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EABBR RN RGNS BRERBIRTETE

IStk PP B DR RBAR A & TRIRIRST OFESL | BFFTEE

FIRME P ERSZET A R 74V 2011
(BEThR)



FEMEH P YEEY (familial Mediterranean fever:FMF) [XE SR EN, HEERE TH L T &

P H ORIERE (autoinflammatory disease) THh V., HAF L IEERINFEEL TWAH Z & 03]

BHLTWD, REICIIT 2 EBEREIT, 2009 EEOLERET, H 3004 HEINT,
FMF D g%

FEERB L OFR

1) B RTREE 97.5%
(38CLLEDHEN, YA ~3 BHEFHRT 5)

2) MRREIE (FERERE L TOMELR)  37.8%

3) BERREME (BEBEAERE LTOEEEL)  65.8%

4) BAEIZ (EERER & L TOBER)  30.2%
(TREO KBS BEEBEEA CRIET 52 &M”E <, BEKEEZEED)

5) B (FFEFEED  7.6%

6) PR (HIERRICRRD D Z EMREW)  13.1%

7) FOMOIERE UTHEEIZE 20N, DAMER, Bk, EBEEHEALADND

(%) 1XHFFEILIC L D 2EEFREOEFHER

- .
FMF B2 D5 21

FIRVERI P HEEAD W AYE (SETHR)

WIREE
12 B b 3 AR 38 LI LR #Z 3ELL VIR L, W, CRP, ME7 I v A FA
(SAA) DERZMS

fHBNER
1. REWFOREHIER & LT,
a FERBMEDIEREEIC X DI8H
b MRERIC & B iR
c BAgnsk (AxBEEh, WRBaEn. 2RIED
d DER
e BEMERIC L DEER
a~e DWTIDELED
2. AN FUOFBFRRIC L > TRENHEED D VITERT 5

WZEEH 1HE LMBIEE 1 HE 2R ® 2%4 FMF & 21
WEEE 2 HE LU EE2RO B E 8N




BV, FEERP

FEIRDFF (Tel-Hashomer criteria %> 5 #kEY)

< RENDOFHHAM S 12~72 B TR,

< BEEDBMT L 38°CLLETIER Y,

- JEERENRARTEE REE. BERREER N 2 Th D,

EHER OREHR P EOER Y,

- BHEI R DS FEHIL B 7R EBALIZ BEE
- EER FMF (FMF variant) OFEEERH 5,
* MEFVBEEFRET S 2W, WRBERICEHA T %,

a

FEER FMF (FMF variant) OZEEE

FEEFRIBIFMF O 29581

M6941, M680I
M694V

. ﬁ*%ﬁ;«%ﬂ ff DR Typical FMF & O
IR RAA T PRE = e

*Z 6 DEEN FMF 23E S8 5 0 RHTH 5 M, REICES LT\ THEERS 5,




[fzs]
FMF saAI5)Cix, FEREME, HERRIENEA~3 BURND Z EREV, —F, FEER FMF E
FlICix, BEMWIRSHAEG S B0 BERURNTH-720, 4 BU LR L=V, 38CLLED
RENH LN WE) 2 bbb, £, BERBENREN TR BRLTNS, HL
VISR 1 e < RERERIBUER 2 fEo 722V | BETR. SRR EOFERRAERDHONDL Z L1 H
5o ET-EEKIITRIOMNZ, ERICHLERD S,
I BFEBE 2T AERIZIEER FMF (FMF variant) TH A A[BEMNH Y . MEFV &{=-FE
Mroszlkr ol & 72 % (1, 2], FMF variant Ti&, MEFVEEF exonl0 DERIID 72 < exonl
(E84K) [3, 4], exon2 (E148Q. L110P-E148Q., R202Q, G304R). exon3 (P369S3-R408Q) [5, 6.
exonb (S503C) DERZESTNDB I ENREV,
¥ 72 FMF variant lIZBWTH ate FUEEIZLVEMOSUELZRD D 2 EBEL | BERIEE
EERTILEF U HENRLEEND,



=)o

[#E%EC]
FMF OBWIEE LB Eae FLra2REd&Tths (F1L—FA) [1,2],
s e FUroREET
/NR 0 0.01~0.02mg/kg/day &4y 2-1 CTEE%A
728413, 0.03mg/kg/day £ THEE
BERAA UBA 1R E

A ;188 (0.5mg) /day %4y 2-1 CTRE%A
W72 EA 11X, 1 B 1.5mg/day £ THEE
BIERANA U B8R E

e FUORIER S LTTR, B, B2 & OEISERIZ W,
INOEWERIZa e F rOomPRELEEL TR, BEFEEZETE (HEERE) T
HZETERDEET LI E03D 5,

- FOMOBEWERE LT, B2, WE, BN, BETHERENRD D,
calbeFUOMFRES BT AERE LTUTORRRH Y, FAICESERTRET

HD,
v udA RRAEWE : 77V Ra<wA4y (VF5VR 77V v )
TIERZ A hZaF—n (A4 )Y —n)
= A XA L RZE UhrFen (J—v7)
G FE I vruRRY v (RAE—F V)

caneFrODHEARANFMF BFICHTIEGDEITARABNT IO%RETHDH, 2/
b FUTERNCRT T DRI AT a4 RRIOESIIESNTHY . are F LS OEET
BIENRTEINTWAEAIE LTUTOERAINETHND (T 2A0EWVIE),
IL-1 7 Z—8EHE (TFxr7) (8, 4]
TNF-afHEHR] (17 Vx> ~7, =&ZxLE7h) [5]
HU R=1 K [6]
AFRBFNZ BV TIE, TNF-o [HEAOFENEFRE RIS TS, [5]

R L—F
A RUVBEARIAHY . 1T L OBRIEDLND
B BEMRWEHY ., TOLOBDLND
Cl  HZAGRILIZ2VB, ITHO L 28D bND
C2  HBEARWHR2< | ITORVWESED LD
D  EHEDLIVIIEFZ TR THRFENORLAS ) ITORVWIIBDOND




BRRERNC 3 5 1RK

R, HHEERE DS

RSO AN F U OBEEICE L TiE, 2 e F U ORBRIBEA~DEEIIDIRNE OBMERZ R
[7, BEZ L DERORBRESCEEICLDBRE~DEERCLEZE L, VEKKEORSNES
b,
FAFOaINEFUOBREIZEL T, AT~V e FUOHHIZIMETH Y Bl S5
HEFENEEND,

7 a4 R— 2AEGH

e FrOBREILT I RV REHTFHIET TR, ZOEITEMHITLZ LRI
Tna [9],
FEELZFTOHEMICKT LTI, BHRELZZEL, REEZRETILERH D,

IL-1 Ve 7 #—#EfFoFREL#E S Tuvw5[10],

[3ck]
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Variant FMF& 7 4%

HBEE A48 LLA

15 AOFEERHHA1ELE
RERHY
exonlO[ZEEFEDHD
exon3[ZEREFERHL
3RLLE Typical(73.7%) =42 E
2L T Variant(83.0%) =X JE

GQICIEISIS)




SRR 24 R
EAEFBRIFHAERMEE
RS RFEEE (R ER BRI AEEE)
[FIEEH PR DR RBAREA L IR fa#t ORESL | AFF0EE
FE1IRRSFE 2/ TJ A
AEF: ERk 2446 H 298 (&) 15:00~17 : 45

B EHRa 77 L AR B4 401 BE

(BTDEF 15 : 00~)
1. S0k L ESLARERB¥ER) D OFEEHE "L AHH
BIREREY ¥ —BRMEE¥— HH BFE
1) MEFVR202QZE%#H T HMERD 1 4l
RIS B RBER R BSOS

2) AEEOWIERE
RIFERY 7 —ERME 24— HH &

Gt

3) r—Roay ha— VR OEE R
BIRER RFEAREAST FE HBHE

4) FEMEH PRGSO EE OB
EMARFEEHEN BRAMEE b —X

~IRRE (10 43) ~

(BR¥DHE) AE=S o, N =

4. RETEE

5. BFRORE RIGER Y 7 —BREE 24— HH ES



YRR 24 4EBE
EAFBREREMREE
R RBERRIFAEE (EEERBRRFAERE)
IR PR OIRBAEIR & IBRIES ORESL | BFFEEE
FE2RBEESBE S 0T T A
HEF : PRk 2563 A1 H (&) 14:30~17: 30
HET St — L AEW Room G (2F)

(HT0%R 14 : 30~)

1. LR Bl
RIFERE Y ¥ —BHERIEE 24— HH BE

2. F#& (14:35~15: 20)
D) FERMEEBIEEICR T 5 MEFV & FAEHT
ANEARRFEFE  WPkes - i - BERAR JFHELH

2) FEVEH TR ORGP ER RN E 2 a0t L,
TRV AY Y U RENRED LT 32 R F—FMF ORI ERME
EMRFEFRHEREANR, U U~F - BERBEAR
RIGFIEZE, EREFEA. FHER, PAHEEEI

3) {RRE FMF #B3#23B1F 5 HLA gt
RIERFEGEFIEN BREESE Tl ER

REE (10 49)

(#0%) (15 : 30~16 : 45) (2 E=IR = I

4) FERMEH ERVE G O R ERREE & MiF YA S A
SRRFEEREVIRENERRE SR BER

5) FRIEMEH TEEA D BFLG] L FEBAL G DRI RIZ DN T
BINRFEENER BEEZ B —k

7) FMF JEGIFREE 0L REDOE L D
ERERY ¥ —EEREFEE ¥ — FH BE
4. WEFER (16 : 45~17: 25)

5. FALDOBRE (17 :25~17: 30) EGERY 2 —BRFEY 2 — FH HE
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