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Table 1 Overview of published PAN patients treated with tocilizumab

Jsl o pleys plye a b cd 5 L s pleys 4

Reference Age/Sex Symptoms CRP (mg/l) Previous treatment Outcome
TCZ treatment
Inoue (8] By/F cPAN, fever, nodules, arthritis 100 GC, AZA, cyclo, MMF, tacrolimus, GLC stopped
MG, anti-TNF Remission (FU 7 mao)
TCZ Emg/kg g2 wks IV
Watanabe [9] 3y/M Fever, periostitis, arthritis, myositis, 200 GC, MG, IFX GC tapering
epididymao-orchitis TCZ 10 mg/kg g4 whs + CYC Improvement (FU 6 mao)
Krusche [10]  23yw/M Livedo racemosa, myalgias, fever, 291 GC, MTX, RTX, CYC, ANR, MG Low dose GC
weight loss, sensorimotor polyneuropathy, TCZ 8 mg/kg g4 whks M+ MG + Remission (FU 37mo)
sc nodules GC, later TCZ 10 mg/kg g4 whs IV
Krusche [10]  24y/M Myalgias, fever, weight loss, arthritis, 298 GC, MG, CYC Low dose GC
s¢ nodules, drop hand, abdominal TCZ 8mg/kg g4 wks IV + urbasone  Remission (FU 11mo)
and flank pain, aHT, increased W, later TCZ 162 mg weekly SC
creatinine (1.3 mg/dl)
Krusche [10]  63w/F Myalgias, fever, fatigue, weight loss 174 GC Low dose GC
TCZ 162 mg weeldy SC+ GC, later  Remission (FU 6mao)
TCZ 162 mg weelkdy SC
Krusche [10) 7Oy/F Myalgias, arthritis, livedo racemosa, 93 GC, MTX Low dose GC
sensonimotor polyneuropathy TCZ B mg/kg g wks W+ GC, later  Mild livedo racemosa,
TCZ 8 mg/kg g4 whs WV otherwise asymptomatic
(FU 13mo)
Saunier [11] 39y/F Necrotic purpura, myakgia, weight loss 59-126 GC, MTX, MMF, CYC, IFX, AZA Low dose GC
TCZ 8 mg/kg g whs IV Remission (FU 12mao)
Saunier [11] S52y/F Necrotic purpura, livedo, ulcerations, GC, DAP, COL, MTX, CYC, AZA Low dose GC
myalgia, arthritis, neuropathy, weight loss TCZ B mg/kg qf wks IV Remission (FU 12mo)
Saunier [11) 35y/M Arthvitis, myalgia, tenosynovitis, nodules, 393 GC, MG GC stopped
weight loss TCZ 8 mg/kg g4 wks IV Remission (FU 10mo)
Hocevar (12)  33y/M Ulcers, aHT, myalgia, weight loss, nodules 169 GC CYC GC tapering
TCZ 8 mg/kg g4 whs IV Improvement (FU 50mao)
Bodoki [13) 67y/M Fatigue, weight loss, myalgia, arthralgia, 20 GC, CYC Low dose GC

polyneuropathy

TCZ 162 mg weekly IV

Remission (FU 12mo)

aHT Anerial hypertension. ANR Anakinra. AZA Azathioprine. COL Colchicine. cPAN Cutaneous polyarteritis nodosa. CYC Cyclophosphamide. Cyelo Cyclosporine. DAP
Dapsone. F Female. FU Follow-up. GC Glucocorticoids. IFX infliximab. IV Intravenous. IVIG Intravenous immunoglobulins, M Male. MMF Mycophenolate molfetil. MTX

Methotrexate. ATX Rituximab, 5C Subcutaneous. TCZ Tocilizumab. Q4 weekly every 4 weeks. ¥ Years
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AMERICAN COLLEGE
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Empowering Rheumatology Proféssionals

2021 American College of Rheumatology Guideline For the Treatment of Juvenile Idiopathic
Arthritis : Therapeutic Approaches For Oilgoarthritis, Temporomandibular Joint Arthritis, and
Systemic Juvenile Idiopathic Arthritis

Arthritis & Rheumatology
Vol. 0, No. 0, Month 2022, pp 1-17

DOI 10.1002/art.42037
© 2022 American College of Rheumatology
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Topic Date Time (GMT)
Clinical Approach to Systemic Autoinflammatery Disorders Dec. 17 2:00 PM
Approach to PFAPA Patients Jan. 21 2:00 PM
Network Developments for Autoinflammatory Disorders, and Patient Education Jan. 28 2:00 PM
NLRP3: From inflammation to Metaflammation Feb. 4 12:00 PM
Role of Type 1 Interferons as Trigger of Cytokine Storm in MAS Feb. 18 11:00 AM %
Interferonopathies with a Special Aspect on Rare Proteasomopathies: CANDLE/PRAAS Feb. 25 8:00 AM \E
Qverlapping_ Features of Systemic JIA and Autoinflammatory Disorders Mar. 4 6:00 PM %
PFAPA Syndrome in Childhood Mar. 11 2:00 PM &
The Challenges of Diagnosing MAS at Presentation of Autoinflammatory Disorders Apr. 8 2:00 PM n
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Title Guest Speaker(s) Moderator Date | Access to the session
Clinical Approach to Systemic Auto Dr. Fatma Dedeoglu; Associate Professor of Pediatrics, O, Farhad Salehzadeh; . P Pyl st
: : . AT % 0N
inflammatory Disorders Harvard Medical Sehool, USA Ardabil University of Medical Sciences, | Do 202117 | Jips: ot be/VildL gV
g’- :ail:; U“MW:#I'_'-'- Dr. Kosar Asnaashari; Children's
Approach to PFAPA Patlents r. ey LT Medical Center, Tehran Unlversity of 1 hetps et beroow TaS304 Te
Dr. Greg R, Licameli Medical Sclences, Iran e i KEMCE
Boston Children's Hospital, USA
O, Mariana Comeia Marques; Mationa! Institute of Arthritis
and Musculoskeletal and Skin Diseases (NIAMS), USA Dr. Kosar A hari: Children
g " " D, Sivia Lapidus; Hackensack Meridian Schoo! Y. Rosar Asnaasnar; ren’s
mﬁﬁ?ﬁm:z?;&::ﬁ;ﬂb and of Medlicine, LISA Medical Center, Tehran University of Jan 2022 28 Trtps vt be Degn XjEp-1V0
Patient Education Dr, Karen Durrant; President and Founder of the Medical Sciences, Iran
Autoinfliammatory Alliance, USA
Dr. Eicke Latz; Department of Cinical and Molecular Dr. Maryam Mouwrizadeh; Asthma and
aLRF'iii From Autoinflammation to Medizine, Director, Institute of Innate Immunity, Allergy Research Institute, Tehran Feb 2022 4 Itips:yotube UnMA-ERT_IM
etaflammation Medical Facuity, Universty of Bonn, Germary University of Medical Sciences, Iran
i Christoph Kessal; Translational Inflammation Research, Dr. Rahelah Assari; Children's s I T TR
Role of Type 1 Interferons as Trigger Dapartment of Pediatric Rheumatalogy & Immunciogy, Medical Cernter, Tehran University of Feb 2022 18 Tty A yantn ey W Fex Bk
G Cytoking Shorm A3 WWU Medical Center (UKM), Germany Medical Sciences, lran
Interferonopathies with a Special - Chai . lochamk Dr. Maryam Mourizadeh; Asthma & ne .
Aspect on Rars Proteasomopathies: ml:::lafﬂuﬁ:'lngy L;ﬁ;hr:?;'lﬂ:mlm ;r:;?w::; Germany Allergy Research Institute, Tahran Feb 2022 25 hagps Ay bedg QIR _a-Mig
CANDLE/PRAAS : University of Medical Sciences, lran
2 4 & % : . Dr. Payman Sadeghi; Childran's Mar 2022 4
t}\.rer.app!ng Featuras uf_SysTemlc JiA Dir. Susan Shenoi; Seattle Children’s Hospital and Medical Canter, Tehran University of i hatps: ot bercsUTF-ZVel 8
and Autcinflammatory Disorders Ressarch Centar, USA Medical Sciences, Iran ’
Dr. Ozgur Kasapcopur; Cermahpasa Medical Schoal, Dr. Reza Shiari; Shahid Beheshti 3 ; :
i i - 3 £ 1 Bt vonnebe T Xm HXgIM. o
FEAFECH MR CE oo Istanbul University-Cemahpasa, Tirkiye University of Medical Sciences, lran plaznza it LIS
The Challenges of Diagnosing MAS at Dr. Angs!h? Rm.'el_li, MD i . ; . ; Dr. ?Hyznﬂn Sadeghi; Child_rr—!n's :
Prasentation of Autoinflammatory IRCCS Istmuta Giannina Gaslini and Universia degh Studi Medical Center, Tehran University of Apr 2022 8 Upcoming Session
Disarders di Genova, Genoa, taly Medical Sciences, Iran
999 sla slowt (Madl (g 0 ST (o gw 9 (o (5599 9o gy Dl — o
Session Title Topic Guest Speaker(s) Moderator Date | Access to the session

Dr. Dr Alessandro Consolara, University

Treat to target strategy for JI& of Genoa, taly

s o, Dr. Silvia Magni Manzoni, University of D, Payman Sadeghi;
Ultrascund advances n JIA Genoa il Children's Medical
Updates on Ped. Rheumatology Center, Tehran Feb 2022 24 | Btipszdvontu. be/m VDX TS ¥

ik i i i | Dr. Silvia Rosina, University of Genoa, University of Medical
Assessment of Juvenike Dermalomyositis % 8 Ty Sciences, lran
Clinical Palymarphism of SLE Dr. Aneglio Ravelli, University of Genoa,

ltaly

Clinical Heterogenety in SLE Dr. Christine B. Bernal, University of

Santo Tamas, Fhilippines;

7 b B | " i Dr. Payman Sadeghi;
SLE E;J?:;a;r:;mt. University of Cape Town, Children's Medical
Rheumatology Hot Topics Sﬁ'i':;"é;:z:ﬂ:mml Feb 2022 24 | hups:voutu heiohg 2 TRGELB Qg

3 Dr. Hans Degraaf, Uni ity of South- s
DADAZ gene mutation amT::\su:grﬁ rersity.oif Sou Sciences, Iran
Ehlers Danios Syndrome Dr. Alice Leahy, University Hospltal

South Hampton, UK
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Meetings in Rheumatology

Date Organizer Topic Platform Registration
*/ Briish Societyfor | Annwal Corfe Al Gont .fi.r.rp.\'.';,"'ny'u'. r.l’wn;nr:.rufn—
i 21 o5 ninual Conference MR et Hiybarict okl events-learning con-
RN2022,,27:00 .x' Rheumatology 25-27 Aprl 2022 Glasgow, Scotland, UK IT'EE'ﬁI'Ig ferencesiammuai-conference

T CHARAS * i Virtual Tt dearragroup g meed-
Moy sz M"—ﬁ“ lﬂ:f }'I ﬂl z II l Annual siolsrtiic iaeung Congress | ings-evens "-i’r-'.’lfem:ﬁ:r:!-uf.’.-:-
ﬂ_ﬁi T

e DG
May 2022 10-6 EcTs 1 H E Ls l N K [ r'r_jzl:“{.lﬁ g Butiprszvoin ects 202 2orgdregis-

COMORESS | 08 MAY PRI COHORISS fration

Y 07-10 MAY 2022

Aeactive Arthritis, i .
May 2022 18 f¥ale Rheumatology State of the Art Sympasium Post-infecticus Inflammatary e | hps:vate:toud-cane.comy
Disease. and Lessons for COVID ol COmrse’conrseover ]

f W Hytbrid - SR o
Jure 2022 4-1 EULAR 2022: European Congress of Rheumatology, n:&aing By congress. enlar org

Copenhagen, Denmark
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https://www.rheumatology.org.uk/events-learning
https://carragroup.org/meetings-events/2022-annual-scientific-meeting
https://www.ects2022.org/registration
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https://www.congress.eular.org/
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Fatma Dedeoglu, M.D

Co-Director of Autoinflammatory Clinic,
Rheumatology Program/Division of Immunology,
Department of Medicine, Boston Children's
Hospital

Associate Professor of Pediatrics, Harvard Medical
School

Dr. Kalpana Manthiram

Clinical Fellow, National Human Genome Research
Institute (NHGRI), Pediatric Infectious Disease
Specialist, Boston Children’s Hospital, USA

Dr. Greg R. Licameli

Director, Cochlear Implant Program, Attending
Surgeon, Department of Otolaryngology, Boston
Children’s Hospital, USA

Dr. Mariana Correia Marques

Pediatric Rheumatology Fellow, Children’s National
Hospital and National Institute of Arthritis and
Musculoskeletal and Skin Diseases (NIAMS), USA

Dr. Sivia Lapidus

Pediatric Rheumatologist, Joseph M. Sanzari Children’s
Hospital, Assistant Professor of Pediatrics, Hackensack
Meridian School of Medicine, USA

Dr. Karen Durrant

President and Founder of the Autoinflammatory
Alliance, USA

Dr. Farhad Salehzadeh

Dr. Eicke Latz

Professor, Department of Clinical and
Molecular Medicine, Director, Institute of
Innate  Immunity, Medical Faculty,
University of Bonn, Germany

Christoph Kessel

Assistant Professor of Immunology,
Translational Inflammation  Research,
Department of Pediatric Rheumatology &
Immunology, WWU Medical Center (UKM),
Germany

Dr. Elke Kriiger

Chair of Medical Biochemistry and
Molecular Biology, University Medicine
Greifswald, Germany

Dr. Susan Shenoi

Associate Professor, Clinical
Director-Pediatric Rheumatology, Myositis
Center of Excellence, Seattle Children’s
Hospital and Research Center, USA

Dr. Ozgur Kasapcopur

Professor of Pediatric Rheumatology,
Cerrahpasa Medical School, Istanbul
University-Cerrahpasa, Turkiye

Sl HFasils ,5

Professor of Pediatric Rheumatology, Ardabil University of Medical Sciences, Iran

Dr. Kosar Asnaashari

Assistant Professor of Pediatrics, Children’s Medical Center, Tehran University of Medical Sciences, Iran

Dr. Maryam Nourizadeh

Assistant Professor in the Immunology, Asthma and Allergy Research Institute (IAARI), Tehran

University of Medical Sciences (TUMS), Iran

Dr. Raheleh Assari

Assistant Professor of Pediatric Rheumatology, Tehran University of Medical Sciences, Iran
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Ruxolitinib

tablets / comprimés / comprimidos
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For aral use / voie orale / via oral
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receptor
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Ruxolitinib
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ader lal o sl Jle 0 g lo sl a5 ccl S5 LS
=¥ OR J Sl "5 J_’ Best response Duration of any Reason for
SE Ay L]_,@ Aens 53 O ygee A i5’3 Sgd  ood response (months) discontinuation
Patient 1* Complete response 35 Recurrence
Patient 2 Complete response 1251 Texicityd
Patient 3 Complete response 139+ NA
?&'?;;iﬁm;f;-’.”éé'.i" BMC Pediatrics Patient 4 Partial response 88+ MA
Patient 5 Partial response 20+ HA
CASE REPORT Open Access Patient 6% Partial response 15-0+ MA
. . Patient 7§ Partial response 220+ NA
Successful rescue of a lethal Griscelli ® . : ; - _
5 2 |— NA=not applicable (patients ongoing treatment as of data cutoff). +=treatment angoing at time of data cutoff. *Fatient
Syndrome type 2 presenting with with primary haemophagocytic lymphohistiocytasks. fResponse was maintained following discontinuation for duration
neurologica| involvement and of follow-up period (30 days) specified by the protocol. $Grade 2 extremity pain. §Patients treated off study.
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case report
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2. Asra Ahmed SA, Merrill F, Alsawah P, Bockenstedt E, ™). Col oa
Campagnaro S, Devata, et al, Ruxolitinib in adult patients
with secondary haemophagocytic lymphohistiocytosis:
an open-label, single-centre, pilot trial. Lancet Haematol.
2019:6(12):e630-7

Reflerences:
1. Ajayi S, et al., 2018. Ruxolitinib. Recent Results Cancer
Res212, 119-132,

3. Zhang et al. BMC Pediatrics (2021) 21:253,
https://doi.org/10.1186/512887-021-02720-1

a somew oroyfe e (60cED oy

Pediatric Rheumatology Society of lran


https://doi.org/10.1186/s12887-021-02720-1

