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CANDLE (chronic atypical neutrophilic dermatosis
with lipodystrophy and elevated temperature)
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Chronic atypical neutrophilic dermatosis
with lipodystrophy and elevated temperature
(CANDLE) fEfB#E1Z, 2010 4EICANRAL VDR
BRHE D Torrelo HIC & o THRAICHE S L

=, FLAIRHIRSE O BB R SE, K5, Bk
REDRAEL L BT, ETHEOMEE, FEHE, W
fin LOWFRERT, BRREHUEEEECE
FEMRRTH LY. Kok Iz uf FRHERE
DR % Pk ) BB 2 B R BT R & v &
n, AA— MEGEREOENEET 5.

WRP2SEEND D, FREIZT XY I 5
5 45 X #L 72 joint contractures, muscular
atrophy, microcytic anemia and panniculitis-
induced lipodystrophy (JMP) JE B EEY, A IR I
BT [HEZMED BEEAE] 28 LT 1939
S S WIS & 0T & o R - TE AT RE (R
# (Nakajo-Nishimura syndrome: NNS)** & [d]
—EBREEZEZ LN TS (B 1). JMP EBERIC
TaF TV —AOFERM 5 T L=y b a—
F$ % PSMBS (proteasome subunit B-type 8)
BIEFEROKRERAMRE SN O
X, 3IBLEBICPSMBS EDOTUTT Y —

Nobuo Kanazawa: Department of Dermatology, Hyogo College of Medicine

0047-1852/20/ ¥ 60/ H/JCOPY

AHEBETFOERPFAESNLT I ERD,
PreTru T 7y — o MEE CRIEMIERE
(proteasome-associated autoinflammatory syn-
dromes: PRAAS) & MHEN 5%, ARIFTIE, [
Me-TaATEmRE ] & LT/ BB EER 19
%, TREHR 268 HIIEERI N T WA,

EBRN2EEERET - RX—ZXTdh D
Online Mendelian Inheritance in Man (OMIM)
12 BT, 1986 4E 1T Nakajo syndrome 7%
256040 IZBSEEI N TW/2DIZH L, 4 J]MP
SEMEEE & CANDLE SEMEB I LTRL2 %5
Bhzohids, BEREEFEROFERZ R
¥, 3¥EHEA $ & ® T autoinflammation, lipo-
dystrophy, and dermatosis syndrome (ALDD)
Lo oM, EHIZPRAASICED bz, B
T, PSMBSZERIZL %% D25 PRAAS]
(OMIM #256040), POMP (proteasome matu-
ration protein) ZZ I L 5 B ® H PRAAS2
(OMIM #618048), PSMB4 & % \» & PSMB9
ZERIZE A B DA PRAAS3 (OMIM #617591)
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M1 7OF7Y—-LEEECREN
a, b PE-PEREMRE, ¢, d: CANDLE JEBERE, e~i: JMP fEBRE.
[a, b: Reprinted with permission; Kanazawa N. Allergol Int 2012; 61: 197-206, c, d: Reprinted with permission; Torrelo
et al. ] Am Acad Dermatol 2010; 62: 489-495., e~i: Reprinted with permission; Agarwal et al. Am ] Hum Genet 2010;
87: 866-872.]

2. & ¥

Y 282y T Ok E) & & e ARA ¥ DIEB]
KIRE DY, HBELED 4 2TV ofEF, I3
YT IFY 2 OB, 75 VN0 %
RPN S 20 HIEEOWEND L. bk
2, IMP BRI A F I a LRV A VD 3
B1”, NNSIZAF & fE» S 2 hF TIZ 30 4
BEPREIN TV A,

3. & A

RIRICX 5T, PSMB8 DRI bERDKE
BEPHESNTWS. E5ICPRAAS E L
T, PSMB8 D& ~T ULERE S Omp?,
PSMBS8 & JEFHEM > PSMA3 % PSMB4 ¥
TNANTOER, FEMO PSMB9 & PSMB4
DY TNVNTUEE, PSMB4 BOHEAENT
UER, BERERICERELZY yROVThbH
POMP BHDONTUER R EI T ST RER
DOMAEDLEED o2 EH H CANDLE/

FEBI DERAR {5

PRAAS E LTHEShTWwWBY, RFTIX
NNS & LT, HAAKCHAEEZZ b1
PSMBS8 p.G201V ZE O KR EWMADAIHE I N
TWa5,

4. & RE

Fur7y—r23MREATHE) VY -2 RS
YNT BB HFEEERTHY, K2
EXRFVHICEoTINNVENTY VIS B %
BIRWIRT 5 LICEoT, RE - FEX
NI BEBRETHZTTRL, MEE R
VT FEER LB M RICED A, £
DS HLEREEEZ DO B2, YTy
b A3, FHEE O L ) IEEOR Bli, 2, p5i IS
BEBDbo2BETTT TV —AIF, REHEY
Ml CEEWICHEIL, SHERICIZAMEICD
FMEN, WMWY OB E5EL, ma-
jor histocompatibility complex (MHC) 7 J A 1
FRICER T PO Y.
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CANDLE JEMERICB W TIE, BEREEETO
BREIZSESEEN, 28X F  OEHEID
D, KRR SEERN 2 5 1T & interfer-
on(IFN) I8 & D Ti#E, b5 [TH IFN 2% ]
BRENTVWBE™E, Fus7 v —2rBEBRE
KXo TIMIFN ¥ EZRT AN =X LI1EH
LTI R WAS, ¥, Janus kinase (JAK) B
EROBRIBEICBWT, TR IFN REOER
L& EdIEHVERSREIR SN, TEIFN &
HORBICBT BEEAPHLNE 2o TW
Z) 15)'

5. W &R H

SWT R TS ST, NNS OB
HHTIE, WAL ER, HENRERE, A
WS, AEEIVERLBERR R, HEATYENRIDI A A A,
B (B i M2l o7z88), BFRAE, K
HIEMAIRIL & v 9 8 DR 7 B R AT
Hon9 b 50D k% #IC NNS % 5o Tl
FHRIT 21Ty, PSMBS % D70 57V —2A
A 83 7 U R R B 2 B S 3 ML HE SE (defi-
nite), ZEH 7 { THMFBAZ BRIT E NTER

Wl (probable) & ¥, CANDLE JEfER:
2 PRAAS THIE SN ZRRLFHER;R
WREERAMEEDZER SN TS, #EITHED

HAER K 78 % T3 7(2020)

e A 2 DS A E TR OBROKHTH
5%, HAEPKE L, HLYRINTIGH A%
. T LA KRR A KA LA ERR RS T O Y
FIZ% DI ENHY, B % EBREN KD
LB, 7272, HEELE L RINEEG AR
BEREEBIERNV—TAEZANVTA - T T4
I VEBRORETO DY, AN IS
HER A HERR L, BIZFIRAT 21T .

6. BELFHE

B & DORIE
DB NTAERI7ZHS, WERIC L o THEHICHR
L, $-EAERICIIESTHS. LA
YI/NREIA S D AT O A Fag Rk I3E
Y%L, HEREEPULETHSD. A MIFLF
F— b RPLIL6 ZAMIARRA OF TN W
HEERTWLY RERENTH D
JAKL/2 FHESRDONY Y F =T Dy a—N)Vik
BB WT 10 flo BEIC 3EMBEG S hizfs
B OSBRI ESEBRESR TS,
ANBIIZTEL R2IERI D H 525, £ IERA
BAH IR A ZE M 2EIT L, QOL 29T
T4, DIOEA, R EOREEDER I
HLAs, B O H RPN R R OB AR T
RLUTERIET 00D 5.
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