APIZTOTEAEIO
NMANENIZTHMIO
OE22AAONIKHZ

Mowdratpikog Zvotnuatikog Epudnuatwdng AUkog
‘Eva voonpuoa Le mMoAAG nMpoowna

Moapia Tpayova

AvarAnpwtpla Kabnyntpla Nawdlatpikng Peupatoloyliog
A’ Noudratpikng KAwvikng ANG
Mouwdtatpikd AvoooAoyiko ko Pevupatoloyiko Kévipo Avadopag (MAPKA)




Noawdrlatpikdc Zuotnpatikoc Epudnuatwdng Avkoc (mZEA)

MNadlatptkog ZEA :15-20% tou ZEA =2 évapén <18 £tn {wng
v'Kown n naBoyéveta pe SEA alld...

..TIEPLOCOTEPA TO EUMAEKOUEVA Yovidla (VPNAOTEPO YEVETIKO popTio)

MapdyovTeg
FeveTIKOI MepiBaAAovTikoi Avooo- Oppovikoi Emiyeve-
-~ pubuioTikoi TIKOi

s < 3=
7A::rlti
Avooo E;:/i- ST Amowpar

OUMTTAEYHOT P
HTAEVH ==t %@J == T-kOTTOPO
Kuttapokiveg = -

~— /7 | N\ T

®Aeypovi

Mvedpoveg

Tsokos GC.. N Engl J Med. 2011
Silva CA et al.. Arthritis Care Res (Hoboken). 2012



nZEA- EménpioAoyia 15

Naykoouia
Enintwon: 0,3-0,9 / 100k maidta-etnoiwg !
2,22 (Kawwkaotot 1,33) 100k madia-stnoiwg 2
ErunoAaopog: 1,89 -25,7 /100k rtadia
9,73( Kaukaotot 4,86) /100k moudia 2
Avaloyia ¢pUAoU(K/A): maisikn nAwia 3-5/1
ednBkn nAkia 5-7/1

1. Groot N, et al. Ann Rheum Dis 2017
2. Hiraki L et al. ARTHRITIS & RHEUMATISM 2012
3. Lukic A et al. Clin Exp Rheumatol. 2013

4. Huemer C et al J Rheumatol. 2001

5. Tsioni V et al. Clin Exp Rheumatol 2015




Avadopetikog pavotumnog tou ZEA evnAikwy kat atdiwv ava Tov KOoHo

Secondary Anfiphosphalipids.
(Gastrointestinal manifestations
Eye involvement
Hashimatothyraiditis
Cardiovascular manifestations
Lunginvolvement

Blood disorders
Lymphohyrperplasia

CNS manifestations
Renalinvolvement

Serositis

Musculosketal manifestations
Hairloss, alopecia

Oral ulcers

Raynaudph., digitalulcers
Skin manifastations
Photosensitivity

Constitutional symptoms

W a5LE patients

M jSLE patients

Northern Greek

%

ED

70

20

Tuyvotnta epdaviong (> 10%) Twv KUPLWV KAWVIKWV EKONAWCEWVY

otov NZEA kat otov ZEA evnAlkwv KOTA TNV TTEVTOETH

napoakoAouBbnon tng mopeiag tng vooou

Kanakoudi et al.Ann Rheum Dis 2011

Cumulative Incidence of Common SLE Manifestations

CSLE(%) ASLE(%)

Constitutional - fever 37-100 42-57

Malar rash 65-92 50-61

Oral or nasal ulcers 14-49 14-42

Photosensitivity 35-50 41-56
fArthritis 60-90 83-93
LRenal disease 50-80 31-65 ]
(Neuropsychiatric sle (any 6-39 9-22 ]
L.manifestation)

Seizures 20-30 17-28

Serositis 20-30 17-28
[Hemolytic anemia 16-39 11-22 ]

Thrombocytopenia 15-37 14-38

Childhood-onset Lupus Brings Distinct

Challenges at Each Phase of Life
The Rheumatologist, January 2014




Awadopetiki Kot n BapuTnta Tou potvoTumou
HETasL EAAAVWY evnAikwv ko matdiwv pe ZEA (MAPKA)

N. Greece

m|SLE patients
m aSLE patients

Mean number of major organ/system
(%)
|

Disease onset 5-yr follow-up of the disease

course
%

O HEoOG aplOUOC TwV KUPLWV EUTTAEKOUEVWY OpYAVWV/CUOTNUATWY o0To MXEA kot ZEA
eVNALKWV KaTA TNV €UdAVION KAl KATA TNV TIEVTAETH TTapakoAouBnaon tng nopeiag tng vooou

Kanakoudi et al.Ann Rheum Dis 2011



MoAukevtpikn peAétn EAARvwy NatdopeupatoAdywy yia tov mZEA
(52 aoBeveig, 2017)

Npoéxovoeg ekdnAwaeLg atnv Evapén vooou
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Pediatric Rheumatology Online Journal V15,Suppl.2 2017



NoAukevtpkn peAétn EAAvwv Nawdopeupatodoywyv ya tov mZEA
Ot 3 kUpLEG EKONAWCELG OTNV €vapén vOoou
AnwAsla Bapouc N 12
SrmAnvopcyaiic I 12 ZUOTNMOTIKEG €KS., Nn=32/52 (61,5%)
Opoyovitisa I 16
Hnoatopeyodia I 17
NAepdpadevondbeio I 19
Kaxouxic I 31
NMupetog I 32
ApBpitiSa+MuooitiSa NN 4 MuookeAeTikd, n=34/52 (65,3%)
ApBpitiso I 30
‘EAKn &éppatog M 1
Alwrnekio I 10 Aéppa, n=45/52 (86,5%)
‘EAkn BAevvoyovwy I 13
dwrtogvaicOncia N 31
E§GvOnpa mpocmou I 45

0 5 10 15 20 25 30 35 40 45 50

Pediatric Rheumatology Online Journal V15,Suppl.2 2017



Eunepia NAPKA 31 acOevwv pe nZEA (pe 5-10xp mapakoAouOnon)

Awaxpovikn epdavion veag ekdNAwaong
arno ta dtadpopa npoofaillopeva opyava/ocvotipata ctov nZEA

193,5%
%0 8a%  87%
25 - - = 74% n=31(1-5 étn) m6--10
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Pediatric Rheumatology Online Journal V15,Suppl.2 2017



Real life Data: “nZEA-THE GREAT PRETENDER”
Neputtwoetlc anod to NAPKA

O T[z E/\ evat T[OAUT[pOU(UT[OC Hanrahan P. Aust Fam Physician 2001

1. MoAvotnuatikn eLl6BoAn

2. EwoBoAn pe npoPoAn amnod Eva Kat povo opyavo/cuotnua


https://www.ncbi.nlm.nih.gov/pubmed/?term=Hanrahan P[Author]&cauthor=true&cauthor_uid=11558195
https://www.ncbi.nlm.nih.gov/pubmed/?term=sle+the+great+pretender

O pOAOC TOU EPYyaOTNPELAKOU EAEYXOU
otn dayvwon tov mZEA

Eldka svupripata ou evioxvouv tn dlayvwon:

1. AvrtiBeon: TNTKE vs CRP kd (TMuovo oe
opoyovitida N Aoipwén)

2. Anti-DNA (75%)
3. XounAo cupmARpwWU

Anti-ds DNA



Aoc0Oevi¢ pE mMoOAVGUOTNHATIKO MZEA

Kopitol 14 etwv epdavios amnod 20npEpou

v’ Eunbpeto, aduvapia, KOmwon

v BAxo

v AlOyKwon tpaxnAtkwv & paoxoAtaiwv Aspdodévwv
v BAattdopuoaAAd woec e€AvONpa 0TOUC QYKWVEC
..... oo 6unvou, e€avOnpa ayyeltido otic TAAAUES

v  E€avOnpa 8iknv xpuoaAAiboc oTto MpOowno

v QwrtosvacOnoia

v ApBpitida ayKwvwv, yovatwy

* HRCT Owpaka: Block paoyaAiaiwv Aepdadévwy,

TOAAOTIAEC olopopdeg StNBAoelg KUPeALSLIKOU TUTIOU TEPLPPOYXLKA,
KOTA TOTIOUG Ttaxuvon pecoAoBLdiwv dtadpaypatiwv

* ImAnvopeyaAia
* JMLPOUETPNON: TIEPLOPLOTLKOU TUTIOU TVEUHOVOTIAOELa




AcOevn¢ pe moAucuotnaTko MZEA

ApPXLKOG EPYQOTNPLAKAC EAEYXOG

FENIKH AIMATOz

WBC
NEUT/LY/MONO
Ht/Hb

PLT

MCV

MCH

Apeon Coombs

Muoodaipla
EpuBpa
AeUKkwpa /24h

P/CR

3100 K/pl
48/37/10,4%
29,1% /9,1 g/dL
368 K/ul

87.3fl

27.3pg

++

adOova
8-10
945mg

0,675

TKE
CRP

LDH
SGOT
SGPT
Urea

Creatinine

124

<3.3 apvntikn
375 1U/I

186 1U/I

103 1U/I

56mg/dl
1.12mg/dI

lgG

C3

C4

RF

ANA
Anti-DNA

31,3g/L
0.307g/L
<0.0597 g/L
<10.7IU/mL
(+) 1/640

(+) 1/640



AvaBewpnuéva kpurnpla taévopnong tov ZEA (1997)

1. E€EavOnpa mapewwv & paxng potng

2.A0KOELOEC pLONUATWOEC EEAVONLOL 0TO MPAOWTO, KOPHO Kol AKpa
3.QwrtosvaicOnoia

4.3TOMATIKA EAKN

5.ApOpitida

6.0poyovitida

7.Nedpikn mpooBolr): mpwrtewvoupia >0,5g/24h | kUAvépoupia
8.NEUPOAOYLKEG SLaTtapaxEC

9. ALLOTOAOYLKEC SLatapaxEG

10.AVOGOAOYLKEG SLaTAPOXEG

11.AVTLIUPNVLKA QVTLOWHLOTOL

AcBevnc evtacoetal oto ZEA otav mAnpotl 4/11 kpuhpla Arthritis Rheum 1982, Arthritis Rheum 1997.



AvaBswpnuéva kprtipla tagivopnonc touv ZEA kota SLICC (2009)

KAwwa kpttipla

1. 0§V 1 uNo&U ¢ deppatikdg AUKOG

3. JTOMOTLKA/PLVIKA EAKN

5. ®Aeypovwdng vpevitida pe oibnua o 22
apOpwoels N evaicOntec apOpwoseLg pE
npwwn dvokaudia

7. Nedpoi: AOyog AEUKWHATOG TIPOG KPEATLVIVN

(Q AeUKWpa 0VPWV 24WPOU) IOV AVTLOTOLYEL
o€ TOUAG)Lotov 500mg Asukwpatoc/nUépa
epuBpokuttapkoi KUALVEpoOL

9. AlHoAUTIKA avatpio
11. Opopomnevia
AvoooAoylka KpLtipLla
1. Ostika ANA

3. O€TIKA avTL-Sm

5. XapnAo cupnmAnpwua

2. Xpoviog SepUaTIKOG AUKOC
4. Mn oLAWTLKA aAwTeKia
6. Opoyovitida

8. Neupoloyika: ortacpot, Puxwon, moAAATIAN
povoveupitda, puelitida, mepidpepki N
KpowvLakr veupomnaBela, eykepalitida (ofeia
OUYXUTLKA Kotdotaon)

10. Asukomevia | Aspdonevia

2. Ostika avti-dsDNA

4. Otk avTiPwoPOoALTLSIKA avIlowHoTa
6. Apeon Betik) Coombs emi amouoiag
OULLOAUTLKAG avatpiog

AcBevnc evtacostal oto ZEA otav mAnpol 4/16 kpunpla

(oupumephapBavopévwy 1 KAWIKO & 1 avocoAoyLko)

Petri M et al. Arthritis Rheum 2012



AcOevi¢ ne vedpkn CURHETOXA

e AsuKkwpoatoupia vedppwotkol TUTIOU & VEDPLKNC OLVETIAPKELOLS
e Eupnuata tnc Boylac: vedpitida ZEA

IV: Awayutn unepridaotikn kata WHO

Anapaitntn n yevikn oVpwv enti urtoPiog ZEA!



SLEDAI 2k:otov nZEA yia tnv aloAdynon evepyotntag vooou

epyaleio SLEDAI

Descriptor Score
Seizure

Psychosis

Organic brain syndrome
Visual disturbance
Cranial nerve disorder
Lupus headache

CVA

Vasculitis

Arthritis

Myositis

SO o 00 00 0 00 00 00 00

Urinary casts

Hematuria
Proteinuria
Pyuria

Rash

Alopecia
Mucosal ulcers
Pleurisy

Pericarditis

Low complement
Increased DNA binding
Fever

Thrombocytopenia

Leukopenia

‘Hrua:0-5

MétpLa:6-12
YoBapn:13-20

Physisian Global Assessment(PGA) :

0 Udeon

0,5 eAayiotn
1 Amua

2 pETPLOL

3 oofapn

score: 29/105
PGA:3

Expert Rev Clin Immunnol 2012



AcOeVIG HE EMLUOVN ALUOAUTIKN QVaLMid...

M-PDN

BIOWIA

48 6,3 8 9,4 7.37 4.6 433 4.15
g/d|
. 13xpovog Stakouiotnke otnv
Het % 13,3 16,9 22,5 28,7 20,3 17,3 12,6 151 116 11,1 A'MawStatpwkr) KAk AMNe
yla diepevvnon ofelag
+ + + + + + QLUOAUTIKAC avatuiog.
AEK % 18, 20 16 237 MpooéAevuon & loaywyn apxLka
5 OE EMAPXLOKO =P GANO 0OTLKO
NoocoKkouELo
COOMBS @ -- @ o
IgG ++ ++
IgA ++++ ++++

LDH 1802 2066 1058 2849 3300 1610



AocO&evNC HE ETIMOVN QLHOAUTIK avatpia...
Epyaotnplakog EAeyxog

s

N

AeUKwpa: 5,28 ¢.1<0.5
KpEATWVivN

Fevikn oUpwv

AeUKwpa ++

Hb ++

Nuoodaipia k.0.1t 40-45

EpuBpa K.o.m adpBova
YaAOKOKKWOELG
KUAw&pol

v @wrosvaicOnoia
v" OpOaApoAoyLKkr EKTipnon
PO UPIBANCTPOELSIKEG aLLOpPAYIES
€vtovn eAlKwon Twv ayyelwv (otolyeila ayyetitidag)

IgG g/L
IgA g/L
lgM g/L
IgE g/L
C3 g/L
C4 g/L
ANA

DNA

Anti-Sm
B2GPI-IgG
U/ml
B2GPI-IgA

U/ml

39,5
1,28

0,8

0,72 ($.t0,9-1,8)
0,0642 (.t 0,1-0,4)
(+) 1/320

(--)

(++++)

82 ¢.1.<10

75 ¢.t.<10



AvaBewpnuéva kpunpla taélvopnong tov ZEA (1997)

1.E€avOnua moapelwv & paxng HUTNG

2.Al0KOELOEC epuONUaTWOEC EEAVONMA 6TO MPOCWTIO, KOPUO KOl AKPOL
3.QwtosvaicOnoia

4.ITOMOTIKA EAKN

5.ApOpitida

6.0poyovitida

7.Nedpkn npocoBolAni: mpwtetvoupia >0,5g/24h | kUAwdpoupia
8.NeupoAoyKEG SLatapaxEg

9.ALLOTOAOYLKEG SLaTtapayEC

10.AVOGOAOYLKEG SLOTAPOXEC

11.AVTUTUPNVLIKA QVTLOWHLOTOL

AcBevnc evtacoetal oto ZEA otav mAnpotl 4/11 kpuhpla Arthritis Rheum 1982, Arthritis Rheum 1997.



‘EPnPn pe nZEA kot 1" ekSNAwon VEVPOVYEVN avopesia

* Neupoyevng avopeéia/katdadOAupn
* [awbopeupatoloylkn aéloAoynon:
— E&avOnpa diknv xpuooaAidog
— Opoyovitida (mepkapdrakn cuAoyn)
— ‘Evtovo ¢atvopevo Raynaud
— NAeukomevia
— Oetka ANA
— XapnAo cupnAnpwpua (C3)

» OuLvevpoPuxLaTpLKEG EKONAWOELG UOPEL va amoteAoUV TNV apytki EkdNAwon ZEA
» e edpnPouc pe katabAupn, amotopec aAAayeg Stabeong, acuvnBlotn cupmneplpopq,
aduvapia cuyKEVTPWONG N LELWHEVN akadnuaikn emiboon, AKOMN Kol VEUPOYEV

avopeéia, unopei va umokpumteToL MXEA



To paopa twv Nevpoyuytatpikwv ekdnAwoewv tou nZEA
—*—~_ PSYCHOSIS
‘;f,.,;.;g;;g;i;;:;;  N\36%

HEADACHE -
66%
Severe clinical manifestations

Diffuse/Nonthrombotic Focal/ Thrombaotic
Refractory Anxiety Ischemic Stroke

Cerebrovascular
disease

25% twv noudlwv pe ZEA
70% otov 1° xpovo peta tn diayvwon?

Mild clinical manifestations

Anxiety disorder

Depression Refractory Psychosis Transient ischemic attak
Seizure Generalized seizures Cerebral vein thrombosis
Psychosis Acute confusional state

Headache Aseptic meningitis

1.Benseler SM et al.Lupus 2007

2. Fernander H et al. ACTA REUMATOL PORT 2012



AoBevn¢ nAwkiag 5 etwv pE eLoaywytko ARDS (Acute Respiratory Distress
Syndrome) o€ £€dadoc Zuotnpatikol EpuOnuatwdouc AUkou

Alayvwon

1. E€avOnpua 4. Neukwpatoupia
HmatoomAnvopueyaAia Alpoppayia
Nepdadevonabela apdLBAnotposldolg
ApTnpLlakn UTEPTOON Evéokpavia uméptaon

2. Avaupia-Opopponevia 5. AVOOOAOYLKA Evpripota
3. Opoyovitida (Betikd ANA, Anti-dsDNA)



Nepintwon bullous nZEA

. EloBOAN YE EKTETAMEVO
‘ nopdoAvywdeg e€avOnua

| epeAkidomnolnuévo Kata TOMouG:

q v’ e€eENKWOELC d€puatog

q v’ e€eAKWOELC LONDAKAC UTIEPWIAC
{ v' duocaiidec yAwooac

o

v xel\itda

8 NUEPEC MHETA......




Nepintwon Kataotpodikol AviipwodoAunmidikov Zuvdpopou
o€ €dadoc Zuotnpartikol EpuOnuatwdouc AUkou

Ayopt nAwkiag 8 xpovwv
gloayetal otnv M/X KAwikn
yla Stepevivnon & avTLUETWIILON:

LOXOLLHLKAG VEKPWONG SAKTUAWV AKPOU oS 0¢

AA . BpouBodilia — cuoTnuaTkn ayyeltda



AyopL 8 Xp MUE LOXALULKN VEKPpWON SAKTUAWV AKPOU

nodoc¢

E€avOnua diknv metadoldaGg OTIC TTOPELEC

MoaKpOOKOTILKH aLpaToupia

Agukwpatoupia (21g/24h)

1IgG

IgA
lgM

C3

Ca

ANA

K Anti-dsDNA  (+)1/640
K aCL IgG (-)
K aCL IgM (-)
0,479  Anti-b2-GPI (-)
lgG
Kb Anti-b2-GRI (-)
lgM
(+)1/640 LA (+)
(avTutnKTLKO

Tou AUKOUL)

Protein C

Protein S
Anti-Thr-llI

F VI, XX

Von Willenbrand

AoLtog EAeyxoqg
Bp.61aBeonc

K

K




AvaBswpnuéva KpLtipla tou Zuotnpatikol EpuBnpatwdouc AUkou (1997)

1.E€avOnpa mapelwv & paxng puTnG

2.AL0KOELOEC epLONUATWOEC EEAVONMA 0TO MPOCWTIO, KOPUO KOl AKPOL

3.OwrtoevaicOnoia
4.ZTOMOTLKA EAKN
5.ApOpitida

6.0poyovitida

7.Nedpiki mpooBoln: mpwrtelvoupia >0,5 R napovocia KUAivépwv ota olpa

8.NeUpPOAOYLKEG SLatapaxE
9.ALLATOAOYIKEG SLatapaxEG
10.AVOOOAOYLKEG SLOTOLPAXEG

11.AVILIUPNVLKA OVTLOWLOTOL

AcuteponaB£c aviipwodpoAlmidikdo cUvépopo...

Arthritis Rheum 1982; Arthritis Rheum 1997.



Kpuinpla AvtipwodpoAumtidikov Zuvdépouou ota oudid
(Updated Sapporo Classification Criteria)

‘Ymopén 1 kAwikoU kpttnpiou Kot 1 epyactnplokov

KAwika kpitnpla

Ayyelakn BpouBwon
>1 kKAvika emteloodla BpopBwong (aptnplakng, PAeBLKAGC N LKpwV ayyeiwv) o€ omolodnmote
LOTO 1) Opyavo eTLREBALWUEVO LE ATIELKOVIOTIKEG HEBOSoUG, peAétn Doppler n

LotoraBoAoyLkad euprjpata

Epyoaotnplaka kpltnplo

*  OeTkO AVTUNKTLKO TOU LUkou (LA) og > 2 petprioslg os Staotnua touvAaxiotov 12 edopddwv peta toug

*  Oetka avikapSloAutvika avtiowpata (1gG n 1gM 1 kat ta 2) og pétploug i uPnAolg tithoug o€ 2
TIEPLOOOTEPEC UETPAOELG LE XPOVIKN amootacn TouldxLlotov 12 eBSopadwy HeTaty Toug
*  Oetka avtl-f2 yAukompwteivn | avtiowpata (1gG f IgM n kal ta 2) og pétploug p uPnAoug tithoug oe 2 N

TIEPLOOOTEPEC UETPNOELG LE XPOVIKN amootaon TouldxLotov 12 efSopadwv petafl Toug



Alayvwotika Kpuenpla Kataotpodikou AviipwodoAumidikov
2uvépopuou

Kataotpodpikd AviipwodoAmidiko Zuvépopo:

OpouBwon og 23 dpyava i LoToUC, o€ pia eBdopada

kol tapovoia (+) aviipwodoAuidikwy avIlcwUATWY

rReview

Catastrophic antiphospholipid syndrome: U

Doruk Erkan ? Ge y2J] '
rkan 4 Gerard Espinosa ®, Ricard G ervera b*

pdated diagnostic algorithms

‘ y. New York, NY. UsA

I Autoimmunity Reviews 10 (2010) 74-79 I




NAPKA: @awotunog BAaBn¢ otoug 31 acOeveig
kata ped SLICC/ACR Damage Index (SDI)

B Xwplic PAGBN

B Katappaktng

B Avaykn ovti-E aywync

™ AyYELaKO eyKed. emelcodLo
NEékpwon SakTUAWY

m KakonBela




ZUUMEPACHOTOL 10 Mofou

AUKOU

i

O noudlatpoc Ye TNV EMLOKOTINGN, TV KALVLKN TOU sEeraon KOlL TNV EPYQOTNPLOKNA

QVLXVEUTLKN Olepelivnon UMopeL va umonteuBel tov...
...kuplapxo sloaywytko ¢atvoturmo tou ZEA, SnAadn:
— To dwrtoevaioBnto eEavBnua mpoowrou (diknv metalovdac)
— TG CUOTNMUATLKEC EKOSNAWOELC
— TIC ALUATOAOYIKEC EKONAWOELG
— Tnv apBpitdba
— Tn vedpikn cuppeTOXN
H €ykaipn vnoia kat naparmopny cUUBAAAEL oTn Stdyvwon Kol tpwipn ebappoyn
¢ BEATIOTNG Oeparmeiag, wote va eAeyxBEeL N evepyodTNTA VOGOU KOIL VO TIEPLOPLOTEL

10 evdexopevo BAABNC
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2ac euyaplotw yla tnv npoooxn oog!
Epwrtnosig?



