WL ARENENFES, FENHE:

@12z

EXREHEROMAS; FIHFRRAERE AT EREE X,

& 12fR

WEAE Fo s bk Tl o 25 LR JR R M A T B P B L &R AL 1819 AIDS 9 K s
HLH

@ NF3

L AIDS 895 B T A0 6 97 # 3

BB  (immunodeficiency) JEdH Tt . KB SUSER R, SRR LRGN
bR, SRR T . sk, HE. REReRRS . T R EiE R B e )
REREAGS | L AB, FROVGPESFESH (immunodeficiency disease, IDD),

AR 32 B 1 2 RGO AN]SR BE BB o IR SR e e . A e B . RS A
PEGRPE ., FRUEANMEREG . #MABRE R TN ML SZ R BRGSO R IR], Sz
B IR 43 M K MR e e B (primary immunodeficiency disease, PIDD) FIARAS M G s S i
(acquired immunodeficiency disease, AIDD) PR,

B RE B FE I 1Y) T R PRI INANRE 4G . COX Ao [ (A () St 25 o 1 v sl o — 26 2%
B AR I U MRS B, A5 AR MEL S ARG, HET USSR AT, O
T REGRIE . A W2 MO RN AMA R Fa 838 75 2 R AR A A BRI L BEBRTA R 28 SO AL R P 4 T 5 |
EIE R, iR, hEH RGN, UM R bba B W =2 R A R EE. . MANFAE
PRI R S5 | S 5 o T 20 B R e o 2 5 P g 1) s R i e, SRR IE = AHEAE L,
AR ECE A, IR A 5 kA Kaposi RIS WAEIMR . DR & M o Re sk a5 5 & E
RGNV TR . FERIR ST RFVENEL 155 A B e by, 51EH ARE A B e b iy
KE (0.001% ~ 0.01%) FHLL, HAEPARN]E 1400 ~ 14 000 75, 2805 &M G 6k b i
Hisfem, Hrb, 2913w jeaiisE, 15 Iy @Rt sig, 15 2 00T R LM
R R Z N B IR E SR, B, WA, LG E LSRR
Al e | R DR A S e BB

F—1 BURTERPE B

JEUR P S R R o 2 Hhy T 8 AR G A SR IR S sl T IR I S 5 3R 4 B0 2
(SRR BRBEPED o HRAE R BE 1 S BE iy, 70 Al PSR B BRI (RT3 B ARG |
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140 F R F m::‘

T 20 i ke o TR 5 S BE B — RIS ) 1 [ A S e Il o0 BRI (L 35 e AR e A1 k240 JE e I

) o HIAGEHLII LA 15-1,

BEAEALAN

ol
A2

I
(@t

|
M e Hfr%@ﬁzmﬂ . HEEI&% ‘ . ’ DiGoorge
‘ Pratam Hﬁmlﬂﬂ@ R 1 ML LB s B B TAN Py
I T
I | [
PSS | | e Hiﬁ?%‘fiIgA’ ‘CD3y’if£ ‘ U H R
Y e | g | | T | |"RROH

B 15-1 FERMREHRBEEFYSRER

—. RA&% B MBIRERE

JEANE B ANLBREE 1 S B A e R TG, TS I B 208 A sl Bk i E
AR — LR S A R T R B — 28PN . (B T AR I RERE AR IE R
i PR = P B A 5 B PR A e 2 B TS e RS i K 1 TR S Mo (9 A A3 - (3R 15-1))

®15-1 FEEMBAMEERIAE LERRLZBILE

B 4iififa BRIk e il
X- JEGTCNFPEREE A M9 l l Btk SEH 5875 XL
PEREME IgA HUG IgA' | IgA | ek R AR
X- 4 IgM 25 1E IgM"/D* 1 IgM/D 1 CD40L fit[f XL/AR
At | Hipty |
RN 1gG B IgG* | IeG | e At i AN
AR JCAFPER S A 1M1 l l B 4153 fl R % AR
A S ER (CVID) | -/ AN N

XL: X- #4; AR: U @iksis

(—) X- EHEAMBKE A M

X- BTN AP ERE H IMAE  (X-linked agammaglobulinaemia, XLA) & W H—Fh R A&
£ B 4B EREAMT, 1952 4 F Bruton 1 IXHRGE, PRI KA Bruton 95, & T 4ifi% Bruton %
SR ILE (Bruton’s tyrosine kinase, Btk) YL ARSI EIS, Btk & i pEfs, T2 B 40k
BREAT, B B AR W e e e R, T TR USRI k. X
i X- R ERL, Z2UTEWRGIL, BEZTHAER 6 ~ 9N H kAR EAMREHEE

(=) &M IgA G-

PEREE TgA BIH (selective IgA deficiency) & —Fhie & UWLIIE R RPERR R 1B FG, —ik




FH YR AR R R B . BRI IgA S B ERL (N T 50 me/L), IgM Fil IgG /K
SEAEH el R, (HSERT 20 IR, el GREE R EIGE | A TE R PR AR A B R, H
ABEE BB EERY, AN, BE R AT B S e e RO R R . PR AR P Gt
Z IgA, BAENE IR E & R HE AU AR D& (1~ 2 ml) SRR T &R
S e ot B i P e RO AR v, I AR 0 B LA

a )

#4144

BH, %,20%, HFEMERAEARIRE. HEAEHBEB O TUFRAET, EEEAZEN
Hroft 400 ml, BEMASNERER. ABA, Rh (D) M, & XWmKE, FREMFEREH T HIA
BE, AFFMD, YWY Iml ke, EFRKARKITEKA, FREE, WHFFE, WHU LR
RERHE RS, MEPROHRE, HFhET R, L4k, FlEAhEtm, i E £ 34T
Wik, BHRMBITRPE, REHFERERE, EoRETHE, AEWNRERE, #— P00 % EH ik,
HREIN: MFFR/AAERES, NIgA REALRE, #0001 g/L (EFEN 0.9 ~4.5g/L),

[EESESE

1. B3 A AS I Fr 38 XU o 3 45 Rk A A 47

2. EXHFEMERGEARIBRER AL

3. BHF K AR EENH R L7

4. FEWAERHZEHFEY? Hh o

5. ThAHZAEFRMEEMNEAHL? HHL?

\ J

(=) X- EHE IgM L& 1E

X- #H R 1gM Z5GF (X-linked hyperimmunoglobulin M syndrome, XHM) J&—FfZ iLHY
JERNE SR BN, O X- B RS, EERH TALT X R E MRS CD152 (CD40L)
FIFER LA AT, FECE T iKY CD4OL Shigakohaesw (L, 2w =g T
T I BRIA AN S B AUAREREE) , i B A S BREE 11 i S e R ety , 30U s
IgM T, HEkZ 1gG, IgA., IgE; ITE A &A KEdrh R gnie, /M AL
MR B SR, BEA D R ARG, JUHZ AT I AR AR AR 11 IAE A8 5 AR Sy )™
TR S JER

. RAME T BISTRAS

SR A T SR FE R T RHE R RBE R AT B T4k T . s kmaine
BRG] A M G BRI o T AN AT LIRS = 200 T 400, 1 BT DRI S 80R % 1 B g
YA B AR T RERERS , T LA E R A [RIB A AR e b

( — ) DiGeorge ZZ & 1iE

DiGeorge Zi &1k (DiGeorge syndrome) , MFRAFERMEMINE LB A4, Bl T 22 5446
A qli2 sk, (ARG RIS T AES VXTI & T A5 &K —Fh e sl faih . B r R
HURSERE . B8k . BAESEREWTREAR, A aRE, BRI S RE 2 8 R 5
FRIEPETZS . BRI T 40080 B B A, T 40 A0S A T RERE RS, B A1 AY4L
HEIRIEHR, (HHXT TD HUIR AR Re ™= A AN e et bR, ARG LS. HIA.
Jir H % PR 2 A R A S T AR I S SR I, AEAER PR L AP RS Sl R 8 VG s T R




A PETR S R R, HE RER AT,

(=) T A& R IhEE B A

T 20 i 32 35 1Y i 43 7 S i B Bh 26 W S 30T 40 00 TR AL AN RERE RS, EEALAE . dnhY
CD3¢ BY, y fif 1 FL A 42 7 7301 TCR-CD3 & &Y R IAS e 24t ZAP-70 B H 742 5 30
TCR 5 555 FREfG o, XA T AMTG 1. G820 A sy 20 i 17 3 7 A A e
1 R B PEFRIEI o

=. KEREiRE

A e E% (combined immunodeficiency disease, CID) &—Z8HT T. B 4ififid4ih
A BHPEEE T, B 4 (A BAE RS 5 | & 0 — 2 ey slbad , 2 0Tt JLAEE4 )L,

(— ) EEBKE RERER

TS e BRI  (severe combined immunodeficiency disease, SCID) J&fT T, B 4y
FER B AR ISR TS R A, G X YRS s L F i Y R S st (5 A2,

1. X- EPEEBEESRERKER ( X-linked SCID, XSCID ) & SCID Hi A WAy AL,
2% SCID 1 50%., M T4 IL-2, IL-4, IL-7 % ZRh 4R 722 43 55 50
F IL-2Ry AL 248, fff T 4. NK 40 F0 B 40AE i sr ik, &8 RN 2GS FR RS, F30
SBEREY T 40HOFN NK 40000 W RNk, B 4 B AR I (H D) RE e

2. BEAERRMEREEREREHER FEAUFERTIZE (adenosine deaminase,
ADA) FIREERS#ZFBERRILIE (purine nucleotide phosphorylase, PNP) #ltf¢%iE, MHC I 284>+
5, MHC 1T 2543 FBhs 5304 SCID, M, ADA ={ PNP HFEAE i S5 SO0k 40 g ELA7 3 1
YER IR AT BRI ™ ) dATP 8% dGTP RUFHER, 1] DNA & B by i 1 ik IR g, 5%
Wi 5K EL 40 B A BB RN R, (el A/ T i o 2 440 9 50 i e 0/ 9 s B e e R AR 1 IURE ,  J
ST, A E R, AT R 2R SN g ADA JE Ik EL 41 ALV YT ADA St
FAdE O U T 0120 R, X © R 55— R nT o FH AR 200 Jif 358 PR A T B AR TR 7 I N2
MHC | 2553F ki 300 SCID i Yokt inife, FERMT TAP EFRAS, MR
JRRANREZ: TAP iz Z NN T If 5 MHC 1 28501454, fit CD8'T 4 il /i3 (Y fu g Ly 225 e
g%, BREH USRI R AR, MHC 11280 FBRBE, NFRRERMRE i ZE 5 14F (bare
lymphocyte syndrome, BLS), M YRR PERifL; B0 B 4000,  E g0 AR 20k 240
PURFIRSOAFRIE MHC 11 2850+, AMEMEDR G 5 4t i FR 2 AR B, AT R kAl
BRI, KT TD L AT R 25 e A RO 2 1Y) 2 T E T i

(Z) HBX & R RpER

1. Wiskott-Aldrich ZE&4F ( Wiskott-Aldrich syndrome, WAS ) W AEERE - 17k
WD B S BEERERE, R X- BRI BRI . IR T X YR i WAS B A
RIERRG, dii-E2Rnme kR, (Haredniiz b A BEAE I AZ AT EG ol 8 T 4 g
W0 R RERERT , X WU BRI A RE I BEAR, PR AT 5 | & S S A e e i/ MR s /b
(/R A e T BOCR FEAIR) R RIS BN IE IR B AE, Al A B B e Pt n il
A R

2. ERMEY KMILFRIFLZELE ( ataxia telangiectasia syndrome, ATS) R defd
IR PRGBS, TTHESN TCR 1 Ig SeEFL R NrZY . DNA &5 Bt S Ja i B g B ALEE 3- 34
fit} (PI-3 kinase) AYFEDRIGREAITEL, B IMGE T IgA, 1gG2 Fl IgG4 Wi/bakik ik, T 4HM M £
FITHAE R, ] B TP /N LT I8, HR S5 BRRN T 5R B 40 1A 5k LA A WP 3 e 5 e,




Sy, = ERE ARG 143
PO. *MERR GRS

*MABR BN 2 Y R Rt (RO BT ), TR IO SRR T s B
wMERGE Y, MR A LA, R R 1 ERMAR SZ AR AT — A BB A T S B 2R 1
Az, AMAEA B GG R BRI AU RE IR T, B R AL B R, A
JE B 1 BORMA SZ AR BB R A, PRPUERBE I AR R EEREARAD, 38 nT B — SE R 9 4E
PRFVRAE, 40 CTINH BB BT SR AL P A P2k, DL 228k 7 (DAF, CDS5S5) .
JES S R MRV i) (MIRL, CD59) B 5 1 ) e A PR 1 R) 2T 26 K

AR M 2K b Ay DL PR MA I B, B R I R A B R BR K M, 2 Hh
GMI . BRI E R R L, TORER, PUAIMARIT o8 kg ATk, T 3EUR
HEBIT,

MR LT & IR (PNH) S TS i s ismeALEE (GP1) Y3 &4 Bk e
Bk RS, {8 DAF F1 MIRL 4> T JC7E i 1 GPI & R 40 BE I, 0L 4 & A dMA A 5
IR, R RIS PRI MAEAT I, A s D R ER Bk A T i, T 76 H R PR R s il 2T
M,

h. EREARERME

BV 20 B B T P B AR M SR D AT RE SR, B A e 4 B o B 1 S R
BRAE TR, T TR A A A

it A% 3R T B BEAE T A M 53 fb & B B A 02 5 R v MR 4 M A5 i s ) R R R, AR
PV REIE AT o3 ke 20 B /D ROk 40 R = WA, i SR I b 20 i gk — I T
1500/mm’, J5 &AM E L H L3 R A .

WA T RE R A T ELAHE (T 2R A AR, A EK B, WL (CDI8) JEHRA G|
(9 11 20 B L BB . 18P A ZE I Al Chediak-Higashi 2545 fiF 259505 . 24 2/3 BAEE A 2E By
PEERBAL AL, A AR B RE BRI 1 Y R B st . 2 PR 2F R —Fh i WL
WA L e S E 0, FHZWAS NADPH S 0B RG0SR B BT s, JE A a2 i h ik =
NADPH %8 {1t , REIFRZE, AW n 40 A REARSL A0S T B0, 18 T BE A e 48 L Ui 2 T 4%
RS HMALMERE . BE TR E MBS, JEEmkemas, b, g, iF. B
G2 E TIE A M R 2RI AL

7\ RAEMERERIEREYEYS RN

JE G G R BB e AT T JE U Ay U] R R G I S Pt s Tl Sk 5 i o ik 4 S R A
MR E . SRR A s A= il A2 s R i e R4 5y, AR d e
REME Y. AN T (e BREE . AR ) il 8 () g2 il 350 T AN T b 1) e 28
WAy, HEERPUAGRENRE, BN, fAIRS v BREE AT TR T PUARER = s Bk, LIgE
e BR AR 1 = FCE I TS S e 3R KO, A B FRiR AN e gy s N AR TR )
AT LU B4 St R Ak e s 0 EE4H TFN-y 1T LB YT CGD; 4 ADA 1f LI FI697 ADA
Bz FrEd SCID,

SN RIRTE R B

IRAFE R PEBRFENR  (acquired immunodeficiency disease, AIDD) J&Hi/a KEZE (UYL,
—BEPR BN ) 3 B SR R T




—. REUHRERERIVELZRER

1. JEREMERE FEAFEEMEME, BN RMBETRIERZ (a0 gyge il 50 Ao vk
PAIAE) 51 A0 FBEGIE o

2. BRRMRE ST, AR UYL, RIS [RRR R MR ma LA S RE R G Ay
5Ii6e, SEORHERAEEREN . TR A KA G B 0 DU R E ) FE A A
R BRIEHRTE (human immunodeficiency virus, HIV) . MEZHHEE. XKW, B4R,
EB Wi, Si% BT R AR BT S, o, X AR KR HIV 551 & 13k
TR PEEEZE S 1E (acquired immune deficiency syndrome, AIDS), HI#60%,

. REMRERGEESIE

AIDS f& T HIV R AR, BRI CD4'T 4 LA F35 CD4 4r T 1 A% 1 B VEAR AR,
R R4 L R e 22 ST A AT A L, 523k CDA'T ARSI, Bl & 40 M S s e G, &
A DI RY  SEMERE FI 22 RG0S R B IR RS AR . HIV R IRk, ol
53R HIV-1 FTHIV-2 BiRL, H it 5 E AT 09 AIDS 3222 i HIV-1 3, 295 95%; HIV-2
AAEAR I B3R o3 B AT

T g ISITTIT T

Ak T b (HIV) E3RIFH R i sk s 5648 (AIDS ) 49% /R tk, 1981
#,ﬁkﬁﬁ%Amséﬁi%ﬂ%%ﬁ@ﬁ@%ow%#nAms%%ﬁwﬁﬁ%
¥ Montagnier (%) 4 & k; 1986 F, BiRmas Lt ERNCEXKF LG LAA
%Sk Sk (HIV). |

A K S T B T 9 Ay TR R AR R A AL, A B2 100 ~ 120 nm 9
BEE, AOR, BET, RENSA—REGRRRES, LOAAMAGEE
4 RNA, RERERUEGFNR; REEOH p24, BHSHEREHRE. A
AURENOATHEEEN, AELARES (pl7), REAMANELE, &
JE & A 6L IR B G R R gpl20 A= gpdl,

(—) =& E

H 1981 4F & B B3 e i Lok, AIDS et Rz &k, SRR TR T A, BHh
SEAFSET DU RJE A, AIDS ML YL IR JE HIV #7474 Fl AIDS 3%, HIV il f£7E T HIV
YL E ML, K. BRI/, FLIT. MRV B R SR R o 1200 B R AL ARIR N
O MG IERIESCSEEEAT R, QMBRERE . A HIV i5 50 Mg s il &, 6
B HIV V5 vt . kBT RHEA A5 O EaR EAEHE: HIV ol 28 de it )L, =7E
PR R A i s A R GEE L, S AT LA

(Z) lWRERIASSE

2 HIV B v] DUE b R 2 M e B R 4T, (B2, i HIV RS, WEEn]
KIER G, , SNE M TREAR G R IR, HoiA s, BEE 2R, Wik, R #2WiE il
AT A2 W HIV B E ) R BT B, 2 Wi HIV B 7k R FE . kil s
BUORREDUA . S A RCE FIOhRESSE T-B . BT HIV HUAKGI A6 HIV JEGe i MLE bR, —




R FH ELISA 5528 e A 4 A e H AR X ML RAE A oh BT HIV SUARSE TR0 06 .t HIV 94
PO HA S 5% S5 B P AT BEAEAE RS XUV, T X490 0 S A 25 7 12 ik — 25 2R FH A 3 B 35
(western blot, WB) HARXFHUA[RIZEH4 R (A APTAIES TAIN ARG IA

CDA'T 0T AU S B HIV e B e R Gt Otk i DA (0 48 4w . 98 DB 2 il p
LT CDA'T UM T HEUE R AIDS I PR 23 HA A W7 7S () S 2K P52 CD4'T 4 AIE T 500/ul
W, 2550 KLV s AT 200/ul I, W23 30 AIDS fsetk (1 15-2)

AR AR LA Y PUBERAEIR . A& I 25 ILAE |
CD4 T4 it B & s>

WFRIISOCRESRI] o1 i HOV ARSI, CD4 4R o]

THE—EKF, HBHD, R
l GEEA Ik
IR AIDSHISAEMERE : K, HEIT.
B NuE T TN
AIDSH] AR IR

& 15-2 HIV Bmilk RS Ea

(=) mp5iasT

165 Mk, NBREARIRBNA ORI HIV BAL ik, BT EE R YT HIV 19 %
SR IR LAYE ) HIV B 6], LA CD4'T 4 i85 FSREAS Ik &2 . BiPE, ZRH
BT S G SRR P27 (highly active anti-retroviral therapy, HAART), HJFHR. #EHEZH
YERPLRIAR R A BTR s 29 & 25 QY RINTFL) , WaosRi Sl = ml s, A X,
e e A, AEBRR R ICE , K B A TTA B EWRCR, (Hl TGRS RTE FDC 4F
N TR e, — T2, AIDS IRTRER &, K, FHIGYT HIV B RA RO b
R EE,

P AIDS YA T A A2 s> AR P FUI WGk, FEAREAE. 2558, &
BHE, I EM AR, FHETT AR, XTI B il ST A R A, B
1EBEE A USRS SR i, BT HIV BRI AR s B AR Sk, DLROH HIV [ S I b
B o ZHE LRI ISR AN, NS E A ARG DA 30 HIV 20 . DLATEZH GP120
Ml & EAFE AN, JERAE; AR 5T CTL WA HIV B2 IEAEIG RS,

L %)

1 1. BB RGEL, REHEKBm (IDD) TRELAALREL T RERE XRE
F RO LIRS BN R TG IR IR, T A R A M Sk He 4% (PIDD ) Fe ik A1
=  SJasFsm (AIDD) B %,
2. RRETGIROIE R, RARE; HRATWNEAE S LAkRR;, A—
T EehEEme .

3. REETaIRE K, R JE a9 (IDD) T 5 A R A% % 849 (PIDD )
Fo kAT S5 B T6 9% (AIDD ) K%,
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4 4. RAE MR K HT4m (PIDD ), e PIDD £ & 63, W Btk AR R %L F5
8 B A0 E F AR TR X- R A RAPRE G g (XLA), ZRFLAERMEB
= WAEFE R JAMRA F AR R A F 88 DiGeorge 4244k ; T 48043 5 4 5814 5|
AL VA T w874 % £69 PIDD; MHC 4§ & A 84, yc 4814, ADA =, PNP 4t
R4 31 #4289 SCID; vABAMK SR 4 Fo Bkt 20 IO 5| K 89 B S J2 B o
1< 5. FRIFM R JEH 4% (AIDD ), AIDS £ —#F dy HIV 5] A& &9 5 a9 45 ik
AIDD, HIV £ Z4Z250AAMR CDA'T ta A Bk ik CD4 o F o947 | EvE st K2k
= wfefeit 2R Aminssiemin, HIV 245, CDA'T @i T RBTm Y, mA&FH%
E IR RERTG, 514 AIDS,

6. HIV B FE 0L R B8 % ik, TROIERMNBERLR . WRFRAE. i
1o REERDRF, ALZREINAZET HIV BE0 7%, BT E2RA %Y T
HIV 4 B 4% B fe i & Bl 4) HIV 89 2.%), WA AR CDA'T ety 3 E Fe o k.

o098

—. AR
Lo R ESe il (PIDD) 2. RIS SE, (AIDD)

—. ®EER
1. TFgHRIET SCID A () E. gpl60
A. PV IgA Bz 2B 4. AIDS f835 i AL 25 M s g iy g i I
B. BRI A 2 K i rgm R AR ()
C. T2 BRI A, HEERE
D. DiGeorge ZEHG1IE B. Z5RRTE
E. Bruton %5 C. PNt
2. HIV RICA EEHgmEE () D. 4k
A. CD4'T 4ififg E. Jififtl-f5
B. CDS8'T 4l 5. B, BIL, WA ERAFESERE O
C. Zr4iff He, 9 H B BRI R SE T,
D. B 4ififs R, HIRE T AE, Bl
E. 40 AR FZ T ()
3. HIV 5 YL 4 i i - CD4 73 F 45 & A Ak R M REEIE
mE R () B. 4tk
A. gpl20 C. PRSI
B. gp4l D. 7 WgAH sk
C. P24 E. *MAZR GG

D. P17




=. B&Em
L. B LB S A S i e i A A 2 ﬁ' ﬁ% Y AR B o
2. AW g dg bR T I HIV gk ? B4

(ZA)




