AcOevNnc ue nWaIvoPIAia

2UVEPYOOia TWV EIDIKOTATWYV

[ MNavemotnuiaky lNaBoAoyikn KAivikn EKIIA , TNNGOA «H 2QTHPIA»

MTtrapiag I'ewpyiog, NaotpeviepoAdyocg, Av. Kadbnyntrc EKITA
Kapakarodavng Ztapatng, AluatoAoyog, AKadnuaikog YTrotpogpog EKITA

ZautreAn EvayyeAia, PeupatoAdyog, Akadnuaikog Ytotpogpog EKIIA



AcOeVNC YE NWOIVOPIAIQ

Avopag nikiag 60 eT®V, 0pKOTOS AOYIGTNG



AcOeVNC YE NWOIVOPIAIQ

Avopac 60 eTwv, OPKWTOC AOYIOTNC
ATOUIKO avauvnaoTIKO
< YmépTtaon utrtd Aocaptavn 100mg qd
< YTrepoupixaidia uttd aAAotroupivoAn 100mg qd

< AcBua atd 5 etiag uttd inh. @oupoiky @AouTIKalovn/BIAAVTEPOAN Kal
MOVTEAOUKAOTN P.O

< ATTO £€TOUG PIVIKN CUP@OPNON — AAAEPYIKN pIVITIOO



AcOeVNC YE NWOIVOPIAIQ

Avopac 60 eTwv, 0OpKWTOC AOYIOTNC

[Mapouaa véoog
< A1 9 yrvou évrovn oupTrTwpaTtoAoyia TOl kal ducgayiag
< [1pooKouilel EVOOOKOTTIKO EAEYXO TTETTTIKOU TTOU EiXE YiVEI 6 PNVEC

TTPIV:

v FTaoTpooKOTTnoN: TTavyaoTpiTIda/BOABITIOq, Xpovia evepydc H. pylori
yaoTpiTida - éAaBe aywyn ekpilwong
PAEYUOVWOEC BINBNUA JE TAPIOPO NWOIVOPIAWY

v KoAovookotrnon: apaipEédnkav pikpoi TToAuTTodeC N.E (avidv, opb0o)
oWANVWOEC adévwua xaunAoBabung duoTrhaaciag



AcOeVNC YE NWOIVOPIAIQ

[[QOTPEVTEPOAOYIKO TUAHA

v 2" TaoTpooKOTTNON: YOOTPITIOO/dWOEKADAKTUAITION
< loTOAOYIKN ECETAON: NWOIVOPIAIKI YAoTPITIOO KAl olco@ayitida

v APXIKOG adpOGg epyaoTNPIOKOG EAEyXOG:  Hct 41.7%
Hgb 13.9g/dL

MCV  80.5fl

WBC  9000/uL

NEUT  4.9%

LYM 14.5%

EOS 37.8% (3400/pL)
MONO  5.2%

PLT 271000/pL




AcOeVNC YE NWOIVOPIAIQ

Oplguoi:
< [epipepikn) nwaivo@iAia = nwaolvogiAa (Eos) trepipepikou aipartog (PB)
>500/pL
< Y1repnwolivo@iAia =  TOUAAXIOTOV HETPIOU  [BaBuou  nwoivogiAia

(21500/uL) o€ dUO JIAdOXIKEG METPNOEIC OE DIAOTNUA 1 unvog

< loTik) nwaoivogiAia (HP) = dinBnon opydvou oTo OTTOI0 eV BpioKeTal
(PUOIOAOYIKOG apIBuOG ) evepyoTnTa Eos
% Y1repnwoivo@iAiko ouvopopo (HyperEosinophilic Syndrome, HES) =

utrepnwaoivoPidia  +  opyaviki  BAGBn/ducAesitoupyia  evogc N
TTEPICCOTEPWYV OPYAVWY TTOU a1TodideTal TNV TTapouacia Eos



AcBevnc ye nWalvoiAia

HwoIvOPIAIKG oUVOPOUa OTO YAOTPEVTEPIKO CUCTNNA

EpwTriUaTa yla TOV YOO TPEVTEPOAOYO
O  TPOKELTAL yLa TTABOAOYLKN LOTIKN nwaolvo@Aia?

O  UTTAPYXEL TTPWTOTTAONC NWGCLVOW@IALKNA dLOTOPAXT] TOU TTETTTIKOV?

o  UTtdpyEL devTeEPOTTAONS nWaoLvowlAla? MoLo €LvalL TO UTTOKE(LEVO
voonua?



HwaoivoeiAia oto BAEVVOYOVO TOU

TTETTTIKOU OUCTNMATOC

e YTTAVIO GTOV OLOOWAYO

e Yuxvd o€ BloYieg evtepou
— MeydAog aplOUog o€ AETTTO Kal EYYUG TTaXV EVTEPO

e Avtamokplon o€ epeBiouata
— Emoxtaxn dtakvuavon
— QAeypovn
— TEwypa@IKN KATAVOUN



KpitThpia TTaBoAoYIKAC NWOIVOPIAIAC

OTO TTETITIKO ocUuaTNUA

Author(s) Diagnosis Criteria
Hurrell et Histologic eosinophilic 230 eosinophils per HPF in at least 5 separate HPFs (if H. pylori
al.”® gastritis present, eosinophilia must persist several months post eradication)
Collins” Eosinophilic gastritis 230 eosinophils per HPF in at least 5 separate HPFs
Ko et al.”? Eosinophilic gastritis 270 eosinophils per HPF involving >3 HPFs
(pediatric)
Bischoff and Eosinophilic >20 eosinophils per HPF
Ulmer’® gastroenteritis
Collins”’ Eosinophilic enteritis >52 eosinophils per HPF in the duodenum OR
>56 eosinophils per HPF in the ileum
Collins”’ Eosinophilic colitis >100 eosinophils per HPF in the right colon OR
>84 eosinophils per HPF in the transverse or descending colon OR
>64 eosinophils per HPF in the rectosigmoid colon
Turner et al.** | Colonic eosinophilia >50 eosinophils per HPF in the right colon

>35 eosinophils per HPF in the transverse colon

>25 eosinophils per HPF in the left colon




Taclivounon diatapaxwy JE NWOIVoPIAia

OTO BAEVVOYOVO TOU TTETITIKOU OUOTIMOATOC

Primary eosinophilic diseases Secondary eosinophilic infiltration in disease
+ Eosinophilic oesophagitis + Infection—eg, parasitic or Helicobacter pylori infection
+ Eosinophilic gastroenteritis + Hypersensitivity to food or drugs
+ Eosinophilic colitis » Neoplasia
+ Hypereosinophilic syndrome with gastrointestinal » Connective tissue diseases
involvement »  Vasculitis
MeydAog aplOudg nwaolvodpidwy METpLog aplBudg nwotvodiAwv
EmiikpatoUv KUTTOPO SInBrjpatog SUVUTIAPYOUV HE QAN
ABpoioelg nwaolvodpidwy bAeypovwodn KUTTOPA
‘EvVTovNn ammokokKiwon Amtouoio aBpoicewv nwaotvodpidwy

‘Hrtla artoKoKKiwon



[TpwTOTTABEIC NWOIVOPIAIKEC

OlIATAPAXEC TTETTITIKOU
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[To00O0TO TTEPIPEPIKNC NWOIVOPIAIAC OTA

NWOIVOPIAIKA oUVOPOUO TOU TTETTTIKOU

* Hwaolvo@IAIKn oico@ayiTida 30%
* HwWwOoIVOQIAIKN YAOTPEVTEPITIOO 5%



HwOo1voQIAIKN olco@ayiTIOO

0 TUTTLKOC acBevnc slvau ,
S ns €vOOCKOTINON

> VEO(C

> avdpag (A/O: 3/1),

> Xpovia dlaAsimovca duopayia ota
oTEPEd

> EMELOOSL0 EVa@rivwong fAwuov

> LOTOPIKO AAAEPYIKAG TtPOodLAOeonG (70%)

Bloyia olco@ayovu > 15 nwaowvopida/hpf

T NWGLVOW@IAaQ SinOovv uévo
TOV OLGOPAYO



HwOIVOQIAIKN YOOTPEVTEPITIOO

NMpooBoAn BAevvoyovou

57,5%
Nauria €ueto
novoug ° NMpooBoAn puikou 30%
Aiappoia ducatroppoPnon ATIOPPOKTIKA QAIVOEVA

N J

H kKAIVIKA €1KOva kKaBopideTal
OTTO TNV EVTOTTION TWV
NWOoIVOPiAWV

submucosa

muscularis

— e 5erosa

J 4 r L4 / \
Ta r’]wcwocpd&a UTTOPEL VO 6u160\fv HbooBoAiopoydvoull2isy
dlaopa TUNUATO TOU TETTIKOU ACKITNG
Aiataon




YTTepNWOIVOQPIAIKO OUVOPOUO UE

VAOTPEVTEPIKN CUMMETOXN

» 1500 Eos/mm?3

Alakpivetat amd tnv

> [MpooPoAn opydvwy NWOVOPAKI

YOO TPEVTEP(TION AOYW

» 2UuXVN TTPOGPOAN TTEMTIKOU NG TtPOGBOATG AAAWY

opYAavwy

» Aldppola 20%



[TapaacITIKEC AOIMWEEIC

Schistosoma species

Strongyloides stercoralis

Ancylostoma caninum

Necator americanus |0‘T0)\0leﬁ 6I(']YVU.)OT]

Enterobius vermicularis

Eustoma rotundatum
Ascaris lumbricoides
Trichuris trichiura

Anisakis species



AVYVYEIITIOEC

Eosinophilic granulomatosis with
polyangiitis (EGPA)

MpooBoAr] TemTIKOU GTO 50%
KolAtakd dAyog

EvOOOKOTIKA €EAKN GTOUAXOL AETTTOU KLl
TLAXEOG EVTEPOU

AVOKOAN dlaoptkn ddyvwon amnd
NWGLVOWIALKY] YOOTPEVTEP(TION OTA APXLKA
oTadl



NOoOI CUVOETIKOU I0TOU

= Jupus erythematosus
* rheumatoid arthritis
=  systemic sclerosis

* dermatomyositis

=  polymyositis

=  Sjogren syndrome



AcOevnc ye nNWalvoiAia

H yvwpn Tou YOOTPEVTEPOAOYOU:.
O aoBevn¢ TTANPEi Ta KPITAPIA TS NWOIVOPIAIKNG

YOAOTPEVTEPITIOOC EQPOOCOV ATTOKAEIOTOUV OEUTEPOTTOON)
aiTIa (TTAPACITIKEC AOIMWCEEIC KAl PEUMATOAOYIKEC TTABNOEIC)



AcOeVNC YE NWOIVOPIAIQ

Hwovo@IAia Kol aiuaroAoyiKa voonHara B

a , ErikTnTn NnwoivogiAia
AOYW TTapaywyng
KUTTAPOKIVWV C'XVV(A)O'TO aitio
1
| . |
Aoyw avadidragng
yovIdiwv
AeuTtepoTrabrig/ . A .
QVTIBEACTIKNA MpwToTTabRg/ KAWVIKA I510Tr08AC (17.X., HES)
¢ . , Aaoieg HUENIKAG )
Aépowua A6 NEOTTA ]
; YW KAwVIKOU AEUPIKAG TIPOEAEUONG UE i ,
S pagﬁglﬂij%%ﬁ'oq Aepgokuttapikol avadalaTagelg yovidiwy CEL, NOS “"’(‘fgo‘ﬁgﬂ‘lal(gﬁ Tou
GVHD TANBuoHOU TTPWTEIVWV YE 1IB10TNTA M n :

TUp. KIVaong



Baputnta nwaolvoPIAiag

HOQIINOZIAIA:Eos>500 /uL

HTTIA METPIA BAPEIA

500<E0s<1500 /ul 1500<E0s<5000 /l Eos>5000 /yl




Look for known causes of hypereosinophilia

—ard
Look for eosinophil-mediated complicalions
f sfent hypereosinophil

Assess necessity
for urgert
gasinophil-

lowering slralegies
i Table VIL Assessment of end-organ damage.
troponin s 5
= B & Cuardine assessment: Chest radiography, electrocardiogram,
Thoracic and abdominal CT-scan echocardiogram, serum troponin T
E.HG. Emmardiﬂg Fam Pulmonary agessment: Pulmonary function tests including
PFT spirometry, 0, saturation and transfer
factor of the lung for carbon monoxide
(TLCO)

(other imaging, endoscopic, and

his‘tﬂl{:@iﬂal in‘-’EEtigﬂtiDHE as irﬂjiﬂﬂtﬂ‘d} If there is a strong suspicion of cardiac dysfunction in the absence of
obvious echocardiographic abnormalities, a specialist cardiology

review should be sought.

J Allergy Clin Immunol. 2010;12:39-44.
Br J Haematol. 2017;176:553-72.




BAGBN 1 ducAgiToupyia opyavou

a1Tod100uEVN o€ 10TIKI HD

e ivwon (trveuuoveg, kapdid, NEZ, dEpua Ka)
* BpouBwon HE N Xwpic BpouBocuBoAIKG cupBauara
e VEUPOTTAOEIO TTEPIPEPIKI N KEVTPIKNA
o QEPUATIKEC EKONAWOEIC (CUMUTTEPIAQUBAVOUEVOU TOU
BAevvoyovou):
— gpUONua, oidnua/ayyeiooidnua, EKZepa, KvnNOUOC, ECEAKWON
e AAAeC eKONAWOEIC (NTTAP, VEPPOI, TTAYKPEAC)

J Allergy Clin Immunol. 2012;130:607-12.




ApPXIKN TTPOCEYYION
R L e T el * NTTATIKA KAl VEQPIKNA

afd

\ AeIToupyia

Hypereosinophilia | * OOTIKO pI’Oflle
| . LDH

mimnimyanes ] > * TKE Kalfi CRP

« gmitreda vitB12, IgE

s T * QTTEIKOVIOTIKEG ECETAOEIG
¥ Negative * Bloyia Aeppadeva

Treat underlying cause W

Am J Hematol. 2017;92:1243-59.




AVTIOPACTIKN NWOIVOPIAIQ

Todal Fatieals with
No aof Pavlents with selective
patienls  eosinophkilio %) eosinophilie (%)

Lymphocyte
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Fig. 1. Peripheral blood eosinophilia in controls and HD patients,
*p=<0.05; @ = p not significant.

J Clin Pathol. 1987;40:247-50.
Int Arch Allergy Immunol. 1996;110:244-51.




Eosinophilia in B-Cell and T-Cell Neoplasms.—
Eosinophilia may also be associated with a variety of B-
cell and T-cell neoplasms.**5® B-cell lymphoblastic leuke-
mia (BLL) with eosinophilia is one such example. It is often
associated with a characteristic cytogenetic abnormality
t(5;14), which juxtaposes the IL3 gene on chromosome 5 to
the immunoglobulin heavy chain locus (IgH) on chromo-
some 14.*7 These cases are recognized in the 2008 WHO
classification as B lymphoblastic leukemia with #(5;14); IL3-
IgH. "*1 This rearrangement implies a “reactive” eosinophil-
1a, In which increased IL-3 expression by malignant,
lymphoblastic clones provides a paracrine signal, driving
polyclonal expansion of the eosinophils.**

Singapore Med J. 2000;41:279-85.




YTrepnWaoIvo@IAia AOYyw KAWVIKOU

AEP@POKUTTAPIKOU TTANBUCOU
% TWV TTEPITTTWoEWV HES

T-cell phenotyping and TCR gene 17%
rearrangement studies.

Lymphocytic variant HES lyclonal hypereosinophilia in response red T cells.

to IL-5 production by activated (donal)

P;JEEihl}' serum TARC level
(serum Th? cytokine levels not

Different forms according shown to be useful).

ading
to acquisition of abnormal phenotype

by T cells and deregulated Th2 cytokine production.

. CD3+CD4-CDS

- CDG+CD4+CDJ

* 010 ouxVvOTNTO O€ AVOPEG KAl YUVAIKEG
* TUTTIKGA TTOpATNPEEITaI OEPUATIKN TTPOCBOAN
* iOWC TTOAUKAWVIKA UTTEP-YANUOC@AIPIVAIMIA ) aVATITUEN AEUPUWPATOC

* OXI gppavig Aeg@oUTTEPTTAAOTIKN diaTapaxn

Haematologica. 2009;94:1188-93.




Moplakocg Kou KUTTOPOYEVETIKOC

Screen for HP1L1-FDGHRA by FISH or RT-PCR,
cytogenetic analysis for reciprocal translocations

involving 4912 (FDGHRA), 5q31-q33 (FDGHRB),
8p11-12 (FGFR1), or 9p24 (JAK2)

Am J Hematol. 2017;92:1243-59.




1°/TTabn¢c nwaolivoiAia

(B) Primary (clonal) eosinophilia

whal s f';l' FII']]‘T?’

1 Nl ARy

i T

am FLE

" L . I e i a2 W

wRAT e waa

= | Myeloid and lymphoid neoplasms with rearrangement of PDGFRA, PDGFRB or FGFRI or with PCM1-JAK 2, ETV6-JAK2 or BCR-JAK2
= | Chronic eosinophilic leukaemia, not otherwise specified (CEL, NOS) induding cases with ET'V6-ABLI, ETV6-FLT3 or other tyrosine
kinase fusion penes

= | Atypical chronic myeloid leukaemia with eosinophilia (aCML-Eo)

= | Chronic myelomonocytic leukaemia with eosinophilia (CMML-Eo)

= | Chronic myeloid leukaemia in accelerated phase or transformation (occasional cases)

= | Other myeloproliferative neoplasm in transformation (occasional cases)
= | Acute myeloid leukaemia with eosinophilia, particularly with t(8;21)(q22;q22.1) or inv(16)(p13.1q22) (occasional cases only) (AML-Eo)
= | Acute lymphoblastic leukaemia, only if eosinophils demonstrated to be part of the neoplastic done

= | Systemic mastocytosist

aigatoloyikég veottAaaieg katd WHO e ouvodd nwaivo@iAia

Br J Haematol. 2017;176:553-72.




Emixpiopa PB

* EVOAAAKTIKES OIAYVWOEIG 3
— TTAPAOCITIKI Aoipwen
* QIJATOAOYIKI KOKONBEIX )

e Qavaiuia

* MOKPOKUTTAPWON Q‘ O
* BAOOTIKG KUTTOPA 1 C < t‘j N

*  ApIOTEPH OTPOYPH "\P e

. pOVOKUTT(’]prT] |- U ’ -

» Baceo@IAia J )

« OUOTTAACTIKEG OAANOIWTEIG ( —

« BOpopfoTrevia ..



http://ashimagebank.hematologylibrary.org/content/vol2003/issue1005/images/large/106AC020_EC47_4B70_A5DD_7D5AB8948CC8.jpeg

OaoTteouueAikn Bioyia (OMB)

« utrepTTAaCia r)/kal QUCTTAACTIKEG AAAOIWOEIC 2 N
TTEPIOOOTEPWYV HUEAIKWYV OEIPWYV _'
o a'9a%
. D ¥ s
* BAaoTiKa KUTTOPO ) & % .

¥ .

e D -
* UaoTOKUTTOPA, Baoaocpl)\a =5

* ivwaon




NeoTTAGopaTa HUEAIKAG OEIPAC HE NWOIVOPIAIa &

uoplakn/xpwuoowuikn BAGBNn FIP1L1-PDGFRA

*  max. ouxvoTnta 4n OEKAETIA
* KUPIWG AvOpEC

* OTAnvVOuEYOAia (6§%) THERE IS NEW AMMUNITION
*  1VitB12 Kal TPUTTTAGNC IN THE WAR AGAINST

e avaiuyia, 6poupoTtrevia, SUCTTAACTIKA

UAOTOKUTTAPO OTOV MUEAO TWV OOTWYV CANCERI

nwolivopiAa oto PB kai arutra

(MO) THESE ARE THE BULLETS.
« TIPooBoAr puokapdiou, ivwaon e it
* TTpo Tou imatinib BvnTéTNTA 30—50% ey

oTtnv S/eTia




NeotrAdopaTa JUEAIKAC OEIPAG ME NWOIVOPIAia &

uoplakn/xpwuoowpikn BAaBn — ETV6-PDGFRB

max. ouxvotnTta 4n OeKAETIA
* KUPIWG avOpEC

* oTrAnvoueyalia (63%)

e 1TPUTTTAON

* avaipia, BpopuPoTrevia,
LOVOKUTTApWON

e QATUTTO JOOTOKUTTOPO OTOV
MO

e TTPO TOU imatinib, diGpeon
EMPiwon <2 €1n




CEL, NOS

e OTTAvia Kal TMOETIKA /XN YE EVOIAUETN OUVOAIKN EmIBiwon oTouC

20 unvec Kol uwnAo ITooo0TO EKTPOTTNC OE ofsia Asuxaiuia

« amougia BCR-ABL1 kai avadiaratewv Twv PDGFRA, PDGFRB,
FGFR1, kail Twv 10 o1raviwy avadiaracewv PCM1-JAK2, ETV6-
JAK2 or BCR-JAK2

 Eos PB 21500/uL

e aug¢non Twv BAaoTIKWV KUTTAPpWYV oT1o PB A otov MO aAAG <20% H
AAAN EvOEIEN KAWVIKOTNTAC

e artroucia t(8;21) kai inv(16)






Hwaoivo@iAia adleukpivioTNg

onuaoiag

* EMUEVOUOQA UTTEPNWOIVOPIAIO XWPIC:
— OIKOYEVEVEIOKO I0TOPIKO
— UTTOKEIUEVO VEOTTAQO A 1 PAEYUOVWOEC
ouUvOPOuO
— UTTOKEIYEVN AIJATOAOYIKN KaKornoela
* OEV OUVUTTAPXOUV, ATTOOIOOUEVEC OTNV
Nwolvo@iAia, BAGBEC o€ Opyava

J Allergy Clin Immunol. 2012;130:607-12.




Ocpartreia

AvTIOPACTIKA NWOIVOPIAia

g ™

JUMMTWROTIKOL Acuprmtwpatikol
acBeveic acBeveig

- BAdapn oe © E“E A

Opyavo-oToxo

Oc¢pameia UTTOKEIPEVNG

aitiag




Myeloid/lymphoid
neoplasms
with eosinophilia and
rearrangement of

of FDGARA, FDGHRB
or FGAR1, or
with FOM 7-JAK2

[Amatinib l:rr FODGFRA/ Brearranged diseass
‘ te with steroids if elevataed

ALL or AML-type induction chemeotherapy I

for FGART-rearranged disease followed by
transplantation; consider FGFR1 inhibitors
—otflabelocona chnlcal ol bonls
JAK2 inhibitors [2.g. ruxolitinib) for
JUQ-rearranged disease followed by

transplantation fore suitabla candidate<

Chronic Eosinophilic
Leukemia, NOS

A\ 4

| Hydroxyurealor
|PEG])-interferon-alfa;
2™ line: empiric tnal of
imatinib; other
chemotherapeutics;
clinical trial;
transplantation

Id> sthic Lymphocyte-variant
hypere.  “philia hypereosinophilia
If organ damage

diopa , present
DEerec A
el =
\l/ v
Corticosteroids,; Corticosteraids;
2™ line: hydroxyurea, 2" line:
[PEG]-interferon-aifa; |PEG]-interferon-alfa;
empiric trial of imatinib; _mepolizumab, alemtuzumab;
mepolizumab, alemtuzumab; hydroxyurea ar other
other chemotherapeutics; chemotherap eutics;
clinical trial; clinical traal
transplantation

Am J Hematol. 2017;92:1243-59.




YTrooTnpIKTIKH Aywyn
Kal Xeipoupyeio
* Kapdlayyelaki vooog
*  QVTITINKTIKI aQywyn
* QVTIKOTAOTOON N
emoIopOBwon
MITPOEIOOUG 1
TPIYAWXIVAG
*  BpoupekTOoun

Fig 2. Algorithm for the treatment of
ensinophilia.

| Hypereosinophilia with end organ damage

W

ks emergency treatment
reguined N i.e life-threatening
organ imvolvernent)

ml

ks the eosinophilia reactive?

- |

| Is there a primary (clonal) cosinophilia® |

T/

20/maBng

=

Iz there a confimmad maolecular target? |

Treat with TEI

imhibitor therapy

“

\

Treat as per idiopathic HES*

L

or JAK2

Treat as appropnate for a
myeloid neoplasm

*Treatments include

HES, hyperecsinophilic syndrome:
LV-HES, lymphocyte variant
hyperecsinophilic syrdrome; TKI,
tyrosing kinase inhibitor

corticosternids, rial of TEI
thempy, imterferon, ciclosponn
azathioprine, hydroeycarbamid
Ser text for details,

Br J Haematol. 2017;176:553-72.




AcOeVNC YE NWOIVOPIAIQ

Hwolvo@IAia 0Ta ouoTNUATIKA autoavooa voonuara

AiTIa NWOIVOPIAIAG - YEVIKA:

< AVTIOPACEIC O€ PAPHAKA: TT.X. AAAOTTOUPIVOAN \/

< ATotria/aAAeEpYIKEG VOO OI \/

: EpwTnpa TTPOg TOV PEUHATOAOYO:
: N TTEPIPEPIKA NWOIVOPIAIa Kal N

! NWOIVOQIAIKI] YAOTPEVTEPITIDA
MTTOPOUV VO UTTOKPUTTITOUV KATTOIO

, , , : oUOTNUATIKO AUTOAVOOO VOO NUQ;
< NeomTAaoHaATIKA/AIMATOAOYIKA VOO HATO X e np .................................. m" ......... :

< NoipwEeig/MapaciTwoelg

< NOOHMATA TOU YOOTPEVTEPIKOU CWARVA \/

< AgPMATIKA VOOMATA. Ywpiaon, nwolvo@INKA KuTTapiTi (ouvdpopo Wells), @AUKTaIVWOES
TTEPPIYOEIDEC, UTTOTPOTTIALOUCA KOKKIWMUATWONG OEPUATITIC

< 2ZUOTNMATIKG OUTOAVOOO VOO MOTO ?

o Z1T(’1VI£§ alTing VOOOG MOOXEUPATOG EVAVTIOV TOU &eVIOTH, OCEia TTAYKPEATITIC, CUVOPOUO
NWOIVOPINIAG-PHUAAYIag OXETICOMEVO ME TNV TPUTITOPAVN, NWOIVOPIAia PETA akTivoBepaTtreia, vOoog
Addison



AcOeVNC YE NWOIVOPIAIQ

Hwolvo@IAia 0Ta ouoTNUATIKA autoavooa voonuara

Mo ocuyva...
< ANNEPYIKI KOKKIWPATWON PE ayyeliTida (ouvdpouo Churg-Strauss)
< 1gG4 oxemndoueva voonuara

< Hwoivo@IAIkA TTepiToviiTida (cuvdpouo Shulman)

Immunol Allergy Clin N Am 35 (2015) 453-476



AcOeVNC YE NWOIVOPIAIQ

HwaoivoIAia OTa CUCTNMNATIKA QUTOAVOOd voonuara
Mo omavia...

< KokkiwpdTtwaon pe TroAuayyelitida (Kokkiwpatwon Wegener)

» OAeypovwodelc puoaitideg (DM, PM, IBM)

< 20vOpouOo nwalvo@iAiag-puaAyiag (L-Tputrto@avn)

< HwaoIvoIAIKA JUoaiTIOO

< Peupatocidng apBpitida

< Ayyelitida atrd utrepeuaicOnaoia (opovoaia)

< 2UvOpouo Sjogren

< Nooog AdapavTtiadn-Behghet

Immunol Allergy Clin N Am 35 (2015) 453-476



AcOeVNC YE NWOIVOPIAIQ

Hwolvo@IAia 0Ta ouoTNUATIKA autoavooa voonuara

Mo ouyva...
< AMNNEPYIKI KOKKIWPATWON PE ayyeliTida (ouvdpopo Churg-Strauss)
< 1gG4 oxemndoueva voonuara

< Hwaoivo@IAIKN TTEPITOVIITIOO

Immunol Allergy Clin N Am 35 (2015) 453-476



AcOEeVNC HE NWOIVOPIAIQ

AAEPYIKN KOKKIWUATWON UE ayyelTioa (cuvopouo Churg-Strauss)

< 2UOTNUATIKA ayyenTida pikpou peyeBoug ayyeiwv oXeTiopevn pe ANCA
autoavTiowuara (~50% anti-MPO+, 10% anti-PR3+, 40% ANCA -)

< AITia: ayvwoTn, aAAG avTI-AEUKOTPIEVIKA PAPUAKA (LOVTEAOUKAOTN) £XOUV
ouoXeTioTei ye CSS



AcOevNC YE NWOIVOPIAIQ

AAEPYIKN KOKKIWUATWON UE ayyelTioa (cuvopouo Churg-Strauss)

s 3 KAIVIKG oTOOIA:

 1° o1ddI0. TTPOdpoOPN aon: dlapkei ~3-6 xpovia, Bpoyxikd aocBua,
OAAEQYIKR  pIVITIOO, PIVIKA  TTOAUTTOdIaoN, TTAPAPPIVOKOATTITIOO  Kal
uttoTpoTTridlouca BpoyxiTida i TTVEUUOVITIOA.

o 2° g1adI0: TTEPIPEPIKN nwaivo@iAia (40%) & I0TIKI) NWaIVOPIAia, Xpovia
NWOIVOQPIAIKI TTVEUMOVITIOO KOl YAOTPEVTEPITION £ TTUPETOC

« 3° o1ddlo: ~ 3 xpovia HETA TNV €vapen TnG TIPOdpouNns PAonc:
uttoywpenon T1ou aoBuato¢ & MuokapdiTIda/BAABIOIK aVETTAPKEIQ,
TTOANQTTA)  povoveupiTida, aiuatnpeés  dIdppoIec/KolAlakd  GAyoc,
opxeoduvia




AcOevNC YE NWOIVOPIAIQ

AAEPYIKN KOKKIWUATWON UE ayyelTioa (cuvopouo Churg-Strauss)

NMpoofBoAn opydavwyv:

< Mapappiviol KOATTOL: piviTida, pIvikoi TTOAUTTOOES

< NMVEUPOVEG: YETAVAOTEUTIKOU XAPAKTHPA TIVEUUOVIKA dINOrAuaTa

< NeupIKO CUOTNMA: TTEPIPEPIKT VEUPOTTABEIQ/TTOAATTAN HOVOVEUPITIOA

< Aépua: uttodopia olidia, TTETEXEIEC, TTOPPUPA

< Kapdid: puokapdiTida/kapdIaKr aVETTAPKEIA, KAKOC TIPOYVWOTIKOC TTAPAYOVTOC
% FaoTPEVTEPIKO: NWOIVOPIAIKY YOOTPEVTEPITION

< ApBpwoelg: apBpalyieg, omravia apBpiTida



AcOevNC YE NWOIVOPIAIQ

AAEPYIKN KOKKIWUATWON UE ayyelTioa (cuvopouo Churg-Strauss)

AIAITNQ2ZTIKA KPITHPIA CHURG-STRAUSS (ACR, 1990)
KAIVIKG eupApaTta JE/ XWwPig I0TOAOYIKA EUuprjHaTa

AocBua (Evapén otnv eviAikn {wn)

HwaoivoiAia (nwaivogiAa >10% oTo TTEPIPEPIKO AiuQ)

NeupoTtrdBeia (TTOAAQTTAN HovovEUPITIOO)

[TveupoVvIKES BINBAOEIC (METAVAOTEUTIKEG ] TTAPODIKES O€ a/a Bwpaka)

[MaBoAoyia TTapappIviwy KOATTWYV

o Ok WD e

Ecayyeiwan nwaoivo@iAwy (BIOTTTIKO UAIKO)

Aiayvwon CSS: mapoucoia rouAayiorov 4 amo 1a 6 kpirnpia



AcOeVNC YE NWOIVOPIAIQ

Hwolvo@IAia 0Ta ouoTNUATIKA autoavooa voonuara

Mo ocuyva...

< ANNEPYIKI KOKKIWPATWON PE ayyeliTida (ouvdpouo Churg-Strauss)
» 1gG4 oxeni(oueva vooruara

» Hwaolvo@IAIKn TTepITOVIITION

< 2UVOPOUO NWOIVOPIAiaG-uuaAyiag

* HwaoivoIAIKn puoaiTida

Immunol Allergy Clin N Am 35 (2015) 453-476



AcOEeVNC YE NWOIVOPIAIQ

lgG4-oxerni(oueva voonuara (IgG4-related dieases, IgG4RD)

s Meprypagnke Tpwtn @opd 10 2001 o€ aoBeveic pe autodvoon TTAYKPEATITION
% EmodnuioAoyikd dedopéva akdua ayvwoTa, o ouxvd Acia, 3>9
s NaBoguaiohoyia? Mn @AeyHOVWOEC IVWTIKO vOonua —aAAgpyia [ autovaoaia?

/

s XapaKTNPIOTIKO: eu@avifeTal WS dIAXUTN | E0TIAKI XWPEOKATAKTNTIKI/OYKOUOP®N

uala o€ €va ) TrepIcooTEPA TTPOoRERANUEVA Gpyava

s Mtropei va TpooBAaAAel oxedov OAa Ta Gpyava TOU CWHATOG



AcOEeVNC HE NWOIVOPIAIQ

lgG4-oxerni(oueva voonuara (IgG4-related dieases, IgG4RD)

THE HEAD

ENT/atopy

Submaxillar

RETROPERITONEUM

P. Brito-Zeron et al. / Autoimmunity Reviews 13 (2014) 1203-1210




AcOEeVNC YE NWOIVOPIAIQ

lgG4-oxerni(oueva voonuara (IgG4-related dieases, IgG4RD)

AlayvwoTika kpitApla (Umehara H et al. 2011)
1. AiGxutn ) EOTIOK oykKopop®@n e€epyaoia o = 1 opyava

2. lgG4 opov > 135 mg/dl
30% IgG4 opou ualoloyikn-Oev ATTOKAEIEI TN VOOO,
O¢ev gival d1ayvwaTIKO ATTd UOVO TOU

3. loToAoyika eupAuaTa:

IgG4+ TTAacpatokuTtTapa >10 — 200 hpf n 1IgG4/IgG > 40-50%
Tvwaon diknv Tpoxou audaeng (storiform fibrosis)

ATTOQPOKTIKH QAERITIOO

‘Hma-pétpia dinBrpata atrdé nwaoivoiAa

Nepgolidla

1+2+3= oiyoupn diayvwon IgG4RD



AcOeVNC YE NWOIVOPIAIQ

Hwolvo@IAia 0Ta ouoTNUATIKA autoavooa voonuara

Mo ocuyva...
< ANNEPYIKI KOKKIWPATWON PE ayyeliTida (ouvdpouo Churg-Strauss)
< 1gG4 oxemndoueva voonuara

< Hwaoivo@IAIKN TTEPITOVIITIOO

Immunol Allergy Clin N Am 35 (2015) 453-476



AcOeVNC PE NWOIVOPIAIQ

HwaoivopiAikn mrepitoviitioa (cuvopouo Shulman)

e 2TTAVIO, 1I010TTaBEC voonua
< Octcia, eTTwduvn TTAXUVON TOU OEPUATOC TV MEAWV /KAl TOU CWHATOG

¢ AgpHATIKEG OAAOIWOEIG. aPXIKA oidnua OEpuaTOC  HE  OwWn «@Aolou
mopTokaAioU» («peau d' orange») Kal OTn OUVEXEIQ OKApuvon Tou OEPMATOC
(Qu@OTEPOTTAEUPN & CUMMETPIKA) o€. avTIfpdxia, Bpayxiovec, KATwW AKpaA, HPNPEOI,
KOPMOG, auxEvag

“Rheumatology in Questions” by Haralampos M. Moutsopoulos, Evangelia Zampeli,
Panayiotis G. Vlachoyiannopoulos (2018) Springer International Publishing




AcOeVNC PE NWOIVOPIAIQ

HwaoivopiAikn mrepitoviitioa (cuvopouo Shulman)

< Aldyvwon: Biogia Oépuato¢ TTAAPOUC TTAXOUC—> PAeyhovry pe diInBnon atod
QAEypovwon KUTTapa Kal nwalvo@iAa, oidnua, Taxuvon Kal okAnpuvon Tng
TTEPITOVIOAG

< EpyaoTnplakOg EAEYXOG: TTEQIPEPIKT NWOIVOQIAia, uTtepyaupacaipivaidia, 1TKE,
T MUIKWV evlupwyv opou, ANA+, RF+ (eviore)



AcOevNC YE NWOIVOPIAIQ

HwaoivopiAikn mrepitoviitioa (cuvopouo Shulman)

HwoiIvo@IAIKR TTEPITOVIITION VErsus ZUoTnHATIKO ZKAnpOodepua

J/

» 2UXVA ETTETAI EVTOVNG PUOIKAGC KATATTOVNONG, AVOTITUOOETAl TOXEWG
< Ox1 okA\puvan dEpUATOG OE TTPOCWTTO KAl OAKTUAO AKPWYV XEIPWV
» Oxi gaivouevo Raynaud

< Ox1 TnAeayyelEKTAOIEC

< OxI TTPOOBOAr ECWTEPIKWY OPYAVWV

< MRI & Bioyia: €viovn TTaxuvon TNG TTEPITOVIAG

<% Epyaotnpiaka eupnuarta (1 TKE, 1gG, EOS)

< AVTQTTOKPIVETAI OTA KOPTIKOEION)

Moutsopoulos HM et al. Am J Med. 1980;68:701-9.



AcOeVNC PE NWOIVOPIAIQ

Avopag 60 eTwVv, OPKWTOG AOYIOTNG

» AocOua apxouevo otnv eviAikn wn (55 eTwv)

» ATTO £€TOUG PIVIK UNEPOPNON — AAAEPYIKNA PIVITIOA
< HwaoIvOQIAIKA YyaoTpiTIda Kal 0100PayiTIOq

» Tepipepikn nwaivo@iAia (38%)

» AauBavel povreAoukdoTn



AcOEeVNC HE NWOIVOPIAIQ

Avopacg 60 eTwv, 0pKWTOC AoyIoTh ¢ UE ouvOpouo Churg-Strauss

AIAITNQ2ZTIKA KPITHPIA CHURG-STRAUSS (ACR, 1990)
KAIVIKG eupApaTta JE/ XWwPig I0TOAOYIKA EUuprjHaTa

AcBua (Evapen otnv eviAikn {wn)

HwaivogiAia (nwaivo@iAa >10% oT0 TTEPIPEPIKO aiua)

NeupoTtrdBeia (TTOAAQTTA povoveupiTIOQ)

[TveupoVvIKES BINBAOEIC (METAVAOTEUTIKEG ] TTAPODIKES O€ a/a Bwpaka)

[MaBoAoyia TTapappIviwy KOATTWYV

S T o A

Ecayyeiwan nwaivo@iAwv (BIOTITIKO UAIKO)

Aiayvwon CSS: mapoucoia 4 kpiTnpiwv



AcOEeVNC HE NWOIVOPIAIQ

Avopacg 60 eTwv, 0pKWTOC AoyIoTh ¢ UE ouvOpouo Churg-Strauss

MepaITéEPpw £pyaoTNPIAKOG EAEYX OGS (TTOBOAOYIKA EUPHHATA)
» TKE 63

» CRP 66mg/dL (<0,5)

¢ IgE 1557 IU/ml (<100)

% pANCA MPO (+)



AcOEeVNC HE NWOIVOPIAIQ

Avopacg 60 eTwv, 0pKWTOC AoyIoTh ¢ UE ouvOpouo Churg-Strauss

CT omAaxVviKou Kpaviou

+ TIMpw¢ katnAAeIpEve o nBuOEIdEIC KOINOTNTEC, OIOQNVOEIDEIS Kl 01 HETWTTIOION KOATTO!
+ TToAuTTOEIDNAC TTAYXUVON TWV PIVIKWY KOYXWV

N

TTOVKOATTITIOO




AcOevNC YE NWOIVOPIAIQ

Avopacg 60 eTwv, 0pKWTOC AoyIoTh ¢ UE ouvOpouo Churg-Strauss

CT Owpakog
2.€ AMPOTEPOUG TOUG TIVEUUOVEC: dIAoTTapTa HIKPOoOodidla
OuOTIHO TTAXUOUEVA TA TOIXWHATA TOU BPOYXIKOU OEVTPOU TTIBavVWG O€
£00POC XPOVIAC PAEYNOVAGS
OpoTiua TTaXUOUEVO TOIXWHA 0100¢pAyOoU
Niyol AeJ@PAdEVEC TTEPITPOTTIOIKA




AcOEeVNC HE NWOIVOPIAIQ

Avopacg 60 eTwv, 0pKWTOC AoyIoTh ¢ UE ouvOpouo Churg-Strauss

s 3 KAIVIKG oTOOIA:

« |2° o1adI0: TTEPIPEPIKN nwalvo@iAia (40%) & I0TIKI) NWaIVOPIAia, Xpovia
NWOIVOPIAIKI TTVEUMOVITIOO /KAl YOOTPEVTEPITION £ TTUPETOC




AcOevNC YE NWOIVOPIAIQ

Avopacg 60 eTwv, 0pKWTOC AoyIoTh ¢ UE ouvOpouo Churg-Strauss

Na onpeIwoEi...

O aoBeviAc AduPave povreAoUKAoTn (avVTAYWVIOTAG AEUKOTPIEVIWY) WG
aywyn yia 1o BpoyxIKé acBua

[TOAAEC BIBAIOYPAPIKEC ava@OpPES TTOU OXeETICOUV TN AWn MOVTEAOUKAOTNG
atrd aoOuaTIKOUC QOBEVEIC YE TNV EUPAVION CUUTITWHATWY OAAEPYIKAC
KOKKIWPATWONG JE ayyelimida (o. Churg-Strauss)

AVETIIBUUNTN EVEPYEIQ TOU H’ MEiwoN Twv p.o. K’OpTIKO£I6(J'L)V

QVTOYWVIOTH TWV AEUKOTPIEVIWV: @ Aoyw g xpnong - Tng
MOVTEAOUKAOTNG ATTOKAAUTITEI TO
ayyenTidiIkG  ouvOpouO  TTOU
KOAUTITAV TA KOPTIKOEION;

Int J Immunopathol Pharmacol. 2011;24:1079-82; Rheumatology (Oxford). 2002;41:535-9; Thorax. 2001;56:417 ; Chest. 2001;120:2116 ;

Chest. 2000;117:708-13; Thorax. 2000;55:805-6; Drug Saf. 1999;21:241-51. fppt.com



ACcOeVNC HE NWOIVOPIAIQ

2UVEPYaaia Twy EIOIKOTHTWYV.




