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ZYIZTHMATIKOZ EPYOHMATQAHZ AYKOZ (ZEA) - NATKOZIMIA KATANOMH

Table 1| SLE prevalence by country

Country Prevalence range (per 100,000 of the population)
Overall Females Males
Taiwan 37.0-97.5 66.6-179.4 8.4-28.5
South Korea 18.8-26.5 35.7-45.8 5.5-7.5
Malaysia 43.0 N/D N/D
Mainland China 30.0-37.6 60-67.8 0-6.2
Japan 3.7-37.7 6.6-68.4 0.83-7.0
n 3 n=1 India 3.2 N/D N/D
Pakistan 50.0 N/D N/D
Iran 40.0-190.0 250.0 110.0
Iraq 53.6 88.7 N/D
“In=1 Australia 10.3-92.8 127.0 N/D
Norway 44.9-51.8 89.3-91.0 9.7-10.7
Denmark 21.9-283 N/D N/D
Russia 9.0 15.8 0.5
Ukraine 14.9 23.8 3.7
Kazakhstan 20.6 35.9 18
UK 24.0-517.5 35.0-177.0 3.7
Spain 17.5-34.1 29.2-57.9 5.8-8.3
Italy 57.9-81.0 100.1 12.0
France 470 N/D N/D
v Greece 39.5-110.0
Prevalence range (per 100,000) _ _ _
= (3)63(6)0 -' 289300 — md P Sweden 30.0-85.0 64.8-144.0 11.7-25.0
Ireland 254 N/D N/D
USA 42.0-300.0 45.0-408.2 4.4-54.0
Canada 31.9-51.0 271.0-322.0 32.0
Brazil 98.0 110.0 90.0
Argentina 58.6 83.2 23.0
Venezuela 70.0 N/D N/D
Curacao 47.0 83.8 8.5
Mexico 60.0 80.0 40.0
Cuba 60.0 100.0 0
Barbados 84.1 152.6 10.1

Carter EE et al Nature Reviews Rheumatology 12, 605-620 (2016)



NEANIKOzZ 2Y2THMATIKOZ EPYOHMATQAHZ AYKOzZ - ENIAHMIOAOTIIA

15-20% gpdavilovral otnv radikn/ednPikn nAkia (<18 etwv)
Enintwon veavikou ZEA 0,3-0.9/100.000 maidia
ErumoAaopog veavikou ZEA 1,9-25/100.000 nadia

. Differences in sex distribution and autoantibody patterns between juvenile- and
iSLE TOTAL PREVALENCE A yP j
adult-onset SLE [2-4].

a 80 Juvenile-onset SLE (~10-20%) Adult-onset SLE

& (~80-90%)

o 60

‘L;‘ Demographics Pre- Peri- Post- -

3 40 pubertal pubertal pubertal

% 20 (<7 years) (7-13 (<13

o= [3] ears) [3] ears) [3]

é roportion o 10.3% 4% .3% -

@ 0 P f 0.39 57.49 32.39

3 Oto 4 Sto 9 10t0 14 15t0 19 ;

a Sex 3.3:1 5.2:1 7.25:1 9-10:1

Age group (years) distribution

L Martin-Marin et al. Lupus 2023, Vol. 32(9) 1105-1110 T Alexander et al. Clinical Immunology 234 (2022) 108907
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Full Length Article

Systemic lupus erythematosus — Are children miniature adults?

Tobias Alexander ", Christian M. Hedrich %

Neavikog ZuoTnUaTikog Epubnuatwdng AUKoG ZOBAPOTEPOZ ®AINOTYNOZ ZE IXEZH ME TH
NOZO TQN ENHAIKQN (coBapotepeg ekdnNAwoeLg, eTBeTIKOTEPN TOPELR/XELPOTEPN TTPOYVWON) .

T Alexander et al. Clinical Immunology 234 (2022) 108907



(NEANIKOZ) 2YZTHMATIKOZ EPYOHMATQAHZ AYKOZ-NAGO®DYZIONOrIA

eoSLE: Disease-causing mutations in single genes

Movoluywtikd §idupa (25-40%) Additional factors: I jSLE: Additional genetic variants I
Familial clusters (30 mAdoLog Kivbuvog * Hor-mones
endbaviong ZEA pe 1° BaBuou ouyyevy | Toxins
ndoyovra ) * Infections
* UV radiation

Additional unknown factors

Epigenetic alterations

Genetic predisosition Loss-of-tolerance Amplification of Tissue damage
(‘susceptable state’) autoimmunity

>
Asymtomatic individual Preclicinal systemic inflammation Clinical SLE

Autoantibodies

C.M. Hedrich et al.Best Practice & Research Clinical Rheumatology 2017 Aug;31(4):488-504



(NEANIKOZ) 2YZTHMATIKOZ EPYOHMATQAHZ AYKOZ
KAINIKEZ EKAHAQZEIZ

Table 2
Variation in clinical and immunological presentation between juvenile-onset and adult-onset disease.
Ambrose et al. 2016, UK  Artim-Esen et al. 2017, Mohamed et al. 2017, Egypt Sousa et al. 2016, Portugal Webb et al. 2011, USA
[8] Turkey [20] [19] [190] [43]
JSLE aSLE JSLE aSLE JSLE aSLE JSLE aSLE JSLE aSLE
Female (%) 83 92 87 86 78 74 87 96 82 91
Caucasian (%) 50 60 100 100 - - 78 72 - -
Malar rash (%) - - 74 46 56 75 62 36 (OR) 2.25
Photosensitivity (%) 34 41 72 57 53 46 46 60 (OR) 1.19
Arthritis (%) 72 93 70 71 71 63 70 89 (OR) 1.62
rogiti 0/ 4 K K A Q —
Renal involvement (%) 44 33 53 39 73 36 58 31 (OR) 3.34°
(OR) 2.04"
Neurological involvement (%) 24* 21* 12 8 23 8 11 6 (OR) 1.45
A“ A pmltlve ‘l 0 04 ‘: O .. .. # 00 A nu_ -“ .
(OR) 0.53
Anti-dsDNA +ive (%) 71 63 79 70 84 70 - - (OR) 1.95
Low C3 (%) 62 46 - - 61 50 83** 67 ** -

Significant results (P < 0.05) noted in bold. *Approximated from figure **Low complement rather than low C3. OR = Odds ratio. JSLE: juvenile-onset SLE, aSLE:
adult-onset SLE.

? Proteinuria.

b Cellular casts.

Smith EMD et al. Clin Immunol. 2019 Dec;209:108274



(NEANIKOZ) ZYZTHMATIKOZ EPYOHMATQAHZ AYKOZ
KAINIKEZ EKAHAQZEIZ

Sicca syndrome gy

Thrombosis
Parotitis

= Children aged more than 12 years
Cardiac _
Pulmonary = ; B Children aged less than 12 years
Neurological pr— @Al children
Abdominal  pe—

Hematologic

Bader Meuner B et al.J Pediatr 2005;146:648-53




BAevvoyovodepATIKEG EKONAWOELG VEAVIKOU ZEN
(ELbikEc-0&UC depaTikOg AUKOG )

Agppatopuooitido
Noipwén amod napPold

‘l-.:..l

- 1”“““\! —

O
1N




BAevvoyovodepUATIKEG EKONAWOELG VEAVIKOU ZEN
(ELbikEc-0&UC depaTikOg AUKOG )

@0 REDMI N
2021/3/8 21:56 Al QUARS 2021/3/8 21:56




BAevvoyovodepUATIKEG EKONAWOELG VEAVIKOU ZEN
(ELdkEC-UTtOEUC/XPOVLIOC SEPUATIKOC AUKOC )

AA QappakeuTko €avOnua (avtt TNF)

Arkin LM et al. Curr Opin Rheumatol2019 Sep;31(5):411-420
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BAEVVOYOVOSEPUATIKEG EKONAWOELG VEQVIKOU ZEN
(MH ebkeq)

' REDMI NOTE & PRO
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BAEVVOYOVOSEPUATIKEG EKONAWOELG VEQVIKOU ZEN
(MH &6keEg)

ZuxvotnTa Alaterapéva | MNyavria Mikpo- AilakAadwon | Amrodiop- | ANa oxoAia
TPIXOEIdWV | TpIXO£I1dn TPIXOEION AIHOPPAYIES | TPIXOEIBWV yavwon

AEZI XEPI

2 r A 0 0 0 0

3 r A 0 0 0 0

4 r A 0 0 0 0

5 B A 0 0 0 0

APIZTEPO XEPI

2 r B 0 0 0 0

3 r B 0 0 0 0

4 r B 0 0 1 1

5 r B 0 0 1 0

BabpoAdynon

ZuXvOTNTA TPIXOEIBWV: A=QUCIOAOYIKO B=eAdyI0Tn ammwAeIa M=pétpia amwAeia A=eKTETAPEVN ATTWAEIQ

AlareTapéva TpIX0edr:  A=@UaIoAoyIK6 (<20um) B=nAma didracn (20-50um) M=onuavTikA didtacn (>50um)

Aoirég avwuaieg: 0=a1000Eg 1=<33% TwV TPIXOEIBWV  2=33-66% TWV TPIKOEIDWV 3=>66% TWV TPIXOEIDWV

Napdpecog 5e§d | | Mapduecog aplotepd




EKONAWOELG OTTIO TO LUOOKEAETIKO CUOTNUOL OTOV VEQVLKO ZEN

e ApBpaAyiec/apBpitida
e  Mualyiec/puooitidba

AA Aoipwén
IVOPUQAyia
veaviKr apBpiTida
MuoTTéBeIa atrd oTePOEIDN
OOTEOVEKPWON




Ek6NAWOELG arto To oupormoLntiko cvotnpa (vedppitida) otov veaviko ZEA

Epndaviletal oto 50 — 70% Twv matdlwyv pe veaviko JEA

90% TWV MEPUTTWOEWV EVTOC SUO0 ETWV ATIO TNV MPWTOSLAYVWOon

MKPOOKOTILKI)/LOLKPOOKOTILKI) QLULOTOUPL, TIPWTELVOUPLA, UTIEPTAOT, EKTTWON TN VEPPLKAS AstToupylag

Je mepimtwon MPWTEwoupiog >500mg/24wpo 1 EKMTWoNG tNe VEDPLKNC Asltoupyiag ektipnon omo

natdovedppoloyo (BoPia vedppou)

Tafwvounon vedpitidac veavikol ZEA wc emi evnAikwv (ISN/RPS 2003 classification system)

ATOKAELOPOG 0pBooTaTIKNC AsuKWATOUpLag o€ edprBouc og N TPpWTELVOUPLa

Ye mepimtwon aduvapiag Sievépyelag Bloglag n mapoucia umeptaong, n vePpwolkol TUTIOU
Asukwpatouplag A/kat emnpeacpévng vedplkng Asttoupyiag GFR (<80 mL/min/1.73 m2) wooduvapel pe
napouocia veppitdag taéng I/IV (SHARE GUIDELINES)

Groot N, et al. Ann Rheum Dis 2017;0:1-9



Nevpouylatplkec ekdNAwaoeLg veavikol ZEA

TABLE 23-13 Frequency of NP

Manifestations in pSLE

CENTRAL NERVOUS SYSTEM*

Headache (any) 4-55% (95%)
Recurrent 10-50%
Mig_rain_e i i 3-10%
comv dyseion o 2uviiBwg mpoBdriouv pe T évapén TG vooou (11%) A
Acute confusional state 3-9%
Mood disorder 5-9% (o] A A 0,
e S o tov 1° xpovo tng vooou (16%).
Manic 0-3%
Mixed features 0-1%
Seizure disorder (any) 4-20%

Single episode 4-20%

Epil 0-2% ' ! ! ’ i
R 0% MNapaiobnoelg, Swatapaxéc kivnong/xopeia, omoopol,
Cerebrovascular disease (any) 4-14%

Transient ischemic attack 0-2% ' ’ ’ ’ '

Cerebral infarction (stroke) 2-9% chaLuLKa ETE L006 l'al 6 Larapaxec e v IJLKO U/ avxo q;

Venous thrombosis (sinus vein) 1-4%

Vi liti 1-2% Ji I I '

bl = neplpepikn veupitda, sykapolo pueAitida Ka.

“Chronic multifocal disease” 1-2%

Psychosis 3-24% r )] ' )]
Movement disorder (any) 0.6% AMayec otnv akadnuatky enidoon/aAlayéc otnv

Ch 0-5%

Pa?kriiasonian Case reports ) )] ) r
Demyelinating syndrome 2:3% NMPOOWTILKOTNTA / ALoUTNTIKEG SLaTapaxEC (VEUPOYEVNC
Aseptic meningitis—may be idiopathic (acute  0-2%

or chronic) or secondary to drugs’ '
Myelopathy 12% (IVODEEL(X)
Peripheral nervous system 3-5%
Acute inflammatory demyelinating Case reports only ’ ’ ’
polyradiculoneuropathy (Guillain—Barré CDU GLOAOVLKn M Rl 68V arto K)\E LEL Tn 6 L(XVV(.OOI’] (S HAR E
syndrome and its variants)
Chronic inflammatory demyelinating Case reports only
polyradiculoneuropathy G U I D E Ll N ES)
Autonomic disorder Case reports only’
Mononeuropathy, single/multiplex 1-2%
Myasthenia gravi§ Case reports only Tarvin SE et al.Pediatr Clin N Am 65 (2018) 711-737
:iigﬁ&y cranal ,1\,: ,/;poned pediatric cases Petty Laxer Lindsley Wederbrunn Pediatric Rheumatology 2016

Polyneuropathy 0-2%




Nounég ekONAWOELG TOU VeEAVIKOU Zuotnpatikol Epubnuatwdouc AUkou

AlpatoAoyikeg Satapaxeg (Bpoppormevia, Aspdornevia, aloAUTIKN ovoLpia)
Opoyovitidba (30%)

Fevikeupevn Aspdadevonabela

AUENUEVN TIUA TPOVOAULVOCWY

Yriotporidlovta enelcodLa MayKPEATITLOAC

Tarvin SE et al.Pediatr Clin N Am 65 (2018) 711-737



NEANIKOZ ZYZTHMATIKOZ EPYOHMATQAHZ AYKOZ - AIATNQZH

eTABLE 23-21 Quality Indicators of Laboratory Testing for Suspected Childhood-Onset SLE

and Newly Diagnosed Childhood-Onset SLE

SUSPECTED NEWLY DIAGNOSED
CHILDHOOD-ONSET SLE CHILDHOOD-ONSET SLE

Complete blood count and differential

Erythrocyte sedimentation rate

C-reactive protein

Complement C3, C4

Antinuclear antibodies

Anti-dsDNA antibodies

Anti-Ro, anti-La, anti-RNP antibodies

Urinalysis

Urine protein-to-creatinine ratio

Renal panel (may include sodium, potassium, HCO,, chloride, BUN,
creatinine)

Liver function (may include AST, ALT, bilirubin, albumin)

Antiphospholipid antibodies

AN N N T T N NN

N N N N N NN NEN

NS

Petty Laxer Lindsley Wederbrunn Pediatric Rheumatology 2016



(NEANIKOZ) 2YZTHMATIKOZ EPYOHMATQAHZ AYKOZ- KPITHPIA TAZINOMHZHZ

Table 1. The ACR 1997, SLICC 2012, and EULAR/ACR 2019 classification criteria sets for SLE.

ACR 1997

SLICC 2012

EULAR/ACR2019*

Criteria
1. Malar rash
2. Discoid rash

3. Photosensitivity
4. Oral ulcers

5. Arthritis

6. Serositis

7. Renal disorder: proteinuria
or urinary casts

8. Neurologic disorder: seizures
or psychosis

9. Hematologic disorder: hemolytic anemia,
leukopenia, lymphopenia, thrombocytopenia
10. Immunologic disorder: anti-dsDNA,
anti-Sm, false positive serologic test for
syphilis, ACA, LAC

11. ANA positivity

Clinical Criteria
1. Acute cutaneous lupus
2. Chronic cutaneous lupus

3. Oral or nasal ulcers
4. Nonscarring alopecia

5. Synovitis

6. Serositis

7. Renal involvement: proteinuria or
erythrocyte casts

8. Neurologic involvement: seizures, psychosis,
mononeuritis multiplex, myelitis, peripheral or
cranial neuropathy, acute confusional state

9. Hemolytic anemia

10. Leukopenia or lymphopenia

11. Thrombocytopenia
Immunologic Criteria

1. ANA positivity

2. Anti-dsDNA positivity

3. Anti-Sm positivity

4. aPL positivity

5. Low complement

6. Direct Coombs test positivity in the
absence of hemolytic anemia

Clinical Domains and Criteria

1. Constitutional: fever

2. Hematologic: leukopenia, thrombocytopenia,
autoimmune hemolysis

3. Neuropsychiatric: delirium, psychosis, seizure

4. Mucocutaneous: nonscarring alopecia, oral ulcers,
subacute cutancous or discoid lupus, acute cutancous lupus
5. Serosal: pleural or pericardial effusion, acute pericarditis
6. Musculoskeletal: joint involvement

7. Renal: proteinuria, renal biopsy class IT or V LN, renal
biopsy class Il or IVLN

Immunology Domains and Criteria

1.aPL: ACA, anti- -GPL, LAC

2. Complement prot_cins: low C3 or low C4,

low C3, and low C4

3. SLE-specific antibodies: anti-dsDNA or anti-Sm

The Journal of Rheumatology 2021;48:907-14




NEANIKOZ ZYZTHMATIKOZ EPYOHMATQAHZ AYKOZ - AIAFNQZzH

Differences in sex distribution and autoantibody patterns between juvenile- and
adult-onset SLE [2-4].

Juvenile-onset SLE (—~10-20%) Adult-onset SLE
(~80-90%)
Demographics Pre- Peri- Post- -
pubertal pubertal pubertal
(<7 years) (7-13 (<13
[=2] years) [3] years) [3]

Proportion of 10.3% 57.4% 32.3% -

patients
Sex 3.3:1 S5.2:1 7.25:1 9-10:1

distribution

(female:

—male)

Serologic (n = 413) [4] (n = (n=

marker 511) 389)

[4] 2]
ANA 97% across entire jSLE cohort [4] 94% 99,5%
86% [3] 92.9% [3] 97% [3] - -

Anti-dsDNA 71% 63% 71,7%
Anti-Sm 22% 16% 30,2%
Anti-Ro 35% 38% 33,2%
Anti-La 17% 15% 15,1%
Anti-RNP 36% 29% 28,5%
Low 62% 46%  73,4%

complement

H Lyngoe et al .Clinical Immunology 234 (2022) 108898




(NEANIKOZ) 2YZTHMATIKOZ EPYOHMATQAHZ AYKOZ- KPITHPIA TAZINOMHZHZ

RHEUMATOLOGY

TaBLE 1 Demograph|c details of the full UK JSLE Cohort Study, and those scoring >4 ACR-1997 criteria

Demographics

Full UK JSLE Cohort Study®
n =482 (%)

Ethnicity

White Caucasian 242 (51%)
Black African/Caribbean 73 (15%)
South Asian 140 (29%)
Other 7 (4%)
Gender®

Female 402 (83%)
Male 74 (15%)
Age

Median age at diagnosis (IQR) 12.8(10.4-17.9)
Numbers of patients in different age groups

<8 years 50(10%)
8-13years 268 (56%)
14-18years 159 (33%)
ANA positivity according to age group

<8 years 44 (88%)
8-14years 249 (93%)
14-18years 151 (95%)

First visit, n

180 (47%)
58 (15%)

119 (31%)
4 (4%)

318 (83%)
61 (16%)

12.9 (10.7-

37 (10%)
218 (57%)
127 (33%)

34 (92%)
205 (94%)
125 (98%)

= 385 (%)°

ACR-1997 > 4

17.9)

Last visit, n = 427 (%)°

209 (49%)
66 (15%)

128 (30%)
5 (4%)

357 (93%)
64 (17%)

12.8 (10.5-18.0)

43 (10%)
242 (57%)
138 (32%)

42 (98%)
233 (96%)
135 (98%)
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Th.c]oumal o.f Rheumatology 2021;48:907-14 J The Journal of

Bt Relowe Apel 12021 44 Rheumatology
The Performances of the ACR 1997, SLICC 2012, and
EULAR/ACR 2019 Classification Criteria in Pediatric

Systemic Lupus Erythematosus

Ezgi D. Batu!@, Ummusen Kaya Akca'®, Aysenur Pac Kisaarslan>@®, Erdal Sagl®,
Ferhat Demir’@, Selcan Demir! @, Stimeyra Ozdemir (;igekz@, Hakan Poyrazoglu2®,
Betiil Sozeri*@, Yelda Bilginerl®, and Seza Ozen!®

SLICC-2012 criteria [31]. The overall interpretation was that EULAR/
ACR-2019 classification criteria, when applied to children, may
indeed further improve the definition of homogenous cohorts towards
studies and trials in patients with an existing diagnosis of JSLE, but
importantly, should not be misunderstood as diagnostic criteria [31].




NEANIKOZ 2YZTHMATIKOZ EPYOHMATQAHZ AYKOZ —
NMAPAKOAOYOHZH /©OEPAIMEIA (SHARE GUIDELINES)

Single Hub and Access point for paediatric
Rheumatology in Europe (SHARE)

ExTiunon k&Be 2-4 eBOOPAdEC HETA TNV TTPWTOBIAYVWON I KOl UTTOTPOTTH YIa 2-4 JAVES

2¢ KGBe etriokewn pETPNON apTnPIaKAS TTieong / cwuaTtopeTpikad / SLEDAI 2k kai pia @opd Tov
Xpovo paediatric SLICC / ACR (SDl)damage index

KapdioAoyikog €Aeyxoc/opBaApoloyikdS EAeyxoc/A/a BwpaKkog KaTd TV TTPWTOdIAYVWON

The Single Hub and Access point for paediatric Rheumatology in Europe (SHARE) recommendations provide guidance on best
practices and standards of care for use across Europe. Due to limitations in the paediatric evidence base, it is important to
recognise that the SHARE recommendations are largely based on adult systemic lupus erythematosus (SLE) evidence, and that
clinical research specifically in childhood-onset SLE (cSLE) is urgently required.

Smith EMD, et al. Arch Dis Child Educ Pract Ed 2018;0:1-6.



EULAR recommendations for the management of
systemic lupus erythematosus: 2023 update

Treatment of Lupus Nephritis

Adjunct treatment
for kidney
protection*
ACEi/ARBs

Consider SGLT2i
(if decreased eGFR)

VKA, heparin
(if concomitant APS
nephropathy)

Assess adherence
to treatment

[ e ]
HCQ (all patients unless c ndicated)

GC PO/IV (consider pulse IV MP, then 0.3 mg/kg/day depending on
severity; taper to < 5 mg/day as quickly as possible)

Targets

3 months
225% reductlon in

6 months
250% reduction in
MMF/low-dose CYC + BELS MMF/AZA + BELS UPr to <3 gr/day
12 to 24 months

UPr <0.5-0.7 gr/day

MMF + CNI (esp. VOC, TAC)*

High-dose CYC *1 Tentioned unteqs (@l vith 6GFR within
andicatad 10% from baseline)
RTX +
1
Grade A Grade B Grade C Grade D

Treatment of Non-Renal Systemic Lupus Erythematosus

HCQ (all patients unless contraindicated)

General measures

Sun protection
Exercise
No smoking
Balanced diet
Vaccinations
Normal body weight
Blood pressure, lipid,
glucose control

| active disease; taper to <5
ue, if possible)

Acetylsalicylic acid,
VKA
(in aPL+/APS)
CNI CNI
Assess adherence to exe
treatment RTX RTX
| —
Grade A Grade B Grade C Grade D

Fanouriakis A, et al. Ann Rheum Dis 2023;0:1-15. doi:10.1136/ard-2023-224762

Target

Remission
Clinical SLEDAI=0
HCQ
GC < 5 mg/day

or

Low disease activity
SLEDAI <4
HCQ
GC < 5 mg/day

Immunosuppressive
or biological agents
at stable, tolerated
dose



NEANIKOZ ZYZTHMATIKOZ EPYOHMATQAHZ AYKOZ - NMPOINQzH

1/3 mawdwwv spdaviouv kamolo £doc¢ povipung BAABNG HETA amo Katd LEco 0po 3,5
Xpovia ropakoAolBbnong, kuplwe ta matdld pe vedpitida [ Le CUPPETOXA ATIO TO
KN2

Mpoc¢ amoduyn tng Hoviung BAaBnc sival avaykaio n  €ykatpn Sltayvwon, €ykaipn

gvapén Beparmeiog kKoL n cuppopPwaon otn Beparneia

Pediatr Clin N Am 65 (2018) 711-737



NEANIKEZ IAIONAGEIZ DAETMONQAEIZ MYONAGEIEZ (MYOZITIAEZ)

Etepoyevng opdda omaviwyv autodvoowVv VOOHUATWY TToU

npooPfaArlouv kate€oxnv Toug LUEG Kal To S€pua aAld Ko K

aA\a opyoava (apBpwoeLlg, YOOTPEVTIEPLKO, OVOTIVEUOTLKO

_

cuotnua, KapSloyyeLoko cUOTNHA)
Neavikn deppatopvooitida (>80%)

Mvuoocitida aAAnAoenikaAunttopevn HE GAAQL autodvooa

voonpoata.
Neavik moAvpuooitida
Apvornadntikn depuatopvoaoitida

AUTOAVOON VEKPWTLKNA HUOTIABEL

Papadopoulou X et al. Nature Reviews Rheumatology | Volume 19 | June 2023 | 343-362 344



NEANIKH AEPMATOMYOL:ZITIAA - ENMIAHMIOAOTIA

KAINIKEZ EKAHAQZEIZ

Entintwon 1-4 /1000000 modid ava €1oG
Aldyvwon ocuxvotepa 4-9 eTwv

Mupetog, KOTtwon, Kakouyia,
guepebloToTNTA

Mutk) aduvapia (eyyug¢ HUEG Avw Ko
KATW  AKPWV, KOUTTAPEC  OUXEvQ,
dapuyyLkol utopapuyyLlkoi HUEC)
E€avBripata  (nAlotpomio, PAatideg
Gottron, XpuocaAAida, mepLOVUXLEC

TNAEQYYELEKTAOLEC
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Review

Juvenile dermatomyositis. Where are we now?

L..J. McCann!, P. Livermore?, M.G.LI1. Wilkinson?, L..R. Wedderburn?

Ta €dikad yia TIC PuocoiTidec autoavTiowuata  (50-70%)  ouuBdaAlouv oTtov TTPOoCdIopPIoUO
OIOPOPETIKWY UTTOOUAdWY HE OIaPOPETIKO @aIVOTUTIO, OIQPOPETIKA Tropeia/aviattokpion oTn

Bepatreia Kal dIAPOPETIKO KivOUVO ETTITTAOKWV

Clin Exp Rheumatol.2022 Feb;40(2):394-403



NEANIKH AEPMATOMYOZITIAA — KAINIKOI YITODAINOTYNOI

Myositis Specific Antibodies (MSA)

Hria puikn mpooBoAn — Mikpotepn nAtkia

ZoBapn deppatiki mtpooPBoln (€ xpuoaAAidag, BAatideg
Gottrons,e§eAkwoelg,Atnoduotpodia)

Xwpic ouoxEtion pe avénpévo Kivéuvo kakonoeLag

AntiTIF1 (17-35%)

(Anti-transcriptional intermediary
factor 1)

Anti NXP 2 ( 15_25%) ZoBapn MUK Kat deppatikn npooBoAn (e§eAkwoelg SEppartog)
EKSNAWOCELG ATtO TO YOOTPEVTEPLKO (apoppayia /€Akn/ dSucdayia)

(anti- nuclear matrix protein 2) Auénpuévog kivbuvog aoBeotwoewv (Kot 0Toug EVAALKECG)

EAdyLotn €wg kot KKOOAOU PULKH CUMUETOXN
JUOTNUOTIKEC EKONAWOELC (amWAELO CWHATIKOU BApouc Ka)

Anti MDA 5  (6-38%) Inuavtikn Seppatikr) TpooBolr (eEEAKWOELS )

(Anti melanoma differentation ApBpitida
associated gene 5) Auvénuévog kivéuvog dlapeong mveupovomadeLag
Anti-Mi2 (4-10%) SoBapn MutkA TpooBoln

XapoKTNPLOTIKEG Seppatikeg BAAPeC (xpuoalAiba,gottrons PAatidec)
(classic JDM)
MukpOTtEPOC KivOuvoc SLapeong mveUoOVOTTABeLag

NON MSA POSITIVE JDM

Papadopoulou X et al. Nature Reviews Rheumatology | Volume 19 | June 2023 | 343-362 344



NEANIKH AEPMATOMYOZITIAA — KAINIKOI YITODAINOTYNOI
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XapoKTNPLOTIKEG Seppatikeg BAAPeC (xpuoalAiba,gottrons PAatidec)
(classic JDM)

MuwkpOTtepPOC Kivbuvoc SLapeong mveuovomabeLag

(Anti melanoma differentation
associated gene 5)

NON MSA POSITIVE JIDM

Papadopoulou X et al. Nature Reviews Rheumatology | Volume 19 | June 2023 | 343-362 344



NEANIKH AEPMATOMYOZITIAA — KAINIKOI YITODAINOTYNOI
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Anti MDA 5 kat avtt Ro 52 Bgtikni
Mpocoxn otnv avarmntuén Slapeong
TIVEULOVOTIABELOC




NEANIKEZ IAIOMAOEIZ DAETMONQAEIZ MYOMNAOGEIEZ
(MYOZITIAES)

20vépopa aAAnAoerikaAvyng (JDM/Scleroderma,JDM/SLE)
MAAs include anti-Ro52, anti-PM/Scl and anti- ULRNP antibodies.

20vépopo avtiouvOetaong

Mo otrdvio oTta TTaIdId o€ ox€on ME TOuG EVAANIKES (<5%) pE évapgn o€ peyaAuTepn nAikia
2xeTiCeTal ye Ta avricwuara Jo-1, PL-7, PL-12 kair aAAeg aminoacyltRNA synthetases
Muikry aduvapia (100%),TTupeTdg (63%),ap0piTIda (74%),Raynaud (32%),01dueon

TTveupovoTTaBeia /AITToaTpogia
ApuotradnTikn depUATONUOCITION

AuTtodvoon vekpwTIKA puoTtrdBela (anti—signal recognition particle (Anti-SRP) ,anti—3-hydroxy

methylglutaryl-coenzyme A reductase (anti-HMGCR)

Papadopoulou X et al. Nature Reviews Rheumatology | Volume 19 | June 2023 | 343-362 344



NEANIKH AEPMATOMYO:zITIAA - AIATNQzH

Exktipnon puikng woxvog (Childhood Myositis Assessment Scale (CMAS) and Manual Muscle Test
(MMT8) - Ektipnon optAlac- KOTAmoTikA¢ AsLTtoupyiog

Extipnon evepyotntag deppatikic BAaBnc/avalntnon acfeoctwoswv

Fevikn aipatoc/deiytec oelag PpAeypovnc/vedpikn Kat nmatikr) Asttoupyia/yevikr oupwv
Muwka evlupa (LDH,SGOT,CPK,AAAOAAZH)

MRI ntpooBeBAnuévwy puwv - Tpyoeldookomnon

Bloyia puoc (og atumn npoPfoln/anovcia xapaktnplotikou e€avOnuatog)

ATIOKAELOMOC AAA WV altlwyv edika oe aturn nmpoPfoAn (Aowpwéelg/ Bupeosldikn Aettoupyia/ 25

(OH) D/ nAektpoAUtec/ nAekTtpopuoypadpnua)

Nature Reviews Rheumatology | Volume 19 | June 2023 | 343-362 343
Enders FB, et al. Ann Rheum Dis 2017;76:329-340



NEANIKH AEPMATOMYOZITIAA — A IATNQ2zH

Aeltoupyikeg Sokipaoteg mvevpova/DLCO og O0Aa ta radia (av maboloyika HRCT)

KapSLoAoylkog €AeyxoC KATA TNV MPWTodLAyVWOon Kal oTn ouveXELla Baon evdeiéewv
(urtéptaon, cuveXW{OUEVN EVEPYOTNTO VOOILATOC KOl

Avtiowpata l8ka yia ti¢ puoottda (anti-TIF 1-y (p155), anti-NXP2(p140/MJ), anti-

MDAS and anti-SRP) kat oxetilopeva pe tnv puooitida (anti-PmScl, anti-U1-RNP,
anti-La (‘SSB’), anti-Ro (‘SSA’) and anti-Sm)

MRI eykedAAou ML CUUTMTTWUATWY

Nature Reviews Rheumatology | Volume 19 | June 2023 | 343-362 343
Enders FB, et al. Ann Rheum Dis 2017;76:329-340



NEANIKH AEPMATOMYO?:ZITIAA - KPITHPIA TAZINOMH2zH2

The EULAR/ACR classification criteria for adult and juvenile idiopathis

When no better explanation for the symptoms and signs exists these classification criteri:

Variable Score Points

Without muscle biopsy | With muscle biopsy

Age of anset

Age of onset of first symptom 13 15
assumed to be related to the disease =
18 years and < 40 years

Age of onset of first symptom 21
assumed to be related to the disease >
40 years

Muscle weakness

Objective symmetric weakness, 0.7 0.7
usually progressive, of the proximal
upper extremities

Objective symmetric weakness, 08 0.5
usually progressive, of the proximal
lower extremities

Neck flexors are relatively weaker 19 1.6
than neck extensors

In the legs proximal muscles are 09 12
relatively weaker than distal muscles

Skin manifestations

Heliotrope rash 31 32

Gottron's papules 21 27

Gottron’s sign 33 37

Other clinical manifestations

Dysphagia or esophageal dysmotility 0.7 0.6

Laboratory measurements

Anti-Jo-1 (anti-histidyl-tRNA 39 38
synthetase) autoantibody present

Elevated serum levels of creatine 13 14
kinase (CK) * orlactate

dehyd; (LDH) "or
aminotransferase (ASAT/AST/
SGOT) * or alanine aminotransferase
(ALAT/ALT/SGPT) *

Probability of IIM (%)

100-
90
80
70
60
50
40-
30
20
10-

Low Probability
|

High Probability

s c— — — — — — — —

T T T T T T T T T T T

0 1 2 3 4 5 6 7 8 9 10 11 1%
Score

Possible 50-55% probability
Probable >55 <90% probability
Definite >90% probability

Ann Rheum Dis. 2017 December : 76(12): 1955-1964. doi:10.1136/annrheumdis-2017-211468.

EULAR/ACR Classification Criteria for Adult and Juvenile
Idiopathic Inflammatory Myopathies and their Major Subgroups



NEANIKH AEPMATOMYO:ZITIAA — OEPATEIA

At the time of JIIM diagnosis
Exercise therapy Medications Adjunctive therapy
Induction: Severe disease: first- or
first-line therapy second-line therapy
» Safe and appropriate exercise High-dose corticosteroid (oral or Cyclophosphamide (with » Access to a multi-disciplinary
programme that is monitored by intravenous) and methotrexate corticosteroids with or without team, including a health
a physiotherapist or an (preferably subcutaneous) with or methotrexate) might be indicated psychologist
occupational therapist without IVIG for extensive ulcerative skin disease « Encourage the use of sunblock
« Exercise and/or rehabilitation to ) or major organ involvement (with a high factor and high star
be encouraged regardless of Second-line therapy l rating) and avoidance of sun
Qisease_ activity, with ghe aim of « Topical tacrolimus or topical
'm‘l)l’é’;’i'"g ps&":ho(l;?g'cal ) Add or change to IVIG, MMF, Change cyclophosphamide to corticosteroids might help
wellbeing and cardiorespiratory ciclosporin, tacrolimus, alternative DMARD as disease localized skin disease, itching
fitness azathioprine, or cyclophosphamide improves and/or symptomatic redness
* Where relevant, targeted « Vitamin D and calcium
exercises to improve grip Refractory systemic Refractory skin supplements, and management
strength, because of the disease disease of bone health
negative impact of poor grip
strength on activities of daily Consider rituximab, Maximize corticosteroid or
living and quality of life infliximab or adalimumab DMARD therapy. Consider
adding IVIG or rituximab or
l hydroxychloroquine. Topical
Consider JAK inhibitors tacrolimus or topical
or abatacept (limited - corticosteroids for localized
evidence in JIIM) skin lesions
Maintenance
therapy
« Wean off corticosteroids

» Maintain DMARD therapy until disease is in complete remission (without
corticosteroids) for at least 1 year

Papadopoulou X et al. Nature Reviews Rheumatology | Volume 19 | June 2023 | 343-362 344




Neavikn ésppoatopvoocitida - mpoyvwon

30-50% povokukAIKA TTopeia / U@eon
EVIOG 2-3 €TWV O€ E£yKalpn €vapén
Beparreiag

40-60% TTOAUKUKAIK TTopEia i Xpovia

EVEQPYOTNTA - KivOUVOG ETTITTAOKWV

(aoBeoTwoelg , AITTOdUOTPOYIA ...)

OvnToTNTA TTAYKOOHiWG 5-8%

Clin Exp Rheumatol.2022 Feb;40(2):394-403
Enders FB, et al. Ann Rheum Dis 2017;76:329-340
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NO2Oz KAWASAKI

Acute Kawasaki Disease: Not Just for Kids
Anne E. Wolff, MD', Karen E. Hansen, MD?, and Laura Zakowski, MD?* Society of General Internal Medicine 2007;22:681-684

15t Louis University, 5t Louis, Missour, USA; “*University of Wisconsin, Modison, Wisconsin, USA; #1190 Hedlth Sciences Learning Center, 700
Highland Avenue, Madison, Wiscorsin 53705, USA.

Mise au point

La maladie de Kawasalki de I’adulte

Adult Kawasaki disease

P. Séeve *, C. Bui-Xuan. A. Charhon. C. Broussolle

Service de medecine interne, Horel-Dieu, 1 place de ["Hopital, 09238 Lyon cedex 02, France

HIMA  80% <5 stwv
90% <8 eTWV

Fequle 18 septembre 2002 ; accepte le 21 janvier 2003

La revue de medecme interne 24 (2003) 377-384

latTwvia 0,7% >10 eTwv

Makino N et Pediatr Int. 2018;60:581-7
Maddox RA et al. Pediatr Int. 2015;57:1116—-1120



KAINIKEZ EKAHAQZEIZ
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