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Cryopyrin—associated periodic syndrome (CAPS)
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BROKAS[E T ORGRNA (EENRICBES 5 &7 T/
KEH | B4 ({8FE4) | Swedish Orphan Biovitrum AB(publ.)
NEE « R Cryopyrin—Associated Periodic Syndromes
(CAPS)

Neonatal-Onset Multisystem Inflammatory

Disease (NOMID)

HiE - HE The recommended starting dose of Anakinra
is 1-2 mg/kg daily for NOMID patients. The
dose can be individually adjusted to a

maximum of 8 mg/kg daily to control active
inflammation. Physicians should consider
administration of the prescribed Anakinra
dose every other day for NOMID patients
who have severe renal insufficiency or end

stage renal disease (defined as




creatinine clearance < 30 mL/min, as

estimated from serum creatinine levels)
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Anakinra is indicated in adult and
paediatric patients for the treatment of
Cryopyrin—Associated Periodic Syndromes
(CAPS), including:

— Neonatal-Onset Multisystem
Inflammatory Disease (NOMID) /
Chronic Infantile Neurological,
Cutaneous, Articular Syndrome (CINCA)

- Muckle-Wells Syndrome (MWS)

— Familial Cold Autoinflammatory
Syndrome

(FCAS)

ik -

&

For CAPS, the dose depends on body weight
and the severity of the condition; the
recommended starting dose is 1 to 2 mg per
kg of body weight daily, given by
injection under the skin.

The injection site should be varied with
each dose to avoid discomfort. Anakinra
should be used with caution in patients
who have severely reduced liver function
or moderately reduced kidney function,
and should not be used in patients with

severely reduced kidney function.
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Anakinra is indicated in adult and
paediatric patients for the treatment of
Cryopyrin—Associated Periodic Syndromes
(CAPS), including:

— Neonatal-Onset Multisystem
Inflammatory Disease (NOMID) /
Chronic Infantile Neurological,
Cutaneous, Articular Syndrome (CINCA)

- Muckle-Wells Syndrome (MWS)




— Familial Cold Autoinflammatory
Syndrome (FCAS)
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For CAPS, the dose depends on body weight
and the severity of the condition; the
recommended starting dose is 1 to 2 mg per
kg of body weight daily, given by
injection under the skin.

The injection site should be varied with
each dose to avoid discomfort. Anakinra
should be used with caution in patients
who have severely reduced liver function
or moderately reduced kidney function,
and should not be used in patients with

severely reduced kidney function.
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Anakinra is indicated in adult and
paediatric patients for the treatment of
Cryopyrin—Associated Periodic Syndromes
(CAPS), including:

—  Neonatal-Onset Multisystem
Inflammatory Disease (NOMID) /
Chronic Infantile Neurological,
Cutaneous, Articular Syndrome (CINCA)

- Muckle-Wells Syndrome (MWS)

— Familial Cold Autoinflammatory
Syndrome (FCAS)
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For CAPS, the dose depends on body weight
and the severity of the condition; the
recommended starting dose is 1 to 2 mg per
kg of body weight daily, given by
injection under the skin.

The injection site should be varied with
each dose to avoid discomfort. Anakinra
should be used with caution in patients
who have severely reduced liver function

or moderately reduced kidney function,




and should not be used in patients with

severely reduced kidney function.
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autoinflammatory syndrome or Cryopyrin—associated periodic syndrome) CTHiZE L 7=,
BONTZXERE Y . 12 BIOSEFIRE LR\, TFXR 720l r—23 ) —X | &
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1. Sibley, C.H., et al. Sustained response and prevention of damage progression in
patients with neonatal-onset multisystem inflammatory disease treated with
anakinra: a cohort study to determine three— and five-year outcomes. Arthritis
Rheum. 2012; 64:2375-86.

2. Kuemmerle—Deschner, J.B., et al. Efficacy and safety of anakinra therapy in
pediatric and adult patients with the autoinflammatory Muckle-Wells syndrome.
Arthritis Rheum. 2011; 63:840-9.

3. Neven, B., et al. Long—term efficacy of the interleukin—1 receptor antagonist
anakinra 1in ten patients with neonatal-onset multisystem inflammatory
disease/chronic infantile neurologic, cutaneous, articular syndrome. Arthritis
Rheum. 2010; 62:258-67.

4. Lepore, L., et al. Follow—up and quality of 1life of patients with
cryopyrin—associated periodic syndromes treated with Anakinra. J Pediatr. 2010;
157:310-315 el.

5. Church, L.D., et al. Long term management of patients with cryopyrin—associated
periodic syndromes (CAPS): focus on rilonacept (IL-1 Trap). Biologics. 2008;
2:733-42.

6. Goldbach-Mansky, R., et al. Neonatal-onset multisystem inflammatory disease
responsive to interleukin—lbeta inhibition. N Engl J Med. 2006; 355:581-92.

7. Hoffman, H.M., et al. Prevention of cold-associated acute inflammation 1in
familial cold autoinflammatory syndrome by interleukin—-1 receptor antagonist.

Lancet. 2004; 364:1779-85.

<HEFMT I T D Bl R AR >

1) Goldbach—Mansky, R., et al. Neonatal-onset multisystem inflammatory disease

responsive to interleukin—lbeta inhibition. N Engl J Med. 2006; 355:581-92.
(ClinicalTrial. gov number, NCT00069329)
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T AYANIHIZET D, NOMID BH 18 LI 27 7% 7 Ok, REPREICKIS
L. BBITHEA, AREICKDMERA T SAA, CRP, ESRWF L b A EICHFE L, BH
DHIH I AICBNTTFTXF U I7OHIEEToTE 2 A, RHAINKATHEL, FKET
B LT, EEEREAIBREGEERZROR o7, LEXV 7 X I A KT
£ (1-2 mg/kg/day) (% NOMID DHRAER, MET — & 2t LT, £ 7[R NLRPS R D
e DA IEITHE L 2o Tz,
2) Sibley, C.H., et al. Sustained response and prevention of damage progression
in patients with neonatal-onset multisystem inflammatory disease treated with
anakinra: a cohort study to determine three— and five-year outcomes. Arthritis
Rheum. 2012; 64:2375-86.
ERE 1) ORERRBROMKGFZE, NIH T7 4 72— S TW5H NOMID BETT F %7 (1-5
mg/kg/day) DR E L2 b 36 PHLU EZIT TS 26 Z.’Eiﬂ‘%ﬂi\ PR BTE B M 2
WHF, HMIZE, CRPE, HMXEhRER D% F W), B, BEMEICOWTHEHE L7z, #&
RELTVIERAR, BFH L ITBIC K DK EEEME, 35‘/“!2 KD HREBIEEME, RIE
V~ﬁ~®%ﬁbk&§%%ﬁﬁ\mbﬁ@%ﬁfmbto%&%L%ﬁﬂf A
PSR D JIEITEH ST\ e, FRKRPEOBETHDEI DLV NEEL T, i
NFLEL TV, BREZTETL TV, VA NVABRRELSOFERFERIENT, &
BT F X TIREDNRE TET, fiame LT, — &G EOEIMAZE L7223, NOMID B3
(z 7%'«*\'/7 (TFfe LIZ A2 ME 2R Uic, TARARER BE) L) OBALIZ TR TE 223,
HIREDOETIZ T TERhole, RIKL LT, 7R TR RIFEE R LI,
3) Kuemmerle-Deschner, J.B., et al. Efficacy and safety of anakinra therapy in
pediatric and adult patients with the autoinflammatory Muckle-Wells syndrome.
Arthritis Rheum. 2011; 63:840-9.
KA YD 1 figk TO Muckle-Wells JEMEREDBEZEMNZE, Muckle-Wells JEGEEEICXT 95T F
T OEYKROCRIMICTEIT 2GR OCRZEMEIT OV TR L7z, HRRER.
Muckle-Wells JEEREIC K9 B DAS, RIE~— W —E%ZfEE L L7, Primary endpoint &
L IR 2 B LUK ZIFICE T D Muckle-Wells SEMEHE I3 2 DAS A% 10
m%ﬁ PDHWSBNT-, fEEE LT, 12 10D Muckle-Wells SEGERE (544 /M. 74 EN)
WHRAE L AT F X IR EZ T e, 74 v — O JEIT 11 22 A, DAS 1% 2 FHKF,
ﬁf#%%afﬁ?bfwtomwmmmsrﬁﬁwrmﬁw\%E%%\if@%%
TR OREBREBIRENSGE Lic, 7T 7103, RIFRAR/EEZ R L, EERAFSF
%iﬁﬁénﬁwotoﬁ E LT, TF % 713 Muckle-Wells JEMERED LA HOHE)
BRIBRTH Y 2 MRS L ORIICEWTRBFEIMEZSE L,
4) Neven, B., et al. Long—term efficacy of the interleukin-1 receptor antagonist
anakinra in ten patients with neonatal-onset multisystem inflammatory
disease/chronic infantile neurologic, cutaneous, articular syndrome. Arthritis
Rheum. 2010; 62:258-67.
CINCA/NOMID (2315 27 F % > 7 O RMIC O 2 HRME - ZRMEORHE, 77 A0 2
A% T 2007 4 6 H LARIC 7 7% > T iRl Bl dk S A7z 10 44 @ CINCA/NOMID 4, 26-42 71 H
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BB S e, EHEMRIEOLEICB T 2 RENRAIMENED bitic, 84D XV 4F
FEH& (6-20 %) 1Z7 % 7 HE 1-3 mg/kg/day ThH o7, 24 DELE 3 hH., 4
2MH) TIX 6-10 mg/kg/day £ CHIBNBMLETH o 70, FHAFT D PR ORI, HEEE
DFFfE T 2 BE Z — RO, R W - IBEPBATIERICAH BT, 2RI 2
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