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Systemic autoinflammatory diseases (SAID)

« Monogenic SAID
IL-1 pathway-related:
v Pyrin-related (Familial Mediterranean Fever, Mevalonate kinase deficiency, PSTPIP1-related)

v NLR-related (Cryopyrin-associated periodic fever syndrome, TNF receptor-associated periodic
fever syndromes

v DIRA

IFN pathway-related

v' Familial chilblain lupus, AGS, SAVI

IL-18 pathway related

v NLRC4-related macrophage activation syndrome
IL-36 pathway-related

v DITRA

» Complex SAID
v Psoriasis

Pyrin-related SAID%
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Increased binding to Pyrin

No interactions
with cytoskeleton

Interactions
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PYRIN INFLAMMASOME
INHIBITION

PYRIN INFLAMASOMME

ACTIVATION Jamilloux Y et al. Clinic Rev Allerg immunol
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Dunstan RW et al. Exp Dermatol 2020

Hidradenitis suppurativa

Mutations (+)

NCSTN PSENEN, PSENT1, MEFV, NOD2, LPIN2, NLRP3,
POFUT1, POGLUT1, KRT17, NLRP12, PSMB8, MVK,
KRT6A, FGFR2, GJB2 IL1RN, PSTPIP1, (NCSTN?)

Keratinization
Follicular occlusion
Cyst formation

Keratinization precedes

Autoinflammation

Inflammation precedes

inflammation keratinization
L
Keratinization
Autoinflammation Follicular occlusion
Cyst formation
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(in the narrow sense)
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(in the broad sense)

Nomura T. Frontiers Immunol. 2020
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