R AR AR E AR

4w WRLE B #

bRl AR Sk AR




EAEESGRNLEEHEM

MR EZFRIES In R 3E

tETHEEERS 4%
A F 0 #E EhH

b Bl 2 BOR SCER O AL



ARG KRR
BHE BT AR

EEEERRCARESREM
AREBEFRE S MR
tETHEEAS HiE

LR R AR SR B A R R AT
(LEmRER2E  HREGRTS 200031)

£ B B H £ FE &

IHHBAREBEIR

FA78Tx 1092 1/16 EPFK24.75 FH 617 000
199947 10 A% LRR 1999 4F 10 A 45 1 KELRY
Ep #:1-3 100
ISBN 7 - 5439 - 1305 - 4/R-354
(BHE 45 H )481 - 595



*

x

x

]

%
A RWE RAK
;]
MLl FHE
 ZF (UBKEENRT)
A KRR HAF AW
FZE % 45 D S .
# O# RAK AR E3R
Ak AR B RiEE
MR, B
% 5 o M
(AREEFRRSIERERER)
7
¥ LR R
B (LERZENF)
FRF e PR A& % KA A
% OB N R ' BRE
RAE  RRAE B % =
o 3% 3 o

(BREBEXFSHEFRER)RES

G
FHRR
W #
A

KKK
F#E
#® R



(AR SR LER)ZHD LETHEZRA SN LEF _ERRFHLRTH
PEEERLNEBEABN —(RERES 5 REEIA B E LA, BEAS
FH AN

A L5 - D0 B, 9 AU S B SRR | R BRI S U RO S A A U
WEBM PR R ARG R REERK GO R HE RN
THB RGN B RRBAR EF RGBSR K E o A LR R IR O PG, BU R B WL AE
RAGEIR A EL, HERT EHS BRI SR 21 5 18 15 AR P 15 A A BURE M P38
BES N =AW, BB U AR A AL O B RBE EF A, BB T A BRI
IR FRAUE] 5 I T A7 X AR I T B, 6 i R R U SRR 06 IS U B 4 A R IR
T HRR M R R AN O ORI T RE T IR A R A — SE R R 5 =34 MIVEAY
FBEFAT I 1F I RS W T BOREE BUS HITR R S BT, A WIS B K T
H AR R SEER =07 TR ITAUGR , R T “HF ML, B2, 2HEERBRIEFER EZH
PR BT AR B IR AT LR SRS A IR IR E SR MR B ¥ T R B, IR L
FF 1t R 52 BR A AT LY

MEEEMEF KRN CER R EREAEA THRAERE, £¥RZ KX,
BEHRARIES, VR UHARE B 8, A A SRR NS R EEERNEE T
Bl B B BB A2 AR BIBK Y-, B M0 X8R 12 T 7 280 M 18 R0 5 3 B 44 4 2 R BT L
FREUAR SRENERERENAHE EHRE, IEREMRQRET, A LENR
BREMEMTER, TRERTBWZEMHE, UEFREAREAEARERTE, X 2K
KB MG R E A HLA & B RRE

ARLULHEH AR FHAMEANFALBRERENGEREXSEGER, IMHEELX
AHEAEG, EWEFERENEFERBALS  KRERBEFSHAKEREZRAVNE G
R, BRMEZRNFR, FHHREREBHAR, L REREBHES BA, KB
ARG REETE R A, L—RARFEB B EZ WM IR BRI H 516 R B AR
A AAZAMENFR, A TRENEMRANSE, S FEEANARLE, R — AR HE
MEESEL,

FHEAERELED, BHFVEE T AL LIE ERIERRH, FES SRS RIECED
REEERREZREY WRETENFMRRE, ROPEEE TRELHEFRER, U
EIRFAR BIUTER, A BEMFEAREFNEZEFTFRRNFE,

W A
R - ey N



%’_E ﬁﬁﬂm&&ﬁ .............................................................................. (1)
%‘Aﬁi} R R L L ACTTIETT PRI PPPTPRPRIPRRPRPEIRATR (1)
%:‘-’ﬁ‘ A&ﬁ%aﬁﬂzﬁamﬁﬁ ..................................................................... (2)
BT RS IEBRIGR oo oeerrere et e e (5)
R R s S BB IE - R EoR i 8 U (9)
BRY &%Aﬁﬁgjﬁzﬂ*ﬁ ..................................................................... (11)
%/Ji‘ %f‘ﬁi%%@fgﬁﬁ ........................................................................ (14)
BEY IR RE LA E (BEHERR) rvrereeeerereeeermmnrnrnte et aa e e (19)

BB GEUTHETEMERERR oo cooerrererrrer e e e et (27)
g o PPN (27)
BTy VR BBEIE cocerrre it e s e s e e (28)
A BEERIBEIILAE ---vovrrerrerenmerarnreammnsrnetriotereineeetiereeaeeerasenenian (36)
i - < O P U (38)
BEY B TERETIIREEEIIR roerrrrorerrerrrieerrteiisii e sennerans s (41)

i UL L3 - - TP (44)
B B IR ceeereere i e et e en e e e annean (44)
£ VB < T - T (44)
%_:_dﬁ ﬁm:&%% .............................................................................. (53)
%ﬂﬁ? ﬁ@ﬁﬁ(}'ﬁ .............................................................................. (57)

bRk 2 e R (61)
BT IR e et e (61)
s %my@%:ﬁ& ........................................................................... (61)
%E“‘Jﬁ %%'ﬁéﬁ[%?&% ........................................................................ (67)
%mﬁ EEE{;% .................................................................................... (75)
BEY BB FIERIEIL cooecverrcernrtninranmar ettt ieaiiseart e eaie e aien (80)
BT BEOHWEEGEEHLBIIE v (86)
TR e R o S P (90)
g AN I 1 31| 7 = 1 e (94)
g T 3 T = 3. N (96)
%+'—f[‘5‘ ‘%’@'ﬁﬁ]%ﬂ*ﬁtm%ﬂé ............................................................... (99)

%iﬁ I - 4 - R s (102)
BT HEIR e s e e e s ere s e e e e (102)



BT A BRI e (106)

%Eﬂﬁ yf\jﬁmﬁ%m—}iﬁﬂﬂ@ﬁﬁ ............................................................ (110)
%mjﬁ ’%"ﬂﬁfﬁﬁ ................................................................................. (112)
BT JFERBAT - or e e (120)
T BN 2 - LR L LT PP PP (121)
AT B R <o (123)
T FBIIEREAE «oevverrererrnerr et e et et e s (124)
EEALAT  /NJBIRBA -ov evrrerrrm e st e (125)
%-/-\-\-E ﬂ?ﬂ&?ﬁﬁ‘ﬁﬁ .............................................................................. (128)
%wﬁf,ﬂj o TR R T L LTTRTTRTRRPPIN (128)
BE A BT R - e e (128)
BT I e e (132)
Y B T S BB rrrrrerrrrerrerrrerrmrin e (140)
BN A RV TR GEAL v vvereereremrerseirrieeriieie e s e e (142)
%7‘:"’—,1‘,‘ yhﬁlﬁxﬁm:ﬁgfﬁ@ﬁé .................................................................. (144)
%tﬂr—j Bﬂj@@ﬂé&!ﬂ@ﬁﬂﬂﬁ‘f .................................................................. (146)
BT HIL TRIBBR R oo coverrrerrr e et e e e (150)
BT IR e e e (150)
%:i’f‘j E%ﬁﬁt‘t%& ........................................................................ (150)
%Eﬁ%‘ &Eﬁ;%ﬁ .............................................................................. (154)
2y A %ﬁ'jﬁlﬁ}ﬂ:ﬁé ........................................................................ (158)
B JREEHEITAS -oovevvvrerrrerrmnrmrnoniee e ettt e e (160)
BEINEE PR BRI R oo vvovev vttt i s e e ae e (166)
B M IR e (166)
o, IgA o P (166)
=% %\?H ﬁg‘l’_&t '%/J\ﬂ?'%ﬁé .................................................................. (172)
BPUFE BRI M NERIZ S cvvvverereeeemriiiin et erere e (177)
R G N TR IR v vvrerrerrnrennaerre e e e e e e (181)
%jlﬁ ,L‘,\Jmﬁzgﬁgﬁ ........................................................................... (187)
%_ﬂﬁ mﬁs ....................................................................................... (187)
%:ﬁg KBHIKAE <vevereeermr e (188)
T I L PP (192)
= T N 1 T (196)
%f_*ﬁ ‘Dﬂﬂﬁﬁ—i ................................................................................. (200)
%’-}.ﬁ mg%%&% .............................................................................. (205)
%ﬁdﬁ - R T (205)
B A SR T B R P 2L R MM LRI e rr e (205)
B BRI L e (208)
EPUF FREJLTC ST <oovererrrrrrererrsrernninmeiiereiiiier e (212)

-2 .



BT PSP TRGERIG - oo e et e (216)
BT AR e (216)
%::ﬁ‘ *gg;jigﬁﬁ .............................................................................. (217>
%E'—,’%‘ '@E%E%H@'ﬁeﬁl%%k ............................................................ (228)
BT 1 B T T R P R PP PP P PR P PP PET P PRRPPRPRRPRPRPPLY: (234)
%ﬁdﬁ Q%ﬁﬁggmﬁmmﬁw%é&?ﬁ ...................................................... (244)

%.{_:ﬁ oA R R R TR T T LIARTTERRTRRRPRTR (258)
%ﬁdﬁ ;Fg{i;ﬁ ....................................................................................... (258)
%:dﬁ ‘2‘73‘% ....................................................................................... (258)
FETH ERB SN AR e (261)
%m*’ﬁ Tk R R T LR (266)
%E#j %&Tﬁ%ﬁ&‘ﬁjﬁﬁﬁ ............................................................ (270)

%“}'Eﬁ EE&E%?}EJ%% ........................................................................... (280)
%_% B JZR v ev et e e e (280)
oo %ﬁﬁ;{:%‘(@) ........................................................................ (281)
R I g B = e (289)
g1 2 o = e B (292)
T R 1= b T (294)

%'{"@E H‘F?@ ....................................................................................... (298)
B AR ML AR (298)
Z i R o - O Ut (309)
B R e e (314)
%mﬁﬁ‘ ?Lﬂﬁﬁ ............. (323)
%ﬂ'—ﬁﬁ,‘ ﬂmﬁ ....................................................................................... (329)
’;‘g/—‘\—‘—’p“ ﬁﬁ}ﬂﬂﬁﬁ ................................................................................. (338)
g i T < 1 T (343)
BENTT BRI v ce e e (346)
%ﬂjﬁ gﬂ%ﬁ .................................................................................... (350)
%+iﬁ Tlﬁééﬁéﬁ]ﬂﬂ% ........................................................................... (356)

ME— BB BB RIEIR R -+ - voeeererrrereereerereseannnien e aanea e (361)

BT SHAEESFELRE S B - (364)

MEEZ EHEREEEIEREIEIRIT - e v (367)

b | IR R LR T T TP PP TP T IR PP RPPPRPR (377)



REGEIFRISERLLENIIERRERNT , REREFH TR F T RERE, 3
BRI E MR T FISEMNRR . KBRS ERIRE SRR, gkm
REFER S RSB HENERR,

o BB PR R R & AR IR o O JR & M 4 9% B8 P A% (primary immunodeficiency diseases, PID)
Fngk & P 4 5% 51 B 9 (secondary immunodeficiency diseases, SID) B KK, JE & 1 5 52 B B 7R
RETHRERGHNHR BE HEZREMEEHE L W5 &R BN ; 2k & 555k
R B i T B HARBOW Bl TIGsT A MM LR -

H 1952 4F Bruton FHUE T 55— 411 R R S 5 8 B LUK , &4 B 4R 8 A IR R 1 20 52 Bk
PR C A 70 . B FREAMREEBERABEN B M RTE2EH, Bk ES T —
R EAE I 42K,

R BAEHHA(WHO), B 1967 £ LIRG 2T ZWRIFE AL LERERZH AL NE
Praxil, 1988 4F Y E PR DORE IR R v S R BR MG a0 o8 LI A I = K38, TR NRRF R
RSP A FR R R R EEER, 5 T B RKEM(BONEARAE X NEKNREME
IR HE R S B R PE O IR T S B SRIGAR , SAME SR F 40 BB A (B ThREAR B 2%
MARBEEMERERVERERBEHRER. ZRERFUILER, EXS A=A, Bt
{4 Ay 3 0 G BT R PG (BB S R BRBE R R R HA A IE A SR B BRGNS . Hh T RALIE A
BrpERAR D W, K R B TR A RURT Al e R Zh BB, Rl 1988 SE LIS E R £k
B T 405 S B BRBE R B, ABK& So B R 6 R BB HA R AIE 1 S B SR Fa AR o .

IR, U EREREREREARESE . HEFAEBILERY
IgA BRZJE , HLR 9 E 0 e SR IE W o5 R R HE S S BR BRI Y 55% ; T A T BB (B & ik
Bt B A A LA AR E A S B BRIB IR ) 24 & 25% s VB Al MU BRPE R R 18 % s #MABRBANE K 2% .
EEE,HERKR R 2 55 B R BB R B3R 171000, 84 4 B 400 3 6.
HTFFERAEREHEREREEMAEREN BMEERFILHERE 20X THE
AT 80% ; NE AT ZRERMAMEENN, B 0% KB EH B, 8 199245 88
i AR E PR e DR, X R e B BRPER TR TR A TR AR, A EME
KM S B B B R DL B R R R S e .

()
. 1 .



B BEARRES hE

PERR P BR2E 1 MUAE H1 Bruton B 56 & BL, 8O UFR A Bruton £ &fE o X2 — P o M 8
WL B RRAERE BAMGRME, W R E T BN N MR R R AT S E . it
TR RSN R ML AE B AR D B AR R KM, BUB LA BRI E S, b B A
MARRREOHIRERT B HRERMEIRERTR,

LS T

PR 5 (immunoglobulin, 1g) BUELK 2 F 79 3 24 45 H 1& bhy 50 4% 48 [0 0 3 4 RO BB 4% W)
e RSN, EHEA LR B yopnde, Py M o« BANFE R T E, B8 0E «
MARDNE, ZEREANES R BHEARAEEBT I, REG B R KERE
A I R AR E TR, BT ERE R MAEA R E S —MFRY Bruton & F B
S BR WM (Bruton tyrosine kinase, Btk) BB 5, B —Rh BB, BEME L E R E IR F M
FRE BB R, 7ER0 B 4000, HLERME ATP | v AR B I RERRE L EEEEA£SHA
R, BHRMATEEEEE L, Bk BN AEHRAKKE IR 1 W3 THFE 2K 2
W, B Xq21.3 ~ 22 X BT, M b B 07 & R A2 28738 8 Bik BEIE S, S BUR Y B s 8
BB, NEEA R A RRES.

[ ®IH )

(=) g EMNE

LR REFEEB AR RE D MFEN N RS EHT g RENE., SN E 0.
IgA 1 IgM. W0 5 5 B ) 8 5% S % 3 U8 (single radial immunodiffusion, SRID) % % it
BB

1. BRBEAREY #E BRUGSGEANESFEREM M EMREEREOBIEIN
BRI/, FURE PN ARRBEARMAEAYT 8, S AP A ERECBRSEE
G R P AR L FEEe, SERFEWNHEATRE, FRERK/NSIEA hairek
BEHARE-SHENBREEER. pC.IgA — B 8 24 ~ 48 /NHEITT, MY B8, &
72 ANBT

2. REBREE SN GREBFMENCEMGEERESMENEE, MER—
ERBNHFUTE S SRZ _B(PEGO) MRS NERREN, 2— R EREE SR
M, YHi AR B E, mENRESSHNREPHERRESBRIEL, &8 ToXXEH
BEEBOUE BE, HE T AN REFUESEF Ig &,

WSS ODE
g FE(gL)= kD OD [ xR AR (g/L)

BEPA L SRID S BRE BUR BAERE, Y ERNARA RS HN S ERTBHE S
Yy, B RE B AR, B 55 52 1 R B B, T FLAE 7 PRI RE B 1 T S, 3L R B4 B R 3 /N BB T

2



TR B, i e RS, RS RN ER, EREN RS EERRERS
ERMERR P HEM AFRRESERESYN T, B2 TS MBEOLRBH, BT
PEAERSE RS R E SR T RIRERIEM X, REX AR EEMBREMA . K A
R I e BT T BUS BRSOt 5 3Rk RS T AE AR S B N (20 60 BP) TE R & 4 i R i
B, HATHESEN, £ -ERRRENEEN TERESYHNEREESHESBR
I, LA 75 Y B SR (EDOR M HT R & & ik b R 2 B ikt B 8 o BURR L B L 1 £

(=) B@mpk @izLieg4n

BAfRREBRA Z R R IEDUE 2R, I8 UL SL T I BRI 5 8

. BARREEAZRE 9 (Smlg) N Smig R BAKREHTHNERERFE, B
MR E R Smig ZIEEIFIDHT g AR E , AR BERRERRSRELES, FHR LS
Tl O L 4 A s K R P A LAY 4K, SR 78 B MR E 4 8. EE A SNE M
WEAEM S KY 10% 5 B 4,

2. A MHUE (cluster of differentiation, CD) # & B 4l R &7 £ E CDIO. CDI19.
CD20.CD22 % 4t/F. CD10 R HL7E B A4, CD19.CD20 M JF 14 B B 41 & 7
L CD22 RAER% B 4R35, X4 CD A FHEL RN B SRR E. I MR M
KB BEFRIC B CD10.CD19.CD20, CD22 B S 4 Ik e 8, 23 9% 5% 5 3 6% . o =% 40 430 5% 9%
FEMBEITHERE AR PS BHREO A, ATRE BRAKRESE,

(Z) Bkl 48 4 m)

1. AR nARERNE FMARMOEEEREE, A F(B)H B, it M Sk
BE. FRBILA AB MABISL , HABFI A ABA 1:8(3 AR 1:4(F B) RE B R R H .
[FIF M B BESE 3K, BD ABO I BB ik, B AR S XM A YRR B YR B FLIANZE Bk R
W= e i B4 O 4 R BE L AT IR SR B0 T B

2. BEEFAFERAANE EXABHEERENES ~ 7 KA £ 5 SHH
B (IgM) A HR R EHERN ER (1C) . REEEMEEE S Pk SN d 2
TN R RMEH — R A . AR NGRS ABREE sy
MTESE 2 ~ 4 BHPTIE BOFLIRR BT L EE, T T M du b m R

(29) AHELfLER

1. REAFESL WHELSBERETEN ENRERS S A S G RE HmE R
FEHEHENBBAOAERL, G TEK. LTARHERESEREarER WES L
JR T U £ 4 M K B TR R ST, W B 4RO BRBE S BT A B,

2. EMBRER EEEAT BE—AERTRBEBRETEE R E8W
RAM, RPN B R 1A BH AR WHER, ERENIHERES S
REEREE XK KA R, EE s,

3. R AT BHREXSITKEAKR. ¥ARSOARMMENETREE %

[ R SE 8]

(—) # ¥
I ERERA BRBESRFHAS~61F BB Bk 64 A KBy vtk
- 3 .



RGBT IR 5, T RE R AR BSR4k R RAE , Jos 5B O il A2 BR B |
W i AT B IR ER T .

2. LREXAE DHUBANREAMNEFTERELE E, 8 g<2g/L,IgG< 1y
L, IgA F1 IgM R, ZEHUR RGBT A GE RS M N MR i, WESETD TR 4K
BB, St R R L, KRB S S (B THARKEMINGEEYR . FH3HE
[ T8 K BE 2 o AR 20 0L B3R A0 B

(=) £548r

M X RE B MER 5 H M ARG EWRER RS ERELR,

. BALKBFGIZNARREODE RIANEBRERMBTARRREER,
ARBERZT ,BEERKZ R, BB/, TREMENHTELETAREQ MERERRE
B ILAE , BT M3 & [g<28/L,JE& < 6g/L. BEHN BAKRMKAMBRTIE,

2. HIgMBEEEAEREFALE BRTI2ZILE, BEHE T, BILEHY™
BN EAMBRYE, B3 MBRGEER (0 40 HE > A R 0 RS 0 4i  f/
WD) FE R E . ERE RN E LM KRR K, LRERERFER M
HERIEHR (AR 1gD ¥ H),1gC M IgA EIEIK, 5MA MAEZE B 400 K4 B9 IR MO A4 %
HOHERD,

3. IABZE RE-FMEFTA.BEEMNRERER. M ARBEEIS 1/80.
FHBEFA TR, KB ABARI, OB AR I PRERL EE TS TEmR e S
REERR . KRERERFERMF A HARPBHME( <0.05/L), K BREA
IR, FREME HET gA FERRE BB , B4 AR 75T T

4. IgC T XBZE ATHBUTRERE FEA BEMBERMEELEEREEL,
LERERBERNRFER 1 R2M CERRZRHABRIR, T Gl 4.5 LG 8 70%, B
IgCl REMA FRERERMAE, AR T 1gC WARTiE, 62 B 163 HHEMBMESE 1G4
MR ARZERE RN EERT, KEEEE S gCHEMBAIIRE R BT FEY, H
REGURKR IR, 10, g2 REMBHF (AEABRSHME T LB LB ) EENE
R HURE MBI R 248

5. ¥AERARAREOLE NHERMEUHBRERREALE BEAHERRE
F ML EE B0 5 H U BRE AR o 53R — 0 B 0k & 2 A S A5 PO, R B ALK TF IgA
BRZAE, FIRTE20~30% , B RER G HEBYE, BABREEGTHERLRY, AFETH
R VRRBRAMERBRY RS, LREHEMRFTRMF Ig<3g/L, IgC < 2.5/L, [gM
A BRZ R, ESHERARREONFERFANE BAKRKETE, AHRAEEYE R
EWH,EERSBERTZMR, RIANEEE T HREEGRE, HHA BRI THHRE &
K. SIBEERERHE.

6. BILTHERAREEONE WRHFERBILBEE 3 ~61MAK G KEHA
Ef, R BB, B )L ERSE S AR G RERT B RIERK., ZRAEREE,
RIS ~3FMUAR, LRETHENHERME lg<3.52/L.IgG < 1g/L.IgM il IgA
WELEHR; BEEBARER WELEFERBRAAER PO, FREH; T ¥ M
BEBD .

7. RERBAOEBRZE  WIKERA N RIS 0B, — T RIS KRR, L5

« 4 .



ERARIFIER IoC EHERZ , B G1(H [gG2) 1 IgG4 B =,

R. kBT HE WKRLTLER RS ENFTERBEENES N 8, = « B
lg,B A S RIER

(Z) TR A TS Kl

MR EHRREH EFRLE NS ERKRERERER, AT HB R EMBLE. A
I 30 (6] %8 S O R LLYR oG 8, AFE YT, — M 3 M A B AT X B R, M 1eC A 2 2o/
L, i BRE4,

()

BN PERSLELER

FEE B A R B B (severe combined immunodeficiency diseases,CID) , 42 T8 48 M FAK i
BERRMRZ B E o kpte, BLAKE THERAT LAMEE 3E T & B
HHTHRESR N, B A R EMERERY, 2 - ENET,

[ 22t At

BRAREERTELEE ESUTRMEEE X,

(—) HRE Tk T AN

T2 LIRS B SGR PE 5 B MR IR B e B AR A S, BV BB E 55 A B - 2 24K (interleukin.,
IL-2R)K) v ERERR, IL-2RH o P y EFHER, I y B 24HEF L-4.1L-7.
L-9KIL-1SEANRZER B8, MK v 8 (¥0), BN vy ENEHEN SEMKLE
BRE1X3H1WH, 8 Xql3.1 X, MM EE RS RBHA S EW T BN vC, K
BATRZERERES LR AFARE FHES; MRTEWN T RENN vC, 5S4
SFHEBEEE, TERETARMEEZHE,

(=) BEBRPLATHHRS

J%H R A 8 M8 ( adenosine deaminase, ADA) R — R M8 AR 2 B , B8 68 B 15 AR 0I5 17
SRFAAIPF B AT, 245 20 SREME EHD ADA WEEE S B A OB IR
FE—RRER, 6 ADA GRF4 , UL E S BB IR (deoxy ATP) R BESE fk 9 LG UL 1
R, T IE R KT/ S0 ~ 100 4%, #E T 4 OB BCH BOE RS, T30 DNA 598,
WHTHEARE 2SN ERKC AT, &R T.B MBS SR,

(#5670 5 ]

Fe BB S (R B 7 P (] o 3R B 40 O S BE R B ARV SR R B B . T R 5 088 B 5
RS R LT AR R sk T e

(=) TéamAEiRE RN

FIARYE T 4R 7F 76 8 M R B AMERU R (CD) F Sk 2 8 T4

1. FARHR(CD)H AR THUREFESERE CDRE, MFES5-1-1 iR,

. 5 -



T 3 o S R ST DL AT A I, X2 AR B e R A M E R
#x5-1-1 THERERATE CDRERESRE

I

CD il I A
co2 S T 40 KUFIER 2 NK 40
cD3 BT M

ch4 TCHB 5 4 M

CD8 T /445 ) 4R AR L NK 48 1T T &
cD25 &AL T HH

I FH B BEGUARA BU T 40 I 3R 4 DR A O v A () 3 S AR O D vk MR S s HE B

(1) [T NEH: Gl H I E PR M 2 AT BB 0 1.077 B8 B 12 B ik 4y
e U L A, 0 51 5 A T B R S M T X T 4 B R R T BT R G B SR SR 4 44 (CD3. CD4,
CDR) &, B B BIHLAK, ki 6 AR IE M E AR P/ R 1gG Hi ik (FITC £ W #% &
% R - phycoerotherin 2 B4L 1) 2R B H L Z B RHIRICH A, BREEH A, BIPEO0 B34S
£EIFTT B2 200 MR A, LIS PRI ST S B S B 2 th, SRS AR B CD OB Rt
HTHKE />3, CD3 RBUE THMME,CD4 2 TH B /%S 400, CD8 5 T M,/ 3 A5 41
M. HAFME, EREFEFRCH YA M, AT 740 B G 550, B T v T, (B 58

(2) MRS 5 BRIk RERRE, BIAF MR UBRCH 23 R/ R G S mR
A IEAFICHER, M SRR SN Al B A E AR, AT — Rt 2 B A W B2, 4R
AXFEFRIBRIF BEREESTT, —REB TR, G0 RS SEL G, %R
EMREO—HVERGIERYE EaDLke,

2. WREZEGRAN THNREEHSMS ELAHMEE)ZEM T HHRHIERS 2
R(TCR), AW E REE T Z ARG T AR NGRS, BHRREBESESIT, BEmEE
BE  BAEMAE AR, T4 RERRA, R B8 CD HUE % B .

(=) T @A sk eyt m)

THREA S EYFIRE, X FYE TR AR A 22 43 LRI 0 20 7 J% 7= A 40
R EHEAGHEAN S S H B 4 Uik S, 8 8 37 T — 3 5 4 py iR 1 4
Jiik, oA e 2 R A M DR 00 40 AR 4 3 Dh BB B 5 A5 .

I KESEBMERE ZRE R TR R, ¥ 8RS T 40515 1 # 4 im
%t % (phytohemagglutinin, PHA) .1 J] 5.2 F4 A(concanavalin A, Con A)BY 3 i 323 fib i
JR5 i A I R R, TE X LB KT, T 9 B 40 M 0 358 T S AR 4k R AR AR AL, BRI
A0 MU P9 B IE AL, RNA 5 U0, 3235 DNA B A58 h0, 40 o388 ok, 6 45 35 A R S0, g i 1%
2 RO mMEMYE, S W, RS, R a TR, XA AR L E 48 ~ 72 /BB 2 A
2o B A R A AR AL I R BT T 40T B B0 — T % P A Ak S S g2 2 40 MR AT L KR
REERFITENBHRER R,

(1) BAE RSN AR B R MRS EEAYINEZRN, B 37CHERE 72/

6 -



B, BB I AR A A iR T S A . AR AU B A A KN B R B R Y L R Y 3 R PR A
A LA A TR AT AL | X 437 Ak B i L 40 R IE bk A A . B8 03 A A 31 ¥R 200 A
i, ¥ I AKX LR

- 4 4L 0 B B ,
B = T MR+ R RO 07

A S L2 PHA RIS AR AL F N 60% ~ 80% , < 50% FI MM [EIK, B3k
RERAT EAWERZ ERAREWRR, AEHARESHET AR BRESERE,

(2) HHABER: 2SS BHKEARZE L2 MBS R EPURE 37CHER 56
AN, ZRIBOR R AR LR, SR DNA B KB &, U BHESH MR B e B
CH - TdR) B35 35 04, WA 4 7 DNA 89 EURHE A S Lar g e i, gk 42 5 16 /M B W
MMCRE BT 4R b, 2 b3, FH IR TN R 28 00 5 O A B M (LU B P B ), 1
TARE A VR S BRI B A0 R R A N RE . R AR B R R R SR R R, B2 B
T A0 L 5 o Bk o 45 S5 B R 3R R 4 L B 4 4 b K R LB . SR T PHA TR A
BRIV, R R B R50% ~ 100% , B S22 785 T 470 R 5 150 b 40 RO 4 o 340 330 0 18 0 I i, G
FIBIEEA 3%~ 30% . MIKBEW, EEWEE, SR OESH, FEJLEERAMTEE
WL, THMEBEEREFEE S REZRRE M AT, LB NS,

2. REME RSB % R B R RS 0 AR I 5 i R
AR —ERPURFEARABIRKETREK L, 2 48 ~ 72 /i ENEE SRR HS AR
WAL BEET R, RO SR HER <5um X HEHE, R 2R EH AL
RT AR, TELUTZMFaERE. OFRBINEE XEFURE, O5F HEH
HR(ODMAEE ALY (PPD) BB A FHE HALHE TR T MM - ams
(T SK - SD) %3 @R EXH FHICIBILAE, R 5 FER W R & B B B ot U7 iy, £ 1
FHEEK (DNCB) B & 4% (DNFB); QN2 308, B H 4 I YLK A9 38 & % B7 Bk o
BORE, INAE 4 1L BE R (PHA) o Wi JR b 17 F % % A9 2 OT.PPD 1 PHA f7 i,

(=) heghayrizh

1. RELERS RAEKRMEFEEIREDE B &R ibm Bk m e R X ma
BEXBRARE, EEPLOWHK,

2. HHEER HBRETEEERHME BRI E® L35k,

3. R E BEERMIPOMCHEEREARBBEERD,

(@) M X &Las

MR X kA A R A Bl L T 40 M SR FG B9 07 i, DU G20 1 25 A8 DL OB B B 8RR A T
il ok

[ Rz ]

(—) %

LKA BENTENRY R G RGE, £ ETHASS 2 AREE & K2
7,3 A AR EVE B R B R, G G R B R T A LR AR Ok B
#e R B AR R RS R R R R RN R %S, BE RS,
BUHBEEE(WRA W IRERRE)RR, BT AR, 25 W ER, F2 2 UN
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-, REBZARES, B L EBEYILE £ (GVHD), ¥ 76 5 il 58 £ & 4 52 15t 40 i
MOt A A BILMTER )G KA. GVHD Al RBUN =FfKA.OBHAMY, A REY BH
FIB LR CEREE SHERREREEIE, Q2R FR LS LI, 82 A iR
ELEMR EE JBE AR OORRE PRNEREELSE, BE X THME; D
PEE PR IR R BRI, AR AR 25 oK TS Bk R B F, BILMEHLARETER,
Joa B fAe /Nl ik B 7 R B R, AR T RS A IR L 5 R B oK (B & GVHD B fSh)

2. ERERE TEBRARIHREREYMRAZERE ST, HATER A T 40kt
B A — SRRy I B, 40 T 40M i8R X RIUAR R 2 . 3R R R e ok 5 S8R0 I BT 4 Ay 07 i A 2 K
5, P SN T HEBR A AR BhBE . BB T MEE R B ERSURKE (AN R B MEER
EZ UG RM A EREARAERE, OFF—SERCERSHE R, SFEFETK
e BB B P B, T R AT A R AR

I Y SE B 25 R E S L il O L A P B R, T R D B L IR R B R Bk R
BLIH &, SHAE Y M R (PHA) RIS = ), S8 BILEA BARMEEREARS HE
RIS SGRZF AR REFM N HEER. WX BRERE R WIEHEE, HiE
G R R TR 4R o

(=) %514

W9 5 5 Atk O o B A 4 8 R B I HH A B

1. RERBABHERZ 80%~ VMR ERKEMRT BREXZI VA AM TS
R GRERIER,30% BB A R REREEA AR TRBE BT, ZREHYE
FoHERE-BEARTRR, ANERER, RNVEEE, 8EEENEE s +H
RGMAE EERFAERKRERS. B RS AEARAYAERE, BRFEDES
Sh, B REWE, FHL AR MR s R T MM, L R G RR B R W B R E R
MR, IR ENBEBENBRE. SRERENBTEREUARBEERE S-S
BRAEROHMEEEN 2%~ 4%  HhHAA PR ERBEBS B U TR E EXE810%~
30%;4 ~ 6 EMBESIARCHRBEHBE D 1:C BRI R IpA T M 5= B3 45
SV DU BT PR AR 40 M0 S 2 o 10K O B 36, o AR 4y I 08 2R SR 5 2 5 6 SR A B i ok ot R
PLREAR, MIFR X R & R B R B AR o

2. BAEHRLEHRZ BRERAMINER, ERFTHES 6~ 12 MAMEIL,
HEEREK REEHINE, AERIEE R AR NERRL, FHEETEINA
SRR NERD BRBXTREE FAER. BRECHRBERIET, BREHE
AH B B ATHRERERS . SR EBRE NAFER I Ig K FHEATE %, B 40 B 40l B 4
IEH MM T 4T W, IS T 40 % 8 T 1E % /K 5 %k B 4 ja 3t 4 4 i
TRUB B ST, [F) b 57 1 45 9 5L 400 B0 R ST 39 4R 11K, 5B R 280 i Bk R S B M, A MM 32
Wristr BRR P RBRE BE, R HNS (RE D) EHRK & ES2HE 5% E 400 b A =8
S B, L1 B P R e B BR AL T 448 %

3. ERHUALHEARAEH TR EHRIE XB—FHAZRWRERGK., BESH
FMEAREIER,CD4 T S, TR A4 250, 40 IR R R Th e T 1%,

4 FRELREAR WHRUTRETELFMN, BRFHEILREHRRT 5 . HEE
BEKEERSE, TR0 PRERE MNES AHEEL2E8REEAT 2. &
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o A S AR TR, — 8 3 A Z R T PR, ERERE
AR G 5 L P B < 2 10°/L, K ES ALK AL 0 L6 6 A B X S L84
B,

(Z) 77 #or iAo UG il

R A R BRI R GIT BB S — W P ERRTET . B MBS
T 5 4 S S, R LA 1 40 MO0 HILA) VR 3 A 2.0 ML 0 (MLC) U5 P
BB R 17 BB, S A0 A 100 (1, AR 8 DL AR ) ML, TR
— o [P B0 BB RA, B BSR4 3 R B LT & (GVHD
HTHERI, LTBMIEAT i URIRRIM b R R B A RS TR
LB LAE 15 AR M BAF 7 A A T4 B URAR 2 T, B 15 1 BRI O
W B LR R R b BT RR & Rt B D HLTR R TV T B A R R B
B BB, BT 15 ) F_E R AT

(H2F)

Y RFRAALBETYIRMEEE RGE

IR VA E 4 M E Y 595 1 PR JE (ataxiatelangiectasia immunodeficiency ) & 5 1 Syllaba
T 1926 F4RIE, 1957 4F Boder KB IAR— M IEH BB RGOS S, XE —FELEK
Btk A , JUAR AR T 2B 5L A2 5 S 0B 30 U 4 A 440 T AR K 5 R R P AT , 30 1S /N BRI 3
PFRVE BRI R E MY 3K

[ 336 2Rl )

HFRRBHMEY KRR R RN NE. AW EERS, BT H—5
WHEERMEA, ARASZREE THERESHA SRR ERURERY EaE
AKX AT AL FBUREHIAEN 8 K, T RMERETH, LFX—N
Ko A—FMRMAUN, BEHERRERESE 1| SREAKB IR 2HE 22X 34, B
11q22 ~ 23 KEYFRZ N ATM B RAEH K, I H 40 5 05 B AL A — 3 %085 (PI - 3 %
) PI-3MBMSREBNHEFESAS, BBSH, BEAURAHEHEHE %, % ATM
RAE(H PI- 3 BEHRIE , U5 BUBR SRE BBE

(BT H]

(—) 06 % Aotk ik % & 6945 )

FEBF 5% VR T 40 L ™ T Aok S A A G T (R R B A R R R SR B RG . A E
RBEFER R T ETZERLE - H B2 RBTE,

(=) AREZAD

1. #EA%E MBRERRIAS— BEXKN BEEEN.ENTFHEEZAN, SHEE
BEREHAREAR, MEERMAE &R OB, B R XA E R T X A5k 40w, i
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