, OTIOTE TIPETEL va SlakplBel armo to ¢. Raynaud
Mrmopet va amoteAet ekdrAwaon tn¢ vooou, Aolpwénc n veomAaoiag

H Bepareia olkiAel avadoya pe TNV EVEPYOTNTA TOU UTIOKELLEVOU

VOO LLOTOC

Av uTtapxet vroPia PpuxpoouykoAAntivng, dtatnpeiote ta delypata

oTou¢ 37°C KOl EVNUEPWOTE TO EPYAOTHPLO YLO TO XELPLOMO TOUC!






