2010

NV Vol 22 No. 4 417

BARNRBRREFSEFZEMERS 1 BIKFEEE I F—

Lo7F¥—5

ED XD & SITHRIZAFIEZHED) D> ?

& Ik 5h AT

ED KDk FICHEFMAEARIE (primary
immunodeficiency : PID) #%¢9 2> £\ 29 T —< T
HHZ T 7o, IEYYE RN T E ER T o 7
VNG VALK THIEL, % I3REMEDERY:
T F72 BN AS, & FIE RN I REDs
HDGOND 5, ARG, EREEYE, R,
H ARG 2 A 7 A1 13 5 e o W REE % %
Z, BERTICEER WD EZTADZNEDDH
% (). PID % 160 fHBLL LAF/EL, ZDI3 L
A ETERBEET b bh o> T\ 528, PID 255D
NEH5 &> TTRTOFREL T DN %17
9 DK & N DOIEELTH 5. EHREE L TD
HARAEIRD> & & 2L B U o S ERBERE SRS, T U
VOSBRESRERE, AffifapkmERE 2T L

X ZEEM
B & 70 PSR ER RS, FLER DR IC
Fo TR ABRT 2125000 6T,
TEIEDHITIC X D PRI HT 7 2 AL o J&k gy
JEBSHBR T 2562
AHBEPEBENR 2, WofmhE, MM, (LARPERIE
%, HHER % EORERELMEIEGYE, b5
WIET A VRIS K B EERMIZ, R
e RO E BT
TR HRPEROEEGIC L b 6T, RIE
FrOUENE SN WGAPEE Thi
1B PEIEG TR N D & R & % W 1l
INBHERET ANV AIZ X DRFHIEEDTED
LYY

ESTRRE T

HATGL RS | S s A\ RO Em I X 5
IR AR

DABETH Y (B 1), 2B i THED
B PID 2 0AL Z EHEETH B (K 2~
4), £7- D PID TIRREDOBEYER RT3
EWH Y, WEEAED»S PID 28T 2 b TE
% (R5).

R EOMERINAESLOM, BEREE A WIEARRIE,
XOEGE S v = 70 7)) VE, & IgM fEfRRE,
FLU—BHEARA >~ 20 7Y VIIE, 8 A
BRI X 28A v =7 7)) VIiE, 18R
JE, Ataxia telangiectasia, X #$H Y >/ SHIREREERE
ZZNFNEIRL, ED X9 iEikh o WA
ZNLCT, ZHiLTuL2IizonT, SN L&
WL 7z, PID I3RS 5 2 &34\,
5 ko & LA S 1UTBWH 2 \ 13 A T RE
THY, MEELVZELFOEDHAI->TH S
70bOTh D, FEHAL S ZNUIESL  DLERI
DFEFE L TwaHbIFTIERL, HAMEoEH
ThH5. RBRICEFH L TV ESENELZHENT 3.

OREMTEFLEAE

(hEX BISEXEET)
QEEMEBRIE

(B¢, BERE ¢, UM AE 22 &)
@R E X IRFRAE
DRREIE
GCALERME > INET &
BN THI
@gRMON D HIE
®Z1—FEYRAF AR
@IMIVABLOBE-EfEL -

(Z&ITkiE)

1 RREE ERBESRL

EICHlF
EERe

EIHEH
RELRE

* IR R B R



418

U2 INERE

/\

HiE TH#if2 _ECD40)H > N 53]

Gk , x B®T -y
Ti— VIL-7TRa S AR, g
T(—)B(—)NK(—):ADAXISE, iR 2B IE (AK2R48)
T(—)B(—)NK(+):RAG1/2 48, Artemis 18
T(+)B(—)NK(+):OmenniEf&E# (RAG1/2K18)

T(—)B(+)NK(—):X3E$HSCID,Jak3X 18
(—)B(+)NK(+):IL-7Ro#8 X #8,CD356 X 8

CD4i&4:MHC classIXig

2010

Sl = X ZDO
CD8i# > ZAPTOR A BIgWERE  MEHRERLE
2 fERtE (T #HRal) REFRLESRELNZIGE
miEREITOTU (Ig) &
é752®|gfﬁ:"l~' —EBDYZZADIgET IsMD#HIEE ~ S 1E
Bﬂﬂﬂﬂ?ﬂl RIRAYIgARIBAE =IgMIERE
- IgGH TV I ARIBAE CD40LR 18
"/ \ CD40R 18
AIDX I8
BTKE4F  CVID gg‘rﬁﬁiﬁo .
_R/7i8
ICOS,TACI,CD19,CD81,BAFF-RX 18 PMS2%18
RE EE
XLA HRefLEEy-JO07Y 2 ME
uE$H,A5,lg,lgB,BLNK,LRRC8 X 18
3 Hift (B #liak) RETLESEDNSEHE
B
BEXE
D) IE".%“ PEEE
- 1) Ochs HD, Smith CIE, Puck JM (eds.) : Primary
E&ﬁfﬁ?ﬁ%ﬁ; Immunodeficiency Diseases. Molecular and
"y Genetic Approach, 2nd ed, Oxford University
fﬁ% Press, Oxford,
NBTHE SRR 2) Rezaei N, Aghamohammadi A, Notarangelo LD
17 hik ,ﬁﬁ@fftgﬂgg [=RiiEES (eds.) : Primary Immunodeficiency Diseases. Defi-
(Z7B—H A XM — BETEIE nition, Diagnosis, and Management, Springer, Ber-
BT E% fin, \
(Amazon TZNZF# 16,309 M, 13,959 12T
BN IEE Chédiak-Higashi B
FRER—R REMREF
AR ] ASE

X 4 BiflRERBEIEDNZSE



2010 NG GE Vol 22 No. 4 419

APECED: gt palserdscrinay weh
Al BB, AR RS
v iRt N

CHE: Chédink-Hignhill 8
D BT R R TR
Ea-I:EF S ER
BRI R T R
B AR W Bk
HIFS L i 48 1Y

= HEREISELSERE
IHTEREIz TV,

0P amoaes paplomire ine

-

WAL k- A bdeich (E R w URCHIR, TLRAR W T
WHIM - Werts, kpprgammagloselicemin o Pt
ikl T s n<aRakidcT

KL X ke |y plvasrl iFermn v Jiwenier

5 WEEDISHL-RERE



