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AGS scale fifi & & Bl

Normocephaly (< 2 50 from mean) --

Head control (> 60 seconds)

Pincer grasp or self-feeding
Independent sitting (» 2 minutes)
Rolling or crawling to goal

Ambulation with assistance (devices or two-hand assist)
Independent ambulation (no assistive devices)

Total Score (range 0-11)

B Normocephaly
> /NEEREDORHMEE B T, BT ICEAPHEE N IEH O 28D Rl CThHIUT 1 L LET,

B Social smile
> HEHEAIa=r—Tar bl L TOREORELZHEEL TTFIV, bR LENRHME S DE COREN D
W1 REELET, FHERMEIEAEEA,

B  Vocalization(cooing or babbling)
> 7 —A 7 (Cooing) XMk (Babbling) 7 KRR FEOAMAMBE L T FEW, [bobo) B
B—] RERFEHFERTL7 A0 70 NESRIESR] REZEHNOLRIMEENHIUL 1 RE LET,

B Single, meaningful words

> HERBEENS1-SUELIELEELET,

B Minimum of three—word phrases

> 3REXE IOLEFTNIELSRELET,

B Head control (>60seconds)
> 13U ERELTCTENENMILAE LET,

B Pincer grasp or self-feeding
> PEBOFHMEEE T3, B AZLIETLOESEDEIE, b LIRS EEA TH D TREXLEIE
(EFTHLR)MAEETHNIT 1 M E LET,

B Independent sitting(O2minutes)
> 2L B CTEAL NIV L AR E LET,

B Rolling or crawling to the goal
> RSO AANAIZKY BROSGFTIZBEI CE 25512 188 LET, BEIEEHIMOEEA,

B Ambulation with assistance(devices or two—hand assist)

> BB TR E OB TRIBIZR DM H 2 WA OB HILTHIT 255 1 R E LET,

B Independent ambulation(no assistive devices)

> BROBRITER R EOBRITRIBI R E DN 2 LB LT HIUIST I HEE 1 RE LET,
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HECEDL bBWEFEE LIy, T++1, [+, [—] O 3EECIHGiLEZ. cohT
TV T BXOANA T ZAD Y X7 OFHMEICO W TOFHTi L, [Minds A4 V7 4 VIR
DFF| % 2017 DFEICH D WTITo 72, T ORHEIICHT L <, B 7 THRILOfED X |
EOCHREFH 2 1T - 7R BEMR OB R 2B 2 ¢, P20 SR 7 — Lk 35Tk
XOPRE L, WELZ RILOMED X | OF5R L Z DRFEICOWTIIRBES A P74 v
BNV —TICBWTRHAL, RONERB W & 2R L 7-.
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[Z 22 fl( o NRHANRILO £ Lo LFF, XU TRILOME» S ], 25F L LTK
BIBAA VI MR IV —TICBCCRIER L 72, EMPRETH 5 2 L2 binEICH
T 2 EEHER L L IIFERO RO AT HHICFHECE R v e E X b0, JhHEE
DR ZAERL T 21T H T2 > THELEED I P DREEBTCOIE TV AEZSEIC LT,
ILIAEOFHTHIBA2Y, ACRIEHEREBIIMPEETH Y, EE RN &2 b,
i SR RBUEER R 98 1 X 2 B WE AT €T v 23D, BT 2 TH A
7R DN B RBRBTET 5. MACH KB COEFEZEICKEREIHL LD
ERTLMERD L. TO-oHEEE 17 GRADE v 27 4% HWCFHEiT 25 2 & ik
FEH TRV EHBL, I IEREECRINICHICAIRALEEZ X — A LR E L
720 [HEREDIR X | 13 GRADE v 27 L %25 EIC LT, 2017 EEERD KA F 74 v oK%
HELL Z-ECBUTIE R T (R, 2 LT, SCkEHE 2 > 0 = v F v A Tld e ngs, H#ESER
EDETERLEZFRICOWTIIHEROEIC LT o L e L.

BT HER DIER O R & LTS3 7 CQ D9 b, PFAPADH 7 CQ6 v 4 =
Y oG ISR L T, ERERE O 0 OSECMATEES T, A ERT 2 2 LR
TEWEHMI L7z, L7228o T, ZOWRIBICBEL TIRASHOBZENA F 74 v ORH: SR
AL 72580 o3 7 CQICBAL TIFHEREAER L. 4 ¥ 7 4 VERK A v ¥ —iC X % Delphi
# T ORI % T 5 72, Delphi iFEICOWTld, SE LB L THATIC Web 23 CTRibHS
AT 2 72 FARMERR ISR 3~ 2 5l s & =2 A~ b+ A FU#k L 7z Delphi & — % X — L CIEE L |
MEEES L O 2RoRBEOBREAHE L., BEO L 2TDa X v b ESINEFICHR
L7z, U2 7 ilA B & i, MEIEEE L, ZNICTiE722 W, 2 XA Y F3% L &
b NTARMERE S IC DWWl FHfR L REIHNSE & ol L. BIEXZ/ER L. Delphi i
IC X 2EHli 28 ViR L 7z, 2 B0 Delphi i & &% A — 1T X 2 E AR 70 2 RINEE %2 % T
AM54E2H 17 Hick T2 [ HORIEMERE & 2 0FREE o 2 EZEEGIENE, BITE
FRRTI ORESE, SR A ¥ 74 VIENLICBE T 20898 ) B (FFeERE/ T/ NRIER) BEAGR
BT, FMF1 %7 CQ2 [FMF icxf3 241 IL-1 ik (HFF X~ 7) OHfEREiL? |
&Y 7 CQ3 [FMF Icxf3 241 TNF &k (2427 b, f v 7Y Fo=wT7kE) off
B3 ? | DAL oHERICBL <, 2E0BREF KR I W, FMF1 © %7 CQ2 [FMF ic
N APUIL-1 ik (BFFX~7) OfFE3? ] 47 CQ3 [FMF icil4 24 TNF #%
E(EZxANET N, AV 7Y Fo=TRE) OHIRIZ? | OHEFICOWTIE, PIRHEEIC
HE., Figm e EEHLE & CHER L. BIEXERFR L. A —VEEICTHA F 74 AFK
TN —TBNE DS DR EZT 7=,
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HA20

CQl:HA20D & AE (BIBRERTOAMREEERE DILEFL 5 FZEME GRTNFEE. HIL-1
Bk, JIL-6&%. JAKIRE R E), M HIaTEE) DHEREX ?
YIJCal:BIBRBERTOAMR2HEE
H+JCcQ2:a/LlEFY
H+JCQ3: HFEME (FTNFEE. MIL-18\iE., RIL-68 %, JAKREEHIA L)
YJca4: EmEBHBEE

PAPA

CQ2PAPADZABE BIBRERTAAMR25E 5 BB RERTAMRBEFR S RIL- 18X
TNFEZE, REINFIF(FHFATILE)) O#RF?

HJCal BIRRERATA(MFE5IRE

HIJCQ2: BB ERATRAMRBAFRS

HJCQ3: MIL-15&i%

HJCQ4: ITNFEEE

H7CQ5: REMFIF (FHFFA T L)

NNS

CQINNSDZBRE BIFEBEATOAR AL FY— EROXI 00X b XTT, JAKHE
FEUN)OFIRE)) DR ?

YJcQl:BIBRERTAAR

HIJCQ2: AL T H—

#JCQ3:EFaxi oAy

HIJCQ4: b XTT

HJCQ5: JAKFEEE (YL F=TJiL)

FMF1

CQ4: FMFO&BE (QILEFY, RIL-1EE, INFERZE, BIRREATO/RE2 5% 5, HiIL-6
L, FTDMDAER) DHERIT?

HYJcQil:a/lleEFy

YJcQ2: HIL-18%

Y JCQ3: TNFEZE

YIJCQ4:BIBEBERTAMREHEE

YJCQ5: HIL-68 %

HYJCa6: FNhDAR

FMF2

CQ5: FMFIZEHLIZAATIOAMR — XD BB E (MIL-6 5%, IL-18E, TINFE&E, JLE
Fo, BEHE) OHfREIL?

HJCQal :IL-65%

HJCQ2: IL-15&i%

HJCQ3: IMTNFEEE

H+JCQ4:a)LEFY

HJCQ5: B iE

PFAPA

CQ6:PFAPADEARE (U AF U FIHNAR, RERIEBPSLAMR, RHEL M, MIL-1#&E, O
IWEFUFHRR ORI ?

HITCQ: U AF OV F AR

HJCQ2: HEFE/EREPSLNAR

H2JCQ3: FakiE i

HJCQ4: IL- 1%

HJCQ5: )LEFUFHNAR
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CQ - Bl = —&

CQI1: A20 ~7uAf4 (HA20) O&iEHR (FIEKEAT oA FeH&s5, areF v 07
3 (BT TNF BE6E, §TIL-1 B8k, §1IL-6 #k, JAK HER 2 ) | dEmiiiafn)
DHELEIL ?

¥ 7 CQl  HA20 icxf 3 2RIBE AT v 4 F 25 OHEEER ?

- FEVESHERIG 3 X O RAER B L CRIERE A 7 v 4 Foffiiad k53R s n s,
772 L. RIE O @SR GBS0 EZRIERI Tl 20 FEEEEZZ E 0B A XY aJRE7ZR kR Y I
BI~&ThHb, MRUOHEL»E:C

H7CQ2 HA20 icxd 2 areF vofEit?
- HA20 o¥liliaHE L L Car e F VRfk G I3 F R I N5, H L, MR HEE ZREFNITN
LCoBAMEIRZL . AL LGRS LRy, BillofEs» : C

#7 CQ3  HA20 icxd 240 TAERYEE (PT TNF &k, Pt IL-1 8%, P IL-6 &k, JAK
PHEAZ &) oL ?
-HA20 O F/EMEIG] S L X REERHHIICHN L, are F v LEIBKE 2 7 1 4 Fikise
B 5 GO RIESIIHIT & 2 WEEFlIC O W TiE, WA D4 THERYEE o {f ] A3 HERE X
Nz, RPOHE»X : C

+7CQ4  HA20 i3 2 Mmipi i fi o g1 ?

- HA20 o043 2 & el faianid, (30 o I 2 nEclRRESIIHcE 3, lE -
FEREE PR E % & 2 TRERC. A0FT 2 B O R B o fil i 23 R EE 7w G BRE L
THEREINS, RlokE»x :C

CQ2: PAPAJEMERED R (BIBRE A7 v 4 FRLikG 8T KEAT 04 FRS,
PUIL-1 835,90 TNF BE, SEMHAE (735470 vigd) ) ofEbEix ?
¥ 7 CQ1 PAPAJEMFEICHN S 2HIEKE AT v A FORH G OHEREIL?
- BFEIRZE. BRI, B RIEEROMIHIZ BV LC, BIBRER T v 4 FOoeg#51d
eI N2, 7272 LT mRzRD O NRIEFNICN I 218K & L 7= i3k 5 ~ %

THb, WRilofEnrs:C
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XEEEIND, 2720, TBE~OFRIZEENTH » BRI ITHELRE X vy,

WO HED» X : C

#7 CQ4  PAPA FEEREICH T 5 51 TNF L O HESE 1L ?

- BREAER. B X OeH RFEEROUGELZ HiWE LC, $T TNF JEEOEEIZTERE IS,
- BAEf ISR 2 51 TNF Lz, 2R+ Th v, 2 ORI ICITHELRE X i
WV, RELDHE,IE : C

Y7 CQ5  PAPA SEMREEICH 3 2 IEMNHIF (73 F4 7Y v 72 L) OHEREIL?
- S D1 53 BRI BFREIR I AR 23R © & 7 BIEIAR - &8 RAERER I
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CHREROSGEEZ BV E LT, JAKIHEROK G 3EE I N5, Fic, BIEKEAT 04
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BB DR
A20 » 7 v R4LfE (Haploinsufficiency of A20: HA20) » % \» i A20 KRiEEE (A20
deficiency)

EEER

A20 »~ 7 v A~ 2E (Haploinsufficiency of A20 : HA20) X, 7NFAIP3&in 1A RIC X b ¥
9 5 W EAREMERE O H CRIEMEETH 5, A20 ORRERKFIC X V. RIEMEY
A +HhAvTHD TNF-a, IL-6, IL-1 B »EBPEL S, KIEWEOENT 7 4, 2
BEfER. HLEEEEO~N—F = v MELUER 2 EETRIET 5, 3 TICEMNT 50 AEH]
ERFERINTEHY, Bt CREWEE O T HHERSE O mWEIETH 2,

JFH - JRRE

TNFAIP3 BT I X D) 22— F N 345+ A20 |3, tumor necrosis factor (TNF) — nuclear
factor (NF)- k B #2#% % {NGIA ICERET 32 0 FCdh %, 2015 4F 12 Hic TNFAIP3 81D
NT AR RIGER L CHEREREIERIER CRIES 2B & LT HA20 2BHlE I
72(1). EFGEY2E A2 E I R L T 2 e RIE RS RERE D EFR 8 ¢ I3 A20
RIBAE(A20 deficiency) & L CHg#E LT %, HA20 IHEFERETR—F = v MRERDSE
Kz aEEL L THREINTEY, HERIERX—F = v MR, &5V IEEEEX—F
v MR DRI ND Z LD D,

A20 43I i3 N SRIRFEISIC ovarian tumor (OTU) F X 4 v & C REFGEIRIC 7 DD zinc
finger(ZF) F A A V3B Y, 2NZNTNF-a ¥ 7 F MmERKICE T OTU F A4 id
receptor interacting protein kinase 1 (RIP1)® K63 KV 2 ¥ F viHZ iz ¥ F v {L3 2
(EFIAH L. 4 BE®D ZF A RIP1IC K48 HF 2L % F VA INT 22 & T, 7077 —
I X VT 2EH%ZFF2(2, 3), 72, 7THHD ZF FE#HRK2 e F VL HEET 2
ZLT, VAV FRBICX VS BIRETERL X5 L35 TNF ZEREER. 22 Icad
% linear ubiquitin chain assembly complex (LUBAC), inhibitor of NF- « B kinase (IKK)#
Hik7s & D NF- « B iEWAL TR Ot 2 RS 2 BeEA A L T3 (4), Thd 3 DDfF
FZ X > T, A20 (3 TNF - NF- « B B ICR L Cililiyic@< c e icke 3, £72, A20 13
SRR G D 4 v 4 —7 = v ViR (interferon regulatory factor : IRF) & & FHET 3
%, TORETIE, & — VIR ABIATH B retinoic acid-inducible gene I(RIG-) EEZ &
RO TFRICEVTIRF3D ) YIRLFAHEIC L D 14 v 2 —7 x v v (IFN)BEFARB L,
Z nicki { Janus kinase(JAK)/signal transducer and activator of transcription(STAT)#%i%
DML X » IFN-inducible-genes(ISG) DERE A FHE X L5, A20 1 IRF3 @ V v (L
i P37y TANK- binding kinase 1 (TBK1)/inducible I « B kinase (IKKi)IiZ#E#& L 72 K63
falR)av*FvHEzlav*F b3 Lic kb, T o—E#HOREEE % PN ICHHE
fiLTw3(5),
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HA20 % Tld, A20 D Fu R X - T, Bl D X 5 RERD RIEIGE > 7 F MEiE
Xt 3 A20 OHIFHIEFIEIER 25584 % 2 & T RAEEY A P A4 v TH B TNF-a.
IL-6, IL-1B %% 1 B IFN 25@BFEE S, 250 RIERE(T b b HORIEWER)
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EINCIEBAE £ TITHK) 30 56% 50 iEFIMA L T v 5, HREfENLERER T
FAEL. RELD FmWT L h o, EnthE S RAEERE O P CIIHEBREE S & WIRE T
HoLiEIEING,

ER R R

FrAE YA & 20 i F O BRI IR SEE S 5 (L, 8k <l 30 mERiT#: < o FEWI
DWED B 2), FEIMERED 2 W ILELEDRE, KEWOENT 7 2 K2, BYfiEIC
Mz, SEEEE. HLERES., JEIERL Vo —F v MEROIEKZ 2T 2,
AITo HA20 OETHERE £ & D WG Tk, KIREHANR 2 80.2%, KIEM:FEE A
70.4% & BAFE DS < . R CHEEAEIR 23 56.3%. K FIRA CIEEEE. MEtRssrz e
) 30%FEETH 572(6), AIRETIZ, R—F = v MEELORIA % 52 —J7 CKIF
I3 25 0 IR 28 D SR FE 23 LB IR W 72 0 . 1990 4E > BD [ BRE5 i 56 #E (Criteria of the
International Study Group for diagnosis BD: ISGFBD)(7) Z i 7= 3 & 13 4 EIfRETH % &
E BRI TITb NI S I AR IC BT RINT W5 (8), HIEEIXF—LREH T
LRI—KEZNTH > THIEFI T L ICER Y, MY T~ F—T X, HORZEHEITFL.
B C Rt AR 2 T BIBE IR 75 & 0 H SRR C IgA B R 4 7 v — PREERE O ff
HKhRHoNbLbdH b,
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FEFAER I I BR8N, C KIGHEZ v o327 (CRP)®RIMET I v 4 F A @ FF, #
DMHED A SN B 25, FIEBIRIMIC 2 o 235E I IEHAL 3 2R & . RIEM IG5 F e
TRIEGIDTEAET B, 72, KIBEORENT 7 2 D AT 5 7n BEIEHICIE, FERB A S
NTWT D IMEHRE LIFRERIEA LR LW H 2, BEX—F = v MEEERD
ERD -0, EFMmBEE, HLENESERE., PET-CT MELREPEHTH 5, R~ —
F v MEBROFTR L LT, BP0 IL-6 IRERREEE R BdH b, —F v M
[FIRRIC SRR G L 72 2 2 L 3B %, R FWME L L <. TNFAIP3EIGTICHER
A R2AD 5, HORERBAHEICIZZNENICHIE L ZREFTRAGEE 20 5
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EHEFEIE (W 20 FERii) O R —F = v MFCH ROEREEEE BB HEE S L < —
F v MRS REFRIZ, HA20 b b, 72, HERETR—F = v MROBZKIELEL
7z T TN R —F = v MFERIER NI U T 2 EG (AR DTN 28 D B %) | HF5E
iE D RAEMERRE . PFAPA JEMERE (A HIIENE o #HAREG 72 &), & FEFIE < MEFV
EARTICRIRZE 2 % 520 TR X - KiEE iy, B CRBE B L R0 (3 CR%
MERIRARE . FZERERAfI R, 28 ) 7~ b —F 2, HOREERFE, T BRERKE R &)
73 HA20 % %¢ 5 fEITH %,

AR OBWICKE (b 2 TNFAIP3 R FEERELERICOWT, ZOKRKED L7 L
— LV T NVER, FURVAERBIUVRAT T4 ARG OERL EORYKIEa N v Rg
RIERCHZ, I ARV ZERSVBAEEOEET %, ZHcEV»CIZRIKRIGa v
FARERCHNITEEELZ RO IRV EEZ LN, RERAHD I 2+
Y AL R /NBIERRIE T, R T T 4 AENIZE R T & DA & A D in vitro BEREFEERIC
X W IREME DA HETH 5,

F 7o, o HORAEMRE (REERHEE, 27 VA v BLEEIAEVEREE. TNF %
FAR B SR, G- PERTREMERE. PAPA JEERE, Blau SEMREE/ FERIEF L a4 F
— ¥ A @ IgD FEMERE/ A N v v ¥ - — € RIBSE, PFAPA JEMERE) . 45 F MR BRI AT 28
BERGYE, SEEEER, B EY. YV~ BEFER. X—F = v MEZET
LREBD B,
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LUF i HA20 O 2 Wit () %R ¥,
Definite : A® 2 B+ B 1 IHH+ C %2723 b D
Probable : AdD 1IHH + C#iiii7=3 b D
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FRoZkiikdEEr 7o —F»— b L LTKELT 5,

A20\TOFRSEDZEHIO—Fv—k

B R RO SEL VI
EFRIECORUT)TUTORA—FyMRRERETTEMNS IR ERA—FyMR). $
BEREARBETECIEESNDIEFDRRAZLT HH, MEFLEET S,

BEERIEIR L. BEAIMER#HDOTBESE O FHEB6%), REMEARRAT I277%). K5(36%), B
FEAAWIZINZ . S EEREE(55%). JHILBERZE(55%). SAESEREREH TILORE L SF-R—
FryMEBOEREET S, *ONOEE L2201 7EICHREINF-MES X EMEOERLYSIA,

HLA-B51., HLA-A26[ZTE R —F = MREFI X BRI Sh iz,

l

AJEIR

DREEFHER

OREMHORANTIZ

QT #. MEZHDHILEER

@5\ EERES

GREET#

CRB( EEXHRD . BERRKRD. BHEANERSLRE)
DIRERMIE BHEAE L BIESESELLE)
@BECREAERERBECRELFIRELX. BCREEFRTE)

BREMER
OREEFT RI5MH
QE & MmbsE
Oft RIT BRI

CiEEFRE
TNFAIPS B FIZRERELEFEDS

' ' }

AD2IER LI E+BOIIERLLE ADIIER L E ABZEH=&3 . CE#HI=-FHD*
+CEiG-LI=t M +CHFiE=LI=t M CHEiGI=SsHLED
A20/\TOFR L5 A20/\TOFLHE A20\TOFRLE
(Definite case) (Probable case) TIEALY

EL EREIL TABOIERZH-LI-FR TA20N\TORLIELT S
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HBEOBME
fiil %2 DIFEFNC X o TIER ISR Th . FHIEE D Rr 5 72 OEH] & & ITIRFEZER L,

BHEOMHBEECHEREOUGE, thAEEIRZND L 2 HEICHBEETET 5,

Too BEHICIZR—F = v MEEORE S T Tk { HEREEEBOHEFE. 1B MEFREE S

IS 2 2 SIER B L WIREBICELBRONE 2 &b H 2 o ERRECENN A BR» 0

HTh b,

FBEO T T v A - HEROFENICE L < (1T #3E] 23w, DIT. HA20 A

IS S N 2RO % LT %,

(1) JE2 7 v 4 FEEHZIESHK (NSAIDs)

FEEAR IR DARRIC —E DR R WIFE X N 5 28, RN RREOSEE ICIZEL L A,

(2) arevFyv
HA20 i3~ —F = v MRROERKRGEZ 2T 2RETH Y, YIEEE LTareF vy
BIRIND 2 &23% 0, FEMEGREZH L R WBEFICR L T3 — 0B %R &
EOREINTW5(1,8,9),

Q) RIBEERT v 4 FeHis
AT A4 FRERG IR IHLEHER 7 & 3RS 2 SE < HUA & 72 13
MEIF 72 & PR CTRA LN TEB YV B RGERH 2 23, JE S R 2 HGH b f77E L.
RAEFT R OBIEREIER 2 ML 222 b H 5,

(4) SaEamdilZE
S MG LAE % DFEFI DA T 2 AR AP 2 HC R B OREICHE U T3
%, BlziE, BfEiREHETZEFICHLTA F L FF— L+, RIEWBIEREEZET 51
BIES5-T I/ H YV FABLTFFA 7Y v . 28z ) 7~ b =7 2G0T L T 2
a7z ) —ABET 2 FABRERRE SN, RAOERICENELEbH L, LirLk
2o, FEIEHFAS HOREERZ AT 2 L5 RiEfl 0% < 2MuAl L ot T To
WETH Y, HA20 DIRBEICE T 2 2 1 Z O IEANC DT OH R D FH 13 R < &
%,

(5) 4> THRRYEE
areFYREIEKERAT v A FEHEE tho R inslE o c RIS EL L B
DIRSE - B RAEE YT b s X5 REEGNIC S TENEOE AL HEE I NS,
7277 L. WEROHA S HA20 ioxf L CTlRIEEEIGICH 3,

TNFPHESR (L v 7V Fo~T  FEYL=T, T2 37 MERHINE L0
% { —EDRRHE TN T 5 53(8, 10), oI R E 72 13 —RIWEH % 2 725
FEG] D WG TN Tw 5, #sbcix, TNF BHESIC X 26BN E3Z L WELEGNCR L
TIL-1HERTCHETFF v I, AFFX~T7, VuFre 7 P BEHI Lo EE
CIBENTH o2 INT W3S (9-11), IL-6 HEIR(F > V) X= 7)) 2MlEH & =g ©
FRT a4 F OB FIRE & 72 o 72AEHI D B 5 — 77 TR F 72 13 RIS CRIG
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3k 4 TH 5(8,12,13), F 7. JAK FHEZ TR BIHEIHIC ISG FH A L5 L 72 HA20
BECHMTH S L OMELD 5 (14),

(6) &I AEFEAE (hematopoietic stem cell transplantation: HSCT)
VAR % & TRk 2 T iR I o BB o RIEMRREC A SR E R oI % B
IS FEME X 4L, SAERRRE I L CIIARIBI R ia kI 7 2 ATREME 23 H 5 (15, 16), L %
LZaso, RIMOBAMERRHTH 5 2 &, dEilifilastbic 510 2 BE R A0ES
K OBRER1E ERSIC X 18 MRRERIEE O Y 2 7 ORER S 2, £ 72, HA20 O LKA
RBIC X 2 AT DN RS I3 A D I3 A S N3 EIE L FEIR DO I ICO %03 5 wlRENE:
BB EICHFEEBLETD D,

S 75451
AERIRABBLEETH 5 720, H 4 OFEFNCIE U CTHEEHER S X HBEALETH
%,
(1) areF v FEEESI)
HA: 1THO0.5mg% 1~2[ENC 73 1) TR S (1 H R 52 13 1.5mg)
/N1 H 0.01~0.02mg/kg % 1~2 [EC 7 1 CTREO% G (7272 LIRA EIRZ# 2 7w 2
L)
(2) EIBEEAT a4 FEfifks
7L F=vurv(PSL):1H 05~1.0mg/kg % 2~3 [ F TROK S, fERE R aH
bk
(3) A TAEREE (3D EEE IS
- L TNF #&ik: A CHEABRELH 2034 v 7V Fo~7, TXI)L~T, TX
It T b, )L TTH DL, £ NENOIEF O MIGE FFEM R RS &, ~—
Frv MR, 7r— VA2 ERL G REMET 2,
SPUIL-1 & AR D DIIAF XX~ TH Y, 1[0l d4mg/kg % 48T
B HE L7205 5, 1 EEEHARIE 300mg &35,
s PUIL-6 i b ) X~ 7L LT 1[0 8mg/kg % 4 MR CRiET 5,
JAK FHEA]: A CHEARESH 2 DIF 77 F=7CTH Y, /NEHIT 1 6] 5mg
Z 1 H1ERAKS LWmERH 2, . A CHERFTREZR S DTl Moo /NEH)
TNV F=T7omgx 1 HI1EROKS L-HELD 5,

Fi&

AHEICD 2B RIED 7D ICBEQEHFOHIIAEFE I NG, A TRIIRIFE INT
Vw323, THALE RIS X Y BOERRE 2 o 2 RERI D B, F 7o IREHEHUH T IXIRAEIR
X B ENEE, BHORRREIC X 2 LIREGREE S ETL 9 5, Lo L, JREBLE L
LT o HBEERSIMEBD Y vz, RIINZFRICBAL TZE ZAWRET 2% .
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N—F x v MEERAER NS & iR 2 ICBEEL T 5 2 L ab 20T, IRBESE. BE(E
SIS LB IARICAT S i kv, E7z, ARBCHCRIEREBIIED Y X 7 M T
BY ., FHRAMERERE . MHREEFOMBEA IO HABET 2LELH 5, RIAWICKIER
JEERFICIE T S v A4 F A)BFft a2 R~ 356 B LB 7 (v f F—v 20 "7
1A PV A~DHERPEETE v, KEFKD SEEY v lEORERED LA
BRI NDH, T—2EMBPZ L WD RHTH 5,

2R

A20 7 B ANRIE DPR A T/NRIETERFE BN, T5EHEH (325) 10EE T\ 5, HA20
OIEFHER) e EFERE BT ETE L v s, AF 5 4 8 ARF CIIIEEER O B HE L L T
Barthel index IC & 2 EEE DL O TEHE Y, EEPBINR o T3, 5l
HRIEH & v % — D~ — (https://www.nanbyou.or.jp) # S & #1172 >,
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<HEEDIHENM> RELA BEE =

A
ERNTIE, M6 HOBEBDPHESND,

W

NF- k B IS BB T D RENREEER 7 TH Y, RelA (p65), RelB, c—Rel, NF-«
Bl, NF-kB2 D5 >DH T 2=y NPIFETDH. LD EEEZERL, ¥—F > b
BR T OG22 5 2 & TRIECREHIE, MinAfrZ2EL 0D V. NF-« B #%
WD BT T B e RV E S il s (IET) 121E. NF-KB fRE&AS. INF- o AR, IL-18
SRR, Toll-like &R, T MK, CDA0 72 E L DY T F NG T 5728,
ZOREEIZLY | HAERERDIED 2 WITHURE AR RIED il & U TSt %o
TR & | RIEMERGE R (IBD) LB MIMFEE e & 0 B CRIERRE & 3R BB AE
T 5.

RelA [Z NF- kBl & “&{KZRL L, NF-kB o 27 F /LD BAgR IR 275 b4 5. 2017
#£1Z Badran & 2%, ReldA Za— R4 % RELABIGTFONT B REEIZ L - T, KIET5
KR TS, Wk 2 RO TIER &2 )6 CTHE L7-. 2018 4EIZ1E, Comrie & YAVH L
gtk Y o HEGEEERE  (autoimmune lymphoproliferative syndrome, ALPS)£RD U
ORBERE A £ D B eI ERIRAME 2 2 L7z RelA N7 u RESERI 2 HE L TRV,
NFKB1 7 o RAE ¥ L AR S e iER G 2 23 2 ATREMEAVRIR S LT 5. 2021 4F
DRSS RAIE DR BT TIE, RelA N7 R AREITHEEESHRERDIELD b
RE 2R A TE A RIEIC D SN T D 2,

2023 ARITARITUZIBN T, Stk < AR SN, JIA, IBD 2 EZ 2L, £V
HIEDOF YA RBAN: RELA SEES 5 ZRMAT, AL (K1) Y. ZhbDFRRD
RelA B 52 LR 71X, IEE R RelA Z U XV HICHEA T 5 2 L THOMREARET S
ZES EEESRERFOZESNHALE Y RICBFEOAMEREZ R L& 2 A,
IR IFN @R OB S A2 R U, BRI T, v F —7 =1 UHE D L RO EINRIB S h
7o F7-. BEFEAMEEHNTY Y VLA RNA V— 7 T AR AT & . BEFOF
BE-RBLIRAAE (mDC) & AR ARAIIRHENE (pDC) 123V T, TLR7 OBfm 3B E5F-
LTWDZERHB LTz, —J7, U v REROEBEERAIIE T, IRF7 <° MyD88 D5 1%
B EAPROONT, Thbb, EHEHENRER D Reld ZBR X X7 HITED
TLR7 X° IRF7 Bl ORBAEZMFEIND L TIRA VA —T 20 O E X 1=
L. HERIEMERORIEIZ DN >TWbH EEX LN (X 2),

Ji IRl D i B

INF XRIEMES A NI A > ThDHEEBIZT RNV AFERFTHY, HAL—R 8
AL CHIME A ST 5 O £7-, NF- kB 3 7 F LT INFARLEET AR b —3 2% L
THHIENE K Z BN TWD. Rela—/-~ 7 AT INF IZ KA T R h—3
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AN L > THAEBBEIZE S V. Badran b P OHETIE, RelA /7' 1 RAE B OfEE
ﬁ%ﬁ’iﬂ\wa—KB./&ﬁvv@ﬁﬁF%muw AL C D INF ARAFIET AR R — AN
FHEINTWDAREMARIE S T=. £72, Relat/-~ 7 A 2BV, INF #EIZ%4 %
&ﬁﬁfwﬁﬁkmFmiiﬂﬁwﬁ%%@%ﬁ%mw RelA X T2 X % TNF fAEME

TR =V AOFENFEICEE L TV H0LBE X bk Y.
mmw%@ﬂﬁibt&m%ﬁ%%mwéﬁmf X, IFN-y ZpEA7 5 Thl flila ok
Nz, T MBS AR5 SOSERTCHE LTz, 70, BB sl M T A
Ja bl LTEY, Relh DK FIZE > TII D OREFRENFEE S fER, ALPS £k
JERZZL72bDEEZ BRI,

EEVASTIE7N
INFETOREFITIE, FIEYeESC NEMO B IiE 72 BITER D D AMBBER R 421 m%%
NTWRW, 7 a7 U AZHOWTHIER TH D 2Y. Badran b ? A L= 1
4 BT, 2N OENEE 2R, REESETH -7, Comrie E>@ﬁ§$§ﬂ:l/fifh@ﬂ
TiX, BCoEMEmEEAE (B CPURIIREM), WiE, U BEEA RS, Tk
IZBWT CD3 B 7T 47T (DNT) FfuAS 2. 4% L BRI L T, —JF
T, HFERTEE-SCIBRIERIZZR O 2o 72, 2D X 912, RelA N7 0 RAE CTlifhoi&
B ZRI OB H-C% KIRBREEN 7 S L » TREAIN K& < B 2 alReth i orig
ENTWD Y. Moriya & YN MIE L2 FIF v bR BT 4 TERIC K DIERNL. 5
PRI T B RBIER] & RERICFE OIS BIHIPEREL JTA, 1BD 72 £ A L REER % &
L., LVEETHDLZENREBINTND

W & RIS
ﬁ%ﬁ@ﬂ%ﬁ@%%i@%%%mbé%éﬂvﬁ%ﬁﬁn%ﬁ@%ﬁ%%@?@mp
T4 2 IL-6 PEAREIXME FLTWA 0o, M CoORISITER THD 2.
ALPS ERJEIR % 388 2 AEF] Tl DNT ML OB N 258D 2 28, Fas IC X 27 R b —v 2D
TIERBORNZ L3l ALPS & OERISTHD Y. £, A2 T o REE LR &
FEFZERH Y, MEREMRNTCRIENING, RELA BAGTRITIC TR 5.

ESVAQISY/ 0N

BLURE AU CHENL ST IRIEIL 2 O TR E O O e NTE S, BBZRicxt LC, TNF P
FEDOGINEDNRE SN TWD 2. Comrie b YO TIE, &Mtk i MR 25 5
JFICXT LT, M, A7 uA R, a7/ —LBET=T)N, GETaT ) EE,
)L ha R T, VYR TR R REIT S, ERDNEM L2, RelA T R
BIEOREFNI D72, TOFRITRFTH L0, BHRIERICIEN S 5 72T 5% HIAEH]
TEIRRDZENBEEIND. 1HITIEHDLN, I T X T 4 7ERICKDIE
BT, TNF PHESRSC JAK HEA], VY~ 7Pt 1BD & MR 2386, i
AR 21TV ERDSGE LT BIRFET D0, SR OIEFIOBERMALETH D,
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RELARERE 2HIJ0—Fv—b =

BIE - 4560 : RELARBE(L. RELABIGFEE(CKIDFRIET dBRABAIEMER
FERXOECEB S RIENEETHD.

RELABIZFD/)\TOARELIEICKL DT, RIETBMRENEEE, BREZRDHD.
=5(CE. BHBEESRICKBRELAREEGHRESNTHSD., /\TOARREK
DEFEEIRDCENZU., LWITNICBVWTESRRRM(LIRWLDY, FIEAERE,
EEMREE U ONYTF. RIEEBERBREEZET D, T, FAEERSZI0HE
LB REEIR(IC(E. IBIFNBREINEGD > TULVD. NFKBL/\TOARELSE & (A
BRICZEMEREGZE I DOJEEENRIEETNTULS,

SHIBEANM S 20/ E COLLLEBMNEFEH (CRIE T BHNZ <. BHAR, BEINSEL
105EBIFEE DIREH B D A20/ \TOAREIEIREE S DIERIZE T B,

1 BEAFE LI EFRLEIDRelAREIEDLLH
EHEEMRICED. RelADFEMHETHEE(CIRDFESHERIEREZET Do

RelAREE

EHREER Y il
0 B B
BT RelAiEfE *E
[ R ]

— M/MEIRAMEE

- MREAE
- BB

’ ‘ B Y
KIS ) /

| BERBiES } [ R ORER#S J S ettRS J
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RELAREAEDSHE 4

EROE

JERFO FIEHRAIEZE(NSAID)
FE, EROENC—EDIRMFSNDID. FEIEO TR
DELE (C(EDIRMNBIR0N,

BIEREXAT0O1 R25ig5
AERBR(CH U TRTOA RESESEIBENTHDIN. HBEREHE
REFIN FHBND.

MINFRSE (IHRIWVET ™. A12TUFSIT, PHIULIT
RE)

BB TITINFRBINBRN TH o ITEFIFREN DN, ZIXESD
DREREEHE=ND.

IENIEREE

EYFRRF
JAKBRZRINBRI TH 2 IEEFINEHRE SN TULND, AFF(CHRLTIE
IR IS i CTRBRBEIS DR 0N,

Bl
A E S REREBSRAEN (C3 U CEBIEN AR Th o 1214l
MERETNTULD,

I EHES UCTHRIEY DECRBERRICK U TIFENENDERE(C

L UTIEiaBmz T,

REBIC & (CEAEEDBALWZS. BRRAEIR, BERICZER L
CEEEZHEL. EERCEUEEERZRIGT 5. BED
RRIEE. BREEDNRE. FEIEROQOLMRIEN D Z LZBR
CaBERERZRHEITD.

RAGR. BIONEZZL. BERICHIED T BFfIRADHE#K T
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N=YFA~nZLa—F (PHR) ZHw7=7 7 vEFERICHT 25 QOL H#HE

KFEDOHBEEHICHEEREL, =V Fr~LxLa—F (PHR) ofE#(

K ORI & Hf & L C Al < o SE R & ML Tl 5 5K T — &

~NV A4S (https://dh-lab.org/) ICEWT, HFI54E 6 A 16 HIChE S N

7255 71 IlC, [7°7 vl (FEEEN 110) 2flicE 2 2 /PEREBICE T 5

personal health record {EFH D R[EETE | & L TRl 21T o 72, Z DRMTH % 228%

2, PHR ZH\7- 77 viEfEiED QOL (&2 Ei3 5 720, FidtsEazd

CTHiMZ LCTIHW A~V Ty ZHE5eAT CRili 72 5t X i L flEHT 17,

https://www.htech-lab.co.jp/) & A~— 1t 7+ VT 7V KD 7= OHEKRIT &

%

B E{TVOD, FABEMICH T COMEBEFOMERE LT3,

PHR 3, & B S EFEEHRZINE, S8, RET 2700 0ETH R @HE B

PANDE, Av— T VR EEANAABEROWEZIC L o THAEERTIRIC

T3 X951k oodH 3, PHR ICIE, EAEHRE LCEEFOKKL, 2EHAH,

-

AR 7 EOMANIEHR, ERIEE & L ORI, EKAOWITIE, 7 1o ¥ — i

RIS DOTEH, BAEOEEHRE L CTIERPZW, W7 S 75y, mEMR, 7

PTFAETART A4y P ART—XE L GEFRILC BRI @R T — 2 ZEn
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BEEFICX > TERING, $72, HEMH I W 2 EREEGESNIGL Tl
i, HEOIEEE, REACIMEZR O RNL@RET -2 bINEI N, BoES
DIEFERE BERADR—TCEH T 2L &b, ZOEREERELET 2
ooy —nLE LTCEMT LT, BREOHECKEEZR L3225 Ll
FEhTwb, KiFFETlX, ~V AT v ZIF5ERT & HERY (EA5ERL - P
EREaE - A RRER) LoEIE e LI NL [HEH]
(https://htech-lab.co.jp/products/kenkounikki.html) 12, 75 7 iEfefe % iR

& L7z QOLHEICHERIHEHZEML T, Eiiz FEL TW»d,

QOL FEDORR L LTHE L T3 77 vhileht (FRE#Hs 110) 13, NOD2
R T OWEREEM IS BIC X o ¢, KRG & BEEN, IRICNIFE % % 7o 37/ e 81t
EERTHY, HORIEERERHDO 1 2L LTHIONS, RAD I — T, FHER
JEF L af F—v2e LTHIL NIMRAIC BT, Ko 7 7 v iEght
LA L NOD2 @G TERDBD % 2 & 2 LCTLk, AREOT LA
THY, FHEHRLE L CEE S N2 UYNTE SR o Ha R B IR R T
IR X N ERIE & B Z O RIINERE D &, [ENTOREFIEL % 41 50 FIFLEE &

fEE L 72, 2020 4, EN CEIETFREICK > TNOD2EIZFICEREH S T L
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DER I NTAEFIA S50 HICEL 22 &b, AT INZ T LT, £ DR

i L7 (Matsuda T, et al. Ann Rheum Dis. 2020), FLE, EPRIEH] O K&

FFEREZEL CEMEITIRETH 2 D DD, RADIERL EIREDIRESFIC X

o CHIE DB Z 7EFI D EZIB S TL KA 20H 5 008HKRTH Y, 20

RinzkET 2FEKE LTCPHRICEHL 72,

¥ 72, 77 UEEHOITIE, HARICB T 3L DM, INDO Woulter 4% &

KE D Rose ZIRD 7N — T HHENIICIT>Tw3, %513 HAQ/CHAQ

(Health Assessment Questionnaire/ % O/NRER) BEHIZE %2 FH W 720 RIS 4

HOBEOKT L, Biiokas XN R@EE~0RE L2 Z 2 VAS

(Visual Analogue Scale, BRAE: 0 5, s 10 SCEHiid 2) &M Ot

LTw3, 22 C¢45E, PHR ZiEM L 72d#& L LT, #ohCcoliTiEicfin:

HAQ/CHAQ 15 & VAS % Filv» 7= F{li % M+ 5 .

ek, WEE L 7285 580%, BERMICIZEER 77 v b 7+ — 2 ~D&ESKT 5 Z & T,

BERLZL YA ) —OAMERA~BF 2223 HLTWE, 20729, HiH

77y 7 — Ll S REE IR EI O AT 7208, UK TIRER

779 b7k — LMD esv T 7 A NANTES L L T EHR O —FEEUA BTG
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LCWwaWnZ AL, 206 3Rk AREE E X b, —F, [
FRHGE) ITid= A4 F K =255 DIFHRIUFITHIG L T % 728, $5E N D
IRIHAAE NS /N E 18 TR O RS R E OIS~ A F F — X I &g
I, BEMEALZNLERICT 7 A TE ZRESRNICEZ b nuiuig,
PHR ¢ LT MMERHK] 2N L8R T 7Y P74+ —L~DF7 = 2BEIC X
D, LYRLY —HEEDLXA LY —LEHRZEL CZOMERICH B TE 3

EEZTW5,
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