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* Erysipelas-like erythema

Other select clinical features'->821.22

* Abdominal pain
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e Arthralgia/polyarthritis
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Variable; L e Headache « Mvaldi
12 to triggered by e Urticaria-like appearance yalgia
<Tyear 24 hours generalized * Typically raised, erythematous, * Arthralgia « Conjunctivitis
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* Most severe end of CAPS spectrum
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and seizures
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* “Typical facies” with frontal bossing, large
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of a “saddleback nose” in patients with

hydrocephalus

* Chronic aseptic meningitis

* Cognitive delay

Image Sources: (FMF) Reproduced with permission from Arch Dermatol. 1976. 112(3):364-366. Copyright©(1976) American Medical Association. All rights reserved. (HIDS/MKD) Reprinted from Am J Kidney Dis, 48, Rainer Siewert, Jorg Ferber, Rolf Dieter Horstmann, Christof Specker, Peter Julius Heering, Christian Timmann, Hereditary periodic fever with systemic amyloidosis: is
hyper-IgD syndrome really a benign disease?, e41-e45, Copyright (2006), with permission from American Journal of Kidney Diseases. Reprinted from The Lancet, 48, Rainer Siewert, Jorg Ferber, Rolf Dieter Horstmann, Christof Specker, Peter Julius Heering, Christian Timmann, Hereditary periodic fever with systemic amyloidosis: is hyper-lgD syndrome really a benign disease?,
e41-e45, Copyright (2006), with permission from Elsevier. (TRAPS) Reprinted with Permission from The Journal of Rheumatology, Krelenbaum M, et al. J Rheumatol 2010;37(8):1780-1782. All rights reserved. (CAPS: FCAS) Reprinted from Textbook of Pediatric Rheumatology, 6, Karyl Barron, Balu Athreya, Daniel Kastner, Periodic Fever Syndromes And Other Inherited Autoinflammatory

Diseases, 642-660, Copyright (2011), with permission from Elsevier. Reprinted from The Lancet, 6, Karyl Barron, Balu Athreya, Daniel Kastner, Periodic Fever Syndromes And Other Inherited Autoinflammatory Diseases, 642-660, Copyright (2011), with permission from Elsevier. (CAPS: MWS) Reprinted from Textbook of Pediatric Rheumatology, 6, Karyl Barron, Balu Athreya,

Daniel Kastner, Periodic Fever Syndromes And Other Inherited Autoinflammatory Diseases, 642-660, Copyright (2011), with permission from Elsevier. Reprinted from The Lancet, 6, Karyl Barron, Balu Athreya, Daniel Kastner, Periodic Fever Syndromes And Other Inherited Autoinflammatory Diseases, 642-660, Copyright (2011), with permission from Elsevier. (CAPS: NOMID) Reprinted
from Textbook of Pediatric Rheumatology, 6, Karyl Barron, Balu Athreya, Daniel Kastner, Periodic Fever Syndromes And Other Inherited Autoinflammatory Diseases, 642-660, Copyright (2011), with permission from Elsevier. Reprinted from The Lancet, 6, Karyl Barron, Balu Athreya, Daniel Kastner, Periodic Fever Syndromes And Other Inherited Autoinflammatory Diseases, 642-660,
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*Prevalence includes patients with FCAS, MWS, and NOMID.

"Delay in diagnosis based off of a study.

CAPS=cryopyrin-associated periodic syndromes; CRP=C-reactive protein; ESR=erythrocyte sedimentation rate; FCAS=familial cold autoinflammatory syndrome; FMF=familial Mediterranean fever; HIDS=hyperimmunoglobulin D syndrome; IgD=immunoglobulin D; MKD=mevalonate kinase deficiency; MWS=Muckle-Wells syndrome; NOMID=neonatal-onset multisystem inflammatory

disease; PFS=periodic fever syndromes; SAA=serum amyloid A; TRAPS=tumor necrosis factor receptor—associated periodic syndrome.
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