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AWFFED H I CINCA fEERE (chronic
infantile neurologic
articular syndrome) DEWriE, Hrioik
HZENCHE DD A7 ) — = 7D
¥, BILOSFRERICES KRGO
fENT T 5.

cutaneous and

CINCA JiEBRF 1L, FLIRHIRHNTIE L,

BAIAE, TPAXMRRINE, KB ERHEE 7
LSHEEDHOKIEREGFEH THD. FhEME
EmH O K EE 8 B (FCAS) <
Muckle-Wells fiE fie# (MWS) & [ U <,
CIAS1 BIzF28 22— R4 AEHA cryopyrin
DERFEIZLD IL-1pDIEFEIFE L A HREED
ERTH %43, CINCA/NOMID FEBEREIL Z 41
> cryopyrin—associated  periodic
syndrome (CAPS) D THEBEEM E S
5.

—77, BMRAEITEIRELD U A S F
FoOkokEh, 25T~ h—
T ADIEG TIDDFHEED V) A 7 D
AD 50w <, BE Y v~ T THEEIC
VAT R@ENZ ERmbng. £, F
TRV BB D FE B CIE, BIAREE(L O
BETHLHHBIRT 2 —CONEFREES
& (Intima-Media Thickness , IMT) <2,
Stiffness parameter 725, /NEH > 53Tl
REGBECTCHL I LXHEIN TN 5.

FLIRHA R X 0 BEEME O 18 M A E 23
LD CINCA JEBRRFICR VT, BhfjkaE
fEDYV A7 BEDLDTEWATRELENH 5
e, S, BELOFE - BEICO
WTTHRRE L7z,
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CINCA JERBERE, £ DRV ER, KO
fREHEENRE LC, KMMBEEKE
5x10°/ml “C 24 B§f#, LPS (0.1 ug/ml) @
FIETICHEL, HMEROHEROES %
Ta—H% A MA—Z —THEHT LT,
2. BEYIREEAL D fEAT

2 BHZ BTN o O CINCA/NOMIDJE {5
#E 3B GREGIL: 5 ¥ BIE, fEFI2: T &
R, SEFI3: 15F FIR) 22T, FEEo
EIIRAE(L DFEAR & FEE BRI AN L 7=
1) IMT, 2) stiffness parameter B, 3)
baPWV (brachial—-ankle Pulse Wave
Velocity) , 4) ABI (Ankle Brachial
Index). IL-1 blockeriZ & A5 %5 \F
TWDEEFITH Y, SEIFERICFERROBK
B AITVRRFRIFEI A 1T - 7.
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CINCA JEMFEEE RN M EERT LPS
FIEIZ L > CHIIEEA R Z 92 L 3B &
PIZSNTWAS., ZoWEEFIHLT 2
#l @ heterozygous 7 NLRP3 &1 H %

7o L7z CINCA JEMREEEAE & fEhT Lz
ETA, WTNORBE TH HEERRFEA
HINRFED B S L7z,

T DOFEE VT, CINCA JEfEREEE N
DEEERAT ) —= v 7 Uk R, BER
DHIfEFENBE S, BEFETICLY
PWrAREE L, #7212 CINCA SEFEREEE
EEETHIENTER., ZOEED
NLRP3 BAnFIIHHE R (exon 3 ~T 1
G—A, 354Ala—Thr) ThHo7-.

WAZBYREE (LI B U 7= WP 3e ks R 2 DL R
IZRT. TRt Z &<, IMT, stiffness
parameter B, baPWV X 3 7 3 #17C, ABI



E 2 BITEFEETHY, LrbEBOE
WIEBNE CESE Th HEm A A BT 1
1% o R E Bl % T,
parameter BILENIH DI, DD
RAEGEEIIA DN T.

stiffness

2010 €& [JEMI 1, 2, 3 (NIEHEUERE) ]
1) IMT: 0.47, 0.50, 0.57 (0.40) mm
2) stiffness parameter f:

4.83, 5.72, 7.60 (3.5-4.0)
3) baPWV:1060, 971, 1576 (919-952) cm/s
4) ABI: 1.15, 0.93, 0.95 (1.00 L E)

2011 4 [EMI 1, 2, 3 (hREEVEE) ]
1) IMT: 0.47, 0.51, 0.56 (0.40) mm
2) stiffness parameter f :
2.43, 3.98, 7.39 (3.5-4.0)
3) baPWV: 716, 1139, 1389
(919-952) em/s
4) ABI: 1.11, 0.92, 0.92 (1.00LLL)

D. %%

ARAY Y —= 1 ZIEIZTHT2IZ CINCA
TEEM AW T D LN TER. Z0F
%% NLRP3 Bz + 2 H O K M I8
mosaicism BFNZIFIGAIZEE LN EEB XD
NWAED, BERA7 V—=7EE LT
BHTHS.

CINCA/NOMID fEMERE 3 #lizds ) 2B
FEALDFRIEIL 5 F &9 b THEMN
BEREMTHY, LbEBOEVIES
EEEETHAEANA LNz, 1 FE
DORBEETIE, @ LThReltb
HEEY I 5317, IL-1 blocker #&5-1Z &
0, RIENLKBHBRIFICa s ha—L X
TV DREREEZ L.

AEETIE, FLIRBIRH D DB
FED T, Zbd TEHEED LB %
FIETDHHDEB LN, S HITHKRAL
WITEVEEELRDZERTFREIND.
IL-1 blocker & & 2 %rEANEEIL, BIK
BALOBAND b BIROFPHRUEICERR
THZERHFFESNS.

E. ¥
CINCA/NOMID JEMRHE TITEED LB
LDV 27 NEbdTEL, BEMIZ
HWEST LI R IN. BT IL-1 %
B, BhREEAL OO HE R A i3 A Zh R A
BHDHAFEMEN R ST, EERBEIE
S 1 L8, 4% b RN 2
e A LERD H.
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BOREERBO—ERTHE 7 VLY B
R B EBERE (CAPS) 1%, AHAMEREL, SR

s, BAEUER, MEERER, R, EEME
HEWE 2 7R R LU IC 3R 0 B, CAPS (X FIRMEER
B O AEREERE. Muckle-Wells JEMEREMWS)72 H Y
VB LR AR B B JOIE (BB (CINCA JEfBeRE
NOMIDY A & £ 5, FEEEFE D431 Tl CAPS DRfIR
FERIZEE L C OB 21TV, NOMID & MWS D&
TR DOZERPFIEREH) & ARAER, BLOREE ., HERE
THDZENHLNE e oTe, AREEL CAPS SEA
2R HIREE L L CHIL-1 1B 722 & NS HTIL-6 TR
ZFORIEWET A VAL DT 0T 7 A NVE
ok ePaiva

LTV,
{EAZ W TS 21TV, CAPS O RIEFRREIZ
A " A ERALNTT D,

B. Wrgtrik

BRI S R BRI NER 252 o CAPS 1
TEFIZDWT, FT IL-6 T AMEHUA & U IL-1 ZBEERT
VAT A MZEDIEEEITV., EOREICBIT D
RIEWES A A A > (IL-1B., IL-6, TNFa)
TIE, B COBREZIT 27,

CAPS JEFNE 12 5B R, BrAE R & 0 SRS ARE
B - FEEN - HLPHE PR A 4R 0 R
HEThol FFAT v A FIERR
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L. CRP IXHIZ6
JES, AT mA RIE,

HJE AR B RE L

(BRI SRR FHe AR E /N ERS

BT DERRIER D FREY

%)

BIFBRIEMEY A MU A OIBFIC L DHERBIC OV TR 21T T2,

ARMRMLRHY—h, 7o ARY v, afbF ol
EREE SRR, WTNOIERNC L - THRIER
ROWEIE LN D o7, I HIT, B - 5B -
SRR - TR A IE L. E o WmRARR S, M
A, APNREIC X5 H IR T RORE R b 1k«
RO bV, B FIREICT Y441H DR R EFED
NOMID & @MW, ¥l Il-6 XAFHAETH S b
YA TOREETOTCOD N, BB - RIEK
R SGE SN EER R RS e CERIRIEIR O BCERIIE S
N7 o=, % D Anakinra D% 5 % Btk L 58,
B, KB IgE L,

(i B i~ D B ) ‘

ho ) X< 772 5N Anakinra OFEGIZBI LT
FRIE TS K FM BT MBI E B S TOEE L AR
BTiToT,

C. WrgemaR

1. b XwT7HEEICLDERKRERDEE L
T, Smgkg @ 2 BB AR EIZ LY, HRNR
FeE L IR JC D UEE & CRP <0 I BRyk e 3k B oD IE 3
fbxBiz, —F, BRBREE & ET DB O
BENR N7z, —F, IL-1 HEETHS
Anakinra 2mg/kg O H 2 T 5 Tk, 8\, KEZE2
HONCBEfiR OHE L & bICHEBOBEELRLEER
Hi,



2. b X< 77 5 NE Anakinra O 5R#% T
DRIEMET A NI A > &g & SR CRITE (T 72
(), bV X~ T7HREHIE CIIMmES IL-6, 1L-1
BAZZALIZFRO T, Anakinra 512 K Y My IL-6 D
BT ZROTND, ERERF O IL-6 1M iE Iz
NTCEMEERLTWAZ ERHLNERoTz, &5
T XT3 ORI ST, BB T

BOLNRNT ERIA LN E 257, Anakira D5
IZE D BERFP O IL-6 DIET 2B 7=,
) Anakinra

fi=x:u) %5280 ®580 #E1EE
MR YR<T <1.00 68.7 - -
fiEIL-1 8 53 29 37 48 <10pg/ml
1iEIL-6 126 116 133 10 <5pg/ml
IETNF o <5 <5 <5 <5 <5pg/ml
i URTT <1.00 <1.00 - -
RIL-18 <10 <10 12.6 <10 <10pg/ml
BIL-6 734 690 692 15 <5pg/ml
BEETNF o <5 <5 <5 <5 <5pg/ml
bk 333/3 ND 1056/3 98/3 0-5
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CAPS DI L LT, AT uA NESEMOME
MBI B CTHY, 182X —F v be L
anakinnra 72 EOBFHERHE SN TNDE, —F,
CAPS JEBNZ I\ C Iy IL-6 23 EfE % 7R L CRP 0%
Blip CRIEIRREA~D IL-6 DBFEMRE 2 ST 5
AHFFECIE CAPS JEBNZ X L CRIEBREICIRIT 54
JEVEY A P A& LT IL-6 & IL-18 48Ry L L
TR EATV., £ OBRREROUE & RIEEY A b
NA LT BT 7 A IO TR E1T - T,
F U A= T DL T, BESORIER G2 & D
WP T A RO, FARMPIER Td 5 H
- EEEREROBENE LN, O
We LT IeG #HEEZHTDH b ) X~ T OBIEBAT
MO LN ERARRR/RLVEZ DN,
CAPSIZH3 D b ) A~ 71k, FRMRER 2R &
BRWVEGICHED TH D Z ENTFBShi, —F,

bl

EHURIZEANT/ I Th 0 IR~ DBAT
WEZDINTND, ARBFFERE R T H R fE
TEARIOE R, fEHIEEL O 2580 TR Y . iR
FRER 2380 5 CAPS JEBIZB W THHE & E X
biiz, F7z Anakinra OFEHIZ LV MiF7e 5 ONEE
RO IL-6 HBEEERDTZZ L1E, CAPS ORIER
RRICRWNT IL-1 B O ZR RIEMEY A WA T
HDTEBEZ BN,

Anakinra
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CAPS JEFNCRIT DHLH A A FEIETE, #L
IL-6 ZAREHIETHS k) X< 713 ch Ak
ZARODIRY CAPS JEFIZK L CHRZRIBRIE L 72 b
AIRETEAR S 4L, HUIL-1 WK CTd 5 Anakinra (35
IRAHREAE IR D & MIF - BER T O IL-6 Dk EE TR
WIZZ LD CAPS ICHT DA RIBEETH L =
EBTRERE T,
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® T. Imagawa, R. Nishikomori, H. Takada, N. Patel, R.
Preiss, T. Heike, T. Hara, S. Yokota. Safety and
efficacy of canakinumab for 19 Japanese patients
with cryopyrin associated periodic fever syndrome
(CAPS). EULAR 2011 Congress in London, UK.
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