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Recommendation

EULAR/PReS recommendations for the diagnosis and
management of Still’s disease, comprising systemic
juvenile idiopathic arthritis and adult-onset

Still’s disease
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Previous report

Preliminary Criteria for Classification of
Adult Still's Disease

MASAYA YAMAGUCHI, AKTHIDE OHTA, TOKUGORO TSUNEMATSU, RELN KASUKAWA, YUTAKA MIZUSHIMA
HEIHACHIRO KASHIWAGLE, SADAD KASHIWAZAKI, KIYOAKI TANIMOTO. YOSHIFUJI MATSUMOTO,
TOSHIYUKI OTA, and MASASHI AKIZUKI
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Previous report

Proposal for a New Set of Classification Criteria for
Adult-Onset Still Disease

FautrelD SR HEE
XKIEHB

39°CLL E D FEE

- BB @ AV 28 fE] LA _E i
-— 1B DHLEE

. IHEA

-80% LAk D17 chER N ggﬁflg‘b‘uﬁ B

HEE D) FUMN20% LT KIEBEMNSIEHLLEMD

INEH -
BHR D B S /NEHE2IAEB

+10,000/pL L+ ) B3 i Ek #E 0

YRR E 98.5%. XE 80.6%
Medicine(Baltimore) 2002; 81: 194-200.



Overarching principles (‘A &= 8I])
-_

A. SIIA(ZBEIIA)EAOSD(REASLIIFR)IZFECEET, 2a 100%
StillfE&ELVS Rl — D A HI(LARITIESsIIA/AOSD)
g@&&g

B. BEA—7 yhEBEERIE. BEETOMBRELY 2b C 100% 9.9
%ﬁ? LODHEFERREICEDIIRE

C. EEFHGZ=TEIAMICFHET S 5 D 100% 9.7
T2T(Treatment-to-target) B KU T2TIZ—FIL =&
NEE

D. MAS(¥/A77—Y B ML EIER) (EALEICEFML, 2b D 100% 10

EbLIZAERIAE

LoE: level of evidence, LoA: level of agreement



Recommendations
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Treatments Strength | Agreement | LoA
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& Ealgorithm

Active Still’s disease

v

High dose GC? (IV then oral)
+

IL-1i® or IL-6Ri

High disease
activity?!

=R B EE

!

IL-1i or IL-6Ri
+/-

Low or Intermediate dose GC?

= AEGC*

v

Progressive GC tapering®
Maintain IL-1i or IL-6Ri

BERE~HFECCH

A\ 4

IL-1i / IL-6Ri rotation
Attempt GC tapering

CPIL-1PEEE ., IL-6JEFEETHA+0%15E
LXK JAKREE, T9/NLYT
L IL-1/IL-18D —EHrE MK, EMEFHHiaFE4E
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If inadequate response to IL-1i
and IL-6Ri,

- Contact ERN Center?

- Rule out infections

- CsA or experimental therapy®
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Spiking fever. [L £ D % BEET &
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SRHA=EGC

A PSLEE 1mg/kgLl £

INR PSL¥EE 2mg/kgll £
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ERA=GC

A PSLILEO0.1mg/kgk i
INR PSLEREO.2mg/kg ki
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6/ A
CID off GC at M6

|
Maintain IL-1i or IL-6Ri
or experimental therapy for 3 to 6 months

Part Il

Tapering of IL-1i or IL-6Ri® or of iR Flare
experimental therapy Go back to Active Still’s disease
And / Or
Contact ERN center

|

Drug-Free
l Remission

Patient Education / Counselling® 7
Progressively spaced follow-up Drug-free% ﬁ*
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HMIL-1PEEZE HIL-6fEEZE N FE A X

Full dosing Step 1 Step 2 Step 3 Step 4 Step 5 Step 5 Step 6
Anakinra SC daily SC every 2 days [SC every 3 days |withdrawal
(schedule 1) for 3 months for 3 months
Anakinra SC daily SC 6 days/week [SC5 days/week [SC 4 days/week |[SC 3 days/week [SC 2 days/week |SC 1 day/week [withdrawal
(schedule 2) for 1 month for 1 month for 1 month for 1 month for 1 month for 1 month
Canakinumab |4 mg/Kg SC 2 mg/Kg SC 1 mg/Kg SC withdrawal
(schedule 1) every 4 weeks |every 4 weeks |every 4 weeks
for 6 months for 6 months
Canakinumab |4 mg/Kg SC 4 mg/Kg SC 4 mg/Kg SC withdrawal
(schedule 2) every 4 weeks |every 8 weeks |every 12cweeks
for 6 months for 6 months
Tocilizumab IV every 2 IV every 3 IV every 4 withdrawal
weeks weeks for 3 weeks for 3
months months
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