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Table I. Classification of JIA according to ILAR criteria (Edmonton 2001)@®)

Systemic arthritis

Arthritis in 1 or more joints, coincident with or preceded by fever for at least 2
weeks, observed daily for at least 3 days, with 1 or more of the following:

1. Evanescent erythematous rash
2. Adenopathies
3. Hepatomegaly and/or splenomegaly
4. Serositis
Exclusion criteria: a, b, ¢, d

Oligoarthritis
Arthritis in 1-4 joints in the first 6 months of illness. Subcategories:
1. Persistent oligoarthritis: no more than 4 joints affected in later progression
2. Extended oligoarthritis: more than 4 joints affected after the first & months
Exclusion criteria: a, b, ¢, d, e

RF negative polyarthritis

Enthesitis-related arthritis
Arthritis and enthesitis or arthritis or enthesitis, and at least, 2 of the following:
1. Pain on palpation of sacroiliac joints or lumbosacral inflammatory pain
2. HLA-B27 positive
3. Onset in male > 6 years-old
4. Acute anterior uveitis (symptomatic)

5. History of AS, ERA, S| associated with IBD, Reiter's syndrome or AAU in a
first-degree relative

Exclusion criteria: a, d, e

Psoriasic arthritis

Arthritis and psoriasis or arthritis and, at least, 2 of the following:
1. Dactylitis
2. Nail dimpling or onycholysis
3. Psoriasis in a first-degree relative

Exclusion criteria: b, c, d, e

Undifferentiated arthritis

Arthritis that does not meet criteria for any category or meets criteria for 2 or more
categories

Arthritis in 5 or more joints during the first 6 months of disease, with a negative RF

(IgM) test
Exclusion criteria: a, b, ¢, d, e

RF positive polyarthritis

Arthritis in 5 or more joints during the first 6 months of disease, with 2 or more
positive RF (IgM) tests, at least 3 months apart

Exclusion criteria: a, b, c, e

Exclusion criteria:
a. Psoriasis or history of psoriasis in the patient or in a first-degree relative
b. Arthritis beginning after 6 years of age in an HLA-B27 positive male

c. AS, ERA, S| associated with IBD, Reiter syndrome, UAA or history of it in the
patient or in a first-degree relative

d. RF in 2 determinations at least 3 months apart

e. Presence of systemic JIA in the patient

Rose E, Petty TRS, Manners P, et al. International league of associations for rheumatology classification of

juvenile idiopathic arthritis: second revision ,Edmonton,2001.) Rheumatol . 2004;2:390-392
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New classification criteria for juvenile idiopathic arthritis

TABLE 1 Definition of the five different entities proposed by PRINTO in the new classification system

Adult disease (be
Nomenclature Definition equivalent to)
Systemic JIA Fever (at least 3 consecutive days, reocccurring over 2weeks) and ADSD

One of major criteria: (1) evanescent (nonfixed) erythematous rash; (2) arthritis, or
Two of minor criteria: (1) generalized lymph node enlargement and/or hepatomegaly and/
or splenomesgaly; [2) serositis; (3) arthralgia lasting 2 weeks or longsr (in the absence of
arthritis): (4) leukocytosis (215 000/mm?) with neutrophilia.
RF-positive J1A Arthritis for z6weeks, and RF-positive RA
RF {two positive tests, at least 3months apart) or CCP (one positive).

Enthesitis/spondylitis- Peripheral arthritis and enthesitis, or Sph
related J1A Arthritis or enthesitis plus two of the following: (1) sacroiliac jeint tenderness; (2)
inflammatory back pain: (3) presence of HLA-B27 antigen; [4) acute (symptomatic)
anterior uveitis; and (5) history of Sp&in a first-degree relative.

Early-onset ANA-positive Arthritis for zéweeks; MNone (exists only in
JIA Early-onset (=6years): children)
Presence of ANA 2 positive, titer =1/160 (tested by immunofluorescence, at least
3 months apart).
Exclusions are systemic JIA, RF-positive arthritis, and enthesitis/spondylitis-related JIA.
Other JIA Arthritis for zéweeks -

Exclusions are systemic JIA, RF-positive arthritis, enthesitis/spondylitis-related JIA and
Early-onset ANA-positive JIA.

Abbreviations: ANA, antinuclear antibodies; AOSD, adult-cnset Still disease; CCP, antibodies to cyclic citrullinated peptide; HLA, human leukocyte

antigen; JIA, juvenile idiopathic arthritis; PRINTO, Pediatric Rheumatology International Trials Organization; RF, rheumatoid factor; SpA,
spondyloarthritis.

Chen, K., Zeng, H., Togizbayev, G., Martini, A. and Zeng, H. (2023), New classification criteria for juvenile
idiopathic arthritis. Int J Rheum Dis, 26: 1889-1892
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New classification criteria for juvenile idiopathic arthritis

TABLE 2 Difference between ILAR and PRINTO classification criteria.

Classification ILAR PRINTO

Age at onset <1évyears <18vyears

Category 7 (Systemic arthritis; L (Systemic JIA;
Enthesitis-related arthritis; RF-positive JIA;
Rheumatoid factor-positive polyarthritis; Enthesitis/spondylitis-related JIA;
Oligoarthritis; Early-onset ANA-positive JIA;
RF-negative polyarthritis; Other J14)

Psoriatic arthritis;
Undifferentiated arthritis.)

Catezory based on Clinical manifestations within $months of developing signs and Clinical and routine laboratory measures
symptoms avallable worldwide
Systemic arthritis/ Systemic  One or more joints involved Arthritis is no longer required
JA
MNumber of joints involved Oligoarthritis {one to four joints); polyarthritis (five or more joints) Mo longer a classification criterion, arthritis
was used instead of polyarthritis
Undifferentiated arthritis/ Mo category or in two or more of the other categories Mo category in other categories
other JIA
Specific to childhood MNone Earlyv-onset ANA-positive JIA

Abbreviations: ANA, antinuclear antibodies; ILAR, International League Against Rheumatism; JIA, juvenile idiopathic arthritis; PRINTO, Pediatric
Rheumatology International Trials Organization; RF, rheumatoid factor.

Chen, K., Zeng, H., Togizbayev, G., Martini, A. and Zeng, H. (2023), New classification criteria for juvenile
idiopathic arthritis. Int J Rheum Dis, 26: 1889-1892
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Anakinra in Patients With Systemic Juvenile Idiopathic Qo 4[)0/( in
Arthritis: Long-term Safety From the Pharmachild Registry Paq 'if e ra
Gabriella Giancane!®, Riccardo Papf@, Sebastiaan Vastert?, Francesca Bagnasco“,]oost E Swarc®, le yo’ o
Pierre Qllarticr6®, Jordi Antén” @, Sylvia Kamphuis® @, Helga Sanner®, Mia Glerup'*®, s
Fabrizio De Benedetti!! @, Elena Tsitsami'2®, Agustin Remesal®, Estefania Moreno'?,

aime De Inocencio®®, Charlotte Myrup'¢, Chiara Pallotti?, Isabelle Koné-Paut?,

Karin Franck-Larsson’, Hakan Malmstrom'®, Susanna Cederholm®, Angela Pistorio®, Nico Wulffraat®,
and Nicolino Rupcrto”@, for the Pacdiatric Rheumatology International Trials Organisation (PRINTOQ)

Tible 2. Number of AEs and incidence rates in the complere set, overall, and by different dme windows.*

Time Window* 1-6 Months 7-12 Months 13-18 Months 19-24 Months > 24 Months Overall
N 308 194 144 106 104 30é
Py 117.3 80.2 58.1 47.0 2067 509.3

S0C PT n' Rawe (95% CI) n*  Rate (95% CI)* n®  Rae(95% CI)° n'  Raee (95% CIF n*  Race (95% CI)f n Rare (95% CIL)y
All All 116 989(758-1290) 26 32.4(19.6-535) 16 27.5(145-522) 7 149(60-37.1) 36 174 (11.1-27.4) 201 39.5(30.8-50.6)
Infections All 23 19.6(124-31.0) 12 150 (6.8-329) 5 86(36-207) - - 12 58(24-14.1) 52 102(6.7-15.6)
and Pneumonia 2 17(04-68) I 12(02-88) 1 17(02-122) - - - - i 08(03-21)
infestations Respiratory 2 1.7 (04-6.8) - - 2 3.4(09-13.7) - - - - 4 0.8 (0.3-21)

wract infection
Skin and subcuraneous  All 12 153(95-247) 3 3T(12-115) 1 1.7(0.2-12.2) - - 3 L5 (0.5-4.4) 25 4.9(3.2-7.5)
tissue disorders Rash 6  51(20-12.8) 1 12(02-88) - - - - 1 0.5 (0.1-3.5) 3 1.6 (0.7-3.4)
General disorders All 16 13.6(82-227) 30 3T(12-115) 1 1.7(0.2-12.2) 1 21(03-15.1) 2 L0 (0.2-3.8) 23 4.5 (29-7.0)
and administration Injection-site 7 60(29-124) - - - - - - 1 0.5(0.1-3.3) 8 Lo (08-31)
site conditions rEACTion
Gastrointestinal All 13 1L1{60-20.4) 1 12(02-88) - - 1 2.1(0.3-149) 3 L5 (0.5-4.3) 18 35(2.1-5.9)
disorders Constipation 5  43(L8-102) - - - - - - 1 0.5 (0.1=3.5) 6 1.2 (0.5=2.7)

Abdominalpain 3 2.6(08-79) 1 12(02-88) - - - - - - 4 08(03-21)
Injury, poisoning All 10 B35 (46-15.8) 1 12(02-88) 2 34(09-13.6) 1 21(03-15.1) 2 L0 (0.3-3.7) 16 31(1.9-5.2)
and procedural  Injection-relaced & 5.1(23-114) 1 1.2(0.2-8.8) 2 34(0.9-13.6) - - 1 0.5(0.1-3.3) 10 20(1L1-3.7)
complications rEACtion
Immune system All 7 60(28-125) 1 12(02-88) 2 34(09-13.6) - - 3 L5 (0.5-4.4) 13 26 (14-4.6)
disorders HLH 7 60(28-125) 1 12(02-88) 1 17(02-122) - - 3 15(05-44) 12 24(13-43)

Giancane G et al. ] Rheumatology Apr 2022, 49 (4) 398-407;
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Eivat to Canakinumab aroteAsouatikn Kat aoc@aAng emiAoyn;

EXTENDED REPORT

Canakinumab in patients with systemic juvenile
idiopathic arthritis and active systemic features:

results from the 5-year long-term extension of the

phase Ill pivotal trials

Table 3 Incidence rates of serious adverse events by preferred term

(=2 events)
N=177 Rate per 100
(%) Events patient-years

Serious adverse events 64 (362) 194 40.68

Preferred term
Juvenile idiopathic arthritis 17 (9.6) 25 524
Histiocytosis haematophagic (MAS)™* 10 (5.8} 17 3.56
Fewer B (4.5) 8 1.68
Gastroenteritis 5 (2.8) 5 1.05
Abdominal pain 4 (2.3) 4 0.4
Pneumonia 307 4 0.84
Hepatitis 2{1.1) 3 0.63
Hepatic enzyme increased 3017 3 0.63
Septic shock 2(1.1) 2 0.42
Arthralgia 201.1) 2 0.42
Lymphadenopathy 201.1) 2 0.42
Gastrointestinal viral infection 20{1.1) 2 0.42
Subcutaneous abscess 201.1) 2 0.42
Tonsillitis streptococcal 20{1.1) 2 0.42
Musculoskeletal chest pain 2{1.1) 2 0.42
Varicella 20{1.1) 2 0.42
Viomiting 2(1.1) 2 0.42
Drug reaction with eosinophilia and 201.1) 2 0.42
systemic symptoms
C-reactive protein inoeased 2(1.1) 2 0.42
Serum ferritin increased 2(1.1) 2 0.42
Paraesthesia 2(1.1) 2 0.42
Anxiety 2(1.1) 2 0.42
Traumatic fracture 2(1.1) 2 0.42
Rash 2(1.1) 2 0.42

100 — —4— Late responders =fll= Early responders

JADAS scores (median)

BSL =BSL-6 =6-12 >1-15 =15-2 =>2-25 >25-3 >3-35 =35-4 >4-45 >45-5 »>5-55
Months  Months Years Years Years Years Years Years Years Years Years

Canakinumab exposure

[
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100 q _+_CR.I.&DAS % CIDJ'ICH _e‘ CIDJ.&D.I‘.S
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Patients, %

1 1 T T 1 1 1 1 1 1 1
>BSL-6 >6-12 >1-15 >15-2>2-25 >25-3 >3-35 >35-4 >4-45 >45-5 >5-55
Months Months Years  Years Years Years Years Years Years Years  Years

Canakinumab exposure

Ruperto N, Brunner HI, Quartier P, et al. Ann Rheum Dis 2018;77:1710-1719
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= 7°2020: [TAnpnc Udeon
» Awokorr) Canakinumab
» AMOUGCLOL CUTTTW AU WV
» Xwplc¢ povipec BAaPec

% Xwpic ovuntwuara yia 600 (2) €tn

> ‘Evapén ovuntwuatwy ue apdpalyicc -2 Enioken oc PsupatoAoyo evnAikwv

TIPAYUATIKA TTPOPIA acdeVWVY QTtd TPOOWITLKO apYELO0



Yrtapy el urtotporn tn¢ vooou,

FENIKH ESETAZH AIMATOZ

EPrAITHPIAKEX EZETAZEIX

EPY@PA ZEIPA AmoréAsapa Tiéc Avagopdc
ApiBpdg epuBpav (RBC) 5,05 Ml 390-550
Aarokpimg (HCT) 302% 37,0-470
Epubpd aiuogg. Aioogaiphn (HGb) 94 g/dl 120-16,0
Mégog Gykoc epuBpiiv (MCV) 53,901 79,0-97.0
Méon mepisk. Hb (MCH) 188 pg 27,0-340
Méan mukvém Ho (MCHC) 314 oldl 31,0-370
Eupog kamav. epuBpv (RDOW) 163% 1,0-150
AIMONETANA AmoréAsapia Tipéc Avagopdc
ApiBudg capomreTaivav (PLT) 302 Kil 140 - 440
Aonietihd Epoc karav. PLT (PDW) 9,0-230
Mégog Gykog aome. (MPV) 8,00-13,00
AEYKH ZEIPA AnoréAsopa Tipé¢ Avapopdc
ApiBpdg Asukwy (WBC) 568 Kiul 38-100
QuBtTEpOQIka % 61% 40-74
Aegokimapa % 299 19-48
Movokimapa % 59 34-90
A\£ukd wooy. Huovbpika % 59 02-50
Baosogiha % 02-10
AikruospuBpokimapa (AEK%) 05-25
TKE. 1 @pa 10 mm 0-18

I Egéman ATro_TéAEcruu Ti| iés A\GEEE I
Zakyapo opol 85 mg/dL 70-110
Oupia opol 24 mg/dL 12-48
Kpeamviv opo 07 mg/dL 05-13
Tpavoauwdoeg SGOT 17 uL 10-41
Tpavoapndosg SGPT 10 uL 10-41
y-GT 5 UL 5-40
AMaNKr pwogardon (ALP) 62 uL 30-104
Tahaxmkr agupoy. (LDH) 148 uL 100-250
CPK 230 ul 38-170
AcPéaTo Opou (Ca) 86 mg/dL 82-104
duwogdpog Opod (P) 45 mg/dL 2548
Fe ZIAHPOZ OPOY 101 pg/di 40-150
DEPPITINH 518 ng/ml 12-150
Brapivy B12 517 pg/mL 200-900
CRP (C avndpwoa mpweivr) 01 mg/dl 00,5
CCP Avnowpam lgG APNHTIKO APNHTIKON <17
C3 108 mg/d 90-180
C4 23 mg/di 10-40
Ra test APNHTIKO APNHTKO
ANA APNHTIKO APNHTKO
ANTIDNA APNHTIKO APNHTKO
ANTISm APNHTIKO APNHTKA
ANTISn-RPN APNHTIKO APNHTEKA
ANTISS-B(La) APNHTIKO APNHTKA
ANTISS-A(RO) APNHTIKO APNHTKA
HLA B27 APNHTIKO APNHTKO

[ Tat et

»Acv UNAPXEL UMOTPOTTH TNG VOOOU = SUUNTWUATIKY aywyn UE BeAtiwon
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s Noiuwén Avarnveuvotikou
v Emntioken og moBoldyo
v' Ogtkd Covid19 test (Sev eixe epBoAiaotei)

= [upetog >39°C
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= ApBpitda
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APTT APTT 2856 201
FIB - uBoyévo FIB 69 80
A-Busepr DDIMER 1067
CPK CPK 54000 15000
' CRP(NOZOTIKH) CRPNOXOTI 0,100
SGOTAST SGOTAST 306,100 ¢
SGPTALT SGPTALT 279,000
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Table V. Diagnostic criteria for MAS in systemic JIA14)

Ferritin > 684 ng/mL + > 2 of the following:
- Platelets < 181 x 109/L

- AST > 48 UL

- Triglycerides > 156 mg/dL

- Fibrinogen < 360 mg/dL

OEPATTEUTIKI) AVTIUETWTTLON;;




KQvouE To cwoTo:
The 2022 EULAR/ACR points to consider at the early H ’
stages of diagnosis and management of suspected

haemophagocytic lymphohistiocytosis/macrophage
activation syndrome (HLH/MAS)

HYPERINFLAMMATION
SUSPECTED HLH/MAS
ASSESS INVESTIGATE TREAT
) genetic couses, predisposing canditions, acute triggers
Fystemic, Tver, & CNS fafformmation, cplopenias, DIC « Infection . summu mm*
- Ferritin, CRP, ESR, LDH ::;‘;" “;“ﬂ"‘t::; o (EBY, CMY, adenc, Anti-pyretics, fluids, nutrition, blood products
= LFTs, GGT, TG . Mﬂ'ﬂﬂil;'-:'d' Pe;;:;alfnalinnalurgan failure, DIC, shock
. ' ; . guioelines
* Brain MRI, CSF Bane mm‘;ﬁmf;m Pan-Imaging. *  Empiric Anti-Microbial Therapies
*  CBCHdiff « Other * Prophylaxis
*  D-dimer, fibrinogen, PT/PTT Rheumatic, Inborn Errors of Immunity or Pr::_tenal, viral, fungal, gastric, DVT, etc. as
(See tables 3 & 4) Metabolism, . (5) indicated

If persistent, severe, or worsening inflammation or organ dysfunction & eticlogy unclear,
consider empiric immunomodulation:

¢ Glucocorticoids™ed+ruse » Anakinra « IVig

MONITOR REASSESS

Inflammation, Organ Damage, Toxicity (4)

(7)

Contributors, Treatments, Prophylaxis

——CONFIRMED ETIOLOGY ———

CONTEXT - SPECIFIC TREATMENT
With Expert Consultation When Possible
[exarmnple context-specific treatments)
Infection Malignancy* Primary HLH* EBV* Rheumatic
(GC, IVig, anakinra) (HLH4, ruxo, ...) (HLH34, a-IFNg) [HLH94, a-IFNg, rusa, ritux) (GC, anakinra)

Shakoory B, Geerlinks A, Wilejto M, et al. Ann Rheum Dis 2023;82:1271-1285.
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> Eéaupetikn kot tayeia BeAtiwon

- AmoyaAaKTIopOC armo KOPTIKOOTEPOELS) O€ 2 MAVEC

- Awtnpnon otaBepr) 66on Anakinra ylo 6 LAVEC

- Ztadwakn avénon pecodlaotnuAatwy o€ 1 £To¢

- Anddaon va dtakoel Eava Tnv aywyn yla £va Xpoviko dtaotnua
- Epyaotnplakog Kol AmELKOVIOTIKOC £AgyxoC puatoAoyika (1,5 £tog)
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= 11°62022: Emtovektipnon
» Alakormn Anakinra
» AMouGoLOl CUUMTTWHATWY
» Xwplc povipec BAAPeg

<+ Xwpic ovuntwuara yia nepirov dvo (2) €tn

L ‘Ovopa Matpoc : BAZIAEIQZ Hyp/via EEéTaonc : 22/05/2023
J

OPOAOTIKEY EEETAXEIX I
E€etaon Amotéheopa - Movabeg Doowohoyixég Tipeg
CRP 0.82 ma/L < 5.00
PeupaToeidnc Mapdywv (RA/RF Test) 2.8 TU/mL < 30.0
Eetaon Anoteheopa - Movadeg Doorworoyixeg Tipeg
FupnAnpwpa C3 1.08 ar/L 0.82 - 1.80
FupnAnpwpa C4 0.18 gr/L 0.10 - 0.45
Anti-CCP Qetika (+), 270 Apvnmikd <17 U/ml
Avnompara Avrinupnvika (ANA) ApvrTika (-) ApvrTikd: TiThog apaiwaong <1/80
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= 8°2023: Emtavektipnon
» Evapén ouvuuetpiknc moAvoppitiboc avw akpwv
» AMoUuGoLOl CUOTNHUOTIKWY OUUITTWHATWV
» Xwpl¢ povipec BAaPec

TENTKH EEETAIH ATMATOI DIOXHMIKEL EELTAZLIZ OPOAOTIKEL ESETAZEIE
Egéraoy Anoréleoia - Movadeg Doaroloymiég Tipég
T E e T i - Shwyapo 97 mafdL 70-115 Ef¢moy Amoréleain - Movadeg Doaioloyuwég Trpég
EPYGPA AIMOEGATPIA (RBC) 550 M 390-5.50 Oupia 21.0 mg/dL 15.0-55.0 RP 45.84 mglL <500
AIMOZOATPINH (HGB) . . . 08 grfdl 120- 160 Oupikd O 37 maldL 26-60
AIMATOKPITHZ (HCT) . ... 318 % 370-470
e O vt (0. o8 -0 (e 038 b OPMONOAOTIKEY EZETALEIL
Wi Mepetsdr b (MCH). 78 p zo-20- || Tavoapvdon AST (SGOT) 130 L <30 - - - —
MO BREVIDUOT HD (MCHC) ... 308 gifdL 320-360 B Eféraoy Anoréleopn - Movabeg oaroloyweg Tieg
Efipog KaTavopig Epupdv (ROW-QV) ... 171 % 16-146 |, Tpavoupvon ALT (SGPT) 6.0 UL <550
N B 0 b A 0.35-4!
AEYKOKYTTAPIKH EEIPA Al oL sl Quorparon (ALP)  uL -150 Eoperins Oy (1) 257 lnt bas
JEVKA AMOEOAIPA(WEC)...........: 138 Kid 40-100 mﬂnﬁz?gﬂm .
Tonog Acomion Korrapor: Awdlagn ST AnilomcApfuic Hn:.{ilpu veoyvi: < 48 dpeg; <
Thuwopoonionvo Cuderepigda (NEUT).. 846 % 400-750 17 Kl 12 ma/dL R -
D17 % 20-450 15 Kid Mpdiuapa veoyvd: 3-7 nuépeg: < ANQIOAOTIKEE EZETAZEIL
W% 20-10 04 Kid . A 15 maldL , . - ; - T
1w 10w YohepuBpim O {Biirubin Total) 05 mgfd. Ty veopi < 24 iper: < 6 Egéragy Anorélegun - Movideg Domoloymeg Trpég
Tohupopponipnve Baoesqala (BASO) ... © 00 % 00-10 00 K . I?fr:z?drlta veoyvd: <48 apeg < A Ipi\m I_qﬁ 1652 mqfdl 6501500
— — Tedewbunva veopvis: 35 nuépec:<
AIMOITETAATA Amoredsopa QT 12 ma/dL ,
B . . )-
416 Kl 140- 420 I[ﬁflmﬂ veoyvir: 7 npépec; Avooospapin 11 8 myd. 40-45
% 17035 !
Wéoog Dywog Aponerakiay (MPY) .. = f ”7.5'1[:‘9 Gepprrivn 282.41 ma/dL 15.00 - 20000 Avoooapaipivy IgA 195.00 mg/dL 50.00- 373.00
Edipog Karavoyr Aponerakiaw (POW) ... ... @ % 100-12.0 e Birapiv B12 578 poimL 200 - 900 Typia G 7l 08180
TKE & AEK Amoréleoin [N Tahaxmi) agudpoyovion (LDH) 190 UL 125-220 -
Tayima Koo, i (g = 30 mm o PRS——— 0L 168 Topnipya C4 036 orll 0.0-045

" OpoBetikn Pevpoatosldnc apbpitda



Evapén aywync yia opodetikn PA
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= 10°2023: Tocilizumab sc + K2 (bridging therapy)
» JUVEXLON oUUUETPLKNC ToAuapUpitidac avw akpwv (DAS 5,1)
» Amnoucia CUOTNUOTLKWY CUUTTTWUATWY
» [MpoBANMATIKOC amoyaAOKTIOMOC armo K2

= 1°62024: Golimumab sc + LEF
» JUVEXLON oUUUETPLKNC ToAvapUpitidac avw akpwv (DAS 5,4)
» Amnoucia CUCTNUOTLKWY CUUTTTWUATWY
» MpoBANUATIKOC ATTOYOAAKTIOMOC amto K2

= 392024: Anakinra sc + LEF
» Aueon BeAtiwon apdoitidbac (DAS 2,1)
» Amnoucia CUCTNUOTLKWY CUUITTWUATWY
» EukoAoc amoyaAakTlopog ano K
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New classification criteria for juvenile idiopathic arthritis 41 o, oty /;77;‘

TABLE 1 Definition of the five different entities proposed by PRINTO in the new classification system

Adult disease (be
Nomenclature Definition equivalent to)
Systemic JIA Fever (at least 3 consecutive days, reocccurring over 2weeks) and ADSD

One of major criteria: (1) evanescent (nonfixed) erythematous rash; (2) arthritis, or
Two of minor criteria: (1) generalized lymph node enlargement and/or hepatomegaly and/
or splenomesgaly; [2) serositis; (3) arthralgia lasting 2 weeks or longsr (in the absence of
arthritis): (4) leukocytosis (215 000/mm?) with neutrophilia.
RF-positive J1A Arthritis for z6weeks, and RF-positive RA
RF {two positive tests, at least 3months apart) or CCP (one positive).

Enthesitis/spondylitis- Peripheral arthritis and enthesitis, or Sph
related J1A Arthritis or enthesitis plus two of the following: (1) sacroiliac jeint tenderness; (2)
inflammatory back pain: (3) presence of HLA-B27 antigen; [4) acute (symptomatic)
anterior uveitis; and (5) history of Sp&in a first-degree relative.

Early-onset ANA-positive Arthritis for zéweeks; MNone (exists only in
JIA Early-onset (=6years): children)
Presence of ANA 2 positive, titer =1/160 (tested by immunofluorescence, at least
3 months apart).
Exclusions are systemic JIA, RF-positive arthritis, and enthesitis/spondylitis-related JIA.
Other JIA Arthritis for zéweeks -

Exclusions are systemic JIA, RF-positive arthritis, enthesitis/spondylitis-related JIA and
Early-onset ANA-positive JIA.

Abbreviations: ANA, antinuclear antibodies; AOSD, adult-cnset Still disease; CCP, antibodies to cyclic citrullinated peptide; HLA, human leukocyte

antigen; JIA, juvenile idiopathic arthritis; PRINTO, Pediatric Rheumatology International Trials Organization; RF, rheumatoid factor; SpA,
spondyloarthritis.

Chen, K., Zeng, H., Togizbayev, G., Martini, A. and Zeng, H. (2023), New classification criteria for juvenile
idiopathic arthritis. Int J Rheum Dis, 26: 1889-1892
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ety CASE REPORT

Canakinumab for refractory RA: a case report
Nikolaos Marketos'2, llias Bournazos?, Dimitrios loakimidis?

Department of Rheumatology, University Hospital of Linkdping, Linkoping, Sweden, *Rheumatology Outpatient
Department, Henry Dunant Hospital Centre, Athens, Greece

» She had failed therapy with methotrexate and leflunomide, anti-TNF, IL-6 inhibitor,
B cell depletion and IL-1RA. Her laboratory results remained insignificant despite the
aggressiveness of her disease. In this case, the patient only partly responded to
anakinra but developed side effects, and therefore was switched to Canakinumab

that led to sustained remission.

% The young age of the patient at onset of disease, its aggressive course,
inflammatory fever without significant laboratory inflammatory markers
but with polyarthritis affecting small joints, may raise the suspicion of an IL-
1B-driven disease and alert the treating rheumatologist to the use of IL-1f3
inhibitors early in the disease course.

Mediterr ] Rheumatol 2018;29(3);170-2



Anakinra for Rheumatoid Arthritis: A Systematic
Review

MARTY MERTENS and JASVINDER A. SINGH

Table 4. Safety outcome data for anakinra 50-150 mg compared to placebo’.

Anakinra, n/N Placebo, n/N Absolute Risk NNH* Risk Ratio Studies
(%) (%) Difference (%) (Confidence intervals)
Withdrawals 331/1479 106/478 0.2 500 1.04 (0.86, 1.27) Cohen 20027
(22.4) (22.2) Fleischman 20033
Bresnihan 19983
Deaths 4/1116 1/283 0 o 1.01 (0.11, 9.04) Fleischman 20033
(0.4) (0.4)
Adverse events 1252/1366 464/534 4.8 20.8 1.05 (0.94, 1.17) Fleischman 20033
91.7) (86.9) Cohen 20047
Serious adverse events 06/1366 30/534 1.4 71 1.04 (0.70, 1.56) Fleischman 2003
(7.0) (5.6) Cohen 20047
Injection site reactions 1235/1729 204/729 434 23 245(2.17,2.77) Cohen 2002
(71.4) (28.0) Cohen 20043

Fleischman 2003
Bresnihan 19983

Total infections 543/1366 188/534 4.5 22 1.08 (0.80, 1.45) Fleischman 20033
(39.8) (35.2) Cohen 20047

Serious infections 25/1366 3/534 1.2 83 315 (0.81, 12.20) Fleischman 2003
(1.8) (0.6) Cohen 20047

Mertens M and Singh JA J Rheumatology 2009; 36:6



AvVTL cuunEpACHATWY EpwTApata !!!
ExeL vonua n xopnynon voc BLloAoykou mapayovta ovAAoya LLE TO OTOULKO
QVOLUVNOTLKO LOTOPLKO XPOVLKN G EUPAVLIONC CUUTTWUATWY

Ye aoBeveic mou petaBaivouv armno tnv NIA og PA n avaotoAn tng IL1 R tng IL6
EXEL TIEPLOCOTEPO VONMO — ELVOL TIEPLOCOTEPO ATIOTEAECUATLKN

Nailel pOAO TO CUCTNUATLKO GOPTIO VOGOU N N 0POBETIKOTNTA VLA TLC
eEwapBpLKeC eKONAWOELC
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