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R & 5 % BR FA R ( primary immunodeficiency ,
PID) REHNRESHLERE Sy TE 0 M 4
ETEES T (R E 5 40 M R 1 AR 40 e
REDT) RASE, BARBIEREDRREE
M—HIEREE B, 2015 FERGEESKE S
(IUIS) PID % %% 514 (PID EC) B & 7 Hehr e
PID 739 9 R, i K& 300 ZREF R EFEHM
290 &FF PID: (1) T #RE4HM B K E MBS &
& Bk B ( immunodeficiencies affecting cellular and
humoral immunity) ; (2) Fft1 2 B4 2= 2 i o 5 Bk
Fa %z & 1E ( combined immunodeficiencies with
associated or syndromic features) ; (3) HiiA s iy
3% ( predominantly antibody deficiencies) ; (4) sk
PE % ( diseases of immune dysregulation) ; (5) 4%
RAYEE WM H | T RE 1[G ( congenital defects of
phagocyte number, function, or both) ; (6) KRG
B1Fé ( defects in Intrinsic and Innate Immunity) ; (7)
B & 4 5if k2 % ( autoinflammatory disorders) ; (8)
F#MA BB ( complement deficiencies) 5 (9) H B4ifk4E
KH LR B & 1 B 5% BR B 9 ( phenocopies of
PID) "),

PID S8 #IG KRR AR . B B tRm . B
S RIEVEBG TP 5 AL 7, LB LRI
RHURHA, FRANNE JE L0805
RS, PID & IR G 2 e PR 9 R [o1 R, i IR A
PRAER SR 55 S A PRk 3 M LA R SR BE T
AR, B IRIAIT W R e, PID B L&tk
A e B 45 F 2 I BB IIR YT, 34 PID B JL
o 7 AR SR BR B ME B iR e R M, PID /b LR
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I, RORME 2 BRERR SR PID BHTIEGL R B iR
SPHETREP.L R REBERT, W EAH
.20 mRETRRE, BNIRRSEIE R
—HIFERSHIE, i, PREELIIB¥0 645
RAAR(PRIIBERR)RBZRSHARERE
I, % PID BTG R BB IR AL T fn
TR, LR IR E T S%

. \PID {5 5 Tk

ARIZFEEE) PID BILKIE S BEPEARR T #hE
MM RS B LR B AR R B s
BT & 5 %, Hovh & AE Bk & S B B A IR (severe
combined immunodeficiency, SCID) X fr 7 S5 /R{E L
W85 R, BAE LA B T VBB R R LA
B 4 }19% % ( human cytomegalovirus, HCMV) (EB %%
B ST KA T B I8 /N R e 2
Fa%% & 1k ( Wiskott-Aldrich syndrome, WAS) , & IgE
ZE-E1E (hyper-IgE syndromes, HIES) XTI 405 . &
B S B B8 5 18R s DL S e B P s R LT B e
PR | VL2 AT T R S SR R R AR BRI L 2
PR R Wi 9w 55 & =2 KB 55 #E € 1 5} B, PIK3CD
TREIRBER AL B ILH 162 $hZ 5) IR & (3%
RO B R 5 SE TR MR 7 W 2 B 4 B AN T BB B 8 L,
XHoE 22 BHE T 22 AMEAT B R P 5 i, B
A % f9% ( chronic granulomatous disease, CGD ) X ¢
FABHE ABARE AT A EMAENES
5 2%, L5 51 BT i JB % ; IFNGRI1 . IFNGR2 |STATI ,
IL-12B, IL-12RB1 . ISG15, IRF8., TYK2. NEMO X
CYBB BEHBAYHFTE v-THE (IFN-y) 3R 2
BN B B, B BE BRI AE 5 R BT R
( Medelian susceptibility to mycobacterial disease,
MSMD) , SN (BE B T THE S ) X
a5, STAT1.STAT2 IRF7 J CDI16 P4k
R IL 5 B ™ & A BT A9 d R g, TLR3,
UNC93b ,TICAM1 . TRAF3 . TBK1 EF &z EILE B


http://guide.medlive.cn/
http://guide.medlive.cn/

o)L B 2017 44 HE S5 %% 4 8 Chin J Pediatr, April 2017, Vol. 55, No.4 249 .

B 45 5 2 5 B (herpes simplex virus, HSV) i
#U)  EVERI, EVER2, GATA2, CXCR4, DOCK8 &%
SPINKS 53K 28748 B 8 PID LY AFL kR
# (human papillomavirus, HPV ) 5 &%, 2= 81 R 5!,
PIK3CD, PI3KR1, CD27, CTPS1, SH2D1A . XIAP,
MAGT1 .PRKC delta 25 FF 2245 0] S B(HE NP2 E 1)
184 7% 3 EB % 8 8% ¢ ( chronic active Epstein-
Barr virus infection, CAEBV ) 5 EBV #H & W& Ifi 41 Jitd
PE W E 4H A 4 g M 5 ( EBV-associated
hemophagocytic lymphohistiocytosis, EBV-HLH) *1°,
RORc. IL-17RA . IL-17RC, IL-17F, ACT1, CARD9,
IL-12RBIFEFI G FE K STAT1 LiRERBHEREE 5
H B XE G 18 M B RK BB & 2k B R ( chronic
mucocutaneous candidiasis, CMC) ; M4 C1 ~ C4 . H
Jo 1 AFRE R B pa B LT JEREA T8 5 8%, #hKk C5 ~
CO. &M% P.D T RILE & BRI R 2
G ; UFRAY PID B L IR 5 8 ) 5 S e T RE B
AEUIME, iHt IFN-y IR ILK 5 BRRE S
IL-12/1L-23-TFN-y % 7 22 B e g s L2 L7
FiA PID w1, B 5 RAEPE S 8 LR & A R W
J5 5 B R A G R IE H R L E .,

= JURGERTY

PID 2L MRS T RN aE . (1) R i#
FIATER & AR A B 3 A O PR Pk S
ek R, R R B e IR S R A8 2 I A5 2R
(2) R BEAT @ BAMEIRYT RSB 5 18 PID B
BY N I 5 R R A b, DAL T B8 B R B A SR
R ERE ZEMANGRER, g BIEM
ISP R Y; RIS T A SRS RA
HHURPIBIT TR (3) i A YRR B85 97 I,
PR R Z AT 2 R EUR A BRI A
BRERZY; (4) ) iBHEZAYNGTT 48 h TRA, Al &
BAEMAEREIRIT; (5) X T d B Bt s
1 PID 8L, %% BT B R DR T TRE
WP BATEIBRPRI7; (6) KEZ B PID BILTE
Bk PR A YN B RERTRE,BRE
PG 2 A B L, B0 W I i 25 3R BE 5 (7) &
PPTRGL MO LE B IRT AP, s ST HRpaYT , R B
wrREXEESE,

1. ZHpH/EY: . PID % W5 A P .35 5 = FHHE
BRES (N REEFR T & B AR HBRE 5 AR
W AR S ) MEZASE (KBRAE R 7
EHE e E AR EAEE . BEFER
B NEREFES) . PID BILERLNE

I R IR R R

B2 PHPERRE AT 51 RSt R (F & Bk 25 frs
R IR R MR A 55, SER ZE T
2 2 YRR A B A P S AR AR
FERMAREREREN, AR HERE(FHY
FBRHEILR 1) s & IFMBE R, o F s =A%
HER (ki) BRAE6yT, FIEF BB R
fERBR e HZ R Sk 25, TR B A iR i, il 2%
MERE RSP T AME R T HERNB A . RIE
AR AR B R BT B AR E R
BIRIT 2. T B R 2 E T BT B 2h
AE R M 25U BE , 48 - FH 25 39 (81 75 1 I 1 4 A X% I
Jjjﬁlé[ﬂ]dl] .

B YRR R TR A R R R R
I FEH R PR R R GRS . PID LA IFR
TR B A S FENRE, BRI R B HE 7 B-
BEREBS AT AL IR R BRI AT (B2
AEFE R BRAREE EEFERERES) &
HEURE RS, REBIRLAL B-ABLIE B T
ER T E R P A A R ERE MM, T B-ABE
RS/ B-MBL IR MM R R 2 & HIR R R B E K E
ZAMFF R ERGY . RIRIFEERE, E&
HYBBRPIERENEN T RZ . BmHER
MEHER EBZATREBRRIUER RN E
TP B B- BB AT ALY Xt 8- B 2
PUERSHEEIL, T EREAEIBIERSE,
BEFEFTR (PR R 2 FICKE) MyLB M 5 e
EHR IR E ZERY E) TERRE R R
#XGW (B TEREHSERILEEREES
), AR B BRI 2 XS 5THAIRGE , I
SEBUEAGANERES), FHZ5HE NS0
HIRE R 2R B BT A

BT RBRREESE BATE RS
FEEEMER. 4 PID BILHAK AR B
RAETH SRR R M R E S LR
YIETT TR IR R I B 25 9% R T RN , 55 B3 27
HEEE ST BT R R, B AT AT 2 B M A BT
BY7 . RIAERRER S BITERIAIr Y s
M (H) FIFF(R) B (Z) \ LR T BE(E)
%, B R (HRZE) 3 4kidyr 2 ~3 AR, 8K
TR (HR) 453677 4 ~ 10 A o 3677 R WAt al ik
AR AR TR RIR LY,
SEATR BRI T A REF KA AR (N E
RAPTarER) FIAEY BT H R R
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R1 JREERERERTURRE LAY E KRS

%% it FEHEIRIERELE Y RGN E)
HTEE RIBERZ B ARG (8 1 ~10 ) Urkg, B4 ~6 M0t 1 R, IV BRERIHEE, TR LAl
REBVASIGTT (5 T ~20 i) Urkg, 432 ~4 Ik, IV
[SE R 20 ~30 mg/kg & 8 /NAT 1 K, IV EAE R LB IR R B, ) BRETANGE , TT4E K ARG
ST B
FHEE ANT LA 15 mg/ke, 8 12 /00F 1 3R;1 HiIgE 18 % FAZGHEIEELN S B RMARES, REL
15 mg/kg, 486 ~8 /NEF 1 3K IV R E R 15 ~20 mg/L
ERTHBEER 16 ~32 mg/kg, 5+ 2 ~4 REAH,IV WEET 6/(1)*\&& N5 i B R, A SRR T E I
S min
FlZwefE 10 mg/kg, % 8 /paf 1 1K, PO & 1V LR , A5y 3% 1ok iAo % N&#ﬁ?zﬁlﬁﬁﬁé
BERT /J\JEZ A AERER 16 mg/ke,24 h S R4 T# Eﬁﬁ SRHEREM EATRANMNEEAS
§_1‘§:E 10GKFEF 2 Al ﬁﬁ E%J 10 mg/ B EEAT A
u3 UG 12 /T 13K, BERERETIR 10 mg/ke, & EI
L HRUR AT EH 80 ~ 160 mg/kg, 432 ~4 ¥, IV W T 7 2 IR A
URBIPG AR 90 mg/kg, 45 6 ~8 /AT 1 1K, IV 5 O B P R B AE S R
ST INF1 A 20 ~40 mg/kg, B 8 ~ 12 /NBY 1 R, IV A T4 SEEBHREERMALER
F 1A 20 ~40 mg/kg, 456 ~8 N 1 3%, BA)EA F
P8 200 mg/kg
LHamg ks 50 mg/kg, B 6 ~ 12 /MBF 1 IR, IV BT EE = E R AT S R R
LA dh 50 ~100 mg/kg, X 1 K, BREAHMIME2~4 ¢ RN A2 IR YA T B YR 20 ) , T P TR R A R v g
XBiEHE R E/DF 50 kg 40 me/ke, 5 8 /NaF 1 I ; KF 50 ke R AR
2 /R, B8/ BT K
WS- RME T 1~3 A8 20 me/ke, 86 /M1 K53 ARE 18 % TERE M) o H AR S TR
15 mg/kg, 45 6 /N 1 iR (AR DA ek R 3 )
FEEE 10 mg/kg, BR 1K, M3 4, TEHERITRE BEBHT6 A LERIL
FXEE 7.5 mg/kg, 8 ~ 12 /NBF 1 K, IV WRYE M2y PR &, Il T Zhee R
0 10 ~20 mg/kg, K5 & 300 mg/d, PO TR WA h g
FE¥ 10 ~20 mg/kg, B X5 & 600 mg/d,PO R W8 & 1S il R
R A 30 ~40 mg/kg, B AFE 1 500 mg/d,PO T B W AT O B R FRBRFE AR
BEZE 15 ~25 mg/kg, K& 750 mg/d,PO TEWW S heE I RREH
ZRETE 15 ~25 mg/kg,PO EEEMAES
FHEEB 0.5~1.5 mg/kg, /X 1K,V IV atEATF 6 h
FHEE BIsEE  BEFEO. 1 mg/ke, EAMNE 3 ~5 mg'kg, IV HR A S TheE h
R 37 Rk 7 mg/kg & 12 /pBT 1K, IV TR M Th B
il e ﬂg%flgf ng/kg, 8 12 /B 1L K USR5 my/kg, ERENFSTE
TR 6 ~12 mg/kg, B KFH B 600 mg, HK 1 &,V FHELFERRE2~3dH% 1 K, EEGENShe
F R E AT 1 Ak 50 mg/ke, 8§ 12 /DB 1 IR KF 1 Al BRERERTREL4 A, EHBHEEEA. &&
50 mg/kg, 45 6 /BT 1 3K ;1IV W o F B R R i 2GR
FIAFS 1 X 70 mg/m’ , ZEHTF 50 mg/m’ X 1K, IV T8 R0 B M % B I TH R
KFFG 2~3 mg/kg, BR 1K,V TR MW I % FL R A S o eE  Fse R 2 HHE A
TR P - 4R 20 ~24 mg/kg 52 W, IV; BK IVEEKF 1 h FEYRAL . “EIHAHHIE-HRERT HE
o A 2R 240K B 0 m %
[R5 10 mg/'kg, 45 8 /A 1 3R, REPIRMZRGE TBREL I BRIV REEetE KT 1 h; 8 W m % 51 .55 shak
HHES FERIRIT S5 my/ke, ] 12 /DBE 1 R, 362 ~3 B ERGTY . IR IV FR4EmE R AT 1 b i 20 WOl o % 30 % IS Th g
5 me/ke, K 1K, B4 1A
BFE® BSIRIT :60 mg/keg, B8 8 /NET 1 IR, IV B ZED 1 b, EEEN AV EERL
AR éﬁyﬁ% 96 i R mg/kfﬁﬁ;el fz rkj v WEWE e, IV EEEEE
EnEELS2 b, E02~3 R
A 0~8 A 3 m (kg ®);9 ~ 11Eﬁ%35mg/(kg w);

>12Hﬁ—i> <15 kg, 30 mg/ W HKE > 15 ~23 ke,
& 24 ~ 40 kg, 60mg/(k k& >40 kg,

75 mg/Zk,ﬂﬁiﬂk frEs d

oIV B BRI PO O R
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RX(EAVEMMBYE) LART . EHAR
(8 ZLIE) KIEHE (8 F UL L) i HEEms/
SR 0E (SMZ-TMP) FF| R M e 5 , oA L F PG TN
2 e T e fip o B P B S5 R R LR o
EWIT R, BE B REZ BT AR AR,
FHRUBRIEGBARE REES ~6 MAYKS
WIT.REE 6 ~12 A B 12 ~18 N A L 1R
SR BFTHEERE R ERE %I 12 AL
EU BB AT R B TR R
B AT AR FS KERRGR AR
i

2. HEBY .34 PID BILERKARREER
f& Y (invasive fungal infection, IFI) &) & f& A
BV B LAY TFL BOR B4 i % B R R 1
FH ESRE REBRE.

CGD B LI 5 & A4 H RS, Ho i i B i R
i 80% 1, BB P RACMIE (SR L0 B B L
BEAN Bz Bk, WHEE CT BB R I A XU 45 15 S22 B
%, iScAs X B Ak SR FE B 23 W BR B2 , 1R 1 AR
MEESRAR. B RN E Y HRILE
e HHEE R B RHERR ARt RIA SR
KI5 JAVPREM TR B 2, L AR
SEREME T ~10 d BRBE, AT DL B A MR IT o
1 B TR O BT S 6 ~ 12 [P

HR S Bl 8 F B Bt 2 ( Pneumocystis jirovecii
pneumonia, PCP) & PID & JL ¥ WL#) 3% & 5E fl £
FEH ., $% PCP flif CT RI AN EBHBRARL, ¥
B3R REMER, TEIHMET FREEE.
PCP E %I4T 5 & SMZ-TMP, 3377 [F B 75 K50 &
IKALIEBAL R s SMZ-TMP Rifit 52 2 7T F-R 1A%
R,

K% PID UL & A B2 Bk B IR & Bkl R e, B
CARDO #t [ {5 b 8 JL BT B0 48 2R o 1 Ml B R,
STAT1 ShRE#RES M2 AE K CMC & LT ) SR ik
SERER . BRI E R PID BILA RS
B O R SR R R, E R EEA YN
FURM , B EZGY A RIAZF G KRR 25 R A RRRK
e A B T A TR TR I 9 TR R T A I AR %
FhEt, ST E A Y NP E R B SUH R Bl
UM E T e R B ZE 4R 2 o BURME , i
IR AR ST R e B R L R IA 2R AR R IR
%, BERBREHRAP . REESKEREL
PID £ JL.(4N CARD9 i) 7 KM N RILE B
254, GM-CSF/G-CSF [ & FEfis & ol K H Bk & GM-

CSF/G-CSF Fiz5™",

RRBR ARG B 8 S BUM RS BR 8 8 S Bk v i
Wi%k. HitH R AMHEE B(Amphotericin B,
AmB) i A AHER EL (AmB-d ) # bk 13 54 BK -6 F I e
OR(ZED2 R, FREMAFRRRIGTF(E08 ~
10 ) PR ABIHEE B v H T AR Z AmB-d,
AT S W R ELE AT G PID BUJLEY

3. JRERY:.PID L5 Bs B a T HCMV,
EBV % %5 & . HPV | I IR & & M2 5 3 ( respiratory
syncytial virus, RSV) R BRES,

PID # L5 HBUE R YE HCMV J& 3y, $7 HCMV
oYL FAFRAEARTE - (1) e KBRS 18] BR A 2% B
Y5 R SR AR TR 42 | G 42 RN AT0 100 I Jok 2% 42 5 P B I
HCMV j%; (2) T4 # S BB A Z LD
BEERMRE LR ; G) A PR ENZ8 M (B RS
MZWEE) AR BRE . Hith HCMV 25914

HE%E BT RA TRASSEERAT GEE
W IRAE AT A

%M CAEBV B, I W F R EF B FEN
EBV 24413477 BT LA B A5 25 5 151 2K SF- 0 W 58 HE 2
SRR A, (A AR R IE - B AR
W3 & iE 1) & 4 % ; CAEBV #1 EBV-HLH 315 &
WA, T LM B R R R
YT GE I T AR BREES AT

K I YR A 2% 75 ( varicella-zoster virus, VZV)
LR 2R (HSV) Ryl B J B ik (R BV BR
ERPRHERL, R R RIUREIRIT. EE
T MR B BTV S B R T VRN L I ES T
BE 3 A RENERREE N REERN, LB
i EEK PR 2GR, FH 2 35 [ 6 00 o B R LB B
g 0]

PID & LAY R B 3 1 5 BB, R 2 B
RN SR, ENERBREAZETEL4H
BT R s R AE R At e Ap e i ) PID fBLAE
TR & W ] AT IR M P R o M R EE D ER
WL TLBIR RGN B BRR B A YIGIT, IL
HREAYAE. BAMF MR RF FHLIRKF
glow]

RSV HATZEWHMA T RSV R EHL A F
R H sk RSV-IVIG ( RI-002 %, & =% E B9 $t RSV
i) AT B4 PID BILGk R RSV Y™ 3T
SR RSV B, i TR VTR T 2

4, R Y. X-ESE [gM 445 1k ( X-linked
hyper-IgM syndrome , XHIM ) X [l 7 H /= & 5 8%,
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W RFI R E R RS RS, JF R WL IR
RCHEADBIT, IR ERIEREEAR.
Y T e A SR A, BT AT R R O IR B S AR e SRR
FITEATE N EATT Y,

X-ZEQ T W MMERERB M AE (X-linked
agammaglobulinemia, XLA ) X115 [C B B Hi & 1 5 BK,
MR FERIAEHEE, REEVTKEHA =28
&, I RN HiEERRRE TR E R
PR TR R PURYIA ST , W FIRYT 2 W a4 e g ek
R A

I T R Al 3

PID B LT UG R 4E : (1) B ¢ PID
AR LN e AP TR R, R A B A R K T A
BIEEEH; (2) BBl 5 B9 R ; (3) PID BILE
PIHEA A T (5812 PID BRI T A SRR
K HUBRE H B BRI XA AR R KRR

TR B AR F RIS g ; (4) RIBARIEE K
PID IR 5 B, T A TR IITB A (R 2);
(5) FitkErba A £/ PID BL, ¥4 T % bk 5t
P FhERE H (intravenous immunoglobulin, IVIG) F4Y;
BT (£2),

1. SCID;SCID #% 5 {4 88 ™ B BFE 1 g , i i
Tt B AT — R G F B, A MR R
RO v i T A0 B R B BT B R R
HeFE LA W B IR T RSV MR BIRBWE R
it HCMV \EBV RBRREHHHR Y o 3 5L
121 SCID BB ILF BT R PR B, B S P 15 2

B, B YIS BILRR ﬁ%&?ﬁé‘ HCMV
F AT PREFLIR SR S i a0 o) A 7 R A T R R A R
H 4 KA HCMV B JS , Al . RSV WiAT
A FIFIRR R TP A 8 1 Rk ig T
K[ 9% O BRTBE VZV #1 HSV BRe;1 HdFia 0

K2 CE RS SRR UG P2 Y5 B R

Gl

# W PID =N ] B F b B
3 BAMBIR PN fl s 25 R vIG
SCID SMZ-TMP: 3% TMP 5 mg/kg,1 /d, % HE g 6 mgkg, 1 RSV FATEI MAFBRE 400 ~500 m me/kg, g
%2 ~3d,PO w/d,P Hi15 mgke, IM;HSV B 2-~4 A 1 K, %5
VSV. W& 3% %5 20 mg/ IgGKFAT 6 ¢/L
kg,3 ¥/d,PO
WAS SMZ-TMP. 2 TMP 5 mg/kg, 4 1 ~2 7K, 458 SUSME 3 mg/kg , 1  FIEEE 20 mg/kg, (3~ 400 ~ 500 mg/kg, 4
WEUERI3 d, PO YIRS BB E 105 mg  B/d,POCATEEN 4)k/d PO 341K
(NF52)250 mg(KTF5%),2%/d, PO HAZ)
HIES(STAT3 B  SMZ-TMP.4 TMP 6 mg/kg, 431 ~2 3K, B SIS iR Rig¥ REFER
B ) B3 d, PO;RBEAFA 125 ~250 mg,2  EHR MR 5 mg/
W/d,PO; EHEREY YMMEHEZL 10 kel K/d
mg/kg,1 K/d + R4 HE K 300 mg FALR
A2 k/d
XLA AEEERDAEETD A HXREY KA AE Rt 500 ~ 1 000 mg/kg
JE BRGaT, SMZ-TMP . £ TMP 5 mg/kg, 73 HF3~4 11 B
1~2 K, E§R%ESM3 d,PO BIMAE A IVIG 2
BiA B X
CVID AEEERPAEZHY; B IVICfER FiEE AR 500 ~ 1 000 mg/kg,
RS Y i}, SMZ-TMP; % TMP 5 mg/kg F/3~4 1K
31 ~2 R, BRA%ELM3 d,PO
XHIM SMZ-TMP.#: TMP 5 mg/kg, 4+ 1 ~2 3K, 5 RiEH A 400 ~ 500 mg/kg, 48
#LER 3 d, PO 3~4B1K
SMZ-TMP . 3% TMP 6 mg/kg, 431 ~2 3K, 45 B 5 mg/kg, 1 "
CGD P gk SP1 -2 (R S meke L g RIEFEH I
MSMD R A R RIEFHEM
RERERE KNEE VN Wi B )L . FEEE REFEEN
5 BRERR %% me/kg, (3 ~4) ¥k/d,
AR BER AENMEETE R A2, REREN, REFE T REFZEH
FEHBE 60 ) U(KE <30 kg) 120 J7
U(HkE >30 kg) AlE, B3 ~4 A1 K

" A IR T RS ; IVIG. BikiEH Rk ED , TARERILBRIRER ML R A B R A, SCID. BER G RE

BRI ; WAS BB /MR s/ RS 47 &

XHIM . X815 IgM 4

fE; HIES: & IgE £%

BAE; XLA XSEME R RE A ML, CVID. L3828 57 B Gyl BLpa IR ;
HAE; COD: ISPk ; MSMD . /R % 5 B4 BUFF B3 SMZ-TMP . B R% I IgMe/ B R 0 s PO IR M LY

TEST RSV FFIGGE & MR HSV . MU B E VSV OKE-#IRESHE
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Fit SMZ-TMP T3 b7 BB EC fiti 763 B8 /B Y A% 5805 nak 71 By
R MR M XIEREHRM SCID
BIL, RS BVE SR IT R HEEEE 2 ~ 4
A IVIG #1897 . SCID BIJLEm T aEBis
PR AT, AE R ER, Y4
CD, " T 418 >300/pl, PHA HFIRE > 50% F %
{8, 775 845 P WP tE DU Y FH 25, X3 F B 4 Th
BETERE I B IVIG BRIy,

2. WAS:WAS BJL5 h B B AL etk h 4% |
At ¢ B j ik Jk e , %f PCP ,CMV HSV \EBV FHljg% &
G5 R, B U™ A Bk G0 B2 P U O TR R A B A
VZV HSV % Fifi WAS B LM & BN A IVIG
BB (R BB 1gG /KTE) , Atk pd v 1
I IVIG &, BEEA H BRI R S EERT
7B R Y i 15 B WAS 8 JL AT B ] SMZ-TMP [
R, &HA LB kG R P E R B )L
T ER, HPRyBRARE R WAS B LIRS
RERFAHEZGY TG . WAS BILERHE
B2 TR , A BE A B ok 6 R o 2 28 1 L o g
f WAS 2 LT[ o7 P s e 4 R TR v o

3. XLA:XLA L% B & W7 IR B ik g, 184
RE T R RGeS B S R 5 e F f
RN XLA BILEABEHRERER, ¥
HA¥LE /3 A IVIG (500 ~ 1 000 mg/kg, 5 3 ~4 &
1K) AT %W B B Gy, IVIG Ak R &R M4k,
LI LI YE 1gG K FRFFFE 6 ~8 ¢/L H'H., XLA
BB L— R G DT B 24 4 TR SRR, (B X B AF A
HEEY K, L IVIG BRIAT T LR E FF R
ERRE (A HRED 1 R EIERE Y 4
HIEAD 3 R I M R e s AT o] B AE R ) , T
Wiy RL A O BRI 25 A

4. XHIM:XHIM BJL AR F BUBRG R & fEA
B TR BT R TR b, R AWK
K EREL TR GBSk R S5/ sh
XHIM £ JL5) H 8 &2 0 i i s e, 2 A iR SMZ-
TMP i PCP; 5 XLA BJLEM, 8 8 MER IVIG
(400 ~500 mg/kg) BRI T A2 vk 20 % 4 531 5 0 ek
R R P B AR B O
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bR YL R, B 3 T AE SR T $2 T CGD BB UL I SA T
&R A RE T T8 EEY Sy
RESEFHE T 8037 , AR i 2508 XUB: 5 (2) SEER F
B DS B AR (3) P E /Y CGD L]
KGRI E B E E 25 Y B, SMZ-TMP K4

AR 16T 0T B e /0 40 R R e 4% R, A i BRI ET AR
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K2y CGD BIJLAT % A EE M () BT
KR IFN-y S R R B &, A HERE (& A IFN-y
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R BRI 0

6. MSMD:MSMD 2 LA EBREMR Al , O
HRAERILFREEY RN W ARNEAK
HA$T B 25 4 T Bh FH 255 %+ F IFNGR1/2,IL-12B 8%
IL-12RB1 #pEH MSMD B LA 4 Ml N TR RS (1%
LSRRG ) i, B2 T ST TFN-y 545 R4 il
3/

7. FE R R 5 B TLR3 {5 58 B
BRFGEL IFN-y s b B B3 ) PID B L5 MRS
PR, ZAETF 2 ~3 %200, B B4 LB

E ST 0 AR, 1 T
FHHR AR EBA B TS IFN-y B8 F T
ﬁ—g_,,%[&,m] .

8. FMABREENG  #MA C1 ~ C4 . H K& 1 B -F5BG
5 B S AN P R e, #MA& C5 ~ C9.D Tk
R B L5 H B M B 46 2 SR TR AR e, R 58 LB Xof
SRR RE R, AR M O RO 13 M
REEFRFE 2 TAJE, PR 23 MR ERRE
LR BN EFTRRIRATRT, A REE s K
F 1 ZEEJL,BUUEFM M (A,C, WI135,Y) IR
KRB AR, /NF 1 FEEIL, BiUER C &
oG i A BR A R 1 5 S B I i #MA R B PID 8L, W]
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Kb R L 3B B 0 R B (BB A RN TT UL E E B R A
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BERR R () s ERER K MR JLE E R RAL (N B H)
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