2012 £ 5 A 30 BiKE

[ERMEREFEAE

EWXEMERBE /DNEREED
&3 5hF
X C®IZ

S RSP R ENE B4 JFRMERE R BIEE b E WV E T, Ao Rz L0 %
PERERE DRKHE 2 K To TR Ty & F I ERMAEMIC L 2 E Y & EGYE O REE T
DOHNET, TNEGEYNE L SV, e REGERDIE DR X 2R CT, SRMERE
ARAAETEC/ICZE L, BMUNIEETIURIEE A COGEIIEM T2 N TEET
B, BWREND & RS BEERBBIEAE LTV THI N T, F
NIRRT N, —OEEICH ZORKEH > TH LW EEn, KRB

TWEEEET,

5 R G

FERMESIERBIED FIREMEZ £ T8 5 BRI L X E I VI Dt ) & OXIE
YL, QHEIERRYL, OFMET, @B RO NT PPN FET 25652 LET (
F 1), MEBYL P EHR, BIRPERR EOMBERYYEICRE L, MEKO®REICX
STV T2 AL THIREOFIEIC Lo THERE L2V . H7- R8I RYE S FIE L
720 T 256 CF, HEIERYE & I MERER . BUIE 72 & O B S e Ml B IEGYE RS 7 A
VA K D EERMR, RRIBYIEC ST e & CF, Rt & 13 e b R
DOEHIZH D LT, RIEFT ROUEDTRD HIRWIEEC, W TP cikb
D EITHENLBLHERRS 2 WIS D _RE T A NV RAERIZ L 55T, B
SRR TR 72 NIk U TR DIRWVIAEY), =2 —FEV AT A - f zm— (
HV=), YA RATRTANA, B TVERT AUV R EOER (I E), kg
R ED T T MEMER ED X DG T, FrICFLIE T ARG & 2 7355 VL SE
BEAREARSIE (LT, SCID LML ET) OAletEnd v, BEAE L, FMEs~
DOWEZE B ARE T, JUNRZELR AR OJR FRRER 2 PR &3 2 FUs MR




EREFENIEIE T A H 2RO THIMEASIEZ S D 10 OFEIZ OV TR T L
y%%wmbfwiﬁ®f\ﬁU%%;LT%%wtwkmwiﬁ(llj EXE TN
PESE AR BIE IR KU K o T B R O M RN 72T LA §R D . 2 Z o 5T &
RO THWNCEDZ L L ENTIEDL Y FHA (F 2), HRICK o TIARFERmIBI R
D, EREDIFRTTH, KRACR> THORIETIHALHY £7,

PAR IR B O MRV IR . LR SEDTRIRIC Lo T— HIRRT 2128 )0
2O BT VRO BN K0 BEAHN 72 2L O RGYE D B 5 45
HEIT,

HE R AU PERIIR S . Bl E, MR, (LIRPERIEI R, BRiZke & O EEITH
FIRYYE, HDWIXT AL AIZ L D EERIR, M RIEYYEC2 s
B2 ST,

Frfge Y TR PEE O GIZH b BT, RIEFTAOEEN S LW
AR T HAUT IR TIRND HHERR & B IiFimH S b R &
U A NVAIZ L DRI LD GEE ST,

ARG @ AN TG E DR WVUAEMIZ L D% 9,




K2 SERMEREABIEIZIBT 2R 72 BRIR AT A

iy P
BrAERS~ALIEH%ZE (0~6 HAH)
KAy AfE, DA, BFHEE DiGeorge JEfERE
T RS A LBk 2% 1 BREEAE AN A
MBI, B, WHLAR HIEME G AN RIE
FLRRE, FEME, 4arfeEkigZ. & IgE e Omenn JEWERE
mA#E, Hiw, 7 b E—ERE2 Wiskott-Aldrich JiE fE#
HURE PFE, BOWAR. FERIA IPEX JiE 6
IR E~5EH (6 A ~5m)
BN YL B SE X HHH Y o HERAE B
PRARY AT 7 F 4% DR R X HgHIES o~ 7 a7 ) SE
FRAEYET R o BRERRGYE, 72 BT & IgE SEERE
EIEMEE CE . TNEHE, IR E &M B RGN Ty o ¥ i
oA TIE. VU > ERE KRR Chédiak-Higashi JEfERTE
NSRS, U o NBide, KGR, BHER 18 = PR 2 JEE
FERRE (BRUE) ~BA
BT T m Uy A AR X HHEE Y o~ a7 U U E
Rl B e PSR LAE . /NI IR A I A PR Ataxia telangiectasia
BRI BT L D AR PERERR 2 C6, C7 £7=1% C8 KIEIJE
Rl S ERTRCYME . R, B i AN R SR AN

Stiechm ER, Ochs HD, Winkelstein JA. Immunodeficiency disorders: General
considerations. In: Stiehm ER, Ochs HD, Winkelstein JA editors. Immunologic
disorders in infants & children. Elsevier, Philadelphia, p.289-355, 2004. L Y 5] H,
— R,

S RIS AN EE TS ML D /3 LR MR AR F DRI L > TET S &
BZADNTWES, ITHFE, Rx LFRBRT DRS00 | iz aik bbby 2l
&b 200 FRERLL B DS RIEGE R AIEN I BTV E T, BIE 8 DO
TWEY, OBBREREIE, QNERNET D EMEE. OPUAELENSIE, @
HikEE ., @RMEOEEIIHEORFIE, ©AARREARE, O DREMKRE, ©®
AR RHRIE T (£ 3),



* 3 SERMESREARBIED /I

1 T #ifads L O B flfase A eiE (AR R 2E)
2 TR B2 A D SEHE

3 PUREEAE R 2IE
4

5

6

7

8

T R

AN DR E 72 1T RE D B E
B R0 R AE

H O E MR R

R K HRIE

13 & A ETHRFBR T3R50 TN T, BHUE FRRITNC K D HERWI A ATRE T, it
m% SWIS R ERAD T, FIBEDEAIT PID] OBEMK 7 +— %8 L CHH

IZHRTHELWTL Y (K 2), £ %—xv hT” PID]” & ANT 5 LEMNC
%4hﬂf1%i¢o




RSN

N S RS E AR RIS 1T DI RISV TREE Lz &R E 4, —i%EH
HE LT, @ERANEFERICFIED, 980, X, AZATOYRIEFERE VST
AR 2B PRI R 2B LN ENFEFTRUITT, HEDOALR L 2RI
FHBRBICOVWTHERZL I MNERH Y £3, HFEOH 57 LICBDL ST EHIZs
KEZZ L, BEAFICBIT2H LR EZFICERSEDLLIICHETHZ &
KREITY, ETEIYEILD Do TeRICIT T ICZR2 S8, RO EE 2 TREIN G
FEMRAN IR A EATVE T,

F AR RIS % BURB s B IC O W T EEE LE T, T A RIE AR ANE Tl
=2 —EVRAFAMRTBIDOTHD ST GH (N7 %) ORNRPUATT, EOM, &
JEREE 7 o ZRENC T D 7 v 3 — b B LS ARG I T AT V7 B BV
DOFBENRZ BTV E T MEREAR2EZ A0 L CWiuZE 7 a7 ) VEBHT D
BERAL £,

BEGREREIED S TG MBI OBEIG L 25 DT, BIEE TOMIZSESE
RIRIERIN S DY TRET A MERSH D £5, BETHCRERELROL b E
NTIHZRL, PLEIRRE R & TREBEREBOSE LK D Z &L HRYUITT,

WIHUREAERBIEIZOWTTY, XEHEEY o~ 7 r 7 U IER/H AR 0%
REJER EDRETITEA >~ a7 ) VIETERE 7 v 7 U v ES L& 1T
WET, BZEL T2 b 4 HEEICEEHZY 300 725 500mg &5 L, 5RO
IgG b7 7fEZ D72 < &b 500mg/dl L RIZRS L HIZLET, 1g6 N7 7EEZ 4312 |
FTHHGBYGMED 3 hr— RO WGEIZIE~ 7 1T 4 R ST A0 T ik
ZEELET,

WE7 a7 ) CEMHREREE E DA LITo TOIUR, BFER AL E DS TR, iE
FLOBRENFRETT A, BRI TR A B o TUXWITEE A, W ODRIZHR
B RYLIRIE 7 E OEMEMEBOEIZRODLZENH Y | ZTOROEFEOEIZKE B
Do TEET, BEEMUBIIFICEEDLETY, B 5 NI BT T S
[

RBITEMAERR R FEIC O W T T, BMERIFEEE (IR, D &g L ET) Tik
ST BFIZ b WCHIEREIEA T a Y — LD FPHRREZITVET, b O TEINR
EATZIE, BRAEROFIRIZS 0 EHAN, KE2TDREMERNO0H0, BF
ATEDFF TR FZNRBOR—L2_—=JICh ) £ (¥ 3), FICEERLEOG
BRIZAFOEDLRE ZAIZHY ETOT, ZOFFEEBEICTLHEINTL X I,



P96 RAE A vf BRI
JETIE ST &AlD 715
WIRIZIN %, Bk Ek =
w1 = — il P IK] - B
WHEHTY,

FRRYE IR IR

F 9 B i
([ZRT DR T T, 5
KM G R AE %
i U 72 B R YR iE 1
R - BRI LT
WO T, B FERG R ZAT
STID, HEERE
R 1o UL DML
B SR IR & B AR
& T, — RIS A
X7 FTLADR=Y
VoZboHrWnWiEtr
= I RHUE H & i
LES, Flexza—,
CT.MRI 72 EDOWRIZ X VIREDILA Y 5 i L E ¥, MMEEOHBUIERE LN 6,
BRITEHMICESZ ELmTIEL Y FH A,

WIZ T A IV A EGIEIT 6T DRI OV TR LE 4, BAamERSE T LIz LI
HEIE T A NV AEGYE, FFICANVANRATA NV RABIZ L DERENEL AbE T, EB A
VAT K D) L RBEAE IR L CIEHT CD20 £/ 7 n—F AHiR, A AT r AL
AWK LTUIA 7 m eV B LR AT A )L ZARKIEHPIRIEZ & A L 21Tk LT
77 ey raeERE LET,

BAERERDIES D TIXEREICH L THRBAEMEEZ R LT W R BILTVE
T, EREBIYEOZWENTIENR B THY | TORE L TERICER: T2 b LITL
IXTT, HORENRERZ EHH Y | IHKROFE L B2 SBITHECHICHEF KA
fERT ~RETT,

2L DI PHETIE TN aF S — VN FERTIN, TET7 Vv ad S — Uit oY
FORMHBEZTEBY AV 3Ty =R I N7 7 X AL DIEREMNE LT H L



L ET,

REMWT AUV ABIIETIIA T 3T —ARI N7 7 XU HHTTA,
BYaF =B NI EY LT LRT U VN LA EEALEE T2
b, FRZ2HH LI 3FPEHZEITO> 2 bdH Y £7,

= a—F VAT AMRIL ST EFNIRIZ L D PRIRE —TT N, BIELEHAITIEA
ToA REFRALERS, ST AFIH D WVIT_U X 2 V0 OREIRIZ S 2175 2 & b
FEEE L7V T R &0,

FRVESEAREIED B S AT BIZ R R IRWEGYE & 51 > TV T BEGYED Bian I
BRHZEBRICHY £, TEOHLRTRSBE L, BB THH£21T ) 2 & TR A L
CEOICARAERZED ZENTEET, AH OB TIHEIYEICB T 2 - E Az il
(ZBEE L E L2hy, A ORERESCEMEREOSIbm <. ThADLITHT o2 E b L
T, RMEGEAIEDOEHIIS EIERLRPMLETHY , DLV ENRbHI
(X, PIDJ DM T +— L2 MM L THEMEIC2 IV L5280 ET,



