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Schnitzler £ 4 1 ( Schnitzler syndrome, SchS) & — i
UL B AAE R IR R SR R A B
PERAE " o 12 B B vk [ B2 B °7 % 52 Schnitzler T 1972
AR BUIER 124 1R E B R TTHRIE 29 300 41, [ AL
A 3417, SchSIEIRFEIMEZHE, G iRie MR RE BRE M
Sif (Waldenstrom macroglobulinemia, WM) | it A Still Ji%
(adult-onset Still” s disease, AOSD) &, POEMS %5 & fiF 25 5
995 SchS F M M PRIZ Wk B Bk, R 2508 #F
K373 5 SchS HHIZ I AT 5 4R Ay 42 i i PR = DX e 2%
FUWIRISIAEE T, BUEL SchS [izin it R 1 T45A

— KL

SchS A AILEI AT 2 . AT RZEZ A SchS &
TARAG M 7 B SRR , 02 4 4t M [R5~ TL- 1 BAE AR 1 &
SR E AR BRI R, SchS M A H i A %
HIAENE ZHERICT | IL-1 PR 38 0, IL- 1 AN AT LA A
Tl B HL R AR Y Th17 M DB, I R A2 0 rh Mok 4t i 5
A ARG 1L, B0 IL-17 BBu i IR 7= A% s R &3,
IL-1 Z RS HEFIBTAR (19 &K (anakinra) 3597 RURAE , 94%
I SchS M #2455 8 22" . FEIREHL (tocilizumab) 1
R IL-6 SZARFEHUR , A4 BT Py 22 187 o B Ak
S R IL-6 W T B S5 A0 &k A . SR, IL-1 5
IL-6 TS PRI ARRIA AN 452 5 iR & -

FWFFEE IR , SchS 5 R 58 Wi A7 K, stk
SR T 40 A PN RE RS TS 1 I R A -1 (caspase-1) 1Y)
ZEAL A, G caspase-1 7] @ i B IL-1p-5 IL-18 |
Mo FE R A YIS P RAE F . SchS B3 5 1
A G HR H P2XT 22 4R 5 T SC Ok 85 11 (ASC) ik 5+
HY, I HAE A P2XT SZ AR 45T BZATP 5 caspase- 1 11l 71
Y VAD REA S TL-1pM 3 A il AW B A H TR
S R AL 25 K IR 37 R 35 11 (nucleotide-binding oligomeriza-
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tion domain like receptor protein, NLRP) 3 3L [A| {i f5 R AF 5
SchS A3, NLRP3 J&—Ff ] B 4% 5 & IL- 187725 5 B
FeHERPEIR , 32t NLRP3 ., ASC 5 caspase-1 21 i, H:
NLRP3 & 1% # 1k 7k Z Fi B 1100 B 00 o fie ok 0% 4 19 34
A0 de Koning 26 & P12 41 1gG U SchS H #1058 2 41
J1 & 4 NLRP3 c1569C > G itk 5747 , Loock 55 /& B 43
FEH NLRP3 fA4E VI98M 2848, H i ¥ JC SchS &7 NLRP3
LR R S A R 41 E

M & [ 7€ SchS &I ALl i i 4 FH #7441 . Murota
SENERGE 1] SchS B 28I 2 BT (rituximab ) 167 J5
IM7H M AR UK BRAR, SRR B 0t Bl 2 2l il M
R ATE SchS 1 & P B A €0, A SRR IE , 15% ~
20%I19 SchS £ 35 & Jré Jy WM 330 25 DX ik LU0 S bk L 2H 4L
FEPEBR B4 IFAE N R SchS J&— i B JH R 1 41 21
R PEGER T, SR, de Koning 2 7EIAG4 347 T 281 4l
SchS M M RFFE SR yT 7 R IE M3 TRFI S ® . &
S, 194 SchS f 3 1 12 il 2 M 21 BBLIR YT TR, W%
M E A S EIFARREGE 2 B PERAE RN . R, #8453
HAELR I RI y B IASE] M ZR (|, 1390k i A2
BEE S NI TSRS IR B R AR 134 5 A R
H IS B TE R TgMT' s M B I BT 3t R B B, T R
JEHNE R S5 5 . A TSR SE IL-6 J2& B itk
EL 40 P A R R T TL- 1 PR 0 S 5 5 40 i R TL-6,
HETTE SR AN A 34 505 67, Treon %1% & BHL 54 4] WM
FBE A 49 0 S A AEBERE 731K H T 88 (myeloid differenti-
ation factor, MyD88 ) £ [ 4t i) [X 55 265 fv 2 SR L5948 o
MyDS88 J& T Toll/IL- 1R ZKji% , MyD88 L265P % A5 {k nf 5| %
IL-1 52 (A0 S A 5 19 NF-«B {55 093805 |, 42 3 20 i 33
Bl o IXITURF ST 2% WA A 1M R A B T B PR R TL-1 1 40
T B, 29 12%0 SchS M3 & 2 WM, SchS B F I4K 4
] BEAEAE MyD88 24510

— e

SchS &R 5 Mmoot (I e 1.45: 1), TP &0
AEWE S S, A8 S AR B 138 ke PR R AR M g
W o WA K IR PR 2E S BRINA SR Bl 2,
AIfE 5 AN AL X A BRI KA 6o T SchS B RAIL, B
i PR 2 0 X 129 (AR AS J2 |, {45 SchS 1R s 12 143
Do Jain 25 EEEE M T 1972 7 2010 4E5E18 THE AL BT
1) 4 103 {51 50 5 [ TgML I ik 8% 7% 8 439 8 MR
FIGG R G}, e B0 38 AR [A] I 16 441 SchS B H W12 , 46 i
FHIG2 o T 250 R 1M 518 V5% 59 A &1 1
(OR=9801,P<0.001), Jain %"\ k24 2 [R] A7 1 1
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TEIRRIE B LT BT TgM | I AR 125 U 37 25 8 22645) SchS 1Y
ATAE. H R R B9 SchS I RIZWibR i 2014 455 TT 1
Strasbourg HfE (3 1) , 12 W5 £ BRI IF R R AR AARAE
HLVER I IR =R A, PR BRI BTARAES T, I PR I DA
FE LT ILIS WL s, DL IR I2 s B2 .

L I ARAEIR

(1) B2 BRI : R B RAER SRR B 344 Schs 1Y 3=
BSWREZ — R R BB EWE KIEIR . B R K
TR UL, BBk BB (G ERLT (302, BN IS 0™ Y 2
SCBEH , MR Al B AR R . A R K
BBV, 5y 7B S PR BRI K i BT A R Xk e 7 PRI
(R AR AK I R ZE 0L B 3b4e 2 < 24 h il AATIERE A
SR H BT HRELE 72 W B R B R A ¥
HORPE SR TGS E R R A RS S R L. SchS &
T SRR R B G , 2 2V B T R B A R R A
B ) JB kA5 R IR, AT 0 B A By i ]
Pl SRAZ AN AR A R BE IR , B /K B R B, 3 20 A e
MG RN I e A5 T 7R 30%01) SchS 34 K
P LUNTETE IgM 5 C3 VLR, S BE W TR F B3 g A
A FRZ IR P SR 2550 0 Lipsker 55 38 o fo %
CII A6 56 & 30 3 491 SchS B3 Hh A 2 1] 8 2 1) IgM B iR ] 43
SRS M R TR (A o F 2 BT, i e e s s e
IgM LR AT RE S SRR AL B2 0 1) LAtk . #R171T , de Koning
PRI T ORI AT, B0 IgM A [ B iR R E T Y
2T B 2N E T RRE G AP TR Hk R4tk g A
TgMiciE A G 2 TR, I A WLER BT AT I PRS2 4L 4420 7%
L, M 3K H 2 15 55 SchS SRS R e A A /& i — 20
52

(2) LA 5 8k R G5 % B - 80%1 SchS 3 1T H PLEH i
HOLFHRE R R AL, 2 65% 1 IR AE A ST M
KW RFIAHTCKETIE ™ SchS fAR =R LRI
e AL, 22 B R A e RS JE B 5T, B “hot knees”
I, A B i SR i 52 B o VM AR S B R
N D, Niederhauser 552X} 22 f4i] SchS f# M2 5 # 5%
AR T IRNBR 2347, 30 14 1) 5 AT 40 AbBF T Sk, Hop
18 AbF B A B APl 5 Ak, 5 A R i M Ar 5 i A AL S A7

PR A A 12 Ab B T 5 T g X R ),
AT EEMRIPET-CT 5 U P AZ 28 BG4 25 . MRI ]
T AT b, 00 A Y T L R R S BRI . PET SR
ik Ak AL FDG S5 W , A SER ik 25 5 15540 FDG
RIEWRER ., XER LIRS TR R SR 1
TR ERRIRE, B Tem B AR R, 85% 1 i
A7 SRkt e B A B, 3 43 s A B AR
HTRIAEAE S AGE0s o NI, Tem B A%0E F T Schs 1Y)
% R

RO P A% 3R 40 UK ST T e B R ol B 00 L 4 i
Terpos % ' 1iF 5 SchS f8 34 1ML 15 H B b 28 4 (B Bt
WEIREG B R CE R R ) KT WE T, T A R ALk
C-AR Uik (CTX) 15 sSRANKL %58 WSO s 4 25 A A fk
SR 22 7 G o IR B M N K T
(VEGF ) 7K %} BE 41 19 3.5 4% , VEGF I fit a8 2 2 a5 A=
MR i T AR o SchS B85 B T A8 B A 1) 1% K
P I E 5 SO R 5 RAE R RFAE, A 2K T UL BR 1)
A,

(3) H:Ath : de Koning %' (1) 45 31 25 3 B, 72% (203/
281) 1) SchS & S R & &, B R AWITC A, B
PRI AT AT 40 °C, B P I T B, WS AR A L, R E A
RIS R AR LB AT . 26%(72/281) B 3 1T figh
Btk 5K, 22 B s B ety , 22 & Ve R ik e 4
FREAFAE , LU B R s vk JRE SO o T LA K AT
LT 15%(41/281) R . 7% (20/281) 1Y s 47 &2 & 1E A
Bl 20 A, FL vl 2 3] R0 35 ARG S B A S F A 2 1 Bt
A A PR 2 B G5 IR Sk 5 ol T 4 259 R ik
BN,

2. LWEE AT A LS M R 19 0 A5 2 SchS 2 Wi i ¢
B 2990%SchS BE M A 1 IgM B, Dhsdi o 3, 3
I EE (<10%) M 1gG IS 124 A 1k, 3L & B 7 61 XL v
#ISchS #3%, Hrb 24512 TgA-IgM %4, 2 15 1gG-TgM %1 , 3 4]
HIgMi-IgMAT® R[] R (1 MR K25 57 80K L 67%
HEREMEESRICT 10 /L, A EEME LSBT 5
K41 g/L™, K IgM IMEE (> 10 g/L) % il FBERIZ N H
BREEFIURE . A 24971 SchS HRF LT M 75 [ A i A Ap 4

#1 Schnitzler ZE AR 2 W bR IE

LW Il R
FE R 1 AR YRR
2. FATERE 1gM BX TG IfiLAE
UCE R E 1. S MR R ORI, > 38 °C, RRVE BRUR BT AEBOR A 295 )
2. B A LU TAUE I (RGO A% R AR s MRS, sl BB BRI T ) , AR e R
3. B AL AU AT L PR AN B IR (JCEF 4 28 A8 P al L K K )
4. AN 22 (s i i 26 40350 > 10 10°/L) F () C S i A > 30 mg/L
T2 W 150 1gM, BRAEG 2 2 AR+ 2 /0 2 SR BEAR1fE
2. 5N 1eG, BRTA 2 4 FE bR+ T/ 3 AR B
B2 L #5 0 IgM, BRI A 2 5k bR+ 2 /D 1 SR BRfE
2.

i 1gG, BORAT A 2 F BRI 2D 2 R BRI
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0.5~ 1 g/L, 76 IL- L 5500 S 25 a T ), 3 M AR I
T B RAE ORI ANAS  SCH L0352 B8 i 23R Y7 )5
M 2B 1K FRAR ™ o 23% Al s 5 T AS I 210 A - ) 26 DR
80% (1 H B BB AL 45 AL, 20% 10 (5 A £ e SR 4N it
B AR T A R

RIEFRAE WK P14 2 12 SchS By E T AR, i 65%HY
H R PR A K SR I 10X 10°/L , ZE 4 TR 248 hn 5 C
3 1 (CRP) ZKF-H i 281435 WL, 24 50% 1 SR AEAE R
FEPEZTI /R £ 0] LT R, SchS A Y
AMAKOT T H Bl =, 27 BB AMAACE AR, M2 2 S
Y EREE 1 BT IRRBRE A AR S5

3. S IS W 7E 12 W7 SchS 22 B I 1 25 5 F 1 % 9 AH
SN

(1)WM : WM J&—Ff /b UL 1 5 P i B 41t ik 4997 , 3=
TR R B A S AN A U T A BRR Y O A i e b
IgMo WM (93 LI PRASIRAT 2 55 , & 3%, Wk L4 ik
K, JE IR 20755 5 SchS 143 . 38 B S 245
{345 : 5 Fr A7 19 SchS B B4 F RIS FE R UR A AU
5% WM B Ik 2, B BRI 530, 5
R RRIEE A IR RV BEERER 11 IMAE A X @QWM I M & 13
g IgM L, TPEFIT 10% 17 SchS 5%k 1gG %1 ; WM & 46
20 AR T AN 43 A B4 /DN U B 00 2 N ) R AT T
Schs ‘B HH G5 A1 LRIk L At iR i

(2)AOSD: AOSD &g IR Kz & AL S I A R e
SNV , FUI RAFAE 5 SchS AR, AR HA 298 5615 R Al
(B0 TR A5 0 EERRAE, IF 5 FlAa SN ks 40 s e
i Rk L 2RSS 2 RS BRI, (HAOSD K EL
AL A MBS RET 95, 7 5 AT, LI 9%
PURETHR"™ I H 280838 FINA Wk A AT
B Y AR TP T SchS 1 F2 5 5 R HOFASAH G, H AR G

L AR Lo il D AR s e = R B R A I T @ |
AOSD F1 SchS, Fii# Jo M 2 [, i 82k 2 (1 T = Fbl A 2k &
F1RCAR T B 5 T 0 A B 5 [ 1ML Mg G A7 HL I 4% 76 11
HKFAR A 1200 pg/L™

(3)POEMS £ 5 1iE : POEMS £ B ik Je—Fl L 22 & M
FEL R 2208 2 B IR LN A3 48 MU T D SR R el o
BURAE A AR A0M%S . POEMS £ 4 1F M E H L 1gG 5
TgA BN F BREE LT 0 (> 95%) , I H AR ER AR M
HE AR X (IgLV ) R 2754 30 Z2 5 IgLV Ff 2 3 PR o i 7 A
il 2L (IgLV 1-40 F1 1-44)2; 1iij SchS il M & 12 1 IgM
T PAcBR A I R (> 90%) ", T3 W R R BT Fr AN
], 2 & MERI 205738 9 POEMS 25 & fE 19 82 WibrifE > —,
JUF- AT 0 R 10 DO JBOR R b e i AL TE ) 263,
H POEMS Zi & 1E B4 1Y B kA BN AR TLE £ L
TR AR B/ INER A AR D L BURRIE MR I B R
B AUA 7% 11 SchS BB H 77 1E 2 & vk R LA 2 A L HL
SchS J& T8 PRS2 B B JR , FLRAAE M Bz ko B
Shy L TR) 50 R a6 ] 1m0 s

LRI H S

SchS & —Fl [ B R AE MR , BEAK A 1A ) AR 0E K7
IR R I 2 . B9 R BOKALGR BRI &
W Bz SO 38 S AR A% T e 2 G B 41 okl 70) 45 24 ) (N KT 43 SehS
BEA, YA R RNKZ ARG A EN—LIRIT
P(££2), 20054 Martinez-Taboada 28 1 YR AR E B IR (1
T ZIRYT SchS AR, A E A B T VRS BTAR 11 iy 2 5 45 T/
A I ARE PR R 58 4 2 o ELBATAS 1 5 38 1) 2 e A
4~6h, FERVENE 36 ~ 48 h I & I 5 540k
SR TR 100 mg BB P 2 B H R T 192 H RTHERE Y
WIT IS H LR RSO A6 1 50 20 B8 5 vk 4
sl e A 2 U 1 5 470 W SchiS S8 3 1l B, HEAE s v

%2  Schnitzler ZE G FA X HVAYT T 1

ify7 251 fllRe 9L 9jE NS

VA

—k  PUAREWEZR 100 mg/d B2 RS

IL-1 SZAREE B 5 94% 19 L CR, 2% 1 H 3% PR 1S 36 ~ 48 h AR E & L i

I3 R 2t B AL A s

g FdL 150 mg, $& 754525 ,
B RS

GBI R 320 mg, 2 )5 )
160 mg, B¢ Tt

FEER bt A H 8 mg/kg, FlKiEE

gk FIEERBT 375 mg/m?, B 1K, L4 H,

Ik

125 S 2 I

WERRIME  >40 mg/d, LR

Fa s 0.4 g/d, IRk

oK 1~2mg/d, [}k

B AL 400 mg/IR, BRI, # ki

IL- 1B s BEHTIAR ; 91 % A CR, 9% Y B35 PR AN RS20 A 4 WM T A bR (1%
Yo RSO RN B R | PR A A o

AV PE IL- 1R 5 A G 2R 8 A Fe RLG HL 5 S0%AY 8 CR, 38% 1 3% PR; AN
B SR AT AR sk | PR JR | A S

IL-6 SZARFEHU ; IL- 1 H5H0NA T IOl L 75% 00 % CR, 25% 0 5B #% PR
CD20 ¥4 5 21% 19 B # CR, 16%K14 B # PR

AL IZEBTR 24, FTRARR 53 FR A K R ST R AR ™

18%M1Y 3 CR, 46% 1 4 PR, KA EIRIT , 24 A R i £

T T DA TP A R ERE IR A

14% ¥ CR, 6% B PR, il S A W™

MERIRSSH AR R BRI HIATE DNA & R AN , A ez i1 SR EH 5

13%I1 3 CR, 63%19 f 2 PR 15724 5 5 IR BRI A 2, WU DU ¢ e

{E : CRSEA R s PR TR M2
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PERLZ LK K 52 TE 5 RS2 TR i R AT

KA1 55050 0L FH 2 IR BRI FE 30, R ve
(rilonacept) /=—FH IL-1 1 Bz (K5 A 1gGl Fe ml-& 8 H ,
FIAT R0 SchS SRF WIGARTEIR . — g4 A 8 i SchS fE
I TTHEMERF 78 45 3 R , RN PR35 B 203397 4 RS GRYT
FrEEAT L 2) , 4 ) 8 IR 58 S R wOk I 58 2 28 i, 3 Bl iR
HAAY R, 145 R 160 mg 7 1 F) 94 TG % 4k A Y
VAR)G , BTN A2 R4, EL R0 B ST 180 25 I AE DR B &
3% CRP I 375 78 #3 FEZE 11 A (serum amyloid A, sAA) %5
RUEFREYKT W EREAR . BN (canakinumab) /& IL-1B
HTTREBUR, HE 2N 21 ~ 28 d, WA K T BUAR (&
(4~6h) FIFIZPE I (67 h~7 d)™, 2017 4 Krause 25 %}
BN BHTAE SchS YA YT YT RGHEAT T 2 vt BEALXT BRI
6, 25 5 W FE 4 PRI AV L 150 mg 259 B2 R 4t s
6 ~ 24 h N T AT B O IE ARIEIR T BH 2 240 3% , SchS $edmi 1 2h
FEVEIMEAR 20%, £ RO RATRANIR , Ifs RIS IR ZEAR
ST 11 1 PR3 B ISP SR 45 24, 70% (14/20) 1Y £ 35 76 15 7
SR 16 A N3 B 98 1~ 3 ¥ 150 mg B 300 mg FE4H
Bio FIGNVEE 5 HEYN R UL AIAS B SN 246 4 rh v 4
JHU AL A AN Sy B T S A

i Jain 25155 11, 62 ] SchS £ By A3z i A 77 3 # ik
12.8 4F, FR 38 I 10 J5 5 HO A5 30E J8 R MLV 3R B0 G R R A
Ko 15% ~20%I1) SchS B # k JE A G Xk LR WM S5tk
EL R GRS A R Ik & P vE R A Pl S bk
BEZR ALK ™ o 35 61 SchS H# 7E H B SchS A SR H 4
B2 8 45 Hh BN ZR G, AT SchS 5 2L 1 b
Vio YA MR K PE T i sl bk L 45 1 K i
PR B i 17 2% 5 B4 2 o) S I 2505 K o Jain %51 & B HGB
K-, 2 T FLS F6 45, HGB < 122 g/L 1 &
A 8.2 4F , Bl AR F HGB > 122 /L (1 i3 (P fiid:
AL 214, P=0.024) . T4k K HETERFEAEE 5 SchS
FEAE VR N AR SERE A G , BRI TL- 1 540500 ] 38 3 BAAIG
SNE TR0 TE MR AR 1) & 99 KURS: o Gusdorf 45 4
WIS FE 2 CRP  SAA e AN B 38 4 , 257 R AERR
AWK ey, B8 R TG I S I AR, , 7 4 24
IL-1 $5H0RIARYT -

Mg, gk

Schs J&:—Ff 45 UL A IR & PEFRATE [ B RAE B , I PR
WIS BRI W . 24 3 TR A7 A B b TgMic S5 1
SEIRRIBRE BT 1 PR 22 3 7% 18 SchS (AT g, 454 [l 2 &
I IR S PR DG AR A AR B CRP 11 41 4
SRy S e bR BOR RIS . RS M E RIS M L TS
() B B A, (ER A S P P E A 4 I MR 58 38
J2 SchS AR A PRI S 76 P97 & SR b Rt v vl AR E A1 3
BN F5 BRI . FR R T IL-1 76 SchS (1 &bl h
FAEEANE, AN i EEMIRIT R B R R G BAR
P12 3T 80% M FR B REMR AT SE 4 2 o (R TIL-1 45 B0
FEARREIG A2 1525 J i R R & o R4 PG S R g

SN IL-1 54050 4 0 T2 SchS B P 193697 7 [, SchS
Fps PR B BRBIL A 5 2 T IR A RO

2 % xuk
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