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IRAK4 deficiency presenting with anti-NMDAR

encephalitis and HHV®6 reactivation

(Pt NMDAR fiz%k & HHV6 #Higibz 2 L7
IRAK4 RI8JE)
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HL NMDAR 475 & HHV6 FiE M b % & L 7= IRAK4 KIE5E

IRAK4 (Interleukin-1 receptor associated kinase) KfEJEIE TLR (Toll like receptor), IL-1R,
IL-18R O 7 F MRS Tl 5 IRAK4 B ORFIZ L > TA L LKA T, BHRBEINE
DFFFEI L > TREMEMEBRIYEL 5| X 23, 2 E T IRARY KEEODWHL, BHE M E
T IIARELE I 2 AW COMIRT v A TIT> TR Y | IRAK4 B % UGl 2 R 20 fiF
Mr7iEE 7292 > 7=, Anti n-methyl-Daspartate receptor (1 NMDAR) fM# 13 NMDA & & &
R D PR E AT 2 B CREMTEMMNE C, INERATEIEZ &0 2 ZtE T2 s S, fLR
ORI TH D, EERORIEIER AT 5 Z 0% < W THEMER, REEEES),
FRAE . AR S, PARMERME A 25, AR TIE. HHV6 B L & Bz ht
NMDAR M2 FEIE 2 SRR  BTHLD IRAKY Bin G ~T n G AR RN Do TR BN
BT BOWREMNT 21T > 7=, % L C IRAK4 85725 B A MUNC 33 2 B o s % %
ST L7=,

FEBIIE 10 22H OB HiA RN S RBIE 238 0 7, BEEREE LT, 225882, LR
B, SR EREZR O, AIEICTEAH Y (Day 0 & EHR). £ OHBETMEORE MR E
HO 1HEBNEE NTIFERE L2 S 7=, Day8 IS LIRRESEE T Td - 7278, Dayl8 ICFH W
RAHY | IEZIE T, BEFEED D Day30 (2 Y~k I 7z, 8 MRI CiX T2WI &4
THFERNRNZ SE 5 & 0 | BER R A 12 Tht NMDAR HUAD A E S L7272 5t NMDAR g2
LW Uiz, ABERFOHEH, Mk, £X Y HHV-6 23kt Sz,

FLYAHIRAE OB NMDAR MR IIIEFITHETH O . i 6 OBEIBATE ST FES X RIE L 72 AIHE
PEEBLTETY Y —MMENZRIT L2, TOME, IRAK4 D~T v S a2 R
(Y10Cfs*9, R12P) M[AIE &7, ARV o H—IETH MR S, YI0Cfs*9 (T2 Hik, R12P
R TH - 72, B ORMIM TO IRAK4 mRNA ORHIIET AD 345D 2FETH 7=,
BB ORR M CD14MMIX, LPS fIxt7 2% TNF-a FEAREZ /R Lz, BERMIMO
IRAK4 % > 37 3¢Bl1%, CD3+*/CD4* ~/L 3—T ffifid, CD3+/CD8* flifafsEME T s, CD19*
B A, CD14* HLER DA TIZHB W TR T L T ve, B Bk OMRMELFHIfn 2 TLR &fE U 7 K|
TNF-a, IL-18 THIIK L, IL-6 FEAERRZ RIS U TR EZ B Uiz, B Bk O SRMELEMAIX
TLR3, TNF-a filliZ %t L CIERIZ L6 & pEA L7238 o> TLR U 7> R (TLR1, TLR2, TLR4,
TLR6) , IL-1B I3 2% 1L-6 FEAREITE LS EE I TWe, ZoRE O, BEEICE
7 %5 IRAK4 Z % U7z IL-6 PEAERE DR RAYIEE 23R S vz, HEK293T fifia 2 v 7o —iE i
SR FEHLFEER T, Y10Cfs*9, R12P IRAK4 R SAKITZ /37 HPFEPIE T LT\ e, 20
R, BERMLTEONME L B L TWe, IRAK4 1, TLR3 %< 44 TLR, IL-18,
L1872 E D 7 NREEMIEL, NF-xB &Gt k35, &2 T IRAK47% 50 NF-xB #z'5
TEMEALBE A R 2729, NF-xB LAR—%—7 v A %17 > 7=, HEK293 il SWNIEMH:D



IRAK4 D% % bR % 72, CRISPR/Cas9 % i\ T IRAK4 % K48 L 7= HEK293T #if % {F
R 7z, ERLL 72 IRAK4 &3 HEK293T #ific, B4R (WT) 720 LIRZERA IRAKY % 58
LS, IL-18 IZE 5 NF-kB i BEME L Z LR —% —7 v A TR LT, EORER.,
B CHE S - IRAK4 £ 5 (Y10Cfs*9, R12P) i3, BEAOJEIEMEZL R (Q293%, R12C) LA
RIZ, F LW NF-xBERBEIEHE(LFEEZ R L, —FH T, EFZME LTHHL5 R20W (3,
WT &A% D NF-xB B2 GIEME(LEEA R Lo, Ko TH#AR TH D Y10CEs*9, R12P X, i
BRCThHDH LYW LT, ZHVE T, IRAK4 728573 NF-xB S GG MEAVIZ XI5 88 4 (ERE I
BT 5 AHIRIIAFEE T, AREEIY IRAK4 2 B OB LB 72 > 72354 O F 723 M
REB T,

AHFSE T, BT NMDAR 2 O FLIEFINZ BT IRAK4 KARSE % [FE L FHIFAE O 5t NMDAR
IR D — RN I R 72 S8 B T HE S & JIE LT\ 5 ATRENE 2 LI U 72, JE155055 O B CRIE
THEEZHILTW-H NMDAR i O—23, HIRG0E O SLEF IS RIET 5 AlaetE 2 =
Wed % EAEN & B X T,



