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Nepiypappa optAiog

* [apouoiaon
—  TUTILKWV Kol ATUTIWV TEPUTTWOEWV TIZEA
* Emonuavon cuyxpovwyv

— SLayVWOTIKWV EpYaAELWV

— apxwv Beparelac.... yla BEAtiotn dloxeiplon tou acBevi

oTnV KaBnuepvn KAWLKN Ttpaén




1" nepintwon

Kopitol 14 etwv epdavics amo 20npEpou

v EuntVpeto, aduvapia, KOmwon

v’ Bixa

v ALoykwon TpaxnAtkwv & pooxoAiaiwv Aspdpadévwv
v BAatt60duoaAAd WG eEGVONUA OTOUC OYKWVEC

..... ATtO 6UrVoU
v  E€avOnpoa 8iknv xpuoaAAidoc
v Owrtosvaodnoio




ApPXLKOC epyaotnpLakog EAeyyoc (1)

WBC
NEUT/LY/MONO
Ht/Hb

PLT

MCV

MCH

Apeon Coombs

FENIKH OYPQN

Muoodaipla
EpuBpa
AeUkwpa /24h

P/CR

3100 K/pul

48/ 37/10,4%
29,1% /9,1 g/dL
368 K/l

87.3fl

27.3pg

++

adOova
8-10
945mg

0,675

BIOXHM/OPOAOTIKOZ

TKE
CRP

LDH
SGOT
SGPT
Urea

Creatinine

124

<3.3 apvNnTIKA
375 1U/I

186 1U/I

103 1U/I
56mg/dl
1.12mg/dI

ANA
Anti-DNA

31,3g/L
4021U/mL
134 1IU/mL
0.307g/L
<0.0597g/L
<10.7IU/mL
(+) 1/640

(+) 1/640



APXLKOC EpyaoctnpLakoc EAeyxoc (2)

* HRCT Bwpaka: Block paoyaiiaiwv Aepdadevwv- moAAarnAéc olopopdec
dNONoeLg KUY EALSLKOU TUTTOU TEPLBPOYXLKA , KOTA TOTIOUG TTAXUVON
necoloBLéiwv dradppaypatiwv

AU0&non twv opiwv otANvog

* JMLPOUETPNON: TIEPLOPLOTLKOU TUTIOU MVEVLoVoTtaBeLa

* Bioyia vedpou

Evprinata eotiakng vedpitidac ZEA pe evepyeic aAlowwoelg, tagnc lil




AvaBswpnueva kpttipla tov ZEA (1997)

1. E€avOnpa napelwv & paxnc putng

2. AwokoeldEC epuBnuatwdec e€avOnua (mpéocwmo, KopUo, akpa )
3. PwtosgvaoOnoia

4. ZTOMATIKA EAKN

5. ApOpitida

6. Opoyovitida

7. Neppiki mpooBoAn: mpwteivoupia >500mg/H, 1 kuAwdpoupia
8. NEUPOAOYIKEG SLatolpaxEC

9. ALLOTOAOYLKEC SLatapayEg

10. AVOGOAOYLKEG SLaTAPOXES

11. AVTUITUPNVLKA QVTLOWHOTOL

Arthritis Rheum 1982, Arthritis Rheum 1997



AvaBewpnpéva kprtipla tagvopnong touv ZEA kata SLICC (2009)

KAwwa kpitiipla

1. 0€0¢ i UTTOELUG SEPUATLKOG AUKOG

3. JTOHOTLKA/PLVIKA €AKN

5. OAeypovwdng vpevitida pe oldbnua oe =2

apBpwoelS N evaloOnTeC apBPWOELG LUE TIPWLVA

Suokapuia

7. Nedpoi: AOyoG AeUKWUOTOG TPOG KPEATLVIVN

(R AeUKWpa 0VPWV 24WPOU) TTOU AVTLOTOLYEL
o€ TouAdaxtotov 500mg Asukwpatog/nuéEpa i
gpuBpokutTapLKkoil KUALVSpol

9. AloAUTIKA avapia
11. Opopponevia
AvoooAoyLKA KpLTrpLo
1. Ostika ANA

3. O€TIKA avTL-Sm

5. XapnAo cupnAnpwua

2. Xpoviog SEPUATIKOC AUKOG
4. Mn oUAWTLKA aAwrekia
6. Opoyovitda

8. Neupoloyika: ortacpol, Puxworn, ToAAaTAN
pHovoveupitda, puelitida, mepidepikn N
Kpaviakn veupomaBela, eykepalitida (ofeia
OUYXUTLKN Kotdotoon)

10. Aeukomnevia | Aepdonevia

2. Ostika avti-dsDNA

4. Otk avtldWoPOALTLOLKA AVTLIOWLOTOL
6. Apeon Betikr) Coombs eni amouvotiog
OLLLLOAUTLKNC OVOLLULOG

Petri M et al. Arthritis Rheum 2012



SELENA-SLEDAI : Eva ouyxpovo gpyaleio a€loAdynong evepyotntag vOoou

Hematuria -

Proteinuna 4
Seizure 2 Pyuria 4
Psychosis 2 Rash 7
Organic brain syndrome 8 Alopedia 2
Visual disturbance 2 Mucosal ulcers 2
Cranial nerve disorder g Pleurisy Z
Lupus headache g T

Pericarditis 2
CVA 8

Low complement ra
Vasculitis 2 )

Increased DNA binding 2
Arthritis 4

Fever -
Myositis 4

05 Thrombocytopenia 1

Urinary casts - :

Leukopenia 1

score 28/105

Expert Rev Clin Immunnol 2012




European Consensus Lupus Activity Measurement (ECLAM)

Patient No

Date 03/12/12

1. Generalised manifestations 1
Any of the following: 0.5

Fever 0,5

Fatigue 0,5

2. Articular manifestations

Any of the following: 1

Arthritis

Evolving arthralgia

3a. Active muco-cutaneous manifestations 0,5
Any of the following: 0.5

Malar rash 0,5

Generalized rash

Discoid rash

Skin vasculitis

Oral ulcers

3b. Evolving mucocutaneous

If any of the above muco-cutaneous manifestations are new or have
worsened since the last 1 manifestations observation, add 1 point.
4. Myositis* Confirmed by raised muscle enzymes and/or EMG
examination and/or histology. 2

5. Pericarditis Documented by ECG or rub or evidence of pericardial
effusion on ultrasound 1

6. Intestinal manifestations

Any of the following: 2

Intestinal vasculitis

Sterile peritonitis

7. Pulmonary manifestations 1
Any of the following: 1

Pleurisy, Pneumonitis, Ingravescent dyspnoea

8. Evolving neuropsychiatric manifest.*

New appearance or worsening of any of the following: 2

Headache/migraine

Seizures

Stroke

Organic brain disease

Psychosis

9a. Renal manifestations* + 1

Any of the following: 0.5

Proteinuria

Urinary casts.

Haematuria

Raised serum creatinine or reduced creatinine clearance

9b. Evolving renal manifestations = If any of the above renal manifestations are
new or have worsened since the last two observations, add 2 points. 2

10. Haematologic features 2

Any of the following: 1

Non-haemolytic anemia = Coombs-negative normocytic hypochromic or
normochromic anaemia without reticulocytosis.

Haemolytic anemia*

Leukopenia (or lymphopenia)

Thrombocytopenia

11. Erythrocyte sedimentation rate 1 1

12a. Hypocomplementaemia = reduced plasma level of any of the following: 1
1

12b. Evolving hypocomplementaemia = significantly reduced level of any of the
items mentioned above (plus C4) with respect to the last 1

Final score # :

* If this system (or manifestation) is the only involvement present from among items
1-10, add 2 more points.

+ Excluding patients with end-stage chronic renal disease.

# If the final total score is not an integer number, round off to the lower integer for
values < 6 and to the higher integer for values > 6.

If the final total score is > 10, round off to 10




D apHaKEVUTIKA aywyn

Mpebvilohovn 1mg/ kg per os
YépofuxAwpokivn 5mg/ kg per os
+
kKukAodwaodpauidn (6 woelg iv, 500mg /m?)
Juvtripnon Ke pukodatvoAko ofu 2g/H

Aplotn avtamnokplon, otaBepn Ldeon yla 3 xpovia




2" mepintwon

13xpovoc dtakopiotnke otnv A'Moadlatpikni KAk AMO
ylat Stepevivnon oéeiag olLLOAUTIKAC OLVOLULOLG.

Mpoogleuon & sloaywyn apxLka o eMoPXLakO =@ AAAO aoTtiko Noookopelo




Epyaotnplakog EAEYXOG PO LETAYYLONG

WBC 18890 103/uL SGOT 175 IU/L
Neu 54,4 % SGPT 32 IU/L
Lympho 30,6 % XoAepubBpivn / dpeon 8.38/0.43 mg/dl
Hb/Ht 48¢g/dL /13.3% Urea 63 mg/dl
MCV 76.4 fL Creat 0.62 mg/dI
MCH 35.43 pg LDH 1802 IU/L
PLT 329100 103/uL
AEK 19 % Fevikn Olpwv
Apeon , Eppeocn COOMBS APNHTIKH AeUKWHO +++
G6PD napovaoia evlUpou Hb +++
XoAepuBpivn / +/+
oupoxoAwvoyovo
Muoodaipla/epubpad 5-6 KoM




Mopeia atpoAvuonc... OVILHETWTILON...

PULSES

Methyl-PDN
. IVIG RITUXIMAB
l A'Tl/A
“--- = - ﬁﬁ-% -
Hb g/dlI
Ht % 13,3 16,9 22,5 28,7 32,9 20,3 17,3 12,6 15,1 11,6
AEK % 18,5 19 20 16
Coombs @ . @
18G ++
IgA ++++

N -

1802 2066 1058 .. 2849 3300 1610 2312 1024



AvVOGOAOYLKOG EAEYXOC

ANA
DNA

ENA

B2GPI-IgG U/ml

B2GPI-IgA U/ml

0,781
130

0,786$ 0,9-1,8
0,128 i 0,1-0,4
(+) 1/320

=]

(++++)

88 T ¢r<10

18 | <0

9/5
39,5

1,28

0,8

072 |,

0,0642 ¢

2 |
75 |

Avooodavotunog AepudpokuTTApwV GUCLOAOYLKA EVUPHOTA



KAwvikn mopeia acOsvouc

KatafoARn

Eneloddia kepaladyiog — pwrosvaicOnoia

OdOaAporoyikn ektipnon: mpooudBANOCTPOELOIKES atlpoppayiec, KNALOwWOEIC&
dAoyoeldbeic, Evtovn eAikwon Twv ayyeiwv (otoxela ayyetitidac)

Bloyia vedpov:ofeia cwAnvaplakr ekpuAion & mapouacia alpooPalplvikwy
KUALlVOpwV 0g opLopEVoUC cwAnvapLakouc auAolg

Emravappoenon P:68% ¢1>80%
NeUKwPa oupwv 24wpou:6,1g




AvaBewpnpéva kputinpla tou ZEA (1997)

1.E¢avOnua napewwv & paxng putng

2.AL0KOELWOEG epLONUATWOEG EEAVONA GTO MPACWTIO, KOPUO KOl AKPOL
3.QwrtoevaicOnoia

4.ZTOMOTIKA EAKN

5.ApOpitida

6.0poyovitidba

7.Nedpikn mpooBoln: mpwrtelvoupia >0,5 | napovcia KVAivépwv ota ovpa
8.NEUPOAOYIKEC SLaTapaxES

9. ALLOTOAOYLKEG SLatapaxEC

10.AVOOOAOYLKEG SLATOPAXEC

11.AVTUTUPNVIKA QVTLIOWHOTA

Arthritis Rheum 1982; Arthritis Rheum 1997.



AvaBewpnuéva kprtipa tov ZEA kata SLICC (2009)

KAwwa kptipla

1. O&UG R uTtOEUC SEPUATLIKOC AUKOC AvocoAoyLKA KpLtipLo
2. Xpoviog SepUATLKOG AUKOC

3. JTOMOTLKA/PLVLKA EAKN 1. Ostikd ANA

4. Mn oUAWTLKN aAWTEKLOL

5. OAeypovwdng vpevitda pe oidnua og 22 apBpwoels 2.0etika anti-dsDNA
gvaioBntec apOpwoelg pe mpwivr) duokapia
6. Opoyovitda

7. Nedpol: Adyoc Asukwpatog rpog kpeatwvivn (q AeVkwpo ovpwyv 3. OETIKA avt-Sm
24wpou) o avtloTtolxel og Toulaxlotov 500mg 4.0gtikd aviipwodoAudika

Aeukwpatog/nuépa r epubpokuttapikol KUAVSpoL avilcwpata

8. Neupoloykd: ortacpol, Puxwon, moAAaTAr povoveupitda, 5. XapunAo cupnAnpwpua
HueAitida, mepidpepikn r} Kpaviakn veupornadela, eykepaAitida

(o€ela ocuyxuTIKA KaTAOTOON)

9.ALLOAUTLKA avolpia 6. Apeon Betikr) Coombs ertl
10.Aeukomnevia n Aepdornevia Amouciag OLUOAUTLKIC OVOLLULOG
11.0popPormevia

Arthritis Rheum 2012



Mopeia atpoAvong...

PULSE NMPEANIZOAONH
Methyl-PDN p———y
®QXOAMIAH
IVIG RITUXIMAB
“ 12/4 -% 1715 | 1815 | 1955 | 2215 | 2415 25/
Hb 48 63 8 94 737 62 466 54 433 445 61 6,07 442 38

Hct 13,3 16,9 22,5 28,7 203 17,3 12,6 151 116 1M1 135 16,5 12,12 141 196 38,5

=k o +* g =+

AEK 18,5 19 20 16 Zeg | 1skE | ke 35,5
Coo — @ ++ +

IgG ++ ++ +

IgA ++++ +++ +++

+

i Toia—ofa as/a

LDH 1802 2066 1058 2849 3300 1610 2312 1024 451



OEPATMEVTIKA MPOCEYYLON

N N N AN

AN

AN

v-odatpivn (1" HN) Hbg/d.

16

14

KYKAOOQ:OM

MeBuAnpedviloAovn (31,47 ,5" HN)

12

Rituximab (131,201,277 ,34n HN) 19

N A
QOUAALKO o€V (1" HN-...) 51/

4
Prednisolone ( 17" HN-> ...) 2

Kukhodwodapibn (6 punviaieg IV d6oeLq)

Yuvexlon e Azathioprine

2T100epn UPean yia dUOo Xpovia

1 4 7101316192225283134374043464952555861




3" tepinmtwon

Mpo £€touc dtayvwon ZEA, o€ kopiltol nAkiog 5 etwv

Apxikni ekbnAwon ARDS (voonAeia otn MEOG yila éva prva)

MpooBoln vedpwv, kapdLag, mveupovwy, KN, nratocg, opOaApnwv

‘Eva xpovo Udeon tng vooou umo Bepareia: MpedviloAovn 7,5mg ,MMF,

vSpotuxAwpokivn, aoTipivn




3" mepinmtwon

Emwokomnon:

Ektet. mopdoAuywde,
epeAkidbomolnpévo
eEeAKWOELC SEPUATOC

EAK. BAGBec paABakn umepwa
duoaAidbec yA\wooag
oTopatikov BAevvoyovou
XEWLTda

EAkwTIKA BAGPN AP

LLKPO XelAog Tou atdoiou

)




Epyaotnplakoc EAeyXOG

Fevikn alpatog BLoXNULKOC EAEYXOC

Hb/Ht 9,82/ 30,2 Urea 43

MCV (fl) 33,1 Creat 0,6

MCH (pg) 27,0 AEUKWHATO OALKA/ 7,2/
Aevkwpativeg (mg/dl) 3,12 2,6

WBC (/ul) 13350 AvOGOMNOYIKOC EAEYXOC

GRAN/LY 67,1/28,0 1gG/IgA 17,2/ 2,22

PLT (/) 719000 IgM / IgE 74,1/ 2,46

TKE 69 - 115 RF 11,5 (<20)

CRP 6,09 C3/ C4 0,182/0,05

P/CR 0,665 ANA / dsDNA (+) 1/160

(bt <0,2)
KaAAiépyeteg | UALKoU BAABNG E.Coli & Enterococcus

uypoU TIOUdOA.

ApvnTtikn




Awadopiki dtayvwon (1)

W nhoe

Noipwén (Staphylococcal scalded skin syndrome, Steven-Johnson)
Qappuokeutiko NopdpoAvywdec E€avOnua (Steven-Johnson k.a)
MNoudoAuvywdnc popdn Zuotnuatikol Epubnuatwdouc Avkou(Bullous SLE)

AMec NMopdoAuvywdelg depuatomnadeleg

" [opdoAuvywdec Mepduyoeldec

= |gA lpappoedng NopdoAuvywdnc Asppatonddela
" Meudya

"  Epnintoeldnc Asppuatitida

" Eniktntn mopdoAvywdnc emideppodAiuon




ST -
Juvenile Bullous Herpetiformis
Pemphigoid Dermatitis

"



Awadopikn dtayvwon (2)

s e

Noipwén (SSSS, Steven-Johnson)
Qappakeutiko NopdoAuvywdec E€avOnua (Steven-Johnson k.al)
MNoudoAuvywdnc popdn Zuotnuatikov EpuOnuatwdouc Aukou

AM\ec MopdoAuvywdelc deppatonabeleg

* [opdoAvywdec Mepduyoeldec

" |gA lpappoedng NopdpoAuvywdng Asppatonddela

= [épudya

=__EonrntoctSAc-Acpratittda—(Mkpéc duoalisbeg — KVNOMWSEL)
=—Ericentnropdouywdnccrbepporuon-(BAapeg oe neploxés tpiprig)




Blioyia 6Eppartoc

Gtxpocxonu«i gupiuata \

* Hembepuida kaAumtetal amnd pulAwdn
UTTEPKEPATWON EADPA UTIEPTIAQCTLKN),
XwpPic AAAeC LOLaitepeg AAAOLWOELG

*  YroermdepbIKN ATOKOAANCH LE HETPLA
TieplayyeLokn kot Stapeon AepdokuttopLki

d1n6non pe moAvdplBpa ovdetepodpa kot

K Alya nwowodlha /

Apeoog avocodpOopLlopog

‘Hrueg-pétpleg I1IgG & IgM €0TLOKEG YPOUMOELDELS
evamnoBéosl Katd MAKOG TG Paockng otfadoag
™G emudepuidag

Clq evanoB£oelg moAU NLOTEPES

Xwpig IgA ko C3 evamnoBéoelg




Awadopikn dtayvwon pe Baon tn Broyia (3)

1 —Aoipwen{SSSS-Steven-Johnson}-Kaln kAw.cwéva,CRP(apv)

Nekpwpéva KepatvokUTIOPO

3. NopdoAvywdnc popdn Zuotnuatikol EpuBnuatwdouc AUkou

I_n_é_&¢+v_& KOtd pko¢ tng BM

EvéoemidepidIkEG TTOpPOAUYEG

= EprntoctdncAcppatittda—(Mkpé duoahises — kvnopwseig)

=__EnlktRtR-ropdoAiuywdncerideppoAuen-(BAaBec os meploxég TpLBric)




Awayvwotika Kpunpla Bullous SLE

Kpunpla katataéng 2EA kata ACR
Entiktntec puoaAido-mopdoluywdelc BAaBec
Yrio-erubeputdikec BAAPeC e kuplapxn TNV dtnOnon amno oudetepodplia
(lotoAoyika evpnpata)

4. 1gG (+/-1gA, or IgM) evamoBeoelc otn {wvn tThe BM (Apeocog
avocodBoplopog)

5. Avtiowpata evavtl tou KoAlayovou VIl (pe apeco N EUUEDO
avocodBoplopo)

5/5: tumou 1 BSLE
4/5: toTou 2 (un kaBoplopévn B€on avtlyovou i AAAO SEPUATLKO OVTLYOVO TTEPA ATIO
1o KOAAayovo VII) f; tumou 3 (embeputdiko avtlyovo)

Gammon WR et al, J Invest Dermatol. 1993;100:285-34S.




Bullous SLE: mopeia- avilpeETWNLON

Ynotponn tn¢ vooou
AvolLpia
Nedpikn mpooBoAn
MoBoAoyLkoc avoooAoYLKOC EAEYXOC

+ Bullous SLE

AvVTLUETWTILON
AvtiBlotikny aywyn (Dalacin, Claripen)
IVIG
Torukn meputoinon
MNpebviloAovn 2mg/kg/H
MMF
YoépotuxAwpokivn
AoTipivn




8 NUEPEC META......




Mopeia vooou....2 HMAVEG apyoTEPQ....

Attia mpooEAevong

Erndeivwong mpwtevouplac 8gr/24h + umtoAsukwpativotpia [2.5mg/dL] aAAd KaAn

vedplkn Aettoupyia
Bloyia vedppov: Eotiakn unteprniAaotiki vedppitida ZEA pe evepyeic aAAOLWOELG,

taénc Il
AvTlpeTWnon:
2 WOELC KUKAOPwodapldng = avOeKTKOTNTA...

woelc Methyl PDN (3), Rituximab (3 woelg) = avOektikoTnTA

onmtiko shock amod Enterobacter Aerogenes & Serratia Marcescens, potaiwon 416
doong RTX

* 'Evapén Belimumab (off label) petd amno 4 prvec avapovc ano tnv e.caywyn
‘Ydeon 6 piveg peta tnv Evapén Belimumab




4" mepintwon

Ayopt nAkiac 8 xpovwy, stoayetot otnv M/X
KAWVLKN Yo Stepevvnon & avTLMETWTTLON :

LOXOLLULKA G VEKPWONG SaKTUAWV aKpou modoc.




TeAwkn Aldyvwon

Kataotpodpiko AviipwodoAumidiko Zuvdépopo

o€ €6adog
uotnuatikol EpuBnuatwdouc Avkou




AVTLUETWTTILON

1°v Eibikn Fepancia ZEN-Neppitibag-KADZ:
MpebviloAovn
Y6pofuxAwpokivn
MMF
Kukhopwodauidn (2 woelg)
Rituximab (4 woelg)
NAacpadaipson (7 ouvedpieg) 21a0epn U@peon ei 5 XpOvia
Aywyn: HOvo udpoluxAwpokivn &avTITTNKTIKA

VVVYVYYVYYVY

2% Aipokadapon (4 cuvedpiec)

3ov AvTiuneptaotlkn aywyn

dov AvTumnktikn aywyn

» Hmapivn xapnAou poplakou Bapouc (Fraxiparine)

»  Koupapwika avtmnktka (Sintrom)—> (INR:=3)

59 Metayyioei aipatog




Eivaw o ZEA evnAikwv idLog
HE Tov (MZEAN);

161a avooo-maBoyevela kot patvotumoc. m2EA:15-20% ZEA,0pwc ...

KOpN untepa




O duadopEcg oto pavotuno tou ZEA petaél evnAikwv Ko madLwv

OLVQL TOV KOGLO

SecondaryAntiphospholipids.
Gastrointestinal manifestations
Eyeinvolvement

Hashimoto thyroiditis
Cardiovascular manifestations
Lunginvolvement

Blood disorders
Lymphohyrperplasia

CNS manifestations

Renal involvement

Serositis

Musculosketal manifestations
Hairloss, alopecia

Oralulcers

Raynaud ph., digitalulcers
Skinmanifestations
Photosensitivity

Constitutional symptoms

| Cumulative Incidence of Common SLE Manifestations

B aSLE patients CSLE(%) ASLE(%)
HISLE patients ( Constitutional - fever 37-100 42-57
Northern Greek Malar rash 65-92 50-61
* LOral or nasal ulcers 14-49 14-42
Photosensitivity 35-50 41-56
Arthritis 60-90 83-93
|E{enal disease 50-80 31-65
Neuropsychiatric sle (any 6-39 9-22
manifestation)
Seizures 20-30 17-28
* Serositis 20-30 17-28
[Hemolytic anemia 16-39 11-22 J
% Thrombocytopenia 15-37 14-38

Cumulative incidence (>10%) of the main clinical manifestations in childhood
onset (cSLE) and adult onset SLE (aSLE) during the 5-year follow-up of the

Kanakoudi et al.

disease course

Ann Rheum Dis 2011

Childhood-onset Lupus Brings Distinct
Challenges at Each Phase of Life
The Rheumatologist, January 2014




O dLadopEg oto pavotuno tou ZEA petaél evnAikwv Ko madLwv
OVQ TOV KOOHO

Mean number of major organ/system
(%)

Disease onset

%

5-yr follow-up of the disease
course

m|SLE patients
m aSLE patients

N. Greece

Mean number of major organ/system involvement in childhood onset (cSLE) and
adult onset SLE (aSLE) at the disease onset and during the 5-year follow-up of the

disease course

Kanakoudi et al.

Ann Rheum Dis 2011



ApXEC Oepameiag

Npwiun mpocBaon yla mepiBaPn oe e€€LOLKEVEVO KEVTPO YLA :
v  EmBeBaiwon Stdyvwonc
v’ Ektipnon ¢ Baputntac tne vooou
v Epoppoyr mpooaproopévne / otoxeupévne Beparmeiog

v’ Ixedloopo BéAtiotnc mapoakohovBnone aobevouc, wote va poAndOolv ot

UTTOTPOTIEC & oL BAABEC o T vOoo N ta pappaKa

v' E€aoddlion tnc kKaAUTEPNC Suvatnc yio Tov acBevr) otdtntoc (wAC




®povrtida tov aacOevouc pe MIEA

ALETILOTNOVLIKNA TtpoCEyyLon!

Nawdopevpatoroyoc, Natdovedbpoloyog, Ppuyiatpog / Puyxoloyog,
eKTIALOEVUEVN VOONAEVTPLA, KOLWVWVLKN AELTOUPYOC,
duokoBeparmnevutnc n / kol epyoBepameutnc.

MNoapayovteg yia BEATiotn dlaxeiplon ZEA:
duaoLoAoyikn avénon Kat avamntuén

nAlkia &otadlo edpnPelac

ouvaloBNUATIKA WPLHOTNTA, LKAVOTNTO auTodLaxeipLlong

ekmnaidevon otn vooo

OUMMETOYXN TNG OLKOYEVELOC




2xedLaopOC Bepaneiac

H éAewpn evbeiéewv amo peleteg (trial-based evidence)=>»BepameuTIKEC

emAoyEC Baoilovtol o€ OHOPWVIEC EUTIELPOYVWUOVWV

» Avaloya pe Baputnta Kol EKtaon (cuppetoxr opydvwy & epyaleia

SpaotnpLotntoc vooou SELENA-SLEDAI, ECLAM, BILAG)

» Juv-voonpotnta :Tt.X AolpwéeLg, uTtepAutidatpio ,avit-dwodoATTdLIKo

ouvépouo
»  Tofkotnta papUaKwy

» 2oPapEC avemBUNTEC EVEPYELEC




D apHaKEVTIKA aywyn

FDA, EMA & EOO® €ykplon Hovo yla :aoTipivn & otepoeldn oe mEN

2TnVv npayuatikotnta: Xpnon moAlanAwv off label avocokataotaAtikwy !!
IV 1l po oTEPOELSN : TILO ATTIOTEAECHATIKA YL EAEYXO TaXelog e€EALENC VOOOU
YépouxAwpokivn: o€ 0Aoucg touc aoBeveic

MZIA®D: LUOCKEAETIKA OUUMTWUOTA KoL opoyovitida




H xprion avoookataotaATikwy o€ MZEA

Evbeielc:
JUHMETOXN TWV (WTKWV opyavwyV (rx vedpwv,KNZ)
Qc napayovtec anoduync e€aptnong oo XT o€ AVOEKTIKEC OE TIEPLTTWOELC

AM\eC emtipovec ekONAwoEeLS (m.x. KutTapoTrevia ) opoyovitda)

1. Cyclopshosphamide (CY): kevtpko pOAo OTLC TTILO COPAPEC KOl ATTELANTLKECG YLaL TN
(wn ekbNAWOoEeLC / eMUTAOKEC &
LN CUUMOPdWON OTNV Ao TOU oTopaToC Beparneia

2. Azathioprine: apBpitida, e€avOnua ayyetitidag, KUTTAPOTEVIEC Il opoyoviTda

3. Mycophenolate mofetil (MMF) : Bepaneia epodou f; ouvtripnong yia vedpitida
AUKoU, Kal AAAEC coPBapEC EKONAWOCELC OpYAVWV

4. Methotrexate, Leflunomide: entipovn apBpitida pe amovoia cuCTNUATIKWY

ekbNAwoswv




O£on Twv BloAoylkwV tapayoviwyv oto nZEA

Rituximab :anoteleopatikotnta Baciopévn oe MePUTTWOELS / OELPEC
aoBsvwv

Evdeiéelc: avBektiki vooo tou KNZ, vedplkr) vOCO, KoL KUTTOPOTIEVLIEC

*  Apd\EYOUEVN ATTOTEAECUATIKOTNTO OTNV vedpitida

(Controlled Trials: kaveva npooBeto 0PEAOC WS CUUTTANPWHATLKY OTH

oupPatikn Beparmeia)

Rhenmatol Int
DOT 10.1007/00296-011-2239-6
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AAAoL BloAoyikoi mapayovtec o MZEN

Belimumab
To veotepo FDA-gykekpLlpuEvo dappako yo to 2EA ota 50 ypovia!
Evdeiéelc: emipovn evepyotnTa TNC vOOOU, apd tn cuppBatikny Beparmeia

Aev umtapyouv dnuootevoelg o€ TZEA pEXpL oTyUAC ...ANV TG Pluto

Multi-center, Randomized, Placebo-Controlled Trial to Evaluate the Safety, Efficacy, and Pharmacokinetics of
Belimumab, a Human Monoclonal Anti-BLyS Antibody, Plus Standard Therapy in Pediatric Patients With
Systemic Lupus Erythematosus




Aywyn o€ vedpitida ZEN

KaBodniynon aywyng amno Bioyia vedppou!

A) AVOCOKOATOOTOATIKA
— class | & Il : xapnAn 66on otepoedbwv(IT)+AZA as a steroid-sparing agent
— Class llIA or IA/C (£V) & IVA or IVA/C (2V) : CS+ xaunAn 66on CY 1 MMF wg¢
Beparmeia epodovu
— Pure class V av Asukwpatoupia > 1 g/24 h mapd renin-angiotensin-
aldosterone system blockers: CS+MMF
— Juvtpnon: AZA n MMF (3 xpovia)

/

2 YdpotuxAwpokivn og 6Aouc touc acBeveic!
B) NapdAAnAog €AeyxoC TNC UTIEPTAONG....

C) Entipovn Aeukwpatoupia: Angiotensin converting enzyme (ACE) inhibitors

Ektinong tTn¢ amoTteAEOUATIKOTNTAS: TTARPNCG 1N LEPLKN VEDPLKA AVTATIOKPLON O 6 UrVE

aAAQ OXL apyoTEPA Ao 12 LAVEC Ao TNV £vapén tng Beparmeiog

)

Ann Rheum Dis 2012



Mot untapyet dteOvwe potipnon octo MMF?

AUVEL TO TPOBANUA TNC UTIOYOVLUOTNTOC!

MMF: po ¢pappako, 2d/nuepa vs. cyclophosphamide (IV pnviaieg 66oeLc)

Aev untapyouv head to head cuykpitikég peAéteg pe CY ) AZA oto m2EA
Aspreva Lupus Management Study (ALMS): MMF vs.CY yia vedpitida.

H 1" KAk HEAETN, 24 aoBeveic pe vedpitidba >12 etwv

Aev uTtpxe dtadopd otnv aviamokplon HETAEL Twv SUo GOoPUAKWY YL

Beparneia epodou otn vedpitda (lack of power...)




Oepaneia tov NZEA pe cuppetoxn tov KNZ, nvevpovwv &
OLLLLOTTOLNTLKOU GUOTHHATOC

ElWdkn aywyn ywa tn veupouxLatpLkn vooo.

YynAn 6oon 2T+ avoookataotaAtikad (CY, MMF, or AZA)
Oeparneia opola pe tng vedpitidog

MAgvupitida:n o ko ekdnAwon=> T

Mveupovikn atpoppayia : Zuvnbwc ocuvduaopoc woswv peBuAntpedviloAovng pe CY

Kuttaponevieg:mepinov 60% twv acBevwv pe mZEA:
v' 3T o pétpa-uvPpnAn doon (1-2mg/kg/D)

v IVIg (2 g/kg) os BpopPormevia

v Rituximab o€ avOEKTIKEC TIEPUTTWOELC

v’ ITANVEKTOUN..... O avOeKTIKr) Bpopormevia (oAl ondvia)




Oepamneia TNG KAPSLAKAG GUHLETOXNG

Nepkapditida:n o kowv eEkbRAwon

« MIAQ®: povobBeparneia yia AMLEC EKONAWOELCS

e MIA®+ IT: yia peyaAn cuAAoyr vypou r coBapo nmovo
¢ Hydroxychloroquine:

v KatadAAnAn Statpodr) & doknon

v Melwvel To kivbuvo aBnpookAnpwong & naxvoapkiog o cuvduacopuo

le tn Atyotepn duvatn dtapketa XT




MpoocBOetn unootnpikTikn Oepameia yio tov mZEA

1. Eknaidevon aocBevoug: Baolkol mapdyovteg ylo tnv mpoAndn UTOTpOoTwYv,
Helwon ouvvoonpotntog)
.y Qwtoevalobnoia, meploplopd TOU NUEPNOLOU stress, LOOPPOTINUEVO TPOTIO
(wnc(avamavon & aoknon), amoduyrn KATMVIOUOTOC

2. Pkivduvog avemapkelag Bit. D & ooteonopwong (LeElwpEvn €kBeon otov NALo,
vedpikn avenapkelo & 2T) =» Calcium, vitamin D, biphosphonates

3.1 Kivéuvoc Aowpwéewv (SuoAettoupyia avooomolntikol &  aVOOOKATOOTOAN)

- ELBOALa: EvavTL ypLitmng Kol TtVEU LOVLIOKOKKOU

- Atoduyn twv avtiplotikwy pe covdodovapuidn: kivbuvog €€apong vooou

Ann Rheum Dis 2013




Avtanokption otn Oepaneia (SRI)

oo i

e SLE responder index (SRI)

gvepyotntag nZEA 10-cm VAS SRI : afloAdynon mopeiag THwV o€
amno ylatpo MDVAS

o 1. SELENA-SLEDAI ({ = 4 score)
2dalplkn EKTLUNON ECLAM (or SLEDAI

gvepyotnTag nEA or SLAM) 2. BILAG (xwpig véa mpooPoAn opydvou f >1 veéa
Nedpun ouppetoxn  24-h , uétpla pooBolr opydvou)

Aeukwpatoupla
Eustia oBevolc 10-cm VAS 3. Anouocia erdeivwong MDVAS score (£10%)
HRQoL CHQ score

Arthritis Rheum 2009
PRINTO'’s criteria Arthritis Rheum 2005

Which outcome measures in SLE clinical trials best reflect medical judgment? Lupus Sci Med. 2014




An update on cross-cultural adaptation of US English SMILEY

Simple Measure of Impact of Lupus Erythematosus in Youngsters (SMILEY)
LN Moorthy', E Weiss', MGE Peterson”, AL Hassett’, TJA Lehman” and members of the International SMILEY
Collaborative Group*®

1

AMOTIMHEIH ME ATAO TPOMO THE ENIAPAZHE TOY EPYOHMATOAOYEI AYKOY
IE NEAPA ATOMA® [SMILEY®) - Afiohéynon Tou Naidiov |..Il|:|lt5 (2012) 21, 1450-1454

Apifipde Meritne _ Hpepopnvia _J_j20

LT0 EQLOTNUOTOAYID QUTE EXDURE XPTOTPOTION| TS Ta TTApOKaTW & mpoowmdkn (paraalhes) amd iy H-'-.Ipmcl::l_
Ekrtiunang rou Mévou pe Baen my Exgpaan Tou Tooawmey Ty Wong-Baker [FACES Pain Rating Scalg), n
omola TpotomaifiBnge we dfaa tou DL Wong: Ta 5 aurd mpooierdea 8o epoavifovTo JeTd amrd kade

EPUTTCT].
@ (%) ) ) (=
COOOG st o

14 I

& o Bifhe: Bamk NaBioTekl Noonheut Tou Waong, g ouyypagels Tous Wong OL, Hockenberry-Eatan l.lJUXO KOLWVWVLKN ETILGpOLOI‘] T2EN o€
B, Wilson D, Winklestein ML km Schwartz P, 8" ékBoon; Louis, £rag 2001, exfonikdg clkog Mosby, achita 1301,
Copyright Mosby, Avarimwon perd amd GSe Twy ouy ypopéLy. I , ,

Te epwmparaidyio SMILEY sivar mvewpancd saroyupwpéve amyv L. Nandini Moorthy, MD MS, T[a[a[ KOl vovea:
RAWIMS-UMDNJ, New Brunswick, NJ.  Imp pdon aur) o uedéme, ro epwinuaroddyio smmpimera v
ypnoipoonfel péve amd myv L. Nandini Moorthy, MD, M5 ko roug emfonug avayvwpiopivous ,
auvERYATES TS, A&loloyel

EPOTHEIEIZ

1. evetla (well —being )aoBevr)/yovéa

Ito gpwrnuatohdyio auté Ba cog kdvoupe TroAkic EPWTAODEIC OXETIKG PE TO
Zuomparikd Epubnuarmdn Aoko («AYKO») oou kol To Twe migBaveoal o oXEon YE , s
autdv. Aev utrdpyouv AdBog amavricag. Mrmopeic va pag pwrioeig ondnmore dev 2. AVTaT[OKpLO' N otn espaT[ELa
koTohafaiverg. Av BEAEIS va ypayeig kammola oydha, mapakaholpe va Ta KaTaypdyeig

oTo Tiow pépog Twy cehidwy 5 kal 6.

Aldipopa Tpdypara eTmeediouy T {wn gou kol g KAvouv va aioBdvegal yapoUpeve/n i
hutrnuévedn. Ywdpyouy kAo TpdyHaTa ToU VoRIZES Trwg eival onuavTikg yia geva Kal Tou
prropelic va Ta kdvelg (f rou Bev utropeis va Ta kdverg). Oha autd padl Siapopgivouy Ty
TaISThTa Wiis gou.

1. Moid eiven n mowdTnTa {wig cou; Mupakahw, KGave Evay KOKAD yipw otTd TO
TpocwiTdkl Tou Seixvel kaAlTtepa Ty Tro1dTNTa fwiig cou.

®)(¥)( )% (&
NS N= N ANA



Awoxpovikn BeAtiwon tne emPBiwong acOevwyv pe nZEA

Table 1. Survival rates in published series of juvenile-onset
systemic lupus erythematosus

Percent

o 10 15
Authors, year Patients, n years years  years
Meislin and Rothfield,

1968 [16] 42 4272 = -
Walravens and Chase,

1976 [17] 50 - 80=70 =
Garin et al., 1976 [18] 25" 61 - -
King et al., 1977 [19] 108 78 - -
Fish et al., 1977 [20] 49 - 86 -
Abeles et al., 1980 [21] 67 89/100° - -
Caeiro et all, 1981 [22] 42 59/83* 48/76"°
Morris et al., 1981 [23] 36° - 77 -
Platt et al., 1982 [24] 70 ap B85 77
Glidden et al., 1983 [25] 55 g2 85 71
Lacks and White, 1990 [26] 32 85 - -
McCurdy et al., 1992 [27] 71 78 28 28
Yang et al., 1994 [28] 167" 91 - -
Tucker et al., 1985 [2] 39 a3 - -
Bagi et al., 19986 [29] 56" ~ 29 -
Candell Chalom et al,

2004 [30%) 64 94 87 79
Miettunen et al., 2004 [31"] 51 100 86 -
“Percentage with renal disease/percentage without renal disease.
®All patients had lupus nephritis.

B.EAAada: Anoucia Bavatouv os 47 acBeveig tnv teAevtaia 25etia

(Referral Center’s experience)

Curr Opin Rheum 2005



ZuvoAwkn BAABN B. EAAabSLtwv aocBsvwv pe nZEA oe dudotnpa 10etiog (2012)

SDI=0,77 1,18
SDI=0 64%

SDI>0 36%

SDI=0
30/47

SDI=1 11%

SDI=2 15%

SDI=3 6%

SDI=4 4%

Rheumatol Int (2015) 35:1225-1232 R h euma tol Ogy @ Crosehark

DOI 10.1007/500296-014-3209-6

ORIGINAL ARTICLE - OBSERVATIONAL RESEARCH

Dissecting the damage in Northern Greek patients
with childhood-onset systemic lupus erythematosus:
a retrospective cohort study

Artemis Koutsonikoli - Maria Trachana -
Anna-Bettina Heidich - Vasiliki Galanopoulou -
Polyxeni Pratsidou-Gertsi - Alexandros Garyphallos

SDI>1
17/47

SDI=1
5/17

SDI=2
7/17

SDI=3
3/17

SDI=4
2/17




BAafBn ava topea tou SDI

N BAaBwv/ Topéa Tou SDI avadopikd He TO XpOVO VOCOU TTOU avartuxonkov

Top€ag tou SDI AplOpadc BAapwv

1lo¢ 206-50¢ 60¢-100¢ >100¢
XPOVOG VOGOU XPOVOG VOGOU XPOVOG VOGOU XPOVOG VOGOU
n=47 n=43 n=32 n=19
OdOaApoi
NeuvpoyuyLatpiko
Nedpot
Mvevpoveg

=
N

KapdLayyelako

I_I'Ispubeptké OlYYVELOKO
FoTPEVTEPLKO

MUOOKEAETIKO
Acpua

mr O o o p|O©O » O] O
R O Rk O Rr|O O Rr|uU |N
P O O O B O O O N W
O O b O P O R KL BB

MNpwtonadng
QLVETIAPKELOL YOVAS WV

o
o
o

Awafitng 0
KakonOewa 0 1 0 0

n: aplOuoC acbevwv



2uVvoAwkn BAAPNn-6LeBvNC epmneLpia

47 9,4 0,77 36
MeAétn Xpovoloyia Xwpa ApLOpoG AwdpkeLa SDI*1 Noocooto
acbsevwv  vooou/mapakoAolOnong acOevwv
(étn) pe BAGBn
Rood et al 1999 OMavéia 31 AA/A,7 2,6 AA
Brunner et al 2002 Kavadag 66 3,3/3,3 1,76 60,6
Ravelli et al 2003 ItaAio, EANGSQ, 387 5/0A 1,1 50,5
HMNA, Me€wko,
lanwvia
Miettunen et al 2004 Kavadag 51 AA/7,2 (med) 2 >51
(med)

Appenzeller et al 2005 BpaliAia 55 4,8/3,25 4,9 AA
Lilleby et al 2005 NopBnyia 71 10,8/AA 1,3 61
Brunner et al 2006 HMA 77 7,1/0A 1,58 42
Bandeira et al 2006 ItaAla, Bpalihla 39 AA/5 1,5 56,4
Gutiérrez-Suadrez et al 2006 39 xwpeg*? 1015 4/AA 0,8 39,9
Uziel et al 2007 lopanA 54 AA/5 0,7 31,5
Lee et al 2007 Kiva 47 7,53/6,75 0,87 44,7
Hiraki et al 2008 Kavadag 256 AA/3,5 0,6 34
Al-Mayouf et al 2008 Zaoubikn Apafia 89 5 (med)/AA 1,1 48,3
Descloux et al 2009 FaAAilo 56 7,4/0A 1,3 54
Taddio et al 2010 ItaAla, HMA 100 AA/5,3 AA 34
Salah et al 2011 Alyurmtog 148 6,75/AA 0,93 43,9
Hui-Yuen et al 2011 HMNA 68 6,6/AA 1,3 52,9
Watson et al 2012 AyyAia 198 AA/4,5 (med) AA 28

SDI: Systemic Lupus International Collaborating Clinics/American College of Rheumatology Damage Index, AA: 6ev avadépetal, med: median (Stapuecog)
*1; Avadépovtal oL HECEG TLUEC. *2: MephapBdvovtat Kat ot acBeveic anod Tig peAéteg Twv Ravelli kat Bandeira.




KaBuotépnon otn cwpatikil avénon-61ebving epnepia

29 21
MeA£€tn Xpovia Xwpa n KaBuotépnon
avénong (%)
Ravelli et al 2003 ItaAla, EAAada, HMA, 387 16,1
Me€wko, lanwvia
Lilleby et al 2005 NopBnyia 58 10
Bandeira et al 2006 ItaAla, Bpalihia 57 22,8
Gutiérrez-Suarez et 2006 39 XWPEC 1015 15,3
al
Taddio et al 2010 ItaAla, HMNA 100 12
Salah et al 2011 AlyuTttog 148 28,3
Rygg et al - Aldpopec 18,2




Take home messages...

Oeparmneia Tou NMZEA
e 161 pappaka aAAQ... tadlatpiki dlaxeiplon
e XInuavtikn BeAtiwon tng EkBaong ta teAeutaia 20 xpovia (life span)

Qotooo...

E€akoAouBel n avamntuén BAAPNC oe Opyava =P enUTTwon otnv nototnto {wng

e ... OVAYKN ocuvexoUC Hakpoxpoviag tapakoAovOnong & sdpappoyn
odnywwv yla uPnAng ototntac ppoviida

2TOXOC OTPATNYLIKAC OVTILUETWTILONG LLE OUYXPOVEC Bepareleg
 KaAUtepoc €Aeyxoc evepyoTnTOC TNG VOOOU
e Melwon tng un avaotpePunc PAAPNC Twv opyavwy




Ynootnpn madiwv pe Peupoatonabdeiec oto Natdiatpitkd AVOGOAOYLKO Kot
PeupatoAoyiko Kévipo Avadopag tng A’ Modiatpikic KAwikng ANO

@. Kavakoudn-ToakaAibou  B. TQHOUAN M. Bolikn, PuxoAoyoc

. MapdaAog A. Tamapkou M. Ztavpakibou, duoikoBeparmevtpla
M. Npatoibou-Tképton E.XpovormouAou

E. Dappakn X. Kapumnidou

M. NaApmavtn

AtevBuvon kot NMpoowrikod

A’ Moudatpikic KAwikic ANO MadLkOC AVTIPEUUATIKOC AYWVOLC
YUAoyoc Olwv Matdwwv pe Xp. Peupotonddeleg

YUAoyocg MNovewv Matdlwv pe Xp. PeupatondBeleg

EuxaploTieg....



