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IRAK4 RABSETIE, HARBEISELL TDIL-6, TNF- o EEABKIIRNUETLTWSE
E2bN T\, BEEMAIKERLEREICRAL, IRAKY KEENERDNDAERT, TR
ZBWT T BT DATY)— 2 TV AT AOREIL BB LS TWD, AT T, IRAK4 K18
SiE DR REFRAT D720 D EEFEAIRET L T SRR KIEMRBIZBIT DA A - T rT7 gy
— VOREATEAT 5T, MIEHDWIIHIREFAWT, 2 R AN A AMEEREFTLIZER. &
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MRS HEE RIRKFEMEDRIITEET R Kafs
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HEREE

A B —0AF L FREERES T —F 4 (IRAKY) BLOVE 5L T 88 (Myd88) KIBSEIZ
BT DI BB 2% BRI RULAE O EREE FIHIEDORELZ LN T A7 /NED MR EKE
PE(R B EE (IPD) B L OB R R RERIZINEL , BOivmiE T 7L o Mg
R 1gG B ER L OUMIEF OPA titer 2 IE L7z, £OFEFR. REMFROHA L7 IPD
B CIXERMER IC T 3 MER 47 Y = AREO KM L IHMRENRD b, &
HIZPCVTRERED IPD b L  IXHERMEMAH TIIFRIgGIRE & & b ITIME OPA titer
BIEL , BRBMRY 7 F U ERMNELEZ bR,

IRAK RIBFED 2 FIZHONWTIE, Tflim s Pal— Uo7 FrreEieMREKEY 7 F
TR R 1pG IBEIX. EM TIIER 23F £ R R 1gG IBED 0.20 pg/ml Kl
THDHUIME, WThOMmERETH 020 ugml L ETH o7, ZHHDOFERNG, RE
MEROBE UT/R IPD EFITIHImES OPA titer 1T L Y BYHREEZ KT 5~ —N
—TH Y, /PR IPD EFRCEIRMEMF, IRAK KEBETIX 7Tz Yo — Do F

O BEEEONLEEN R I N,

A HREEBE®

A —af %1 ZREEES S —F 4
(IRAK4) KIBSEIL, 2003 FIZHITHIO THE S
NEFHOBEHERBERSETH 0 | EICIHRRER
BET RUKBESED S 7 LB & 2 RGeRuin
FECREIE A e EDEELE S SR I L FBICED Z &
BHRESNTND, ZORBTHLEREEZHES
IRAK4 i Toll-like receptor & /1" L7z B ARG ZERIZI
THICEERREZFOX VNIV ETHY . IRAKS
KRBT ATIZERGERY 7T AT 2T
ENBZERBELNERSTWD, iz 2008 FlZH
& E N7z IRAKS BESLSF Ch 5 B85 EE+F 88
(MyD88) RIBJE b IRAK4 KIBJE & FEEDFRRER 7R
T ERREINTND, KFITKIT D IRAKS B &
O MyD88 RIBJEIE Z 41 T DFE Gl & 5372 =
NTWDR, ZOEBIIBAS A TR, T DEREHEH
&I RN - FIHEOBRER BB TH D,
RO Tz P2l — U 7 F U (PCVTERE

%o MmEFER 16 HUER 0. 350pg/ml IXER LD
REMFELEL T TELBETHY  MFEFLTY
= (0PK) titer 8 LAABET 2 & &4 TV 2 (WHO
2005), F7z, 22F CPS [FEIC L 5 ELISA TIXMiFH
BR 1eG D 0.20 pug/ml ZRERETIABMESE LTIREL
TV 5 (Henckaerts I, et al. Cli Vacc Immunol
13:356-60, 2006),

ARBFETIE, /NRIC I 1T 512 BB S8 BREA MR e
fE (invasive pneumococcal disease: IPD) <CERF&HE iS¢
BEOMETMERSRIUE L A7 = 1EEZ R
L. IRAK4 3 LUV MyD88 K18 & OBIEM: 2 et
LDZEEABNLET D,

B. BIRAE

NROIPD 3 X OB RMEMISES 9 ES L ¥ miFH
YINVERRL, MIEFMIERGFR oG BEIXE 3
#% ELISA %\, MmIE OPA titer I% multiplex
opsonophagocytic assay (MOPA)YEIZ £ 0 #HIE L7z,
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ELISA CHIE$ 2 MiERIXPCVTIZER IN5 7 MIE
A (4, 6B, 9V, 14, 18C, 19F, 23F) & L. OPA titer |XZ O
7 BN MiEE 6C ZBIE Lz, BIERRITENE
AVFRFR IgG (ug/ml). OPAtiter & LTER LT,
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AEERAF G D EHE 12 B L TR KM AE D HIF
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1) “Fpk 23 EEERER
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S&, L A% THoTz, IO OREHER OEEKE
BEER 1O, AROTFRMEIZ 24 » A (1046
y B) Thole, BIRZEIIITRERE R 4 51,
e BR B MEAE R TR 1 1. AR BREE ME B e % 1% 5
iz 1FTHY . IPDITLLED 6 Bl TH -7z, IPD LA
A CIE, ERMERRERG 2 fl, BREOREILK - F
BEXR1BITHH-Tz, ZOHFIZIT IRAK4, MyD8S KB
BIIFRD b b o7,

E£7-. IRAK4 RIFEFID 26 (B 14. &K 14 ;
HBEEnTh 69 » A, 83 » A) W2\ THIMFEFH
EEEEE/RLZ, 202 IPD Ot Y — KX
BEOLNT, FLEWVTHOESDS PCVT % 3 [E, 23
fERERERE T 7 F 2 (PPV23) % 1 EIEEEALTH-
7

2) MiFH miEEIHFE 1gG & OPA titer

1. BEREOMIBERBRE Sz 3 IO

9 i 3 Bz W TIREE O MIFRSRE STV,
PCV7 1 EIEEFERZIZMIED 6B 1T & 2 iR ERE MEREIE
KEE L 16 GEF2) BT 2 MmEE 6B %3
D4R 1gG B ENT 1.33 pg/ml TH 5 DIT%F L OPA titer
X2 ThHY, MIEE 6B IZXT 547 Y = U EERK
mLTWe, MmER 6C I & 5 itk ERE M RERE S5
(FEF 6)D IMIER 6C 1275 OPA titer 12 TH Y |
MmyER 6B IZXfT 547 Y = UiEER KN LTz,
Fiz, MER 6B B LN 23A T K A0 BT i ERE
PR (EB] 7) OmiER! 6B loxt4 2458 1gG
FEEEIY 1.69 ug/ml T 5 DITHKF L OPA titer 1X 42 T

V. MI{ER 6B IZxt3 547 Y = EENMEMETH -
7
2. FRRMER SR E STV 2 FEFI OFEHT

B BREE LB ME 2 £ © flige sl (REBI 3) 1okiT B
BEIGGEERX. WThomEE T 0.19—1.01 pg/ml
LHEBHRETHY EhA TV = ERLRETH
27

BRSO FERA S QW R W ER R4 (E
BL5) BT BTN OMBRIC ST 548 [oG B E
1% 0.525.29 pg/ml IZ A5 5 —7, SMmERICx
AT = AFHIET A TRETE o Tz,
3. IRAK4 KABJED B4 2 FEBIDFRMT
0 2 EFNCIEBOE DO REREEIEDO =Y — K
RO LTV, EF 10 (ZREH) DmiEHss
B IgGEEIIMBFR 4 ;2,92 pg/ml, MmiER 6B ; 0.86
pg/ml, MEE! 9V ;1.26 pg/ml, MiEE 14;9.70 pg/ml,
miEAL 18C ; 0.54 pg/ml, IMiEE! 19F ; 1.86 pg/ml, I
TEH 23F ; 0.27 ug/ml Thotz, Fiz, EFI 11 (BIR
) TILMmEE 4;2.19 pg/ml, MmiEE 6B ;9.47 ug/ml,
MEE OV ; 1.19 pg/ml, IMIFER 14 ; 9.27 pg/ml, IMiE
A1 18C ; 0.48 pg/ml, IMIER 19F ; 3.47 pg/ml, MyEHE
23F ; 0.10 pg/ml TH - 7=,

D. ER

FEA 2 TIXPCVT ZEREEZ THAHIZHL b 5,
MEFITITMIER 6B X3 547 Y = &R KE
LTWBHZenb, BERBBELLEEZ BN,
FEB] 6 BERTIZBWTH,6C, 6B DXt 54TV =
RO RBROERESEEAREICEE U LR
S5, EF 3 B L OVERF S 1L PCVT KREREETH S
ZEbHY, MEFOETOMBERICKT 5 ER IgG
HREEND SO0, WTFNOMER I 547y
= UEMHITERETH 52, b LIRS B TE 2ehe
277,

IRAK RIEFED 2 FIlTONWTIE, 7Mliarda s —
NI FUEREORMREKEY 7 F o BEREZICHER
IgG REIX, 1 EFITMIER 23F FrREMOFR oG BE
73 0.20 pg/ml KTFETH D LSMI. WThoOMFERTYH
020 pg/ml L ET&H o7z, 728, IRAK4 REIE 2 #ilik
BYGTFBE O 7= DI HEENRD M S TR Y | miF
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YefiE b U < IIRAEMMZ O 9 FEBIH 51X IRAKS B &
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EROWE LT IPD FERICIIE ORGMERI RT3
HIMEFRER oG RE LY bMEAT Y = UIEED
LV BB R AR L TV B ATEEERE 2 b
7o EBIZ PCVT KD IPD b L < IXFFMEMK
FITIXREE [gG BE L & HITIyE OPA titer MK < |
BB T 7 F U BEEREEN 5,

IRAK4 KIBJE 2 5l Tix PCV7 @ 3 [EI5EFE, PPV23
O 1 EEERIC LD LT, 1ESITIMESR 23F &
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fEG | A F&(R) E g R ER kRS PCVT7 {18fE PPV23 {EiERE
1 M 10 il 2¢ 3R B AR A ¢ ND - - -
2 F 29 fiti ¢ BK B B A 2% (FE 56 451) 6B - - -
3 M 26 il ¢ R B 14 BN I E A4 S il ¢ ND - - -
4 M 35 REFRE(HABREREED) ND - - -
5 F 24 RGBS, ff (IR E R IKEEAGL) ND - - -
6 M 23 fiti 26 3K T 14 R A 2 6C - 1 El3%5E -
7 F 46 i s Bk 280 e B L o 6B, 23A ERNEFH - 1 BliE
8 F 20 i R EREEREIE T RS ND - - -
9 M 23 [REXE, PEK (MAEBREEHEL) ND - 2 [Al4%1E -
10 F 69 - - IRAK4 RIEFE 3 ElEE 1 [E#%RE
11 M 83 - - IRAK4 RIESE 3 EI4EFE 1 [E#E
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IRAK4, MyD88 RABHE DA RZBTiEDHEL IZEH T AT

MESEE SHEER WNKZEXZREZHRERBEREZET EHR

MREE

END IRAKS RBIED 4 FHR T A LN L2, TAF 4 & BB T L TEY
BEIZEIT T DM RRE M LEEHERIC LD HON 3AICHA LN, 1 FIIERIEEIC X
D BEFEMERR RS/ FUIIE T o 7o, IERBLEEIEIX 6 H1ICR Y bivl, BRI OREHS D
RETOFER, IRAKS KIBJE, MyD88 KIBFE DEFFRBAFEMICH b2 0 | [LIBMEREE
HPBULSE 7R £ O Invasive bacterial infection DSEENE W & EBAE & L THAEKHE.
BT NUKE, SBEOEENEWVI &R U0 L, IBHHEERED Z ORBD
BB CHDZ L BRHARICR o, FETHRITH 50% L E< ., ERREICH RGN <
BB b, BB, BIUOHLYEHOBRRETOEEEAHRE I, BRR
BEORBILLDREMABETREEIZL > T AN APRPEZ D Z EBHALNITRS
TEY, ZNOORBICXT DHER Y V—= 0 FEEFHEE L,

A HIEEM
HARE RS0 S 1D [RB MR E REE R
(PID) &, HARGEZIREDRESLZEELUED Y
T NREREZRKRET 5008 EE, 2011 £
@ International Union of Immunological Societies
Expert Committee on Primary Immunodeficiencies
D PID DR T,
1. Anhidrotic
immunodeficiency (EDA-ID) (AIREEHKAREFHRER
SRR |
2. IL-1 receptor associated kinase 4 deficiency
(IRAK4 RIBJE)
3. Myeloid differentiation primary response gene
88 deficiency (MyD88 KIBJE).
4. Herpes simplex encephalitis (Bffi~/1L~XX 17 A
Jb R 4R)
REREEND Y,
o ld, IRAKA REBTEDTEAR 7 ) —= 2 JiE%Z B
FEL, ZHETIZ 455k 74O IRAK4 RIBIEBE & [F

ectodermal dysplasia with

LTz, A6, BNEFOEREEEN L. 2h

b E2E O T ERNAOER T OREFREEREI) S IRAKE K
HBIE. MyD88 KRIBIEDEEKRBEH LM Lz, T,
HARBEBRFEIZL BEMAILRZA T A VAR O

H2WHE DRI 21T > 7o,
B. IR A&

IRAK4,MyD88 /KIEJE, UNCI3B KIBED AT U —=
V7T, &I LPS & 5 i ssRNA T 4 FBEREIHEL L,
BEERICRBI AMEA INF-aEEMR0R &% 71—
YA N A—F —THEHT L7z, BD Phosflow {Z X 5 EEk
WY Eg{b NF-«B DOFENTIL., FRAHMEZE MNC) %
LPS C 20 &3l L. EE - permeabilization &4,
BERADOY VEBENF«BEZLREL, 7 —HF A hA—
& — TREAT LT,

(EE~DEE)
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C. IEMHER

1. EN® IRAK4 RIBJE D ERIRG DFFAT
ENTIT4FR T4 O IRMK4 RIBEBEEZRE LT
(FD, TOIHALBETLTEY ., 340K
B LIRMEREIER I L o T o 1 A3 BERICHET
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U UMTE, UERITER S, REREY 7 F 7 8
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JBMERERE A % 2 [ER 2 L2 B IL. IRAK4 KABJE & D
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# 1. IRAK4 RIBEENEFDOFE LD

K% RAKARIBERS - BRKE R EERE
R&1 (A3 AN)
Pt 1. I RFRE T EIEMEREIE % 2 | T OEBE

Pt2. B EEFIHH 7 BE
Pt3. BEF[Hh 47 EBE

%2 (A2 A)
Pt4fRBEE CREHEX2EH 47 BERL
%3 (A2 AN

Pt 5. RERE ML IR AR K T EE
FR4 (A4 AN)
Pt 6. fli ¢ BRE ML AR IEFRIR LT EE

Pt7. JREHEIC & HIBEMHERME = EBRE

T4 6 AIIBERNERLEL DL, ZORBOK
BTHDHLEZ DI, MyD88 RIBFEILE IZEMN TIX
FIE SFL TV,

2. EWNSD IRAKA RIBSE, MyD88 KABJE DERRE D
BEATT -

IhoDEFZED. BRSO TIZ, IRAKE K
TR BE T 46 R 18 #73 invasive bacterial
infection TFETL LTV /o, MyD88 RIESEEE Tik 12
s 6 BIASZET LTV e, IRAK4 RIESE Tl 46 F
10 2 (T B B B AE 73 7 B AL T2
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RED, Wb B invasive bacterial infection A
%<, ikt LAY (K1),
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OEELEWZ ERb-7- (X 2),
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O S.pneumoniae S.aureus ] Streptococcus spp

M P. aeruginosa M Other Gram negative bacteria & M.avium
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UNCI3BL RABJEICXfT DAY U —= 2 FIERL D0,
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TNF-a
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