U=
WHFE TR
WHIET A

WIS
WHFET A
WHFET A

WHFET A
WHFET A
WHFET A
WHFE ST
WHFET A
WHFET A
WHFE ST
WHFET A
WHFE T
WrgEsy A
WHFE T
WHFE T
WrgEsy A
WHFE T
WHFE T
WrgEsy A
WHFE T

W 71
WHIEH 714
W 718
W 718
W 1)

BAGBR M S (BHaEBOREESR)

SRR EE

H S RIENEIR B OBIRIRHI OB A . BATHIEFRIZBI 9 D415

Va7 AR B K
FEEFH]
AR ES:

F 5L
s —
A R

KV i
i
Sy
& HesLAn
TTAFI
JIL L
R = L
I N
R
Mil—%
& g2
RIHET
B2 LU E
FFEBS
FHIEE
EHIEZESS
) H- .2

V3 /4
e —

I\ E
L1 FEFESC
i ZE =
H HRAER
HIEES
NN
SEIRFAN

[JEEL
AR HREGERR
=
CARREE
FEATIRR

IR « RN R - %

FUERREE « REFBEE AT FE Rt/ N R Y - B

TUNRE: « TN RZFIRBERR B JE EIREF i v 2 — CNER
Bh#

DRKRE: « R PPURES - 1hife - BRI - Bz

BRI SERE « REPBEE PR TER AR B/ NE R - 2%
FOXEMERRY - RFEBEERFR AR DR/ - 5
HOSRIE IR PRI+ IR R

I B RE « REEREE TR ER: « EEEED - MR

JKEREF: « REZPBEERPH AT IER - 2%

TR R « R RE R Y. « LR

FORER RS « REFBEE R AR AIIER: - F b s %
[ENLRRH I TE o 2 — - AERBG RN BB R - SR
R R « REFPBEE e A TER - %

FUERREE « REPBEEEIFTER B - R B MR

(BN « EEAERI R Rl - Bhak

FALKRS: « RZPBEEFLRITER: - IR
FREERRSE - R - B

P RF: - EPERGR - 2%

BEVR R R « REEBEE AR S ER - BTt R

DI EE R AL - R EE R E R NI R - B

TR « RPBEE A FER I N - 2R

R RSLERRT: « B - BRI
FORRAERR: « EFER - 2%

JNIRFER RS « B Y U~ F - BN - B0
[ENZRREERITE o 7 — - WHJEET  ANRBMERE R #RE - B
&

FORBERERIRY: - RKFEBEER AR BAERERETIE -
&%

TSR « REEFEE A FER i N - e

AEHFE R » KPR E A e N AR R - R

BIRKEE « AR GENT TR RN R - 2%

IRKRREE « RSN AR - GRAT

IRKR T BESAERIR YIRS - GR A

MR « SUMRTERBE  /NERE - BhE

JUNRE: « FTUINRF e S EEI R R v 2 — CUNEFR) -
=B
JUMIREE « REFBEE I SERE
JUINRE: « JUN KRR B
IR R - BhE
KRR« ERSIRIE
JREREF « REZEFEE R BT IER - FFER

PR FEEE Y -
NEFE - R

REEEA

12



WHIE 71
W )8
WHIE 71
WHIE 71
W )8
WHIE 71
WHIE 718
W )8
WHIE 71
WHIE 718
W )8
WHIE 71

W /)8
WHIE 71
WHIE 71
W /)8
WHIE 71
WHIE 71
W /)8
WHIE 71
WHIE 71
W /)8
WHIE 71
W
WHE 7138
W
W
WHE 7138
W
W
WHIE 7138
W
W
WHIE 7138
W
W
W 718
W

Ve SCRE
ILREB
By ] R e
)&
JI3E Al B
SFHE#
i B
A NFnAE
TR
HAERA
P9 i Ab i
NS

WL il
A2+
i) 55 50

H R 24 SR

ENEEES
A L
(SS S en
B
AT —
EHAH A
Bl T
)11 BA
TEILER
EIAAEL
o K
B R
Pyl (52— RIS
REACRFSL
EHKEF
R SR At

v 77N 577

O+
T -
YT =
Ll 2 —

NP
PR
NP

REEGEERFEOIER - RFEPeE
REFFEEARFEOIER « RFEReE
REEBEERFEOIIER - RFEPeE

BN « AR R - Bhak

B LIRS« KB o 3 S A TE R o ARG IR 200 B - HESU
JNIRFERR RS - AR Y O~ FBIRURE - Bz

PR - ERERGR/ANER S - SRR

FL KR AE - G

RIGRE: « KRB AR A ER - B

(520N SRRESE S ) e S e S A S =

I B R - EEZEER I R R NER - R

ENLE ERIEE o 2 — - BialleiaREr o 2 — -y
—K

[ENLRH IR TE & o 2 — B JEFT R BB IR - =R
[ESLRH R TE v 2 — - AERDHR N BRI e - SRR E
[EISLRRH R TEE v 2 — - AERBG R NEHB e R - SRR
TR « REFPBEEEOTFER i NER: - B

FUERREE « REEBEEZEFTER S NER Y - KB

FUERREE « REFBEEZEOIIER) - FrEBh L
JesrEbe - NER - Bl

FUERREE « REEBEE AP TE R g N -
FUERREE « REEBEE AP TERt g N7 -
TR « REFPBEE A IER i NER S - RFEBeE
FUERREE « REPBEEEOFTER g N Rb S - Rk
BRERRSE « KRB ZEOTER A RKIE S CNERD R - Bh#
FREBSTERRYE - NEFEL - B
HAART: « BB E R 700 5 -
FRRRILR SRR} RS - B R - Bh#
DOREIERL KA « /NER AR - BhEK

I E R AL - /N R SRR

JeiEE KRR - NER - ER
JeHEE R TR - NEF - BB

JEHEE RS - REBLE B NERAEE - REB Ak
JEHEE RS - REBLE B NERAEE - REB Ak
AEHRE R T « RFPBEEFB NERFEE - KPR A
SUERREE « REEBEEZEER BER . « KRB
BAVHEE R T - BOER AR - R

R IRSLERRSE « 2D - GhAT

RV BRIl « /N2 v 2 — /MR - B

R4
REEBEA

Bh#k

13



MEEE

HORIEMZERIT, BARGEMEER A2 FE-0HEE L, 2 RIESCSHE
REELETHMDERIECH D, AARGERSE - AORIEFS (JSIAD) L
. CRIRESIRIC L 2 BB TARNT IR 2 860 L. M7V —7 1 K b 8n AR A iR
R D& a2 WrHRHIREEE 2 ke L ClED D LN H D, £72. JSIAD &jdifs,
WEB CTOERNS OBRFEMIE, L FFEELAHEST S, HIBICR S L=/RNED
RN E THIGT 2REOEB DD, HOKEMRREREBOBITHER T A KOIERK
ZRIET, BET VA Y h=—XERWIERET 22O EESEE “HietE - fmd 0
ERBIZBIT DT v Ay b =— X0 & Z Oz g 724128 3 (%3, =Hi
ZiE7) L, BRI EZITO .

AEFEIL, JSIAD &EfE LT, (RERZHEIC K 28 s TR R loxt L CEEf 7 1
— 2L DY R — h=e, WEB TOERINS DBREME, oL hEE2fk LT
1Tot=, /MR - ANEY— L L RACBIFETE DREIE DD, 7 VA4 ) o E
JEHABVEERE & FHRMEH A O RBATIE R OFa8F, BISICEET 20 A RE/Ek L
Tro 7oAy ho—XZBWERT 5720, SRiEE L HH L CHEEomRF S 21T

77,

14




A. BFZEEW

H OREMR BT, BREREER
TRELZELEL2RRAE L, RHRIESLS
lgarE =4 2T oM REHTHDS, H
AGPEARA - HORIEFZ (JSIAD) &
. PRI X 58 T ARl & &
L. HE S L—F Ik A8 AR Y
RIS 2 B T2 WA HiI A 28 4 ke L T
HEDDVENRD D, HIRICR S L/

P BRAE THIET BRI OERD =0,

HORIEMER B OBITHIER T A ROE
KEHET, FT-BRET Ay h=—X
PR BT AT OB EIT,

B. #FFFE

JSTAD &8s U CTIRBRFSIRIC L 23815 TR
Brigil 2 %4 L, 5 7 v — 7 L 5 8Es
TR ARG D8 s T2 W R TR EL %
ke L CiED D, S2E8 H BERiRIC R
WTZ U A B BVE R & K
TEMEH G & ORATIER DRSS, &
BICEAT 2 WA FREERTHZ & &L
Too WEESTREVER L, S3F2H BE
DHETHRET D, SRIgLE#EEL T, 7
Ay h=—X%H W BT 572005 E%
T %

(fBRE ~DELRE)

FRIE M O D SR D BAs T AT O Bk 2
BRLClE, “b b7 L B IRTIFSE
(ZBIT 2 mELFE S K OSTHEH A AR
RS E@ A @ D AN, fR it
FZ OFERIMkRE T OO BIRE D A
K OFZE DRI SN T 4B & L7 A
BT %,

15

C. MR

JSTAD &a#fE U T, IRIRZHEIC L DR
TRENTRE RACK L CHEM 7 A —712 K 5
R — k<o, WEB TOEFRfiN & D BFEFHRE
a L M REA L TIT o 72,
BHRBHY S L—F BT, 7 U A
v Y o B W BVE (B & SRR M L T
BOBITEROEHZE, BRICET LY
A REEZER LT, D%, B34 2 H
DPEH Tt LIRS ZE T L (B8
1-3), EATHE L EHE L N L RABRE T
REZEEZ DT D Z ERMBELEZ B,
ZAVERCHE L7 A ZEIZ DOV T ORRES
AT o 7,

D. &£

SEEIITEL B, JSIAD &l LT
PRIRZIEIC X D88 TRRATHRE Rl xh L C
HH 7 N—F1C K B AR — F°, WEB TO
RO DBEFGR, 2 NEEL
1ToTz, BATHIERIZET S 3 2OHA
ROMERR & iz, oo B CREMER BRI
DWTHBATERAT A Ra/Eilk LT <
VERDHDH, T Ay h=—X%HWE
FAEDOTEZICE LTI kX fREt
DEEZZ BT,

E. #&

JSIAD & U CRailR kil O % i 217
ST, 7V AU L BHE JE W EE R &
FIEMEH BN DO AT IR O FE#E, Eis
BT oA REEk LT, T Ay B
==&V BT TR EITo 12,



F. #FZEFE

1. FCRE
1. Akiyama M, De Vita V, Sugiura K.

Editorial: Autoinflammatory Keratinization
Disease (AiIKD).
2020;11:1753.

2. Bonnekoh H, Butze M, Kallinich T, Kambe
N, Kokolakis G, Krause K. Spectrum of

Front Immunol.

Genetic Autoinflammatory Diseases
Presenting with Cutaneous Symptoms. Acta
Derm Venereol. 2020;100(7):adv00091.

3. Bousfiha A, Jeddane L, Picard C, Al-Herz
W, Ailal F, Chatila T, Cunningham-Rundles C,
Etzioni A, Franco JL, Holland SM, Klein C,
Morio T, Ochs HD, Oksenhendler E, Puck J,
Torgerson TR, Casanova JL, Sullivan KE,
Tangye SG. Human Inborn Errors of
of the IUIS
Phenotypical Classification. J Clin Immunol.
2020;40(1):66-81.

4. Fujimoto K, Hidaka Y, Koga T, Kaieda S,
Yamasaki S, Nakashima M, Hoshino T, Ida H.

Immunity: 2019 Update

Clinical and Genetic Analysis of 22 Japanese
Patients with Familial Mediterranean Fever:
An Examination of MEFV and 10 Other
Related Autoinflammatory
Syndromes. Intern Med. 2020;59(11):1373-8.
5.Isobe M, Amano K, Arimura Y, Ishizu A, Ito
Y,

2

Genes to

S, Kaname S, Kobayashi S, Komagata
Komuro I, Komori K, Takahashi K, Tanemoto
K, Hasegawa H, Harigai M, Fujimoto S,
Miyazaki T, Miyata T, Yamada H, Yoshida A,
Wada T, Inoue Y, Uchida HA, Ota H, Okazaki
T, Onimaru M, Kawakami T, Kinouchi R,
Kurata A, Kosuge H, Sada KE, Shigematsu K,
T

Suematsu E, Sueyoshi E, Sugihara T,

16

Sugiyama H, Takeno M, Tamura N,
Tsutsumino M, Dobashi H, Nakaoka Y,
Nagasaka K, Maejima Y, Yoshifuji H,
Watanabe Y, Ozaki S, Kimura T, Shigematsu
H, Yamauchi-Takihara K, Murohara T,
Momomura SI. JCS 2017
Management of Vasculitis Syndrome -
Digest Version. Circ J. 2020;84(2):299-359.

N. of
Autoinflammatory Skin Manifestations With

Guideline on

6. Kanazawa Designation

Specific ~ Genetic Front
Immunol. 2020;11:475.
7. Kishida D, Nakamura A, Yazaki M, Oka K,

Tsuchiya-Suzuki A, Ichikawa T, Shimojima Y,

Backgrounds.

Sekijima Y. Triggering factors for febrile
attacks in Japanese patients with familial
Mediterranean fever. Clin Exp Rheumatol.
2020;38 Suppl 127(5):76-9.

8. Matsuda T, Kambe N, Ueki Y, Kanazawa N,
Izawa K, Honda Y, Kawakami A, Takei S,
Tonomura K, Inoue M, Kobayashi H, Okafuji
I, Sakurai Y, Kato N, Maruyama Y, Inoue Y,
Otsubo Y, Makino T, Okada S, Kobayashi I,
Yashiro M, Ito S, Fujii H, Kondo Y, Okamoto
N, Ito S, Iwata N, Kaneko U, Doi M,
J, Ohara O, MK,

Nishikomori R. Clinical characteristics and

Hosokawa Saito
treatment of 50 cases of Blau syndrome in
Japan confirmed by genetic analysis of the
NOD2 Ann  Rheum Dis.
2020;79(11):1492-9.

9. Miyamae T, Hanaya A, Kawamoto M, Tani

mutation.

Y, Kawaguchi Y, Yamanaka H. Diagnostic
Rate of Autoinflammatory Diseases Evaluated
by Fever Patterns in Pediatric- and Adult-
Clin  Rheumatol.

Onset  Patients. J



2020;26(2):60-2.

10. Miyamae T, Tani Y, Kishi T, Yamanaka H,
Singh G. Updated version of Japanese
Childhood Health Assessment Questionnaire
(CHAQ). Mod Rheumatol. 2020;30(5):905-9.
11. Okano T, Imai K, Naruto T, Okada S,
Yamashita M, Yeh TW, Ono S, Tanaka K,
Okamoto K, Tanita K, Matsumoto K,
Toyofuku E, Kumaki-Matsumoto E, Okamura
M, Ueno H, Ogawa S, Ohara O, Takagi M,
H, Morio T. Whole-Exome

Sequencing-Based Approach for Germline

Kanegane

Mutations in Patients with Inborn Errors of
Immunity. J Clin Immunol. 2020;40(5):729-
40.

12. Shinar Y, Ceccherini I, Rowczenio D,
Aksentijevich I, Arostegui J, Ben-Chétrit E,
Boursier G, Gattorno M, Hayrapetyan H, Ida
H, Kanazawa N, Lachmann HJ, Mensa-Vilaro
A, Nishikomori R, Oberkanins C, Obici L,
Ohara O, Ozen S, Sarkisian T, Sheils K,
Wolstenholme N, Zonneveld-Huijssoon E,
van Gijn ME, Touitou I. ISSAID/EMQN Best
Practice Guidelines for the Genetic Diagnosis
of Monogenic Autoinflammatory Diseases in
the Next-Generation Sequencing Era. Clin
Chem. 2020;66(4):525-36.

13. Tangye SG, Al-Herz W, Bousfiha A,
Chatila T, Cunningham-Rundles C, Etzioni A,
Franco JL, Holland SM, Klein C, Morio T,
Ochs HD, Oksenhendler E, Picard C, Puck J,
Torgerson TR, Casanova JL, Sullivan KE.
Human Inborn Errors of Immunity: 2019
Update on the Classification from the
of

Societies Expert Committee. J Clin Immunol.

International  Union Immunological

17

2020;40(1):24-64.
14. Yamazaki S, Shimbo A, Akutsu Y, Takase
H, Morio T, Mori M. Importance of pediatric
rheumatologists and transitional care for
juvenile idiopathic arthritis-associated uveitis:
a retrospective series of 9 cases. Pediatr
Rheumatol Online J. 2020;18(1):26.

15. Yasumura J, Shimizu M, Toma T, Yashiro
M, Yachie A, Okada S. Clinical Significance
of Serum Soluble TNF Receptor I/II Ratio for
the Differential Diagnosis of Tumor Necrosis
Factor Receptor-Associated Periodic
Syndrome From Other Autoinflammatory
Diseases. Front Immunol. 2020;11:576152.
16. Nihira H, Izawa K, Ito M, Umebayashi H,
Okano T, Kajikawa S, Nanishi E, Keino D,
Murakami K, Isa-Nishitani M, Shiba T, Honda
Y, Hijikata A, Yasu T, Kubota T, Hasegawa Y,
Kawashima Y, Nakano N, Takada H, Ohga S,
Heike T, Takita J, Ohara O, Takei S, Takahashi
M, Kanegane H, Morio T, Iwaki-Egawa S,
Sasahara Y, Nishikomori R, Yasumi T.
Detailed analysis of Japanese patients with
adenosine deaminase 2 deficiency reveals
characteristic elevation of type Il interferon
signature and STATI

Allergy Clin Immunol. 2021.

hyperactivation. J

2. FRER

1. /NRER. A v F—Txm ) RF—,
%3 Bl ARGIE AR A - HORIEFRRS -
ZAFHESS. 2020.2.15 (HD)

2. FI/NERPER. FIRMEH RN » 77
— k. FHeARAARY U TERRE -
hFtE4>.2020.9.3 (web BHE)

3. WE/NFRMER. B CEMRE - ARGE



ROBRPERIEMETR B FHERIHIK & DB
SR EB30ME B AR HERS Ei & 4. 2020.9.26
(webBi{te)

4. ATHME A, KHEEZE, HEmE, 2
Wil, HH2Es, AR, IERERRS, =
AHsE, MEBEZ[ER], {2 FE 1, 25H
e, BATUR S KRR, BEHNAT-, FE/NARRE
K. ERBOBEIIY R FE R
WRIZ X D MEFV XU 7 > kO JREMERE
fili « S3FEDOFRA. 5 43 [8] H ARG 0% %
28 %>.2020.10.15-17 (web BRfE)

G. FHYMAPERME D HRE - BEIRDL

1. RErEUS
L

2. FERHRBRE
L

3. o
L

18





