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Assessment of effectiveness of anakinra and canakinumab in patients
with colchicine-resistant/unresponsive familial Mediterranean fever.
Ali Sahin, Mehmet Emin Derin, Fatih Albayrak, Burak Karakas,
Yalcin Karagdz. Adv Rheumatol. 2020;60:12.
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Long-term efficacy and safety of canakinumab in patients with
colchicine-resistant familial Mediterranean fever: results from
the randomised phase 111 CLUSTER trial.

Ozen S, Ben-Cherit E, Foeldvari I, Amarilyo G, Ozdogan H,
Vanderschueren S, Marzan K, Kahlenberg ]JM, Dekker E, De
Benedetti F, Koné-Paut I. Ann Rheum Dis. 2020;79:1362-1369.
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Canakinumab for the Treatment of Autoinflammatory Recurrent
Fever Syndromes.

F. De Benedetti, M. Gattorno, J. Anton, E. Ben-Chetrit, J. Frenkel,
H.M. Hoffman, I. Koné-Paut, H.J. Lachmann, S. Ozen, A. Simon, A.
Zeft, 1. Calvo Penades, M. Moutschen, P. Quartier, O. Kasapcopur,
A. Shcherbina, M. Hofer, P.J. Hashkes, J. Van der Hilst, R. Hara, S.
Bujan-Rivas, T. Constantin, A. Gul, A. Livneh, P. Brogan, M.
Cattalini, L. Obici, K. Lheritier, A. Speziale, and G. Junge.

N Engl J Med. 2018;378:1908-1919.
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Efficacy of Interleukin-1 Targeting Treatments in Patients with
Familial Mediterranean Fever

Pinar Cetin, Ismail Sari, Betul Sozeri, Ozlem Cam, Merih Birlik,
Nurullah Akkoc, Fatos Onen, and Servet Akar

Inflammation, 2015, Feb; 38(1): 27-31
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Effectiveness of Canakinumab in Colchicine- and Anakinra-
Resistant or -Intolerant Adult Familial Mediterranean Fever
Patients A Single-Center Real-Life Study

Hakan Babaoglu, Ozkan Varan, Hamit Kucuk, Nuh Atas, Hasan
Satis,

Reyhan Salman, Mehmet AKkif Ozturk, Berna Goker, Abdurrahman
Tufan, and Seminur Haznedaroglu

] Clin Rheumatol 2020; 26: 7-13
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Interleukin-1 targeting treatment in familial Mediterranean fever:

L an experience of pediatric patients
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Efficacy and safety of interleukin-1 inhibitors in familial
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Tolerance and efficacy of off-label anti-interleukin-1 treatments
in France: a nationwide survey

Linda Rossi-Semerano, Bruno Fautrel, Daniel Wendling, Eric
Hachulla, Caroline Galeotti, Luca Semerano, Isabelle Touitou,
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Canakinumab in Children with Familial Mediterranean Fever:

A Single-Center, Retrospective Analysis

Rabia Miray Kisla Ekinci - Sibel Balci - Dilek Dogruel - Derya Ufuk
Altintas - Mustafa Yilmaz

Pediatric Drugs (2019) 21:389-395
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Guidelines for the management and treatment of periodic fever
syndromes familial Mediterranean fever

Terreri Maria Teresa R A, Bernardo Wanderley Marques, Len
Claudio Arnaldo, da Silva Clovis Artur Almeida, de Magalhaes
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Efficacy and safety of long-term treatment with intravenous
colchicine for familial Mediterranean fever (FMF) refractory to
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systematic review of the literature.

van der Hilst JCh, Moutschen M, Messiaen PE, Lauwerys BR,
Vanderschueren S.

Biologics. 2016;10:75-80.
FIEMEHYEENZ 1T 2 P10 IL-1 1R OB 20« SCEROD RHry
LB 2—

EED

aLeFUoBRBMBLIRare F o ACEEREIERAGT 5
FMF B3 O el 72 15 I O W T 2 472912, BT IL-1 9%
BEIZOWTHHTE TR COTET U AEEHNT D

WFHET A

RAAI IR L B =2 —

tyTr T

1 fiig% (Jessa Jile)

SR EH

2015410 H 1 A £ TICHE SN2k E M5 & LT
(anakinra OR anti-IL-1 OR canakinumab OR Rilonacept) & (familial
Mediterranean fever OR FMF) € Medline, Web of Science.
Scopus N HARFR S T2, BEIT 1| 4 OIRBRELER (JH) 2
TV A IRERER . FEIEERS R, Zh s oo L
=7 A A 5 X1 = B Nl N 1 S el e -1 S N TR £ R
H =AY =X ekGg L Lic, SiEOfliRiTze<, wEReE
WRERCTEI FEBR. i, PRI LT, MERICE - T
FESNTTXTOHA ML EDEkZ 7l L7-, Tel Hashomer
HLYE 14 TERK SN FMF B3 I2B T 20T RO IL-1 7
BT 27 =2 2 50 2T ORR L L,

105 Z N
(A - fERRIAF)

ZHEICER L Ea—D =7 L

BV NN i
(=2 RiBRA 2 h)

FMF (2% 2D IL-1 fHESK (77X 7, hFhFxXx~7,
oFv 7N OFMEE ZEMN




S

2006 LU, T X FITOWTHG L-dsnL 22 4k, 104
[H 5 64 FIOBRENZEY L-, BT+ 0—7 v 7HIIX
885 1 H . IBET DEEFTINEL 76.5% TH -7, 18.8% THRAE
BEPE L RIEDWD 258, 3B CELCTH- 7=, 36IF 2 FiliE
NFHRXTICEL L, BARERGIRIS LT, MEFV O
BARFANT 51 B CRIE S, 72.5% 725 M694V ZZFED R EHE
KThoTo, 64 HIH 19 BIIIRRBHMIFIC AABRT I v A F—
CAOERH Y 4 FlITR T o —BIEREEETH D IRERIZIR
EEOWD ZBOT=, S HITIEBBMEEZICT 7327 25l
L. BBHEZED AATT I oA K=V ZAOFREIL /R0 -7, 8
B CRMBAREH Y, NIENTT 0 T BETICEB A2
J. TTXUTRETTOT I, R—Y ADOFILR o
7=

T F X~ TIREIL, 40 Bl BE ZETe 8 DOMIENHE
SN, BE7Zru—7 v 7HIMIZ 427 A THY, 67.5%T
SERZER, 32.5% CTRAIEBESCRIE DD 2 £F 5 A ZEh Th
0. WO E XMool 1FITAAT I A R—TAD
EOFm & -T2, MEFV OEa AT 31 BT, 77.4%7H M694V
EROKREHELSERTH -T2, THITH T X~TREH1ZT T
XU T EHEHENRS Y 4 BINEERCHIELY ¥ X~ 7§
HEHorlfERIZRL< ., 208D RA+2IC LD IETH 72D
T X T CRERME 25T,

Va7 MI 1482 EHEELA _EER Y7 AR
B CTHEI SN, 3 4 AROBE G 2 #3552 E 7
8 BITHER I HIETH Y . 4 BICRIEBEEDH BB 2588078
Mol TFHX U 7% 5HILORKTH - - EELREIERIXS
BOWENRH D . FONFITIEFEALSES 4 B, TESEBAL OGS
151, EMSEMZR 1 FITh T,
HFFX~TBION v hoOF5ERIEEVNELT LA
EERIREN 2o T,

PUIL-1 BRI, e F U85 « Riifd FMF B#F I L T#
ETHN R ETH - T,

AAIT I v A R—V RACRKT 531 7 a0 —BIEGERESEEIC
ML TWHARETIE, B L TEARDAEERBYPEESR
Too FTBBAEZ OPUIL-1 BEZITV, 7T IrA K=V AD
BRITBEOD N> T-, FMFIZ X 5% 7 0 —BREERE~D
Hihe L o, BBE%Z TH-THLT IaAf R— 2AOFHKET
B & L CHZICTH D AREMEDVRIB STz,

RGP ek B 4

T RE

HEEA A MV
FEE
MEEs4 B H
HAGEX A hL

On demand use of anakinra for attacks of familial Mediterranean
fever (FMF).

Babaoglu H, Varan O, Kucuk H, et al.

Clin Rheumatol. 2019;38:577-581.
FHEVEHIEEL (FMF) ORIEICRIT 27 FX o047~
R




H 1 FMF (2B 57 F %0 T D4 T~ RGO RMED
WFEET A % 5 A5 ) B — it i B 23 5T
vy 4T 1 Mgk (Gazi KEHGE)
X REBE 2010 4E)2 5 2018 4 3 H iz, Tel Hashomer D FLHEITHE - T
P &7z FMF i 78 4
ey LN EMAEO Ve F AGETICD R EbEHORIENRD D
(PN - bRk 1) e b L <UTBEE ZRpiBE Rl KOV ERIIRIEOFER. B X

CREFBHOBIEOMENH DB
5 L7,

TR TS T R

ESV Ay NN i
(=2 RaBRA 2 B)

AT KT T xR TR OBIEER (VAS, HIH., #
J&. CRP, Autoinflammatory Disease Activity Index (AIDAI), %&
PE/AIBREL, REp=R, HJF=R)

S

IL-1 BHEFANGR P OF 18 44, AT~ FOT X T8
BNERSNTZEZTITISHThHo T2,

B GHIRIEOBEIER, B, HE, ¥, HEE (22
L p=0.002, 0.001, 0.001, 0.002,0.002) |FckFE L7=25, CRP A
%%%mu ?Ybiiino 7;0

RITBRAEAR 2> S FAE~OBAT N S 4, FIERiBELIE 3 4
TR T RTOBETHEICYGE L (p=002) . TFF
T OFRA T~ REME, 2 40BEICEH LIz, £

7o, 104 TIEA T~y NEG AL, 54 Claiken/eis
BENRVETh -7,

I FUMBERT G OEEI
v REERETH ST,

BWC, 77X ootrT~

TFXTOFPHA T~ RS TG & L
T, OUE, FEIIOUERHY . TFXr 7 OFEHENR D
< &H 80%IWA Lz, RIBERSCHERMNEETT InA R—
VADY AT MEWNBEEENGETDHZ LT, LB KA
M 925 Z Lz k a2 kN ERIVER AT & 2 ATHEMEAD
R E T,

S LI ER A 4

T RE

FEEESA A Fv

Effect of interleukin-1 antagonists on the quality of life in familial

e A Mediterranean fever patients.
MeTEL, - Varan, O., Kucuk, H., Babaoglu, H., Atas, N., Salman, R. B., Satis,
HAE & o ]\ /1/ H., Ozturk, M. A., Haznedaroglu, S., Goker, B., & Tufan, A.Clin
o Rheumatol. 2019;38:1125-1130.
FEME RS O QOL (2 M IE T IL-1 F5hr3R 2L
H i FENE P YEEESE O QOL (2 K IT T IL-1 FEPUER OB O M
W7 1 e U e R BT 7




voT 4T 1 itig%(Gazi KFHPx)

PSEI5ES 2015 D6 2018 4EIZ Tel- Hasmoher 557 L © 2 &7z IL-1
PLEFNEE A2 T~ FMF RE 44 43 4T x0T, 11470
T XX+

PR EA BIEZEDT- 7 L

(A - fERRIAF)

EEVAQy AN NN i
(=2 RaBRA 2 B)

SERFMRIZ 6 » AIZ 1 BILLFOFRME, e FUmtEiE1 » A
W21 [BIEL EOFRIE L B ST, 1RIFERITD SF-36 /3T A — 2%
2L b F U ARMHEE(CrFME) & kLt A OFEYER i, crFMF &
Ve FURIGEE, IL-1 EPUIRIRHERT & % 0 2 BER Tk L
7~

S

FAEOBEE . I, VAS OEGEEIZHHE R dEN A bz

(FHFH p<0.001) , SF-36 I% crtEMF & filt # o bl T ldmk
BBV T L orFMF T, oFMF & =L b F U RS RE
D i CIIIE J1 LA O EESR C orFMF THEAED Lo 7,
IL-1 F5PUSRIGHERT & R O LB TlI B (A RE. B IARIREEIC L 5
BEEIHI R, G RREIC X DR EIHIR, = 3rL¥—, BRIk,
FEAETEERE, R, — ARV, AL CTAHRERUGEN TR
O oI,

IL-1 #551381% orFMF O3{E% TP L. QOL i L7,

oAb

crFMF (35 (R AETERERE D 70 700 & F R ARTE B RE O SRR D B
b HET 5L amRLT,

S LI ER A 4

T RE

FEEESA A RV
HH 4

MEEA & H
HAGES A b

IL1-blocking therapy in colchicine-resistant familial Mediterranean
fever.

Kohler, B. M., Lorenz, H. M., & Blank, N. (2018).

Eur J Rheumatol. 2018; 5: 230-234.

Ve F I ARGUESIRIEM TifE BT 1T 5 IL-1 FHERRIE

EED

)L FUHPE FMF(rFMF) B K OVFME & AA 7 2 A R
— Y ABFICBT D IL-1 WA DO & AIED Bt

WMETHA 4 5 AR B L 23T 4T
N AP /A 1 ffig% (Heidelberg KZJpkt)




G EH

2013 #2017 DI Tel Hashomer criteria (&
MEFV &5 FFRA 23 SE0E S 407z 31 44,

AU LNy g

105 2N

(IrA - fERRIAF)

abeF oL IL-1ERERE (7% 7 100mg 2T 1 /H)
DHFH,

F2T U N LFH
(=2 FRARA 2 B)

RSN RIT., A & ERRIC X 2 295 (VAS : visual
analog scale) % FV T, 0~100 TFEfi &7z, HRAEEH
(CRP, SAA, 7 VLT F =" JRE) DEZERFICHE IR
7oo PUIL-1 DA ML, FMF FAESEE O so%uLOD?)aw\
B L OER O 2AHIFHE, CRP 38 X O SAA L)L Db

ELTERESNT) |

S

294 (94%) Iz Fr (1.520.7mg/H) &7 X TD
FHBEZAT o T2, 24 (6%) TIESERALEG DS BIVEH 232t
HEEIN, DT HX<7 150mg & S MM Z &I sc G2 K
L. BIEOFRILRL, CRP D EHE Lo T-. TFF T
T 1841 H 1B, 1421 H2EFEHS, 74138 3 1A
ER L, 2413 FMF BIERRCOAMHEH LT,

FMF FAESAEE D 50% L LA E 23 44 (74%) . BEHE

(VAS 75+23mm) ¥ JOVEAEHRE (VAS 70+£12mm) @ FMF
HIESE, M CRP & SAA O KMEHAEISH D L (p<
0.0001) .

TIvnA K=Y AE00% 12 41258, 24 B JRE A PR &
[IRN—2 T A HFD 5.043.5g (FRAELSD) 725, 24+18 #» H
% DIAKB LRI T F % T T 0.4+1.0g (29 LT, ik Cr
EIZ_N—2T A VERHZ 2440.6 mg/dL TH Y | 4 4 DEET
1.6+0.6 mg/dL (ZJ8) L, 8 44T 2.140.4 mg/dL Th o7z,

a e FUEBMEFMEIZH LT, 7% o ~7
ZHAWEIERIY, AAT S0 R—Y 2OFELZ b3 2Ze)ho
R TH T,

oAb

o)L b F B FMF OB T IL-1 R o 2220 &
BIMENBIHTHDLEWVWIfOWE L —E LR THY ., 7
I A F—V AL D EHESGED /R 2 RET 5/ R TH

277,

RGPk ERHE 4

T RE

FEEESA A RV

Treatment of familial mediterranean fever with

L canakinumab in patients who are unresponsive to colchicine
MEzEA, K Berdeli A, Senol O, Talay G.
HAEE & 4 ]\]1/ Eur ] Rheumatol. 2019 1;6:85-88.
Vb FUIERIEVE FMF BH ST 2 0 7 F X< 7 DOIRHF
H 1 )b e Fuom A ER G IR FEROG T FMF(crFMF) 1253

% canakinumab OFZNE & LM &2 T 5,




W7 A

% I7 B B R et 52

vy T 1 g% (Ege RFEEFH/NEY v~ FH

POE-3riE Tel Hashomer, Livneh, and Yalginkaya O 2 Wi HEZ K - T2l
Shi 655 18 D /L b F U HHIE FMF B3 (crFMF)

ey £N BT F R~ 7 % 4mg/kg/H O ETHIE 3 [0l % TR T#&E

(IrA - fERRIAF)

L. T0%IF2 n AZLICE Lz, EHEFIE, aresF
YOG EEERTH e —ER (1.5~2mg/day) &
517,

EEVAQ YA NN i
(=2 RaBRA 2 b)

NFHX X~ TEEH%, BT E Y — M3 BYEERISY
ENEFETHL Lo b > TRFIBOERTME ER L
Too BTN, FAEOBEIERE & REOBAD B LU/ £213R
PEMPOSE DIEOWA & L TEFR ST,

S

NF XX TG, BIETRD Dol SHEHEISY
BIX 22 HICIERfETH o7, CRP L5 AT 6.8+4.1 mg/dL,
5% 17 HT04+03mg/dL THo7=. ¥ SAA I, &
H-fif 465.2+58 mg/L, 5% 1 7 H 51+£2.6 mg/L ThH -
Too BIWERNE, MEJE, BUR, 0, BAHTRE7e & OIFRYMEAZE
FE L AFREIUERCHEL DFIE, SETHIDOFAEIT R T,

BT X X<T1L, 2k F AL L2V FMF B3 O%1E%
W L, FMF (B84 2 5 O R R AT 72 88 2 A %o
BRI ETHS.

AR

Bl DBIZAFIE CTldd D2, orFMF (231F D5t IL-1 LN
FHZh T D aREM IR STz,

S LI ER A 4

T RE
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Anti-interleukin-1 treatment among patients with familial Mediterranean
fever resistant to colchicine treatment. Retrospective analysis.

Sargin G, Kose R, Senturk T. Sao Paulo Med J. 2019;137:39-44.

Ve FUARIGHE FMF IS8T 2 5T TL-1 FREDOHHEIZ DN T

HH L FURIGHE, ARME FMF EBE ORRIRIIFIC DWW THGEES 5, /e F
UARIEYE, RMHE FMF BEICBIT DT X0 7 0FME, BEFRICOWTH
AET D,

WMETHA B—Jis%|Z331F 5 descriptive observational study

vty T 2015~2017 #£1Z, bh/L 2@ Adnan Menderes University Medical School U w7~
FRT, 7TF2 7 2&E STV NF B34 14 B35,

PSEI5ES 30 14 1%, Tel-Hashomer criteria (ZHSWTEZMrIh, /b F U RILH
FIIARME &2 S, 7T xR T akbE ST, Ve FURIGDER
1, FEAESHEE >6 B/ Fd DV >3 El/4~6 A & Lie, 7 ImA F—T RN
Bl LT, BARA AT U7z, 14. %S IREVMEFHESS, 7. 1%20% A0SD & A0F L
Tz,

ey £N TFx T (100 mg/H), FEFEGHIE 16.228.9 0 A,

IrA - fabRIA )

FT v N AFEAM
(=2 RARA 2 B)

T T ERbAEI, BRME%AIRE], 2EIH, 3EIEOZZICBIT S, BIEHEE,
KRR, (ESR, CRP), &y 37 R (24 BEREEIR), QOL (VAS scale),

S

@ L b F RGN, AN FMF B3 14 151 OO BG R R %

B B, LobE 5B, SRS 41,3110, 7 %, 2WrE CTOWIR 11.8+8.84ET
bole, MIREINS 13 6], AMEl (THEREREZH V) 2R 1EITH o7z, 2fili=
e F RG22 T TR Y, 1GRBAREYR G EIT 1.710.3 mg/H Th
STz, THNZE T I aA F—T 22RO (B 16, Ltk e i, FHFE 42+
10.9 5%, 7IvA K=Y AZWrE COVBHHIM 7.2+45.5 4, FHareF
Fe 58 1.840.2 mg/H), 13 B TES TN Z1TV, 78.5% T M694V 248 H 458
oo BT A F—3 AAHHFITIX, M694V ARE 3 {5, E148Q ~7 2 /M694V
T 11, MB94V ~F 11 /R202Q ~T 11, M694V 75 E /R202Q AE, R202Q ~F 11 734 1
BITH o7,

@ Lt FURIGE, ARMmHEFMF B3 14 BB 57 %07 0 « 7
=G

- VRSB

TR T 10 FICTRENHERL, 3 flThe &b 50%6DRIELEEE O
DERBOIZ, 1HIFE T I oA R—YRIZLL5BFART, 77X 70 10 H
BT LT,

- ESR, CRP (median (IQR), PfEILY J 3 7 BHlaRT & D ELEL)

ESR, CRP & 12, THF v IREGBKICHEITIKT LIz,

ESR (mm/h) : 7 F %> ZBhAAT 65.5 (24-93), =iz 1 [BIH 28 (10.5-63.5)
(P=0.002), 2[aH 25 (13.7-58) (P=0.005), 3[aH 15 (12-38) (P=0.008)
CRP (mg/dL) : 7F %> ZBi#ART 41.9 (10.2-102.3), %Z2Z 1EA 9.9 (3.1-
24.1) (P=0.002), 2[AH 4.5 (1.4-10.8) (P=0.005), 3[alH 1.9 (0.8-17.3)




(P=0. 02)

< Z NI PR (24 BFEIER) (mg, median (IQR), PAEIZY 7% F BRAaRET& O
Heg)

7 v R—=Y A&V T, %2 3 BH CHERBD 2RO,
7% T BAMGET 13,995 (5,298.2-17,795), %2 3 [HIH 2,508 (1,387.5-
9,009.7) (P=0.02)

- QOL (VAS scale) (mean=®SD, PAHEILT J-3% - F BHART & O L)

TInAg K=V 2BV /R LEELE BICT X U TR RICERRUEER O,
TInAg F=YRBVEE: T ¥ THEGAT 2.111.0, 2 1HHE 5.8%0.9
(P<0.05), 2 H 8.0+1.2 (P<0.05), 3[EH 8.5+1.0 (P<0.05)

TInAg R—=VRRUEE T ¥ TIGAT 4.840.7, 2 1HIHE 6.8%+0.7
(P<0.05), 2MEH 9.0+0.7 (P<0.05), 3[EH 9.0+0.8

- FEER

2 B CIHEREAL S ZFRD TN, KHERIELZ ALY X 2k L7z, 9 b
1 BTG EALEYYE, IREZ G 0F Lo TR LT,

TR TR, MiEFERIATR (BSR, CRP), # /37 JR, QOL ZdE L
7o 2 BICHISEANI SR 2RI, ket 23 vRE CTd o 7o,

MV a OB —HERIZRB T 1% 5RA7: descriptive observational study Tdh
%o MR FAIET R (ESR, CRP) [FFEER:/ [ M 0 XA 2SR L S 1L Tuh7any,
N FE DRI AEFNC K o TR 5, JEFIE D72 <, BEHIF A E W, x5
7 78.5%7% exonl0 A TH 5 M694V ZRAH L TRV, A& BRAIT FH 5
2%,

HERRE
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Age dependent safety and efficacy of colchicine treatment for familial
mediterranean fever in children.
Goldberg 0, Levinsky Y, Peled 0, Koren G, Harel L, Amarilyo G. Semin
Arthritis Rheum. 2019;49:459-63.

/N FMF BB ICxtd 5 al ke 7’“‘/?’*%@@#1&?%@%@% HPEIZHOWT

EED

4 FEARTG DO/ FMF BBRE 2RI % 2L e F oo aels, AR SWT 4~8 %D
PMF 84 & BRBRGEES 2.

WFET A

B—Jiiz% T retrospective study

N A INE/

2010 4 6 H~2018 4E 8 A £CIZ, A AFT/L® Schneider Children’s Medical
WY ~FROTF — &% X — 2 THF S, Yalginkaya,
Rheumatology, 2009 @ criteria (2> T2Wr S 47z 0~8 %D FMF FBE DI XI4R,
PFAPA UISNDIEEAE GO L TWDIER], 7+ v —7 v 7N 2 2> A KO AEH]
BRI L7,

Center /) et al.

SR EH

4RI CaLe FUoEBIELI- 46 B0 H B, 7 —7 v ZTHIRIA 2 25 H Kb
® 4 5l & genotype-matched control 3 Nedr-o 72 1 il RNz 41 1] CEYZIE
i 1.7010.86 %) ZXHE LTz, 4A~8 @ CalrF o a20thL, B riae
~ v FIET A8 Il CEBIFIEF M 3. 461,40 5k) = br—LffE s L7z, #l
£ (median (IQR)) 13, 4 mARTHAET 16 72 (5.63-31.70), 4~8 &AE T 18. 62
22 H (9. 74-36.00) (P=0.19) Toh o7z, M, AFE, MEREOAHEIZ OV TR
MCTHBEZRDRN-T2M, FMF OFEEEEIE 90. 2% vs 60. 4% (P=0.001) THE
FEERD, BRI, BRZRL, M694V ~TF 1, V726A ~7 1, M694V RE,

V726A 7, E148Q ARE, M694V/V726A, M694V/E148Q, M680I/V726A (Z-OW\T, i
BEE TN O AR EERO LD o T2, 4 AR CHRAIEHEE (/H, median (IQR))
DEALICE D> 72 (2.0 (1.00-4.00) vs 1.00 (1.00-2.00) (P=0.041)),

Ur A - fabRIA 1)

gL FoPEEERE (ng/kg, median (IQR)) X 4 mEATEEET 0.038 (0.034-
0.046), 4~8 EEEET 0.036 (0.031-0.050) Th -7 (P=0.60), R+
B B2 U-5EBNIE 68. 3% vs 60.4% (P=0.44) TdH -7,

FR2T U NI L
(=¥ RARA 2 B)

BRIMEIZOWTCIE, FEEFHMBIEE & L C, b F U RS o mAE O A B (CR:
FAEER, PR FAEHERD, NR: BOEHEZE (R L/, BIKEHEEE & L
T, areFoRNEOZWE (VU~FHMEIZLZ22Z28Ob &, ft IL-1 #iE % B
) & Lz, BRMEICOWTIE, FEIHMEEA & LT, AFEFRORE (BEE
X Rheumatology Common Toxicity Criteria (RCTC) ver 2.01ZX % grading %
B, BIRGHEEE & LT, AEFRICLI 2 areTFUBEEZIEaLET R
Mt D2k & Lz,

S

@G AME (4 TARNGHE vs 4~8 BkHE)

TV F U BRE 3~12 73 H OB ST, CR 13 61% vs 60. 4%, PR 13 24. 4% vs 29. 2%,
NR 1% 14. 6% vs 10.4% (P=0.77) Th o7z, b F U RGplE Bk &h, ft -1
W2 BIRA U 70EBNE, 7.3% vs 12.5% (P=0.49) Th -7z,

@Mt (4 TATERE vs 4~8 BkHE)

BEFEGIAER (34% vs 39.6% (P=0.59)), =Lt F /I (0.053 mg/kg vs
0.05 mg/kg (P=0.33))ICIFHEEEZRBDIRD -7, RCIC score BNZHD L, 1




2

(mild) % 17.1% vs 10.0%, 2 (moderate)i 9.8% vs 16.0%, 3 (severe)iX 0% vs
4. 0%IZFRD BHAL, 4 (life-threatening) (XMiHE & HIZFRD Lo T, HEH
G LTI THIARKE T (24.4% vs 22.9% (P=0.87)), MilZHEsE (7.3% vs 4. 2%
(P=0.65)), M@ (0% vs 2.1% (P=1.0)), FZ7 A7 IF—Bfl LA (11.8% vs
23.3% (P=0.19)), HMERHED (0% vs 4.4% (P=0.50)) #3871z, BIFICLY =
e F o AR UTERNE 12. 2% vs 16.7% (P=0.55) Tdh-o7-, 9 b, 4~8kkf
D 1 I CHEEONFHRER E 2D 7223 (AST=172 U/L, ALT=487 U/L), JWEIZE Y
8 Lie, 0~4 Bt 2V e F ARG 1 FIT GEIEM: FHREE), AEW5r0Ris
ZOFH L7,

MREBITEFMET VT I VIREBETH Y, BHEIZERE TH o7,

4 EATEDO /N FMF I WT, I FUTEINOLETHAH Z EVHB LT,

oAb

H—HiR 21T 5 retrospective study ThH D, EFE, Bl rilid~ v TFIE
72 2 BERI T ZAT > T D25, BT RITIAS & BRI RN 72 5, FDA T
HREINTWD )b F o OfEFER 2 4 Ll ETH Y, European Medicines
Agency TH/NEA~DHEIL DAL STV W Z &b, Alal 4 A O /N %
%Wﬁ%kbf“éoZ/Fﬂ*wﬁ@$%i4~8muﬁﬁéﬂfhw,%ﬁ
o, BRAH & DI T TV, £, arteFUoERERIOS LY T S
N—TIEATIFAT DI TR, b b F RSl NS FMF (26 LT H B BT~
SVRPBRIE L E 2 5N D0, S%ITFERITIS U7z dose regimen DFRFIASMEE &
EZoD,

HERRE
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Biological agent experience in patients with Familial Mediterranean Fever:
Real-life data.
Mart EO, Dogan I,

Yaman S, Ersoy 0, Erten S. Annals of Clinical and

Analytical Medicine. 2020;59:3892-9.
FMF (2 361 2 A4 2 H B D 1 IR

EED

A fiiE FMF JBE ~ DA PRI O FIBEEE, EHRANZ SV THREET 5.

WFET A

BL—Jiig% CT? descriptive observational study

N A INE/

2014 £ 1 H~20194 1 HIZ hvaa® Yildirim Beyazit University U 7 ~<FFh
W ABE L7 N FMF B3 (Livneh diagnostic criteria (Livneh,
Arthritis Rheum. 2010) (ZE-SXx2ZWr) 734 23 % 4,

et al.

X EH

EC 734 B (BB 33. 5%, 2 66. 5%, AR 38.84+13. 79 5%) D 9 H, FMF D
FHEEEIL 61. 3%ZFBD B ALz, TT. TDREFN D72 < &b 1 DO MEFY B is 1248 7
DB HAL, M694V RN 23. 3% k% Th o7 (~7 81 13.2%, HE 10.1%),
49. 5% BIHJ/ BAEM, 12. 3% IZALERAGIZ8, 10. 2027 I mA R— X, 10.9%
IZIBMEREARENBO SNz, e FURGEEIDN U ETIE, 0.5 mg/HRN
3.7% 1 mg/H2N45.2%, 1.5 mg/HA 39.5%, 2 mg/HN 11.6%DHEFEITHKE I
TWe, e Ty, EYFRRFILAOHERERE LT, ¥ 2LT7 7Y
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Long—-Term Follow-Up and Optimization of Interleukin—1 Inhibitors in the
Management of Monogenic Autoinflammatory Diseases: Real-Life Data from
the JIR Cohort.

Hentgen V, Koné-Paut I, Belot A, Galeotti C, Grateau G, Carbasse A,
Pagnier A, Pillet P,
Pharmacol. 2021;11.
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Risk Factors for Amyloidosis and Impact of Kidney
Transplantation on the Course of Familial Mediterranean
Fever
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Livneh A, Kivity S

IMAJ 2012; 14: 221-224
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Amelioration of familial Mediterranean fever during
hemodialysis

Rubinger D, Friedlaender MM, Popovtzer MM

The New England Journal of Medicine 1979;301:142-144
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Transplantation within the era of anti-IL-1 therapy:
case series of five patients with familial Mediterranean
fever-related amyloidosis

Ozcakar AB, Keven K, Cakar N, Yalcinkaya F

Transplant International 2018; 31: 1181-1184
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Familial Mediterranean Fever Is Associated with
Increased Mortality after Kidney Transplantation—A 19
Years’ Single Center Experience

Green H, Lichtenberg S, Rahamimov R, Livneh A, Chagnac
A, Mor E, Rozen-Zvi B.

Transplantation 2017;101:2621-2626
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Amyloid A Amyloidosis After Renal Transplantation: An
Important Cause of Mortality

Sarihan I, Caliskan Y, Mirioglu S, Ozluk Y, Senates B,
Seyahi N, Basturk T, Yildiz A, Kilicaslan I, Sever MS.
Transplantation 2020;104:1703-1711
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Impact of amyloidosis on long—term survival in kidney
transplantation

Karakayali H, Demirag A, Moray G, Ersoy E, Turan M,
Bilgin N, Haberal M

Transplantation Proceedings; 1999;31:3221-3223
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RREX A NV Renal Transplantation in Amyloidosis Secondary to
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Long—Term Outcome of Renal Transplantation in Patients
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MiEEL &R H Familial Mediterranean Fever Amyloidosis: A Single-

HAGEX A RV Center
Experience
Keven K, Sengul S, Kutlay S, Ekmekci Y, Anadol E,
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Efficacy and safety of Canakinumab in patients with
periodic fever syndromes (colchicine-resistant fmf,
hids/mkd and traps): results from a phase 3, pivotal,
umbrella trial

De Benedetti F, Anton J, Gattorno M, Lachmann H, Kone-
Paut I, Ozen S, Frenkel J, Simon A, Zeft A, Ben—Chetrit
E, et al. Pediatric rheumatology 2017; 15:37
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Long—term efficacy and safety of canakinumab—treated
patients with colchicine-resistant FMF, traps and
hids/ MKD: results from the phase 3 cluster trial.

De Benedetti F, Frenkel J, Simon A, Anton J, Lachmann
H, Gattorno M, Ozen S, Kone-Paut I, Ben—Chetrit E,
Wozniak MB, et al. Pediatric rheumatology 2018;16
(Suppl 2): 52.
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Effect of canakinumab on health-related quality of life
in patients with periodic fever syndromes

Lachmann H, Simon A, Anton J, Gattorno M, Kone-Paut I,
Ozen S, Frenkel J, Ben—Chetrit E, Hoffman H, Zeft A, et
al. Pediatric rheumatology 2017;15(suppl 1) 37
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Tocilizumab in the treatment of patients with AA
amyloidosis secondary to familial Mediterranean fever.
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Safety and efficacy of anti—interleukin—1 treatment in
40 patients, followed in a single centre, with AA
amyloidosis secondary to familial Mediterranean fever.
Ugurlu Serdal, Ergezen Bilgesu, Egeli Bugra Han, Selvi
Oguzhan, Ozdogan Huri. Rheumatology (Oxford, England)
2020;59:3892-3899.
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Efficacy and safety of treatments in Familial
Mediterranean fever: a systematic review.

Demirkaya Erkan, Erer Burak, Ozen Seza, Ben—Chetrit
Eldad. Rheumatology international 2016; 36:325-331.
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A systematic literature review of efficacy,
effectiveness and safety of biologic therapies for
treatment of familial Mediterranean fever.
Kuemmerle—-Deschner Jasmin B, Gautam Raju, George Aneesh
T, Raza Syed, Lomax Kathleen G, Hur PeterRheumatology
(0Oxford, England) 2020;59:2711-2724.
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Familial Mediterranean fever in childhood: a single-
center experience

Barut Kenan, Sahin Sezgin, Adrovic Amra, Sinoplu Ada
Bulut, Yucel Gozde, Pamuk Gizem, Aydin Asli Kirectepe,
Dasdemir Selcuk, Turanli Eda Tahir, Buyru Nur,
Kasapcopur Ozgur. Rheumatology international 2018; 38:
67-74.
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Canakinumab treatment in children with familial
Mediterranean fever: report from a single center.
Yazilitas Fatma, Aydog Ozlem, Ozlu Sare Gulfem, Cakici
Evrim Kargin, Gungor Tulin, Eroglu Fehime Kara, Gur
Gokce, Bulbul Mehmet. Rheumatology international 2018;
38: 879-85.
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Anti-interleukin—1 treatment among patients with
familial Mediterranean fever resistant to colchicine
treatment. Retrospective analysis

Sargin Gokhan, Kose Reyhan, Senturk Taskin. Sao Paulo
medical journal (Revista paulista de medicina) 2019;
137: 39-44.
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Renal Transplantation in the Amyloidosis of Familial
Mediterranean Fever Experience in Ten Cases

Arch Intern Med 1979;139:1135-1138.
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Efficacy of anti-IL-1 treatment in familial Mediterranean fever: a
systematic review of the literature

van der Hilst JCh, Moutschen M, Messiaen PE, Lauwerys BR,
Vanderschueren S.

Biologics: Targets and Therapy 2016;10:75-80
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Remission of nephrotic syndrome due to AA-amyloidosis,
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Renal transplantation in patients with familial Mediterranean
fever

Emre Erdem, Ahmet Karatas, Coskun Kaya, et al.

Clinical Rheumatology 2012; 31: 1183-1186.
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Infliximab therapy for familial Mediterranean fever-related
amyloidosis: case series with long term follow-up

Z. Birsin Ozgakar, Sel¢uk Yiiksel, Mesiha Ekim & Fatos Yal¢inkaya
Clinical Rheumatology. 2012; 31: 126-1271.
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Anti-IL-1 treatment in familial Mediterranean fever and related
amyloidosis

Z Birsin Ozgakar, Semanur Ozdel, Songiil Yilmaz et al.

Clin Rheumatol. 2016 ;35(2):441-6.
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B amyloidosis due to familial Mediterranean fever
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Kidney transplantation for end-stage renal disease secondary to
familial Mediterranean fever
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IL1-blocking therapy in colchicine-resistant familial
Mediterranean fever
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Recurrence of proteinuria after cessation of tocilizumab in
patients with AA amyloidosis secondary to FMF
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A Japanese family case with juvenile onset Behcet’s
disease caused by TNFAIP3 mutation

Ohnishi H., Kawamoto N., Seishima M., Ohara O.,
Allergology International. 2017;66; 146-148
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Systematic Evaluation of Nine Monogenic Autoinflammatory
Diseases Reveals Common and Disease—Specific
Correlations with Allergy—Associated Features

Schwartz DM, Kitakule MM, Dizon BL, Gutierrez-Huerta C,
Blackstone SA, Burma AM, Son A, Deuitch N, Rosenzweig S,
Komarow H, Stone DL, Jones A, Nehrebecky M, Hoffmann P,
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R, Kastner DL, Milner JD, Frischmeyer—Guerrerio P.
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EED

W8 M H CRIEMR B (ATD) OB 13— R EER & Heie L
T 2 AP RBIBDNME T 55 LW O (G E, 2 B

Wi, ERICE 2T LAF—RBORZK, BEL VW ex vivo 24
L RBIRIOMA T OV T, NIH AID =R — F 2 RR A
TAHZ LKV RIET A,

W7 A

REWTHITZE

N A AN S/

1976 4725 2020 FEO N2 M Sz H—B{s 1 AID O BH X
TNENOEEREER T ERIZE SO THRIE Sz, 1990
NS 2020 4 F TORE QR CEIL, NIH AW ELFIRRF
NG AT & (BTRIS) ICLV 7 LAF—HKEEZREST
%, TEITreview STz, S HIZEE~OT LIILX—EHEEAIZ
B4 57— MTXVERIRIGMAIE L, fEsrREA O
WRED T DM AT 7=, [FIFEE MEHifafqs (HSCT) &/
1. b LITHFHSCT FICUE S n= 7 — 2 1IBRsb &
77

Le#exf 513 National Center on Healthcare Statistics (M
B, TUAX—MEaR AR BIOEER) . I3 8YT L
X (BT LLX—), AOR—RADT —F X—R (IfE
BRMERIEREWRRE (EGID)) & L7e,

1My% TgE flds L UMl Bkt # (AEC) 130K [ [E R FE R 25 7
BEOF—2 LSz, ~o=THlaY 7% v M.,
Th1(IFN-y) . Th2 (IL-4. IL-5. IL-13) . Th9 (IL-9) ¥k
NTh17 (IL-17A) DPEEIZ ST AID BF, . B O
7 ke E R OBRE OB TR Sz,

MR EH

9 5D H ORIEMEBBEE (FMF, CAPS, TRAPS, DADA2.
HIDS. PAPA. HA20. CANDLE 35 J O SAVI)

iR 2N
(A - fEBRIAF)

gl F o, AT uA R, HIL-19E, B TNE J&EE, JAK BHL
EI ZOMOAEYFERRAF, T LA —KBERE (Pl A ¥
SV A a b D URFEEETEE, RRAT A N AT
7oA RN, FRFEEENV BT, R Tt 7 o e
~7)




A IS
(= RABRA 2 F)

M IgE fiE, 4FMeERHExiE (AEC) |
HA~NAR=T a7+ > b

7 LILX—EEBOHR

S

425 ND AID BE D55, FMF (n = 118) . CAPS (n=85) .
TRAPS (n=73) . DADA2 (n=53) FE7=(XHIDS (n=38) . PAPA
(n=18) . HA20 (n=14) . CANDLE (n=14) . SAVI (n= 12) T
bHot-, EERMEMIL. 1989 45 2020 AEDMIZ 415 A
(97.6%) DEFIZONTHELN, 400 ADBFE

(94.1%) T 1990 4EH 5 2020 4FE £ TOREERRENSE O, £
DHH 201 A (50.3%) IZHONWTT v — hOEIZENE LN
776

SE#4) TgE fE1d DADA2 (43.42kU/L) & HIDS (57.23kU/L) T—i%
£ (172.3kU/L) L0 b EEITE» - 72,

CAPS O BFH CUHBAERBEMAE S — MR EM L 0 L A EICHE N &
Mol

R ZWT L 7= K& 2% 1% CAPS, CANDLE, DADA2, HA20 C—f%4E
I b AEBICHEENEN-T-, BEIXFMF & CANDLE THE
WZHEE DM < . CAPS, HA20, SAVI THEENE D >7-, AR X
CAPS & HA20 CT—#REEM D 2~6 {5 DHEE THEIZ y#oto
FEF BB I RN DS AR R CRIER] S VT2 AP ERERPE BT 2% 13 ATD O
3 ANDE#E (DADA2, TRAPS, CANDLE) T2ZWr i, %&%@ﬁ
Gt 2 Ao (HA20 & HIDS) Ti2hr&iuiz, Flare (2B
O RV BN RIS AID B CIXENTE 72 (0~5.6%),
FEMED M PEVEIEIT AID O BE T3S S o7,

Th17 #fEiL CAPS, HIDS, PAPA THIIN L. Th9 ML HA20 TFH
SAZHEIN LT, T4 BB Th2 HiAZIE TRAPS THEMN L |
IL-5 Bt A#MAm Th2 1% TRAPS, HIDS, CAPS THEIINL Tu /=,

(mxm\ﬁ@ﬁ%mﬁ\7vw¥wﬁﬁﬁiwﬂmw@®%

B85 L, FMF 35 2 OV CANDLE (%, 2 BIE S22k T L O
7vw% f$@ﬁWﬁﬁ$k%Lbfwé DADA2 1 2 #ifi
EINEDIK T EEE L TWAR, 7T LAX—HBROAERENG
<\7vw¥~ﬁ%%@%%%ﬁﬂ%rﬁﬁ EVENH D, AID
BEOIREEZWET L7202, 7T LAX (2B 2RE X
wﬁﬁ%%%%@«@ﬁaﬁﬁ@%ﬁgowfé6@6%@@
VETHD,

AR

AID B 2K 2 1BIRIEICEE 9 2 5od 3 & B A o AR E D A
THY ., BEKSICOWTIEIE R EN TR,

RGPk B 4

M g5 A0 ik




FEEESA A RV

Juvenile onset autoinflammatory disease due to a novel

BEL mutation in TNFAIP3 (A20)
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Arthritis Research & Therapy. 2018;20:274
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Expanding the spectrum of A20 haploinsufficiency in two
Chinese families: Cases report

Li G.M., Liu H.M., Guan W.Z., Xu H.
BMC Medical Genetics.2019;20:124
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Pseudodominance of autoinflammatory disease in a single
Turkish family explained by co—inheritance of
haploinsufficiency of A20 and familial Mediterranean
fever

Horita Nobuyuki, Gul Ahmet, Aksentijevich Ivona, Kastner
Daniel, Remmers Elaine F

Clin Exp Rheumatol.2019;37:89-92.
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Phenotype and Management of Infantile—onset Inflammatory
Bowel Disease: Experience from a Tertiary Care Center in
China

Ye Ziqing, Zhou Ying, Huang Ying, Wang Yuhuan, Lu
Junping, Tang Zifei, Miao Shijian, Dong Kuiran, Jiang
Zhinong

Inflamm Bowel Dis. 2017;23
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Haploinsufficiency of A20 Due to Novel Mutations in
TNFAIP3

He T., Huang Y.,
Ling J., Yang J.
Journal of Clinical Immunology. 2020;40; 741-751.
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A20 haploinsufficiency (HA20): clinical phenotypes and disease
course of patients with a newly recognised NF-kB-mediated
autoinflammatory disease

Florence A Aeschlimann, Ezgi D Batu, Scott W Canna, Ellen Go,
Ahmet Gil, Patrycja Hoffmann, Helen L Leavis, Seza Ozen,
Daniella M Schwartz, Deborah L Stone, Annet van Royen-Kerkof,
Daniel L Kastner, Ivona Aksentijevich, Ronald M Laxer,

Annals of the rheumatic diseases 2018;77:728-735
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UNUSUAL SYSTEMIC LUPUS ERYTHEMATOSUS/ SJOEGREN'S
SYNDROME PHENOTYPE IN A PATIENT WITH A TNFAIP3 GENE
MUTATION

Kerstin Nott, Yvonne Glackin, Stephen D. Marks, Paul Brogan,
Annals of the rheumatic diseases 2019;78:1174-1175
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Autosomic dominant familial Behcet disease and
haploinsufficiency A20: A review of the literature

Florian Berteaua, Bénédicte Rouvierea, Aurélien Dellucb, Alice
Naua, Rozenn Le Berrea,c, Guillaume Sarrabayd, Isabelle
Touitoud, Claire de Moreuil, Auto immunity reviews
2018;17:809-815
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Infantile Onset Intractable Inflammatory Bowel Disease Due to
Novel Heterozygous Mutations in TNFAIP3 (A20)

Cuifang Zheng, Ying Huang, Ziqing Ye, Yuhuan Wang, Zifei Tang,
Junping Lu, Jie Wu, Ying Zhou, Lin Wang, Zhiheng Huang, Haowei
Yang, and Aijuan Xue, Inflamm Bowel Dis 2018;24:2613-20
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Haploinsufficiency of TNFAIP3 (A20) by germline mutation is
involved in autoimmune lymphoproliferative syndrome
Masatoshi Takagi, Shohei Ogata, Hiroo Ueno, Kenichi Yoshida,
Tzuwen Yeh, Akihiro Hoshino, Jinhua Piao, Motoy Yamashita, Mai
Nanya, Tsubasa Okano, Michiko Kajiwara, Hirokazu Kanegane,
Hideki Muramatsu, Yusuke Okuno, Yuichi Shiraishi, Kenichi
Chiba, Hiroko Tanaka, Yuki Bando, Motohiro Kato, Yasuhide
Hayashi, Satoru Miyano, Kohsuke Imai, Seishi Ogawa, Seiji Kojima,
and Tomohiro Morio, ] Allergy Clin Immunol 2016;139:1914-22
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A20 Haploinsufficiency Presenting with a Combined
Immunodeficiency

Melissa D. Gans & Hongying Wang & Natalia Sampaio Moura &
Ivona Aksentijevich & Arye Rubinstein, ] Clin Immunol
2020;40:1041-44
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Knee Joint Swelling at Presentation: A Case of Pediatric Crohn
Disease With a TNFAIP3 Mutation

Dongmei Zou, Shaoming Zhou, Huanhuan Wang, Jing Gou,
Shaohua Wang, Pediatrics 2020;146:20193416
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Paediatric-onset haploinsufficiency of A20 associated with a
novel and de novo nonsense TNFAIP3 mutation

Yushiro Endo, Yasutomo Funakoshi, Tomohiro Koga, Kaori
Furukawa, Daisuke Sasaki, Kiyonori Miura, Katsunori Yanagihara,
Hiroyuki Moriuchi and Atsushi Kawakami, Rheumatology
2020;59:e85-87
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Type I interferon signature predicts response to JAK
inhibition in haploinsufficiency of A20

Schwartz Daniella Muallem, Blackstone Sarah A, Sampaio—
Moura Natalia, Rosenzweig Sofia, Burma Aarohan M, Stone
Deborah, Hoffmann Patryc ja,
Barron Karyl S, Waldman Meryl A

Annals of the rheumatic diseases 2020;79: 429-431
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Lessons from characterization and treatment of the
autoinflammatory syndromes

Aksentijevich Ivona, McDermott Michael F

Current opinion in rheumatology 2017;29:187-194

H S ARAENHIE R ORI & 1B

H ) HA20 Z & e 4 DO BT CRIEMIRED T A 0 =
A LB DR

MIET VA TR

T T HA20 Z & e 4 DO BT CRIEMIRED T A 0 =
A LT DONT

SR EH B

R EIN B

(P A - JEBRIAF)

ET v MU LFHE | E kAL

(=2 RARA > B)

S

RIRICE LT

HA20 #23 @ primary cell JANF-kB & NLRP3 A v 7 T~/ —
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A Case of Adult-Onset Still’s Disease Caused by a Novel
Splicing Mutation in TNFAIP3 Successfully Treated With
Tocilizumab

Lawless Dylan, Pathak Shelly, Scambler Thomas Edward,
Ouboussad Lylia, Anwar Rashida, Savic Sinisa

Frontiers in immunology 2018;9:1527
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New data in causes of autoinflammatory diseases
Kone—Paut Isabelle, Georgin-Laviallec Sophie, Galeotti
Caroline, Rossi-Semerano Linda, Hentgen Veronique, Savey
Lea, Saadoun David, Sarrabay Guillaume, Touitou Isabelle
World Journal of Joint bone spine 2019;86:554-561
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Janus kinase 1/2 inhibition for the treatment of
autoinflammation associated with heterozygous TNFAIP3
mutation

Mulhern Ciara M, Hong Ying, Omoyinmi Ebun, Jacques
Thomas S, D’ Arco Felice, Hemingway Cheryl, Brogan Paul
A, Eleftheriou Despina

The Journal of allergy and clinical immunology 2019;
144: 863-866. eb
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Early-onset autoimmune disease due to a heterozygous
loss—of—function mutation in TNFAIP3 (A20)

Duncan C. J.A., Dinnigan E., Theobald R., Grainger A.,
Skelton A.J., Hussain R., Willet J.D.P., Swan D.]J.,
Coxhead J., Thomas M.F., Thomas J., Zamvar V., Slatter
M.A., Cant A.]J., Engelhardt K.R., Hambleton S.

Annals of the Rheumatic Diseases 2018;77:783-786
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Novel mutation in the gene tnfaip3 in autoinflammatory
syndrome familial behcet-like

Olaya M., Yepez R., Patifio J., Medina D., Pachajoa H.,
Pérez P.

Journal of Clinical Immunology 2017;37:S19
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A De Novo Frameshift Mutation in TNFAIP3 Impairs A20
Deubiquitination Function to Cause Neuropsychiatric
Systemic Lupus Erythematosus

Duan R., Liu Q., Li J., Bian X., Yuan Q., Li Y.
F., Gao S., Wei S., Li P., Gao F., Sun W., Li X.,
Journal of Clinical Immunology 2019;39:795-804
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Liu Q.
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Haploinsufficiency of A20 (HA20): updates on the
genetics, phenotype, pathogenesis and treatment
Yu M. -P., Xu X.-S., Zhou Q., Deuitch N., Lu M.-P.
World Journal of Pediatrics 2020;16:575-584
HA20: Bfx7e, KRB, HIK, 1BFRICEIT % update
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MizEA % H Almeida de Jesus Adriana, Goldbach-Mansky Raphaela.

HAZESX A4 L Clinical immunology (Orlando, Fla.).2013; 147(3) : 155-174
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Babay, et al., Mutations in proteasome subunit beta type
8 cause chronic atypical neutrophilic dermatosis with
lipodystrophy and elevated temperature with evidence of
genetic and phenotypic heterogeneity, Arthritis Rheum.
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Clinical pharmacology and therapeutics 2018; 104(2): 364-373.
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MizEA % H Tripathi Shivani V, Leslie Kieron S.

HAZESX A4 L Dermatologic clinics 2013; 31(3): 387-404.
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Autoinflammatory diseases in pediatrics.
Hausmann Jonathan S, Dedeoglu Fatma.
Dermatologic clinics 2013; 31(3): 481-494.
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Liu Y, Ramot Y, Torrelo A, et al. Mutations in proteasome subunit
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phenotypic heterogeneity. Arthritis Rheum 2012; 64(3):895-907.

I ALk NNS (2R L7 iR ose#ET e L,
S LI ERRE 4 | R

HEEX A RV
EE4

MigE4 B H
HARGEX A RV

A new infant case of Nakajo-Nishimura syndrome with a genetic
mutation in the immunoproteasome subunit: an overlapping
entity with JMP and CANDLE syndrome related to PSMB8
mutations.

Kunimoto Kayo et al.

Dermatology 2013; 227(1): 26-30.
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novel mutation.
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Nakajo-Nishimura syndrome
Kanazawa N., Arima K., Ida H., Yoshiura K., Furukawa F.
Japanese Journal of Clinical Immunology; 34; 388-400
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Nakajo-Nishimura syndrome and related proteasome-associated
autoinflammatory syndromes
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Journal of Inflammation Research; 12; 259-265
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Systemic autoimmunity in a patient with CANDLE syndrome
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Chronic atypical neutrophilic dermatosis with lipodystrophy and
elevated temperature (CANDLE) syndrome.

Torrelo A, Patel S, Colmenero I, Gurbindo D, Lendinez F,
Hernadndez A, Lépez-Robledillo JC, Dadban A, Requena L, Paller AS.
Journal of the American Academy of Dermatology. 2010: 62: 489-
95.
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A case of proteasome-associated auto-inflammatory syndrome
with compound heterozygous mutations.
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GA, Chen Y, Kannan A, Schnebelen A, Emanuel PD, Shalin S, Hiatt
K, Goldbach-Mansky R, Gao L. Journal of the American Academy of
Dermatology, 2013: 69.
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A case of neonatal-onset autoinflammatory syndrome with a de
novo PSMB9 mutation resembling Nakajo-Nishimura syndrome.
Kinjo N, Kanazawa N, Mishima H, Kinoshita A, Yoshiura K.
Pediatric Rheumatology. 2015: 13.
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Preliminary response to Janus kinase inhibition with baricitinib in
chronic atypical neutrophilic dermatosis with lipodystrophy and
elevated temperatures (CANDLE).

Montealegre G, Reinhardt A, Brogan P, Berkun Y, Zlotogorski A,
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Kim H, Judd S, O'Brien M, De Jesus AA, Kim Y, Kost B, Huang Y,
Paul S, Brofferio A, Lee CC, Hadigan C, Heller T, Minniti C, Rother
K, Goldbach-Mansky R. Pediatric Rheumatology. 2015: 13.
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Type I interferonopathies in pediatric rheumatology.
Volpi S, Picco P, Caorsi R, Candotti F, Gattorno M. Pediatric
Rheumatology. 2016: 14.
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Proteasome assembly defect due to a proteasome subunit beta
type 8 (PSMB8) mutation causes the autoinflammatory disorder,
Nakajo-Nishimura syndrome.

Arima K, Kinoshita A, Mishima H, Kanazawa N, Kaneko T,
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K, Ida H, Yoshiura KI. Proceedings of the National Academy of
Sciences of the United States of America. 2011: 108: 14914-19.
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A child with recurrent pyogenic arthritis with the PSTPIP1
mutation
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Cerebral vascular findings in PAPA syndrome: cerebral
arterial vasculopathy or vasculitis and a posterior

cerebral artery dissecting aneurysm
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Clinical picture of 7 PAPA patients followed in a single
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B Dorothee S.Stichweh M.D.

MEREA & H Pediatric Dermatology, Volume22, Issue3, 262-265

H i) PAPA JiE (A DB MR BOE B D 1 4]

W7 A v iE 1]

LR $mﬁﬁﬁwﬁﬁﬁ%&ﬁﬁﬁm4y7u%vvf&ﬁ%ﬁo
w5 (P) PAPA FR3E

Feifla EIA A7) R TEE

A - fEBRIKT (B or
)
x5 (C)

ERT U N AR
= KiRA >k (0)

SREMENR BOAE O R B

i e

13w DA, WD R T 2 MAMEREES RN H Y | LB, 2
ANDH, RXIFOEE, 2 NORXTFDOUE Z | RIFTOMEHT b [RIER
DIERD B o T, 8mklRE, &, Wi, &H. 17 —FT MARATALIC
AEE 2R, BB & vigEib Uiz, BYEMREE & ORZET &
HEAT A K2V (30 mg/kg T) DRI, TDOH%E R
Xy runXxy AMRNLFY—h ZHXFLET N FnB
VAR, YZ7uARYy, a7tz ) —BETF)L, XS
VOIS S bR RITEGE S TVEBIEMEICE L., T T
WZEDUERZBRET 28 6 » AtL, 1RO MRSA J&G A = L Ik
Elrote, 7a—PREE BT AEEMREIEICA 7 ) X
TTWIRER D o Te & OWE LI 7 ) v~ TR EBMG
LizE 2 A, 2EH CERBRNZSIL, 4 B BICIXEEIISEL
77

At e A7 VX< T7 %, PAPAJEGREOBIRMERIERF ICHEZTH
60
= SN KHBENIRL, TET A LUK,

G LI ER

et T




MERE4 & H

Extensive pyoderma gangrenosum—like lesions revealing a
case of hyperzincemia and hypercalprotectinemia: when to
suspect it?
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Identification of a Homozygous PSTPIP1 Mutation in a
Patient With a PAPA-Like Syndrome Responding to Canakinumab
Treatment
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gangrenosum and acne (PAPA) syndrome: differential
diagnosis and review of the literature
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Osteolytic Lesion in PAPA Syndrome Responding to Anti-—
interleukin 1 Treatment
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A rare but important diagnosis for antibiotic—resistant
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Hidradenitis (PA-PASH) Syndrome: An Atypical Presentation
of a Rare Syndrome
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pharyngitis, and adenitis syndrome

EHRL Yildiz Mehmet, Adrovic Amra, Ulkersoy Ipek, Gucuyener

Neslihan, Koker Oya, Sahin Sezgin, Haslak Fatih, Barut

Kenan, Kasapcopur Ozgur

MEsE4 s B H

European journal of pediatrics. 2021;180:1051-1058.

H Y

PFAPA & DEGIRSEIR & MEFV BEin 1 & BR A5

T A % A & RIS

vy T4 2010 % 1 A~2018 - 9 H £ TIZT —# X—R(IIHER ST
PFAPASEBID 5 &, EEFEIZ CREARIEIR 2 MR8 T E 2EF D 5
%, PRINTO @ PFAPA FEHEAJili7- L, BIn T REEIT > - BE
Exfgrl LT,

x5HE (P)

e ilE A

I - fEBRIKF (B

or 1)

x5 (C)

E/2T v N LM
= KiRA >k (0)

i R

i

aAh

FRRIEIR & B FAROAEZ LI L TV 5, ImRAEDE
BOREEITH D03, T OISV T D FFl e rtak 1370 < Br
HNET D,

R LD IR B 4

AR A R




RREX A NV Current Therapeutic Options for the Main Monogenic
Autoinflammatory Diseases and PFAPA Syndrome:
Evidence—-Based Approach and Proposal of a Practical
Guide

EHRL Soriano Alessandra, Soriano Marco, Espinosa Gerard,

Manna Raffaele, Emmi Giacomo, Cantarini Luca,

Hernandez—-Rodriguez Jose

Mg, & H

Frontiers in immunology. 2020;11:865

H Y

WHET A

L a—

vy T 4T

x5 (P)

RN

IrN - fEBRIKF- (B
or 1)

P (0)

E/2T v N A
= N N A N (0))

i R

i

aA R

HORIEMEE L PFAPA [ZRT DIEE DO L E 2 —TH Y frat
9 A, PFAPAICBHL TlikareFr, 254 K, IL-1FH
A LSk E B H LT b,

G LD E R 4

FIRFR B B




RREX A NV Periodic Fever, Aphthous Stomatitis, Pharyngitis, and
Cervical Adenitis Syndrome (PFAPA): A Clinical
Challenge for Primary Care Physicians and
Rheumatologists

HEHA Costagliola Giorgio, Maiorino Giuseppe, Consolini Rita

MEsE4 s B H

Frontiers in pediatrics. 2019;7:277

HHY

W OUTE L EEICBIT D2l ot A - fHhoEW &
HONCTBZ L b, FECERGIEIZE 2 558250
[ RS

WeeT A

& Al & BLEHTSE

vy T 4T

x5 (P)

RN

N - fERRIAF (B
or 1)

x5 (C)

E/2T v N LM
= KiRA >k (0)

i R

a X b ZWTHEERT OB APPSR HAE, = X M EIcB3 %
FLIRDATH Y | IR ANCET 250k X 72 < BRAN STk & 5
Do

S (LD EIERE 4 | ISR

JEEA A NV Pre— and postoperative quality of life and
emotional/behavioural problems in children with PFAPA

EEpd Karayagmurlu Ali, Aytac Ismail




MERES & H

International journal of pediatric

otorhinolaryngology. 2020;137:110239.

HEY PFAPA FEH (1T DA HEBIR 2 D QOL DAL 2 FHild %,

TV A Al & BLERAITSE

T T 2018 4 8 A2 2020 £4F 3 H £ TIZ ML O RFIHPE L5272
L 72 4~12 1% D 56 44 O PFAPA FRE 2B\ T, FAffaTO 1
i & Fiite 3 A O 2 BN TERA~OT 7 — h e L
7=, PFAPA ORLHEIT b —~ ADHAEE FV, TSRk
HTCINZ TT 7 A Rl 21T > 72 B E b & e, HEkE
= ATEIEZE|CEI L CiE Strengths and Difficulties
Questionnaires (SDQ) Z vy, QOL IZBI L TiX Quality of
Life Assessment for Children and Adolescents Parent
Form (Kid-KINDL) # M 7z,

x5 (P) PFAPA FRF

e ix EZIN I : SARHEOTRIR

SN - faBRAF (B C : ST AR & I Atk T Eulgehiat

or 1)

P (0)

E/2T v N A
= N N A N (0))

FEAIS, ABRRIEL, KRJE B2, SDQ score, Kid-KINDL

score

i R

SAEHTRIRIT N2, FEENEIEL - ABEEE S A BICIR T L
(p<0.001) . K HEIIAEHERE 3 2> H AT 10. 28
757D, 6% 3 A% Tk 2.85 HIZHE (p<0.001)

L7z, F72 Kid-KINDL score [ZF-¥) 67.02 3 77. 66 (2 =1

5L, SDQ score 13444 13.21 205 9. 35 ICHEICIK F L7
(p<0.001) .

b PFAPA 12361 2 AMBHTE RIS QOL IE EIfE S - 1TE)fR
DUFECKE B DK TICHES L,

T A LRz 2 NEUZ 351 2 SVRHETEIR I A D 3 F % FEE B K
JiE B2 TiEZe <. QOL & IFEhES - 1TEEE TR & 12
R LTV B,

WIELIDEERE 4 | IRER R




WEEHA RV

Canakinumab efficacy in refractory adult—onset PFAPA

syndrome

Lopalco Giuseppe, Rigante Donato, Vitale Antonio, Caso

Francesco, Iannone Florenzo, Cantarini Luca

International journal of rheumatic diseases

2017;20:1050-1051.

H i N FEIE DIRIEHGINE PRAPA ICBIT D T F X~ 7 D R%
WET 5

T A iE A1

voT 4T

x5E (P) 27 Ik DR N FEIE PFAPA i

FRia EA HFFX~T

AN - fERRK T (B

or 1)

x5 (C)

FheT U N LFHIE | FEIEAE

= N N A N (0))

i R

AT uA REIZZ VMBI L0, BIERBRAEL o
7= RPN 2 BT L= RIxZ L, TR T
(100mg/ H) ZEEMH L7- & 2 A%ED 2 s S iz, 7
FTxXUT7EFIELTEEZA 600 THEAL, 150mg/ HIZH &
LTe DR D o7, ¥ X~7 (150mg/8 ) %M
L7 & 2 ARIENFHEMR Sz, DX~ 7 &k L.
14 2> A #%t U7z 2MERIE 720,

s TAFRHEHNED PRAPA LK LT F X~ TR & 5 Wl he
RS D,

=F A PFAPA LTS LT H 73 X~ 7 DR A 5RO TR DAEFI R T
b%, 7xa—HHR 1408 L,

S ERA 4 | IR R

HgEH A NIV

Clinical features and new diagnostic criteria for the
syndrome of periodic fever, aphthous stomatitis,

pharyngitis, and cervical adenitis




Takeuchi Yusuke, Shigemura Tomonari, Kobayashi

Norimoto, Nagumo Haruo, Furumoto Masahiro, Ogasawara

Kyo, Fujii Hitomi, Takizawa Masahiro, Soga Takashi,

Matoba Hisanori, Masumoto Junya, Fukushima Keitaro,

Migita Kiyoshi, Ojima Toshiyuki, Umeda Yoh, Agematsu

Kazunaga

MRt s B H

International journal of rheumatic diseases

2019;22:1489-1497

H i) PFAPA FBRE DKM E £ L 6, B LWk 2 e+
% (BENIER KRB O &3 5)

T A % A & BlEEAgE

tyT a7 2000 4F 4 H~2018 4 4 HITfEINKF: & Bdifisk 22 LTz
PFAPA FBF OERIRIE R 2 L, %A IC#81%279 %, PFAPA
DOZWiE Marshall & Thomas DFEHER V2, A20 1T 7 12 A~
BIE % E T Oo B CRAEMER BITEERIER & B s RE
ThrAM LT,

xRE (P) PFAPA H¥

FRiEEIA VAFVY TV R=vr . RkiE

I - fERRIAT- (B
or 1)
x5 (C)

E/2T v N A
= KRA vk (0)

REFEAEDRA | FiEl

i e

VAFUUNE49/95 (51.6%) TRIENIEE ST, EOT LR
=y (0.5mg/kg/M) 1% 151/151 (100%) TG B
7o Bk 25/29 (86. 2%) THREGEIENTEL LT,
21/74 (28.4%) O BE THRITRIEDHE R LT,

il af AT aA RIIFEIERN R ERO T2, FBIEOWERITITR
eI 23 i bR 2RO, VA F VU ITHKPER TR E R
O,

AR BIEE L TCORWEETHLH S EITRIEDOHAZRO TN D
W, VATV LRI ENE BRI DR AR T,

WIS EAEES | IRERR




YEEEX A MV Proposal for a new therapeutic high dosage of
Pidotimod in children with periodic fever, aphthous
stomatitis, pharyngitis, adenitis (PFAPA) syndrome: a
randomized controlled study

FEE4

Manti S, Filosco F, Parisi GF, Finocchiaro GG, Papale

M, Giugno A, Barone P, Leonardi S

Mg, & H

Italian journal of pediatrics. 2020;46:.

H Y

PFAPA (2%} 5 B RFE ROAIMWE L ZeVEE kT 5,

s A VA= YAy

NP4 20194F 4 AND 2020 -3 HETICH Y —=xv R¥PE %2
72 3~8 %D PFAPA e F Zxt 4 & L7z, 2Wrid Marshall o5
HZ W, o B CORIEMRERBZ SRR B2 ST
WD Bk 2 BRI LANIZ PFAPA DRIR 1T > T\ 5
IBRAN LT, BEE T X A 2 B (GroupA, B) 1Z431),
T—ALA: ERFEER (800mg/H) & MLBEE_HZ X 2
(0.56~1mg) &. 7—2ALB: MLBEEEZ XA X (0.5~
Img) D2 7 —AZ0), 3/ AWARL7 (phasel) , =Dt
Wash-out AR IXF% T 9, T DT —2ITBITL 3 AN L
7z (phase2) ., 4 phase BRAAIFICAFZEE I LORFES D DIEK &
AL HGEEZZITRY . ¥ RFE ROBRERIET 5,

x5HE (P) PFAPA B3

e 2N GroupA : 7—2AL A (3720H) =7 —24B 3204)

I - fEBRIKF (B GroupB : 7—AB (320A) =7 —24A 320 A)

or I) T—ALA: ERFEER (800mg/H) & MLBEEE_HZ X 2

x5 (C) (0. 5~1mg) PR

T —AL B B X 2 (0.5~1mg) AR

E2T v N A
T RAKRA b (0)

FEN WHEALK ., 7 7 X EONROBE, & AKX Ol H
HEE




f(?n S

22 4 DBFE DI % 583% LT, phasel #& THE, J8EA NHEE
R, T EZHEONRKROMBEE, <2252 OFRABEEL HIC
GroupA DMED > =N H B ZITZRD 72 v o 7=, phase2 &1
g, ZEN, WHEAK, 7 7 X PEONKROBE, XZ XXV D
fEASEEE & 1T GroupB MR- e A B ZEITR O /2o

2o ERFEREHAOEECHEELEZA, DT RIZEBW
THLE FFE FARBECAEIE T LT\, EEAAES
RIXRO 2o T2,

PFAPA IZ%1d 2 ¥ RFE RIXLRIHHTE ., PFAPA OFA{E
WO T DIENRH - T-,

a A b

JEBIE D DIy v R RIZEIWER 2372 < . PFAPA @
FAEEMHIT 2EANE 20 H B,

RS DA B A 4

AR R AR B

oM

ZA bv

oyl

o

Is colchicine an effective treatment in periodic
fever, aphtous stomatitis, pharyngitis, cervical

adenitis (PFAPA) syndrome?

EEL

Dusser Perrine, Hentgen Veronique, Neven Benedicte,

Kone—Paut Isabelle

MRt s B H

Joint bone spine. 2016;83:406—411.

HHY

PFAPA D zi)L & F N2 LD IETHIR A ST 5

e A v L sk th A 1) & BIERAFSE
tyTr T 7T AD 3IRFEEDUWT I E T@E T O PFAPA O B & 55

&Ly MERIL B FIERE. BRIRAEIR. Mg A =v
EF ORI Y i L, TRIR - Z2 O MY
%, PFAPA OFZWilE Feder M FLHEA FIV N, PRINTO 21 A =27
THORIEMREL RSN LT, ave Fr oML 2~6
MARICEFHE L, BIER 2RI T OREZOGHEE L, £h
U EOSEERIGH & LTz,

*5H (P)

PFAPA B35




ey N ae T
N - fabRIK T (B

or 1)

x5 (C)

FR2T T N LFHi | BB EOBE

T RAKRA b (0)

IS

20 4]0 PFAPA @D 5 BB IRIL 65% T -~ 72, UGEEI Bl H
H. 56 (71%) TMEFVBIETO~NT nER 2R, FIGH
11 #o> MEFV B A RIRA R (43%) LV &EETH o7z, R
JSFEIIE OB 3 E < (82% vs 33%, OR:9[1. 14-

711) . BPERNT 7 2 OBENED ST (82% vs 11%,
OR:36[1.7-141]) .

sE L& F 1E PFAPA OFEIR DM 72 WER], MEFV 815128 5
D& DHIEBI THRERH -~ 7=,

= IV 20 {5l PFAPA HRE D 5 B L v F o OFNFNS 9 5] (45%)
Thy, TET ALY E LTIEY,

WS L IDERMERLE 4 | ISR

TEEX A PV Tonsillectomy in Cases with Periodic Fever, Aphthous
Stomatitis, Pharyngitis, and Cervical Adenitis
Syndrome

EHRL Hara Mariko, Yoshihama Keisuke, Komori Manabu, Fujii

Kae, Morimoto Noriko

MeEE4 & H

Nihon Jibiinkoka Gakkai kaiho. 2017;120:209-216.

H HY

PFAPA IZ%19 % O #H R R O R 2 a4 5

WRET A th A ) & BERFSE
AP I/ 2013 4F 7 H ~2016 4 5 H £ CICESN KB EENI v Z —

HEWEER 2522 L, 1SRV LI 2 51T U7z 19 Bt
LT, ZONRAEHZRANEITHIEE LTz, AN L7234
D FGET LTz, PFAPA O 2 FUEIX Thomas & Padeh D%k
Hrz vz,

xtge (P)

PFAPA B3




ey LN

N - fERRIA - (B
or 1)

x5 (C)

I 1Rk

T2 T v b AEE
T RAKRA b (0)

FEREAE

IS

19 B B 10 Bl Thd o7, FIEFEOFIITHK 3 TH
0 RS A 100%, MTNKE 68%, SHERY >/ _HiRk & 63%I27
Oz, WENZAT A NZ19FITHEHAINTEY, Wi

HIFBHIRDTRD DT, FEOMSIZI RIT > T-, 15
BICTRIEREO AT v A RERZBEVIE LR, TD 56 14

B (93%) CTHRIEMIRIINEME Lc, > AF V039 T

A&, 341 (33%) THRAIEMKMIDIER PO bz, AFE
J Bk AR T 2 Ja AT L7z 19 Bilrh 16 1] (79%) TR R L

RAFEET-E LR S2hoTz, 7Y O 2 FlET— 215
EMEE X . 1 BNERIERI R IADNE R U, 1 BIEIR 23 B &

N5 LREMBITED Lotz

i i MRV A DRI & <L EPRE LY b RIS
PRELNDHEE LU,

AR VBB OWETH D05, PARNIFE TRHIRDEE)> > 7 IEFN %
T 5 HERRERONREZ AT Y . WREBD TV D,

G PRI ERR A4 | IRFRAR R

Surgery vs medical treatment in the management of

PFAPA syndrome: a comparative trial

Erdogan Firat, Kulak Kudret, Ozturk Ozmen, Ipek Ilke

Ozahi, Ceran Omer, Seven Huseyin

Paediatrics and international child health.

2016;36:270-274.

PFAPA 1254 2 WRHIANRR & RBERE AT D0 R &2 i3 2,

WHET A >

& A1 & BLEHTSE




vy Tr s 2008 4F 1 H ~2013 4= &£ TD 5 I H SRR &/ NRF o

IKZ 37 LT PRAPA B 6t & L, WERRIINERRE
(Group 1) & RHEREHTEE (Group 2) 12431 T, Hulshast

9 %, PFAPA (X Thomas DEHEZ o, Wihud PRI %
T TR,

xRHE (P) PFAPA B

R A Group 1 : BIEFFDAF LT L R=> 1 Img/kg/InldDH[A]

AN - fERRKT- (B fRTE

or I) Group 2 : kit =77 / A NEIBR

x5 (C)

E/2T v N A
T RAKRA b (0)

AR - Wi, RO A HE

i R

Group 1 233044, Group 2 2375 4 CTh -7, M
1L Group 1 CT23.6 0H, Group 2 T24.00H Th-o7=, F
PIRAERIERIZ 5. 8 [A1/4F vs 1.8 [BI/4E (p<0.01) | “FHFAME
ML 2.2 H vs 1.1 H (p=0.03) & Group 1 &Mz LT
Group 2 CHEICED > T2, SEHAREEIEE 1.1 vs 0.1
[F] & Group 2 TR o 72 (p<0.01) ,

it i AT vA FOHBEIFE L U TR ERE - 5
Al ARl A BITRD -~ T2,

a A b HHAANEITZ V0D, WIS PRI TON TR 57,
AT vA FOHOM M TR T & i U TRIETRI%)
RPMENZ EDFEH ST,

MG LI ER A 4 | IREBRR R

WEEX A bV

Could familial Mediterranean fever gene mutations be

related to PFAPA syndrome?

Celiksoy Mehmet H, Ogur Gonul, Yaman Elif, Abur Ummet

Fazla Semanur, Sancak Recep, Yildiran Alisan

Pediatric allergy and immunology : official
publication of the European Society of Pediatric

Allergy and Immunology. 2016;27:78-82.




HHY

PFAPA 835 D MEFV BnF AR OF L, BREER & B
AT, TR % i35,

WHETH A >

% Al & BRI

vy T 4T

x5 (P)

R A

IrN - fEBRIKF (B
or 1)

PIE (0]

ERT T N LG
T RAKRA b (0)

i

I Ak AR TIH /2, AT A ROFEHOFRE, a/LeFfH
HOBEBEDTH N O HDHTHY | RIS E T 5,

M LIPS ERE 4 | IR

TEEX A PV Consensus treatment plans for periodic fever, aphthous
stomatitis, pharyngitis and adenitis syndrome (PFAPA):
a framework to evaluate treatment responses from the
childhood arthritis and rheumatology research alliance
(CARRA) PFAPA work group

ERA

MigkA &R H Pediatric rheumatology. 2020;18:.

HE PFAPA JEGRE OTRFRIEICBI T 2 et

M7 A v SCHREFA

vyT 4T 2015 4E|Z PubMed % FH\U T 1987 #0265 2014 H- DK D PFAPA
SEEREIC B3 2 SR DR R 21T > 72,

x5 (P) P FAPA JEfRE & 21 L7 B3




ey LN

N - fERRIA - (B
or 1)

x5 (C)

Skl

T2 T v b AEE
T RAKRA b (0)

PFAPA % ED K 5 IZZWHEIRT 27, o —REISATHOI T
WOIRRIHI N AR T D 2 &,

IS

SCHRFRFRIZ X 0 PRAPAJEMERE DRI B L C, Wk AEHE L BR
SNEMEZFRE LTz, FIBRIEICBELTT1) MEw. 2)
ATuA RIEHE, 3) alteTFrHLWET ATV UICED
T 4) HFERYkEEHFIRIC & D155 — A 2008 &
LTIThN b Z N yhotz,

SCRRIRERIZ & 0 4 DD PRAPA SEWEREL b9~ 2 — MR 22 TRIE
A Sz, A H%ERRER: & T2 o4 AMEICE L TREE
TRETHD,

A B

SCERRRZRIZ K 0 PFAPA JEMEREDOIRFERIUL B L TR L
TRITRHICX 208, ENENEIREEE L TR L2 Bl
W L TIRIARENTE LT, =X AN— A =4
YTIEH DM, FEIEICZ LWAlES 5 5, PFAPA SEMERED
PR SNIIRIRIEOA AR OB L TS %o
FERETH D,

RSP B E 4

= KA

PFAPA syndrome: a review on treatment and outcome

FEESA A RV
EHA

Vanoni Federica, Theodoropoulou Katerina, Hofer

Michael

MERE4 B H

Pediatric rheumatology online journal. 2016;14:38.

HHY

PFAPA SEEREDTEIRIE & 7 7 N 7 DZBET D05t

WIeT A v SCHREEAT

vty T4 PFAPA JEEREDIERE E 7 7 B MB350
x5 (P) P FAPA JEERE & 22 L7 B3

ey 0N 2L

N - fEBRIAF (B




or 1)
x5 (C)

T2 T v b AE
T RAKRA b (0)

PFAPA JEERE D BLTE DIRHEIE DR & RIREBDT 7 K 1 A2
RE9- 2 ke

IS

AT A RIZ X ZIREIE PRAPA JEERE DI IR EICH T h
%o Flo, aVeF UKD TIITAEREBZZ N5, H
EEIEROBRERICHE T RE Th D, Mk HIFIE—Ho
BEICADEEZONDN, TET VAR EEFE LD
7o, FHNCHR L, A7 uA FOMERBIOMHNEE LR
WEB 72 EREBI 2RI L CHEfT T RE TH D, 77 FHAIC
B8 L Cid PFAPA JEBREII/NEHINCRIET 2R & SN TV D
M. AR LT 2RER S H Y . EMofEIZE L TIEs
BDOTET U AEEPLETH D,

ki JEn

S AR F ORISR S TE BT, TEF YA LU
1&1/ \o

ML aEES | —Hki

Is colchicine more effective to prevent periodic
fever, aphthous stomatitis, pharyngitis and cervical

adenitis episodes in Mediterranean fever gene

variants?

EEL Gunes Muhammed, Cekic Sukru, Kilic Sara Sebnem

MigkA &R H Pediatrics international : official journal of the
Japan Pediatric Society. 2017;59:655-660.

H#Y PFAPA JEMRFFIEE OREZH NI T D2 &

g A PFAPA SEMG R FEE DB ST

vy T T Uludag University Faculty of Medicine “C 400 {41 PFAPA

BE R AR X ITHRE LBt BE YR, IRRA,
MEFV &A1& T fEHT (n = 231) IZBI L THGT L7z, F7- 356




Ta/NLe F AL DIBENMTONTE Y, ZDOIEEDEIZE
LTbhbmBmat L7,

xRHE (P) 400 15> PFAPA H

R A 12 AMOareFiEE (5%, 0.5mg/day; 5-10 5%,
A - fERIAF (B Img/day; >10 5%, 1.5mg/day)

or 1)

x5 (C)

E/2T v N A
T RAKRA b (0)

MEFV s FfEbT & 2L b F 180S0 Eaf%

i R

2Lk F UIREIC K Y PRAPA JEMEREFA E COMIRMITA RIS
fER- L7 (18.8 days vs. 49.5 days; P = 0.001) , =2/l'k
F AR EAT > TOIRWERFE TIE MEFY 5 1T 217> 72
JEFIOD 5 B, BEEE DO MEFY 185128 5 (M694V, V7264,
M680I, M6941) D & B IEH|% Group 1, & DL MEFV i&Efx1-
255 (K695R, E148Q 72 &) DIERI A Group 2, ZEFD 722V MEH]
% Group 3 & L7=, Group 2 Tl IgG, IgA Mo N—7F L
i L CTHEIZE Do T, AL e F 2 DZEZHRITMEFV B
FERD I DIEFHI CTEREDIRVERF] & ol L CHEIZE D>
72 (96% vs. 80%; P = 0.003),

i i

)Lk F R LV PRAPA SEMERED FR £ COMIBIIAE
\ZHER L7-, F7-. =Lk FUi5ED MEFV s 748 B35
BN F RN A2 0 9 5,

A b

BEIIEIC LY EROBRBAEDNIZ, 2 T O
R& TR HIRF & L CMERY A4 R o B9 2 al etk
DRI SITEH, € OWF7e EOREMIZE L T4 RIOHFFE
TIRENTEL T, ARTET VADFRMPLETH 5,

G LD E R 4

= AAC

HgEH A NIV

Periodic fever, aphthous stomatitis, pharyngitis, and

cervical adenitis syndrome — PFAPA syndrome

KL

i

Wekell Per




MERES & H

Presse medicale (Paris, France : 1983). 2019;48:e77-

e87.

H PFAPA JiEGRE DB AL =D\ T Off
T A > SCHREFA

vy T PFAPA SEMEEEIZ DUV T O

xRE (P) PFAPA JIEfBHE & 2 S 7o /B
RN Skl

N - faBRIK T (B

or I)

x5 (C)

ey N N 1]
T RARA b (0)

PFAPA JEMEREIZ DU T DR

i R

AT aA NIERFMUNICHEEAS 570, arFazxroaAf
NIZ L DTERED— R TH D | FEEFFZ T L R= 2 F 7013
HAZY COHEBIFRERHIRTHL EEDNATWD, L
L7 B AT | A RNIZ & 2 I VEMR O RHE & FEAEBEEE D¥EMm
TR ENTEBY ., £1-A2AT 04 RICIEIRLZSCAIRPE E 7
COEMPRER b H D, EFMEIER L LT bR DR
FFEESCHNIEME S A~ DB SN TITA % & b7 HAFFEN
VETH D, RIEHFICOWTIE, 2950 F & MMk
HERIZH-5< 2014 4£D Cochrane report £V . ki HfT
(K O RIEDOFIIBED 2 7 AT 1 EIDD 2 4RI 1 BIFREE &
TR L, BIEOFHEMM b L L ORERH 5,

fEEm ak

a A b — IR IERER DB I E SN TR, T EF AL
NOUTIERWEE 2 5,

WS L PDERMERRE 4 | —mAChd

HgEH A NIV

Guidelines for the management and treatment of
periodic fever syndromes: periodic fever, aphthous

stomatitis, pharyngitis and adenitis syndrome




Terreri Maria Teresa R A, Bernardo Wanderley Marques,
Len Claudio Arnaldo, da Silva Clovis Artur Almeida, de
Magalhaes Cristina Medeiros Ribeiro, Sacchetti Silvana
B, Ferriani Virginia Paes Leme, Piotto Daniela Gerent
Petry, Cavalcanti Andre de Souza, de Moraes Ana Julia
Pantoja, Sztajnbok Flavio Roberto, de Oliveira Sheila
Knupp Feitosa, Campos Lucia Maria Arruda, Bandeira
Marcia, Santos Flavia Patricia Sena Teixeira,

Magalhaes Claudia Saad

MRt s B H

Revista brasileira de reumatologia. 2016;56:52-57.

HHY

PFAPA SEMERED T A KT A4  ZERRTH Z &

T A SCHkAR R

vty T4 PRAPA SEERED T A BT A AT D72, 806 A D ik
LB a—L, BEII7z 32 AOSCHRIZHE-SU T PFAPA JEME
HOHTA T A EERR LT,

x5HE (P) PFAPA JiEfBRE D B

e ilE A Skl

I - fEBRIKF (B

or 1)

x5 (C)

E/2T v N A
S N A N (0))

PFAPA JEMERET A KT A > DK




f(?n S

PFAPA JEMEREZ D AIREME Z RIR T ST T H o022 D7 ) =
AN T EATF 2 AT LTI OTREA ERIM AT HE THRAIC AR
(R D 720 NI E IR 0 3T RFIZFEIR D 72 N FE B
Rk, BHERMIE AR 25610 ET 5, LEE LT
Do

PRAPA SEMEREDORA L L TIT O RELMAEIT > D7 U =T L
7 T AF = % LC PRAPA JEGEREIZ R B 7 A 1 AT
T MMOEBDORIMNZ L V2T 5 LEE L TWD,

PRAPA JEERE IS 2 RO ERIZ?2 D7 V= r <
AF 7 2% LT 2 RO RCT (TR OA AERN RS
TE, mmmﬁﬁﬁ#%%@iﬁ@E:%%waéﬁA
RIWEEA~DSIHENZ LB BB _R&E Th o &
LTW5s,

PFAPA WIIREIZHBIT D aLTF arxrTuf ROERIZ?2D7 Y
=N ZAF 3 4% LU PRAPA JEEREICBW T L R
=1 1-2mg/kg DEHIIFHEI L THBTH D &ibsim
fHF T 5,

PFAPA JEMEREIZH31F 2 IL-1 inhibitor O&FENI 2 5 27 )
=HNT EATF 3 kL TIE, PRAPA JEEREIZIS 1T 5 TL-1
B inhibitor IZAZNEZEZ HNDHD, DD —ALKR— |
LLDZET A THY, 5% RCT BB TH D & flamft
FTW5,

it At PFAPA SEMEREICBIT 2 5 2D 7 UV =7 = AF 3 IZxt L
THZE LTV,

SPIEN BHTHY, TEF A LUTRNR, EREh O k%
A—DODOxTET A L~YL TRl LTV % sUERHIEC & 5,

WS ERES | =i

FEEX A L Physicians’ perspectives on the diagnosis and

management of periodic fever, aphthous stomatitis,

pharyngitis, and cervical adenitis (PFAPA) syndrome

g

i

Manthiram Kalpana, Li Suzanne C, Hausmann Jonathan S,
Amarilyo Gil, Barron Karyl, Kim Hanna, Nativ Simona,

Lionetti Geraldina, Zeft Andrew, Goldsmith Donald,




Kimberlin David, Edwards Kathryn, Dedeoglu Fatma,

Lapidus Sivia

MRS & H

Rheumatology international. 2017;37:883-889.

HHY

P FAPA JERAFE D2 Wr B AE D fESL

TV A RAWTAITZE

vyT 4T Childhood Arthritis and Rheumatology Research
Alliance (CARRA) & Pediatric Infectious Disease Society
(PIDS) DEBEIZK LTT v — &7 572,

x5 (P) CARRA =B & PIDS =5

20N KBICKT BT v — MREDT- D, MASSERRIK T xR

SN fEBRIRF (B | BEZR EORGEITR L,

or 1)

x4 (0)

ey N N 1]
T RAKRA b (0)

(1) Z B PRAPA JEEREDZWHZ AW TV D R L O
(2) JBEHEHZE L TRE LT,

i e

21T NDZB X VIEERH Y . 2 < OEIZEEDPOMAH 225
Boxzry—F (95%) . @O Y — NHOEERD
B (93%) . @l ORR L F8#E (81%) OZKrkiEs H
P LT\ e, —HTEEOBRIEEIL T1% DB THWY
HNTELT, 33%DREIZEHIFHADHOMMN—ETH D
ZLEEEALTELT, 19%0E81X0N%, Rk, W
FEROAUZREEHR L TWRWhoTz, 72 58%DEEN A
TuA RREHTH E2EEHR L T, MRS <
DOEEFE N AMER EF- (69%) , CRP _EF-(90%), ESR _E5H-
(86%) 7% PFAPA JEGAEIZ SR 2 i A iy L & [B12 L7z, TRIR
L TiEarFazxTas R 87%) | fiEHE (61%)
VAFUL (48%) | WA (57%) OBEREL, 3L
FazTuaA RiZZ0HH BwBNARh A L, Rk
1% 68%3 %N & MIE LT,

i

P FAPA JEERE D WL HE L {5 T EHIAIEH I LD KR&E R
R S%LZEENE, IBEEOa Y AL MLETH
%,




I A b FRBrFSE & LU CHLUR O OB BT 50, AFRIZL Y
HA RTA v OHELEERTE R EICHETHERITELNLR
AN

S LIDEERE 4 | —iwmAchd

JEEX A PV Familial Mediterranean fever and periodic fever,
aphthous stomatitis, pharyngitis, and adenitis (PFAPA)
syndrome: shared features and main differences

R Adrovic Amra, Sahin Sezgin, Barut Kenan, Kasapcopur

Ozgur

M4, & H

Rheumatology international. 2019;39:29-36

H Y

FMF & PFAPA O#ERIIZ-DUWT

WFET A SCHRAFA

T4 7 6 4 CHATHEDNES L T R T — 5~ —
A (PubMed/MEDLINE, Web of Science, SCOPUS) Z HW T, LA
TOHZETHE LT (childhood familial Mediterranean
fever, FMF, periodic fever, aphthous stomatitis,
pharyngitis, adenitis syndrome, PFAPA, Marshall’ s
syndrome, autoinflammatory disease, MEFV, and
colchicine),

x5 (P) FMF 83 & & PFAPA (85

g ZIN EkL

AN - fERIF T (E

or 1)

x5 (C)

E2T v N A
T RAKRA b (0)

FMF & PFAPA [ DWW T DR




i R

R L CiEaLF axT oA R Ing/kg O HE[EEE TR
RBRH DN, FIETHET D, —HOEE TR LI
HRBIIENMEET DGR H 0 . FEED TR TRk
WSS L7220y PRAPA BRI 1E MEFV 38 128 B3 BEsE L C
WD ATREMEIZ DWW TR LT 5, E72, PFAPA D FEMERRIC
IL-1 2888 LT\ 5 Z &7 PRAPA VBRIV T, IL-1 i
FBINHZToH D AREMEN R S h, —H O Tl APA /&
FATH U IL-1 ZRIRAET R 2 LR D B - T,

il A J Bk AT 73 750 72 iE 51 CUE MEFV &+ D28 F 3B L ¢
WD RIBEMED YD D, E T2, TRIRIZOWTHL IL-1 BHERH X
IREREMER D D,

TALD —EOWMEIHESNZHLDOTHY, =BT VA LU RN
EBEZD,

HELIDEER A4 | =i

Periodic fever, aphthous stomatitis, pharyngitis, and
cervical adenitis (PFAPA) syndrome: main features and

an algorithm for clinical practice

EEL

Batu Ezgi Deniz

MegE4 & H

Rheumatology international. 2019;39:957-970.

H #Y

P FAPA JEEREDFFHH, FRIKBEGCOT VT Y X AIZEET 5k
B

WrgET A SCHREFA

vy T T Cochrane Library, Scopus, MEDLINE/PubMed % f\>"C PFAPA
FEMREIZ B9 DIEGIHR A . RS, MaticB L TR L
7o

5 (P) P FAPA JEMERED B

e N AL DTZDF K72 L

AN - fERIF T (E

or 1)

x5 (C)

T2 T MO LFHE | REOTZDE KR L

T RARA b (0)




f(?n S

PFAPA JiE BERE D ERIRIIRHS, W EEUE, MATTR., 8RR
Wi, 169, THi. TRIELTLE2—LTED, RENIZ
PRAPA SEMERFIZV/NEINZHIET 228, R LT BIRIET S
BlH &V | APl PRAPASEMEEERIN D EIEIZ R B2 LT
Sk LTS, Fio, PRAPA JEMEREZ H CRIEMIEBERE) O
AT 22 LIXRETHY | BIETFEARICEAL TRETDHZ
EERHEEL TS, EanFaRT oA NEEEGEE =
NEF AT THH L2 F R L TWD,

PFAPA JEMEREICRI U TR A IER LT,

a A b

N

IO THHTET VU ARRWZORANEE L EE X
5o

RS DA B A 4

= A

oM

ZA bv

oyl

o

Colchicine as a therapeutic option in periodic fever,
aphthous stomatitis, pharyngitis, cervical adenitis
(PFAPA) syndrome

EEL

Butbul Aviel Y, Tatour S, Gershoni Baruch R, Brik R

MRt s B H

Seminars in arthritis and rheumatism. 2016;45:471-474.

HHY

o)Lk F 278 PRAPA SEERE D FNESEEE DR FIZH 53 50D
FRat

T A Z v B S EEGRER

vy T T PFAPA JEMRRED B 18 4 Z1RIEHE (n=8) &= hr—L
e = 1027 & 2B L, WERE RO 3 7 AITHEEFER
WL U RICIRIFRIECIE 3 AR a v e F > (5%, 0.5
mg/day; 5-10 7%, Img/day; >10 %, 1.5mg/day) &5 L.
2 b — LEECIIRImEE 2 oS T,

*RHE (P) PFAPA JEMERE D B 18 4

e iE A TN ave FUgs

I - fEBRIKF (B %52 : PFAPA JEfEREBRE

or 1)

x4 (C)




BNyl N N ]
T RAKRA b (0)

FEFIIE H : PFAPA JEMERE DR EBISVED BEEE

IS

TRIEBRAARTD 3 7 HICBWCIRERE & 22 b e — L EEORAE
DOEHFIZEIT 2 o7- (4.9 vs. 3.2; P =0.12) , JAIEHH
B2 D 3 7 HIZEBW T, 1RREIZIV TR GaAT & Hoik L
TRIEDOEEMET L (4.9 vs. 1.65 P < 0.01) . —F
2 b — LRECIRIRERT R CRIEDERIC AT R -T2

(3.2 vs. 1.5; P =10.33) ,

il A PFAPA JEBEREIC K45 2L b F o F G I3RIED[E$ % B L
9%,

EF AN DEHIOHETIEHDEHDODT o Z MMEEGRBRTH Y |
PRAPA JEMEREIC X2 2L b F &5 OfF At 278 L2
Thb,

MIE(LIDEERE 4 | Zim i

Evolving Frontiers in the Treatment of Periodic Fever,
Aphthous Stomatitis, Pharyngitis, Cervical Adenitis
(PFAPA) Syndrome

Rigante Donato, Gentileschi Stefano, Vitale Antonio,

Tarantino Giusyda, Cantarini Luca

MegE4 & H

The Israel Medical Association journal : IMAJ.

2017;19:444-447.

H i P FAPA JEMEREDIGHIEIZB T 2 #aik

T A v SCHERFFA

vy T P FAPA JEERE DIGHRIEIC BT 2 E A ERL L T D, GO
PRSI ZBE L CidRddiie L

x5 (P) WILDT= b F K7L

£y LN RO OF KL

IrN - fEBRIEF (B

or 1)

*t5 (C)




BNyl N N ]
T RAKRA b (0)

PFAPA SEMERE D EARIIEZ KT 27 7 N 1 AT DD
YERK,

IS

PFAPA JEMERE DS IBHIE DRI BT D i 2 1Rk L 72,

ik i PFAPA JEEREDIARIEICET 5 a v o RIFEEET, 45
% O SCEREFE DS L EL,

aRX vk il T D70, BRIV ERFTT %,

S PPEERE 4 | —imAhd

TEEX A RV Long—Term Outcome of Classic and Incomplete PFAPA
(Periodic Fever, Aphthous Stomatitis, Pharyngitis, and
Adenitis) Syndrome after Tonsillectomy

E g Lantto Ulla, Koivunen Petri, Tapiainen Terhi, Renko

Mar jo

MRt s B H

The Journal of pediatrics. 2016;179:172-177. el.

HHY

PRAPA JEMEREIZ 3T~ 5 Ak Il O IR R O FEt

WrgeT YA % A & B
voT 4T Oulu Unoversity Hospital (23U T 1990 #0>5 2007 =D

N Rk Al 2 i T U7z 12 R o i 3, 852 &1 A1)

TR L. 209 b 5 AL EOFEFEEZ BB LT ER] &
S U7z, oo iR X0 Rk i 2 5 7 L 72 3, 030 il &
Broh L. 825 il A4 MG L7l R 132 BN FE BN DIER 58 80 7=
72, D132 ADHH 119 ABFESIICFHE L, BEEO
B, ERECOEM., 7 — MR TREZOREIZEE
LT L7z, 1IBICT—ZDOXRERH Y KA 108§
Z AT LT,

*5H (P)

Bk A 2 fiAT U, 1BPRANC 5 RILL LR AR 7o i




ey LN

N - fERRIA - (B
or 1)

x5 (C)

;R BEAR
ﬁ% FRbkdE AR 2 AT L. TR
L

(2 5 [HILA R DT BN R

T2 T v b AEE
T RAKRA b (0)

P FAPA JEMERE DI UE 2 7= L 7= B 1281
DIRHETHF

% e B At

IS

108 #| > B D 95 B 58 5l A3 PFAPA JEMERE D2 FLUE 23 7= L

72o PFAPAEMEREDZMIAIEZ G- LIZEBFED O B 97%

(56/58) TRk M ICHEDNSE LTz, F7=, PFAPA JiE
GEREDZWIEEZ i 7 S WA IZB W T HIRE RIL R AT
Toh o7 (100% 50/50) . VEFEE 4 B CTREDFEZRD
2o D95 3BIIE PFAPA SEGREDRZMIEEL - Lz, €
DI L, 1TENTERPEMTHY | RBBEOALTH T,
1 BT FEE R T 2 56 T L, BEUILE L, &9 14
IR DY B SRR L7,

i PFAPA JEMEEE I L CRAkIE NI I A E B2 Hivd,

S % A1) & BIEZE Cldd 5 A3, PFAPA JEMEREIZ 695 R bk
HfroF AEZ R LA 725w CTh 5, Rk 2 5ifT L
TREDOHDOKRAMEBEMETH LI, BINASA T A7
EOFREMEDLH Y . S%AI X BIEMESCRCT 2 XD BT
VAEREPVLETH D,

ML PPEMERE 4 | A

PEEX A RV PFAPA Syndrome in a Population with Endemic Familial

Mediterranean Fever

EEL Pehlivan Esra, Adrovic Amra, Sahin Sezgin, Barut
Kenan, Kul Cinar Ovgu, Kasapcopur Ozgur

MeEEk &R H The Journal of pediatrics. 2018;192:253-255

B PFAPA (2% B AMEHOTE R % DR & MEFV & {s 748 F oo B
22OV T

T A v % RO BLEF ST




tyT s ARZ T =D 1 DORFFEPET 2010 4F 10 H 225 2016
6 HETIZE—D/NRY 7~ FHEIZ LY PFAPA &2l
ST 562 BlOB Rk E S LTz, BahEgIlc T, BT
V= RRJEMR, BRFEE, WREIR (T vaanFaf R,
aeF o, Rk, 77 4 FoERkR T EE
Te) . SNRHTERR & T T AR DWW CIREE L7z, TR
(DWW TIERMPELN S/ — BB/ RS 8 0 0> 3 BEREC A =
TILLT-, S 512, kT FMF WA - USSR &
AL TWDHEAIX, MEFV BB T OERIZOWT HEHIE L 7=,

x5E (P) PFAPA H#

ey N SARHOTERR (R, 77 /7 4 KO ZRPkE D) . MEFV

IrN - fEBRIKF- (B AR R

or 1)

w5 (C)

T2 T U A L
T RRA 2 (0)

SABHETE R DA BIE, MEFV 3125 5 0D 5 8

i R

562 JEFID 5 B 359 i (63. 9%) DIBHFFHAN ATRE T - 72, L«
P 204 5, FME 165 B CHRAEFEITHRAE 18 » A (2-96

H) T, 2l S Fls o I il 41 » A (10-123 » A) & -
2o AMEHHOTRHRIL 1568 1l (44%) TITdodL. 12 Bl (3%) 1L mpkHH
IR DI TER Y D 146 il (40%) 1L 77 / A K 1 2Pk i
DATOITZ, SEHEIR DM T OV - X FE I 47.91219. 3

i A Chotz, SVEHITERRIE 127 B (80. 3%) TR A FLfR
DG DI, 6 451 (3%) ITARHIRIC IS TH Y | 25 B
(15. 8%) TITFAFMEE DA E 72 (17,5 [Bl/4E—7. 3 [A]/4)

R8T (P0. 05) , ANEHIOTEHR & 52T T E B TlIsz i T
UMIE & Bele LA B IIER ORI 2385 7> - 72 (P0. 05)

F 7o, MEFV B 7T IZ 93 B (25%) TIToiL, £D 55 51
il (54%) T exonl0 (Z~T B A MERZFB DT, AFHITEHE
WCHESE B L <IE—EBE06 LIZIEFID 9 5 11 A (52, 4%) 23

exonl0 O~T A MEEREZA L Tz,

i

SEFHIIRIEIC J 0 R IR 808 . MEFV it 2558
SRR O MBI I B 15 2.5 TR B B




aRX Uk SEHIRIEZAT S TIEBI D720 TH . MOTEREE A LT

DIEFIAFAE LT W AARENER DO A OFER & 1XF5 W87
o 72 MEFV BT IZBSER TIH T T vy

@\#ﬁiiﬁaﬂmgkﬁzéo

S LIDEERE 4 | —iwmAchd

JEEX A PV The First International Conference on Periodic Fever,

Aphthous Stomatitis, Pharyngitis, Adenitis Syndrome

E=pd Harel Liora, Hashkes Philip J, Lapidus Sivia, Edwards

Kathryn M, Padeh Shai, Gattorno Marco, Marshall Gary S

M4, & H

The Journal of pediatrics. 2018;193:265-274. e3

H Y

PFAPA JEMEREDEIFER S LR T 7 b DG

W7 A PRAPA SEMEREDEBE S LR Y 7 L OFREL
T PFAPA JIEEHE D[ER S 2 R T L O

x5HE (P) BT DF KL

e 20N WD T=OF K72 L

TN - fEREF (B

or 1)

x5 (C)

F72T7 U M LAFHE | OO F L L

T RAKRA >k (0)

b PRAPA SEEREDERE S R ¥ T A ORI Z R LT,

At e PFAPA SEMEREDERS S BT MO A VERR L=,
= S OV TN ALR— FDTZDBRANEE Ly,

R LD IR B 4

=Y




Periodic Fever, Aphthous Stomatitis, Pharyngitis, and
Adenitis Syndrome —Is It Related to Ethnicity? An

Israeli Multicenter Cohort Study

Amarilyo Gil, Harel Liora, Abu Ahmad Sabreen, Abu Rumi
Maryam, Brik Riva, Hezkelo Nofar, Bar—Yoseph Ronen,
Mei-Zahav Meir, Ohana Orly, Levinsky Yoel, Chodick

Gabriel, Butbul-Aviel Yonatan

M4, & H

The Journal of pediatrics. 2020;227:268-273

HEY A AT T)UITET % PFAPA SEMGERE DRSOt

W7 A v % A & RIS

Y A ATTID 2 fEFRITIBNT 2014 4E 3 AN 2019423 A D
M52 L7z PRAPMEMRRERE 2% A M S ITHRGET LT, B
b DR 2 [FIFRFIICIBIR LR I BB & ik L7z,

x5 (P) PFAPA SEfGHE B

FeilE EIA B BB

AN - fERE T (B

or 1)

x5 (C)

FAT N LEHM | PRAPA SEMERE R DKM

= KiRA >k (0)

i R

P FAPA JEMEREB T 303 4, XUE Wi BB 475 4 23l S 4
72, PFAPAJEMHEEE 1TRE S EDBHE LIk L THEIC
FAE (3.0 vs. 7.37%, P < 0.01) , HiygE AN L -
7= (59% vs. 36%, P < 0.001) , PFAPA SEEHED B IZIU
CHi A TR IR i AR & P U CRSIE AR M <

6.3 %, P <0.04) , BZWERIMED ST
(4.87% vs. 6.3, P < 0.04) ,

(2.8 5% vs.

=4
£

o
E=1

A AT L@ PRAPA JEBERE AR A 2BV T AFRDMVERFEBUZ F
H3 5 A[REEN R S Tn, WRISAFEET Digfn BB
LTS ROBRFRETH 5,

I A b

PFAPA JEfRHE D SRR R N & 5 Z & 2R3 5 Wi
ThHH0, AARNCBT2AMAECEL TIIAATH S,




G LI ERE 4

=l AHC

YEEEX A MV Periodic Fever, Aphthosis, Pharyngitis, and Adenitis
Syndrome: Analysis of Patients From Two Geographic
Areas

R Batu Ezgi D, Kara Eroglu Fehime, Tsoukas Paul,

Hausmann Jonathan S, Bilginer Yelda, Kenna Margaret A,
Licameli Greg R, Fuhlbrigge Robert C, Ozen Seza,
Dedeoglu Fatma

MRt s B H

Arthritis care & research. 2016;68:1859-1865

H Y

KLzl 7 AU HIZEIT 5 PFAPA DKL, MEFV &fs 2820
A4, Eurofever 7 94T VT OARMOE AT 5,

WHET A

& S0 & BIERTSE

vy T4

x5 (P)

ey N

TN - fEBRIEF- (B
or 1)

x5 (C)

ey N N 1]
T RAKRA b (0)

il A

AR Kz 7 2 U BIZ31F 5 PFAPA DR, MEFV &{5 A RO
HEEZELCTRBY ., IBRICETAEHIT W0, Bk &
15,

S PDERNERRE 4 | ISR




RREX A L Surgical outcomes and unique histological features of
tonsils after tonsillectomy in adults with periodic
fever, aphthous stomatitis, pharyngitis, and cervical
adenitis syndrome

E=pd Yamahara Kohei, Lee Kana, Egawa Yuki, Nakashima

Noriyuki, Ikegami Satoshi

Auris, nasus, larynx. 2020;47:254-261.

% NFEIE PFAPA (2%~ D AANBHEIE IR O R 2t L. 1B IER
PR DI B AR & g4 %,

WRT VA % A & Bl

vy T4 2014 FE~2018 -\ H ] i SEFR IR & BRI BT
Padeh @7 7 A 7 U 7 TizWr 4V il NFESE PFAPA [BH 5 44
&L AR MRl AR~y F BRI EE 154U
T B AG & bLi U T,

*RE (P) PFAPA H¥

e ilE A J Bk AR L

I - fEBRIKF (B

or 1)

x5 (C)

FeT T N LFHI | BB EOBEE

T RAKRA b (0)

il A

5 4 A CTHREFENEIRIE S L=, 18Rk 2 DRk G &
HEg U TR MBI A CD8Hu s 7 < . /NRIZEBIT A
PFAPA DR & [RIRECTH - 7=,

i WA PEAPAS B 5 L C R B L (2 B o o 7
2 A b FRNFBIEIZIRE LTV D R EIEFIEN DI Sns e v

A L~YL & LTEE Y,

R LD SR B 4

AR A R




The role of tonsillectomy in the Periodic Fever,
Aphthous stomatitis, Pharyngitis and cervical Adenitis

syndrome; a literature review

Forsvoll Jostein, Oymar Knut

M4, & H

BMC ear, nose, and throat disorders. 2018;18:3

H Y

BRI A

review

vy T 4T

x5 (P)

RN

IrN - fEBRIKF- (B
or 1)

P (0)

E/2T v N A
= KRA vk (0)

IR S

i

AR /N PRAPA 12569 2 @bk i o L e = —, 2 -5 RCT & 28
DIF—A Y —=RANHR 5,

LI ERRE 4 | IRk B

FEEESA A RV

Long—term follow—up of tonsillectomy efficacy in

children with PFAPA syndrome




EHH

Aktas Ozturk, Aytuluk Hande Gurbuz, Caliskan Sebla

Kumas, Erdur Omer, Cirik Ahmet Adnan

MEsEd s B H

Brazilian journal of otorhinolaryngology. 2019;85:78-
82.

H R BkAE AT 2 BT L 7= PRAPA BB (2331 2 3 EHEE 2 Mt L
77

W7 A v % A In) & BIEAITSE

tyTr 4T 2009 4 1 A5 2014 4 11 A £ T2 hvaizilsir 5 Zhtiskic
B TR AT 2 i1 T L 72 PFAPA B3 23 44 207 L b 1
MWHIZ1EL, 1220274+ —7 v 7 LT,

x5E (P) PFAPA H#

RN J Bk AR L

N - fERRIAF (B

or 1)

x5 (C)

FR2T U M LRl | FEEGEE

T RAKRA b (0)

i R

214 (91%) TIRAENMHI STz, 1 BITFINER 24 B TR
ER R Gz, 1413 3 BIEMELRBO A, Fiitk 3 22 U
Ml IRIELR DRI T,

s i AP TS PFAPA BRI R & 5.

oAb 234 EDBOREIT, 120 A LW IHIFEWRO 7 e —7
v THYTEF A L~YLE LTEE L RV,

W LIDEERE 4 | IR

JEEA A MV The First Case of Adult-Onset Periodic Fever, Aphthous

Stomatitis, Pharyngitis, and Adenitis Syndrome with

Splenomegaly in Iran




EHH

Abolghasemi Shahla, Atashi Hesam Adin, Paydar-Tali
Elahe, Olya Maedeh, Zaferani—Arani Hamid

MEsEd s B H

Caspian journal of internal medicine. 2019;10:231-234.

HHY

JLAEE % £ > 7= PEAPA DR A % 454 %

W7 YA >

FEG

vy T4

x5 (P)

RN

N - fERRIAF (B
or 1)

x5 (C)

T T v b AEE
T RARA b (0)

IS

Ay b JMLiE 2 £ > 72 PFAPA @ 19 5k DIER, 1RIEIIRZ A X2V &
EUTNAANDHRTEELTEY, SEIOKRGFCIERS &
‘d— é (e}

S LIDEERE 4 | IR

JEEA A MV Demographic, clinical and therapeutic findings in a

monocentric cohort of adult patients with suspected

PFAPA syndrome




Vitale Antonio, Orlando Ida, Lopalco Giuseppe, Emmi
Giacomo, Cattalini Marco, Frediani Bruno, Galeazzi
Mauro, Iannone Florenzo, Rigante Donato, Cantarini

Luca

MRS & H

Clinical and experimental rheumatology. 2016;34:77-81.

HHY

% N\ FEIE PFAPA O A Kiatd 5,

T A % A & BT

vy T Marshall & Thomas D27 A4 7 U 7 Ziil= LT2E A 30 44 O
RIEIR, TR &2 et LTz,

x5E (P) PFAPA FR4

FRia BA NSAIDs, 7 73/ 7=y, arbFr, AFuaAf R, 7

AN - fERRK T (B FTXRT TR T

or 1)

x5 (C)

E/2T v N A
= KRA vk (0)

AR S L <ITAEIRDH K

i R

NSAIDs (& 12 f5l, 7 b7 X/ 7 =034 6], 2L F ik
3B, AT mA NF18Hl, TFHXTIF1IH A FHX~T
X IHITHERA L TWE, a/beF 0% 2 28 complete
response (ZFE{EANHZE) T 142 partial response TdH o
77 A7 1A R 9 BN complete response (BB Ta
WHEARDIVE ) T 6 423 partial response THo7-, 7 F
X T LT XX~ THEHBIL complete response (R[]
THRABITIEIRPTHE LEIENTHEER) Thol,

At e IV FUNTHER N IR CHRIEEE N L, A7 8a 1 K,
TL-1 PRSI TIER OIHENZ R - 7=,

a Rk DEB D% A EBERFTETHY Z BT A L~UL KN,

MEELIPERERRE 4 | IRk B




WEEHA RV

Comorbidity of PFAPA (periodic fever, aphthous
stomatitis, pharyngitis and adenitis) patients: a case

control study

EHL

Lantto U, Kettunen S, Tapiainen T, Koivunen P, Uhari

M, Renko M

MEsEd s B H

Clinical and experimental rheumatology. 2018;36:129-
134,

Hi /NN Rk T & fi1T L 7= PFAPA BBEBEEL | kf5i= v b
17— LT OB O~ IR RO RBFRE L T 5,

TV A % A1) = Bl

tyTr s

x5 (P)

FEER

N - fERRIEF (B

or I)

x5 (C)

sy N N 1]
T RARA b (0)

i e

i

Xy b PFAPA (2543~ D IR PEIZ B3~ 2 REd#d 72 < . BRob &
60

S LD E AR 4 R Ak B

YRS A MV Periodic fever, aphthous stomatitis, pharyngitis and

cervical adenitis in Chinese adult patients




Wu Di, Shen Min, Zeng Xiaofeng

Clinical and experimental rheumatology. 2019;37 Suppl
121:116-118.

H A PFAPA FRF 2 I51T 2 B R BRI & it 5.

T A > % A1) & BIEHSE

vty T4 W E O B R IZ 3T 2015 454 A5 2018 4F 3 A I JFI M
FEATZ 2 LI 86 IO A D 5 5| Marshall o HHEZ 7=
L72 9 BT DU T DERIRAYRF TR IR BOGTE & #aT L 7=,

x5 (P) PFAPA fB3E

By TN T R=vry, attvFo, mkEH

I - fEBRIKT (B
or 1)
x5 (C)

E/2T v N A
= N A N (0))

FERGEE, JEIRDOTHE

i R

T R=y a3 THITERE S, 6 B TCrREEITIERDNE A
L7zo TBNTERANTIER S E R LTz, Wb S ERIBR O
BREIIRB O R0 o7z, /e F T 2 Bl THRE S 03B AE
B ORI 720 o 7o, AT S 2 # ThifT S s
FEANEBEE DWW TR D o T2,

i i AT a4 RIERGEICHEN S -T2, /e T L RbkiE
HAT I X VEBE BN h B 2 R D 7 o T2,

a A b DA D RN PFAPA (2583 D IR RS ME 2 3l L 725w 3L C o
D, TEF A LULHEN,

S L PR ERR A 4 JIRER Ak E

HERZ A NIV Long—term management of patients with PFAPA syndrome

EHRL Yildiz Erkan, Kuzu Selcuk, Kahveci Orhan Kemal, Ulu

Sahin, Bucak Abdulkadir




MERES & H

European archives of oto-rhino—laryngology : official
journal of the European Federation of Oto—Rhino-—
Laryngological Societies (EUFOS) : affiliated with the
German Society for Oto—Rhino-Laryngology — Head and

Neck Surgery. 2020;277:2335-2339.

H PFAPA O B3 DERIRHVFRHE & 16 W BUSHE 2 5 2,
W7 A v % A1) & BIEETSE

tyTa T 16 511> PFAPA FFH OISR SUGTE Z #3350

w8 (P) PFAPA B35

By TN TL R=vur . Rk

IrN - fEBRIKF- (B

or 1)

x5 (C)

T T v b AE
T RARA b (0)

FEVESAE

i e

12 BlIE AT oA REEEG CRIEBHER LI, 46IZAT 1
A FHER G TRIESHEAE T, R 21T Lz, =
D5 H 3BNIFAEDTER Uiz, 1 BNEFIED FRE L7228 4 4
D7 F 1 —HIZHIRITREIENPEER LT,

i AT EA FEEREGIC L5 80 R88A0 EGC IR LT 2
Bt %,
AR AT EA NHEE S CRIENNE LERITRD RV & OR#

W DN, ZNLLEOFEMIZAH, =87 X LU TR
Wy,

G LD E R 4

FIRFR B B




FMF1

20224EFERY) AL

#7cq TeE U= HESE ST
« FMFHEI BB\ C b b F 2 EINIRIT R BB E T 5 &, SOHED TRIZE b I
fFCE D, (RILOHENE :A)

1| TEMFRIZHT 5 2L e F o OHESET 2 | « FMFIESRRIGIZ 3T b b F 2 EHINIRIERE BV E T hICHESRE S D, a1 e F U ARGk

Lo TeBITRRO B L 2B ET 5,
(IRILOFENE = C)

[FMFIZxE3 2 il
VEE(H T % X< 7 ) OHESET 2 |

c FMFHUVBIBNZ 1T 2 I T X~ 7 O I, BEOHFRT 2 REHED a e F o ks
L THHRIOFRBFEIELRD L5 ICHRIND. IBILOMENE : B

« FIMFIEBURIGIC R 2 0 X~ T ORI, BEOTRT 2HEHAED 2V e F 2 & ikt
Beh L CHHRIORBIRIELRO D256, MEEEZT2ICRA L ETEOEREZERLTY
Fv. RIWOMENE : C

[FMFIZXR3 2 HUINFRIE (=& rvt
K, A7 VX< T77E) OHERRIT? )

« FMFILBIBIIZ 3 2 PUTNFRIE X, BEOFET HmAEO 2 Ve F U 2ikEiE 5 LT
BEIORBFEIEZ RO, HlIL-
VRIEDREATE WA ERIINEA T OGAICEDOHERZZBE L TH L. B0
NE i C

« FMFIE SRR 63 2 PITNFRRE O A I ZBLRE S CEHMEIARE CTH 0 . FEMRAICITHESE S
. RILOMENE  C

IFMRIZXT T 2 BB RE AT v A R
HOHELEL 2 )

* FMFHUBIBNIZ B W CRIB B AT a4 Reg &G 3 — IR S hiewn., 2720, @
OIEEETHNH] T X 7RV FMFOIER ZFEf17 2 BRI CTOEMAEAZZE L TH L. BILow
NS C

* FMFIEHUIGIC B W CRIBRE AT v A4 REG& 5138 RS CIXEHMERiETH 5. 72721,
1EDOIREE TN T X ROFMFOSER 2 /B9 5 B COEMIMER 25 E L Tb L. B
DRENES @ C

BFMFIFIZ BT D h U AT ORI, BRET I n A F—V 22RO 550, BF
DOHFRTHREBREO AN F U 2 EHANR L THHERORBBEELRBD DHEICEBIND
LRI, B

5| TFMFIZXI9 B BUIL-6FRIEDOHEN L 2 | VL (W FFX~7) PMEATERWBIRREBNCOW TR SN D, (IRILOFE
INE 1 B)
BFMFIEHIBNZ T 2 b U X~ 7 O IITBIR A TIEFHMERE TH 0 . A I3HERE S
. (IRIOFEN S 1 0)
FMFIZXE T 5 EDOMDiE#RE LT, 4% —7 =1 (IFN)-

6| T2 oo a, XTVY, FY R, FREBDHD. ZhHIZONWTIETET Y AB L UHMFICL 568

FHRBRDS D72 <, AN A KT 4 2 CIEHER A PIETE mr o o, BFIZ AT R C155
PIREIOIILE £ UMD & O 5.




FMF2

+7cQ

fileE L 7= HELESC

[EMFIZAPFLTZAAT S A4 R—3 RA12%d

Y s suL-esiko et s 2 |

s FMFIZAEPFLTZAAT S A R—3 R
VEE 7R E OBE IR CIREIREE 725612

6k (P U RX<T) OFEMEZFBLTH LV,  (RILOME» X

XL, 3Lk F R0

X, PuiL-

: 0)

N

[FMFICEPF L7ZAAT 2 B A R—3 RAT%
DPUIL-1PEDOHELRE L 2 |

FMFIZAPFLT-ZAAT 2 12 A4 R—3 |

I U THUIL-URAIIHERE S D, ARILOFE S C

w

[FMFIZAPELTZAAT 2 a2 A R—3 2%
DPITINFFREOHESE X 2 )

FMFIZEPFLTZAAT 2 B A R—3 A2k D HITNFEEIT

MERHREINTED, are F 00000

PRIEICAIES L EARMHOSLEITHEHZEE L TH X,

. THEPCIREA ORI T DAL

(RILOHEN S 2 C)

[EMFIZABFL7ZAAT 2 B A R—3 TP
Lo F o OHESET?)

B FMFIZADF L72AAT 2 n4’ R— /x isu\f\ BT InA R—3 ZAOERETIR0E [ R

E@%%*ﬁ‘: 2N ?Q’%L%O)Eﬁ]ﬂ%%:ﬁ 5 o

(*EM@EEﬁ)g C) o

P ASUELT U 7o SE B Tl kit

Ul

[FMFICEPF L7ZAAT 2 B A R—3 ZAT%
5L OHESE X2

B FMFIZEDFLTZAAT S A R—T RC KD KB ALOEFITH LT, BRBEEE LTE

BhIEESND, (RO S 1 0




HA20

H+7CQ

e L 7o HESE XL

=

THA201Z 4 DRI RE AT 1A R4
G OHELRT 2 |

FEVEBRIGIR K ORIERRe B L CRIB R E AT 1A ROk &5 13T
Shd, 22U, BRHIEOESHEREGDGERIEGI T, o FERER L 0B A
[CX VD FAEERRY HERT~NETHD, (RILOMHENS 1 O

THA20IC %35 =L b F o OHESE L 2
]

“HA20DAJEIIRIR & L Cal e F Uk G13BE N5, L, JERNEER
JEBNZR L COERMEITZ L, BRE LaRGITHER I L2V, (RILO#ED
x:0

THA201Z %53 % 47 AU SR (BITNFRE
. PUL-DEE, fLIL-
6L, JAKBRERZR E) OHELEIX 2 )

“HA20D FEAEEEIF S L <X RIEFFGHNIIT L, 2 FUopIB R E AT 1A
REffe 2 B 5 THORIED T T X ZRVEFNIZ OV TR, W o sy 712
WoOMHANHEREIND, (RILOMENS 0

THA20LZ K9 2 ¥ LA MR A 0 HE T
X2

“HA20IZ 64 2 3 MM SR, 122 OHELE S 2160 CIXRIEDIH T & 3
VR - R ECIRAEE 2 & T IERe, &5 A SRR RO A
HAEGNZIRE L TEESND, RILOFENES 1 )




NNS

*7cQ

e L 7= HEDE ST

[EY

i - PIAEREHCAT T DRIBERE AT v A FOHE

TEx e

- BRIEROSEE A E LT, BIBREAT v FOoRgRGIHES D, 2L, +
DIRNEDGRD BIRVEBNI KT H18IRE LToERITEET 5 & ThH D, RWOMNS @ C

N

G - FAMERRBECRT B A b b L — RN
X e

BRHRIEROGEAZBEMNE LT, A ML —FOE5IIEESND,
BILOMENS 2 C

w

g - TR EGERCET D Fr¥vrmafkr o
AT 2

R O EA B E LT, £ ReXF o7 ook O I3ERIICITHER X,
BILOMENE @ C

N

Hg - PTARHEREFICR T2 Mo U =7 OHELE T 2

FERIER O ELZ HE LT, U RA~T70REIIEZEEBIND,
BILOMENS 2 C

Ul

Hg - PAREMGRRE ISR DIAKBRESRE (AN v F =
TR E) OHELEL?

cHRIEROWEE BN E LT, JIAKREEOBGIIZEIND, FFIZ, RIBREAT A R
DOIEENREELERIZBNT, fFHEZEETETh S,
RILOMENE : C




PAPA

+7cQ

e U= fELE S

PAPAJEMEREIZ T D EIB R E AT 1
A ROEHE5 OHELET 2

SRIERE ., BSiR. S REEROMEZ L LT, BIFREAT oA RO HEITHRINS,
7212 Lo R B FED SR VEFNI T Bk e L RITRET 2 & ThH D, (RILOMENS
C)

PAPAJIEBIE L2563~ 2 BARI R 1K 5
BB 2T 104 RIS 5 oSS
13?2

PAFIRICK T DRI AR T v A FORPrEs (BTN 13, JIEOMHIZ T &9, BRI
RS R, (RILOHENS O

PAPAJEAREREIZ R 5 BLIL-
VEEOHESE T 2

RIS 20 R H IR OINHINZ —E OB/ ZIMENIARF S 4. PAPAJEMEREIZ X L CTHUIL-
VRIEIIEBESND, 727750, SE~OREIZIRENTH O BEMRAIITHELE S,
O

GFRILOFE D>

PAPAJEBERE LT %9~ 5 HLTNFER 1L D HE

B3 e

SRIGREWR., BIORFRIEEROWEL AL LT, MIINPREDOEHIIZEB SN 5,
BHEIR IR T D HINFREIL. RN AR+T0TH Y . Z O IR HERE X2,
MNE 0

(FRAL D

PAPAJEEREIZ %3~ 2 oz il &l (77
PF ATV ) OHERR T2

SREINHIA O ¥ 5%, B TR BFERICRNIFF T & BIEiSR - £H RIEERIN 3 5 A2
DN THRHIARE TH 2720, FMBEIZIFHER Shevy, IRILOMENS : C




PFAPA

+7cQ

HeTE LT

[PFAPAIZ X T B T XA F T FRINARD

TAFVFPHINRIE, BIEOIT OO DIRELE LTERESND, 12120, +o7%hR
DR BAVIRVEBNS XTI 28R & LIRS 2 & Th D, IR, S C)

[PFAPALZ f 9~ % & AR VEREPSLIN AR O

FEAFENVEDOTRME A B L7ZPSLNRIZHESE S D, 7272 L, EBIFERH SN D Z L
WEH, EEREHANEENS, (RILOfENS : B)

TPFAPAIZ X9~ 5 FaAk i H iy DO HELE | X
]

[T B (IR RS DIV T X BT S N5, L LS, AJEILF
C RIS TR BRETH D BEOLAHROTHO Y 27 &5 L ETRAMICH
BT <& Chs, (RLOWNS : A)

TPFAPAIZ X1 B HLIL-VEE DOHELET 2 |

HrIL-
VLD FEBFAEIMHN BT 2 ATV E DO AFIE DJFEFIHR EIZR S TR Y . B
TR SR, (RO S 1 0)

[PFAPAIC XIS % /L b F o FRINARD
HELE| T 2

B oL b F U TR, EEREIEMEIZNRE NI OIREE BRSO TIER =T &
LUV B R, ZeMEBMOIRR L I L CTHSZL L TN 2 E D oTRFEIRIC L %
BIEAESINEI CE RVIEBNCRE L TEMAZER L TH Lv,  (RIALOHENS - 0




	スコープ
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