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[B] Fofifixid, CARD14 HFEALAD & Uiz B ORIEMIREO L, EERIEOTRE L, R L TRy
RIEZFT, HORIEMEAIWE (autoinflammatory keratinization diseases : AiIKD) T#H 5, &5 LU EREMES
EHEB LT, LUt AIKD MHIIHIR/REETHH Z &, ZRINBETERNZOFRNTH Y | FELlOFRS:
% B HREEIC ORI S T3 872 5 2 L%, FRROSERRFAA~OEIZIE, WL Db DEEIERIIVTND, A%
Tl AIKD OafERRRERIN A B L. FTBIARIERRRICERE T 2 568007 — 2 2155 Z L 2 ARV E T75,

[DFE] 1. JRIREE S 723 S ST WISPEREMERE  (generalized pustular psoriasis : GPP) /EfLIE
ALEHUHZ  (pityriasis rubra pilaris : PRP) JEf5D DNA # VT, &7 YV —Ah—27 T AL T 72, 2. AIKD
DIFRIEZEIA LNTT 57292, GPP,/PRP JEFIDR G HAlH L7 RNA ZHWT RNA v —7 =2 R EEITo T2,
3. BEDOREIE | BEREOIER] & Ll LT, ZOMIERAZ TR0 Lz, 4. BfESN- AIKD B8 %, 851
TNZHASWTHHEL ., BHEORIEMEAWEDIBFIKC OV T, T3 a MRt Lz, 5. AIKD €7 /1~ 7 AD/ERE
Bta L=,

[F53] 10 55%0 GPP,/PRP IV T, BTy V) —hi—7 T ZEEHAT L, B s 48 AR E
L7, ZDOHT, IgG4 WM E MR B R ST 7 v AR —FE AR R B 2 DIER 2 i LTz,

F7o STRAUBZRIC LY | O BB & 08 S D A EHERZ Ch 21 TFUAHIERS, B CARIEMEAIWIEICE £
52 BRI TG L. B CRIEEAWEORBEES AR 5 Z &8 TE T,

BUERE SH T DT LIEDRRERE

Table 1. Current hypothesized pathogenesis of porokeratosis in autoinflammatory keratinization diseases

Disease Genetic causative factor (frequency) Hypothesized pathogenic inflammatory mechanisms and pathways
Porokeratosis MVK mutations (prevalent) 5-Phosphomevalonate +

PMVK mutations (rare) — b-Pyrophosphomevalonate +

MVD mutations (prevalent) — Geranylgeranyl pyrophosphate «

FDPS mutations (rare) — Small GTPase | — interleukin-1f 1?
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