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TTdh b, IRAKARIBIEE 7 5 A5 HEERE .
R 9SBREE 4 Tk & L BREGEER L N
& & bIC BB BT 26 b 2wk, H
FERGYE T4 AR B S TV B, Ii%
BRE I U € Bt %= 2 L e B IR IRAKA
RIBIETH 5 T & ZR/METHHO THL 2T L
foo 7 O bIBIL T2 O RIRAKAKIBIE
T, WEEE bRIREELENGED o1, K

4._77

H R IE S TRAKARIBIE D 1 FEIRTH % |
HEbE A 7RI & N fno WS 2 BRI JE BRI T &
HALIEHRER I T L Tl 0, RIZEE
S ORAYE Y EETH 5 T DRI NI,
TRAKAIESE T I3 TLRIC K 9 2 BUBHE MK
T5oE0ERERIC, To—Y A XA —FIC
X DIRAKGIE R 7 V) — = v 7 O AgEME % ]
5z Lo

8) HORITAEMREE

TNFSRAEENTB LU0 Y 7 F V5T 0
S H ORIEERRE R 5 C EWIHS I
SNTW5D, BTEETHOERESTTH D
&R EFEE R AR & LTl . FEE
ORIFEFERARET A &L B E 2
B S R4 S RO LTI E 1L 5, D
MENC B B H O RIEIE RO FEREZ K4 2
Zikc, 2Eo/NERHEMESE (5595 1<
7o — PRE ATV, 3TTEE (67.4%) »»
SEENE LN, 1RT v — MrofiES
NIBEEHESTETHY ., 5k 2IGHAETER
BT OF ML E NSRS 21T TREL
LTW5,

HOREEER o 5 b CINCATEER 1, 18
PR 2% 2 i fE D R . epiphyseal
overgrowthic fiZ & h 2 BAfIEE ., 4 FReE
DD AEMBHIEE ARBME T 5, BlE. B
T & L CCIASIMEE S LTV B 03, £
R DREH TCIASLE = T REMSRH s TV
0, CIASLELTOEHIEE v A 7 Ik D
fiE U 7 CINCAJE (R O fiE ) % T 55 ¢ 4718 T
Spic Lz,

9) K EAE

iAo 3 AT (C3) & MMEHEEE O
THEBELABEICH D £ OLERED KIBG B
Yupk . SLEREOIEING &SRR E RS 5 &
NIEHEEBTH B, FRRIRTHREZEDI TS
BRNMEHREDR 7 ) —=v 7 %53, C3
S 0meg/dlEFHRHL TWD T & W MR
ek 5T &b, GG, SLERIEIRS &
B - fohsy TEIRIECIRARLE A3 EE b 1L T iiE
B DT 17 - 120 B TREITOFER, BT



[dExon 201 IGRE A R T, mEE A~ T
wERY ., WEHECIRIENE & 21 L1z,
. BEROWERE & BETFRETE
1) &I sn e s ki

JRFME IE R RIE O ME— DIRIAEE & LT,
B BSR4 IS A 75 & o i M fm e i 13
Rind T EBTEEL VW, &EhbiF, SCID.
WAS., XGEH#HHIGM B L CGDTIdigED #
Jel 7RI & U s Mgt BB s h
Bo LUy DHENCE T B FFM: 0L R 2 E
Rk 2 G M Mia i3 2 < Ol ©fT
ODNTEBO, #H—Lr v bz, BERE
ERGOIERZIIPASHTE O, REED S,
EEOZ > & B EOFHH LR « BT L.
GIMElaEosRSkEoR B4 Ly [k
DOEEBITHI L 72 L ¥ % DIERRS & OB PSR
DMPELH D & & Ui,
a) 2FE7 v — T

SR SR AN A0 % 2 IR A i
DWTEET v — NRBAET - 1. 2FE /N
WM T 25000517 v & — N ik - 1
& A3 (61.2%) » SRIEMHE S N,
FURMSREASE OB EEEN L&D
SCIDAS 14351, WASH 14341, XG#HEEHIGMAS
8701, XLAMITIH, & Dfthhs42Thl T b - 72,
15 [M A R F2 i 0 > W T I SCID A3 1004
WASS1IH], XGEEHIGM A 194, % o fthips
AT H » 1o 1EIMBHIRFAE O 50t 85 T &
LSCIDIIRAE 2 IR T v — b ATV, b AE
DIGENEEF &z Lo, bAEICBY 24
BAA RS54 v OERAEFE LTV A,
b) SCIDIZ 39 % & M HH s g

P B RS T3R5 245 1 SCIDTH 2 3ot
L TEIMESMEE AT Thbh T b, HEEIE
L7THIER1200T o b o FERERE R E % o S R
TEWED S RSB A2 52 5 L &4
SN RIERED IS VT, AEFEEN25
2B TR SO HE D S SN D,
PRSI RE O W E I HLA—H[Ffa % K+ — & L
72 6 P & IEIMBIE R IMO 2 T A &z, HLA
—H LA % B — & U8 26

*Sk

TIEREDLEE D feb I, 5%y — 2908
BOIREEITIG U 7L E O G &1 - X Hig
NIMHNEEEZ SN D,
¢) WASICXS T 2 i e iaFs

JbiE RF i, ®WE10ERICWASDSIE]
S IMBHER LI TN TV B, 2F08 1 F
F TR/ B rEcgahn, 40 %
TICHHEDIEIT S N, FEREIE 86 3 fil. s
HIM2HITH D FF—38 1B (RRE).
i LB GEGREE), FEMEE 3 #lT. 2
HLA 6/6—HT®H -7, BHEMEO 1 flcle
GVHD %, IO | #lcatts Lo
T HEGVHD Z S fo s, 5 4 Bic 2
L, BEE CReEF A IMkELTE D, 8
RIJICHRD CRWIREETAELZEL TV 5,

d) CGDITX}d % Mt fHaFs

D BE T 1992MF 1 S M iais fE s B il
BICHOONTLIR, 2 4~5F20ficiEs
Ty 20064F1C 14 6 BlICEREA T Tz, ATAER
{ERF P R S BN & |2 § A ORI U
(RIST) i & 2 Matiilaf i £ LA, &
DARREDZE U WIER T S REA ATRE & 735 -
T&l, CNETIERES N 28EG32fHE IC
DWTHEZITO. 2 BAREM6HIEIC >\ T
O & MR HARERS 1l 0 T 4 ity ok 7o FERE 1
F = FEHEI9F (BB, »S> 2 6 4], REE
2B RREIEeAmE 3 B, BRI 4 6] (WEp
LB, Ny 36D Th -1z, USR]
WED 8 (2 PIFELD) molhE b, HETE
MRIST 116 GETEHIIEL) &2 <t ->Tw3b,
T OO HILEE GIEF OIREEICH] U T &
ncwre (TP 2 Fe, e 6, = o
fEA 2201 CEMEREARI) L, HEGEFES
NTW5, BHEELTIL 6 PITH - 7o BHERT
WCERR MG ERAE LT O 2 BB T LT 3
FIASFETC U tco RISTIEIZ D W T T F £
FIRREA 4~ < | donor lymphocyte in-
fusion (DLD ZfEfrahcuw 2, BrpIkEE
EOFEWMEMEIC >V TEBEL T RONENS B
b,

2) REMEZED XEHSCIDI X ¥ 58+



TBHE D%

INFTWC7IVABLTAF ) RITEBNT
TN T & L XEHSCIDIT X 9 2 8 {x fink
T, D% OFER THREZRDHFEENES
N BMENER SN TV, L L, TO%
BEER3FIT, via oA VARY § —Dilx
THRAZRIC KDY )RR FEE L 726
FIDi—3E U ac bl L il e B R0d
{rx+Herpes simplex virus thymidine kinase
THREL L hov A AN s ¥ — 5T LT,
%97, XGEEHSCIDEE > o 8 L 7o BAALER
CCoNg g =L, #BrTEALK
y cBHO I L BEEEAERE L 7o, T DL LY
A4 W ZITH % gancicloviri? & 02 {70
y BB RS THR 4 5 C & AR L
too St BT F VAL T OEME
BETDOTETH 5,

3) BIETEAESHIEd K o BRI Z H v 7z
WlE o 2+ o980 B %

RS (BES) e Sin vitrolZ 58 W TR
Ml (ES-DC) #LiFEd 2 Hilr 2 iz L
TR L bz g & ¢ 72 ES-DC%&
HW il o7 5 v OBFE % & U fo R wRET
AT - Too —MICESHIfaHIR o MilE A Hu
LIREHE B LTI, ESHllaL vy v
FOIcB Y 2HLAZE LY & 2B
EOBEOVHEREICE S ETilllanb, LArLE

Mo, 7Ta ([ERER ES-DCZ AW il
77 F v OBAIF, ES-DCICREE 4 2 HLAD
—WRr vy EEFEshTtonE, €0
HLA 85 & 4 7o PR B0 70 TRl e & 75 4
LT, FRIcHd 2REIiNEEEEdT 5 2 &
DHRETH D EZEZOND, TOWRMEY T R
DY RATFLEFWTCTEIL LI, §H8bb,
MHCO—#2HEFT I 7 V= yw I 1E
< ZES-DCoOESIc L b, Milay 7 5 v %
WMEon5 & EMERL .
5. R—LR—VDFEELBEQOLOUE
k= A= VABEUTORE « FKlE» o0l
H3d 0, Z O E T T I
HEDBMLEEEDTVWAEEIATH D, KiE
fTh, BE « RIRDTRHEECERBERZRICSE L
too BH « RIEDOKIEDEFATH » fohE s o
7 Vv HE®RE Lo W CEES ) 1 S EE
ELUTEYET L EE b, HANBMEFZIC
s a7 v HEORE L OBEREORRH EE)
E T o T RN RAE R 3 R & 7S
RHETHDLELD, BE - FEICL > TLLL
TiBBIc e T = 2 BREFEIERICE T 2 THED
i, F 2T, N EERET 2 2E O ICEH

o, H % OIRBOTETSMNICLEE & 12 5 BT
WO RRET Q0B A ok — b — VI # Y o, O
O Xtk BE - FECLTHRECEEBHS
nsbo0 LMW 5,






R SR AR RHE H BRI D W T

)7 (RRFERFR BT RSP REED

[(REE]

RO TFIEI Ui WBIFEEZEEIT - 1o, 1THIOFE R Z 57, Interleukin-1 receptor asso-
ciated kinase-4KIERE D WEAHI O & 5 i LI EM O B A B, STEHR s oo, BEFHE
FEPE AR IC B L CRES N FRIEGERARIEE, E0L5BbDNH 50 EWAEL
Fro FA[AETES S BN, SERLSEL S 16FEI B AFHENECICET S NI b D 6 i

v, EEEEERICOVLTECVID 136% (16.4%). CGD 97% (11.7%). XLA 93% (11.2%).
TeARIERE 524 (6.3%). IgG¥ 77 5 2/KiE 26% (3.1%). WAS 23% (2.8%), SCID 16
2 (1.9%) Tdb »to O, EH v~ v 7Y VIE 53% (6.4%). KA v ~<7 v 7Y v
i 60% (7.2%) TH., FERMAE AL OATHEIN TV S DMLY B.7%) TH-

1oo BHWDIS

ni,

SRS OFWMAIED & OATTE (9.3%) BEMAISELRA 6 % (0.7%) KRS

A. DIEEER

FE M S AN R TE RIS 131002 A 52 @
BHAEENTV G, TOL FIICEENTH
D, FIOBW & IEERIG P LHADIETH 5o
UL PR S R E R B W T HIRBO AT
B TOEEDG S, FRICHKIRES H 2 & 5 1KIE
FlTid, FEAERTH © O FIHZ M & AIREIC S » T
Bo L LIKIRE LTI O & FRRAER b
RIS NS, B> CHMSIERFR ML TV
BB GEAET b, TN OEERHCHT LT,
RYFZEHETIE, FIS0ERTH S HAENDAER D5
BBy, BREEL T - TS, £ 0EE
AR L TEFOFENALER T 5 & T, DYH
DOWFFLE I L CIRB O, B o IR
GICIRIBEOYWEED 10D OFFICEHEZ S LT
Xto, AL TEIERD SIT-> TV 2 EHEXE
i L, EPIOERICEY 5 220 LD OHM
& L7,

SERY b R I RS SR AR 1 [E O

EESZiaE e % o BEFHEESER S Ny
SRS LIRE 1 7 0 i RFH A S A2 B AR

RRE#EL>H>B ez, DL D, KK
o B AEM OB S LTV b — 4T,
Elicb\wT@bnud EbREEEZ2 IR LTVDLE
FZILOVWTOIENFEAEL TVWAET LI 5, TE-
THER FE _oge s LT, Elick i 2z
T IE ANRRE R RE A OB b S Nl &
0 R OIERIR I A T, BERD & DB IR RS
B & RS L 7o

B. kA

SAEE B ER LRI, DOEIC T B ETER
P ANETE RN BT AR R 4. HA/NEEL
o B2, AANLIBHEY 2. BA
BEPR Gt a, AARGIEFREFOYRTREB LU
RSO L, B E b 2 RERICBE L |
FEHIE S L < O FEE BB BRI &
B (BT CHE) AEET A EICED, KA
I~ DR A KIE L 72, C ORFIDES N
TiBED LA SNIBFEG, TDEET 7 A
)y g aEs bl BRCETLaNTVWA CE
DHDENT AR L, 7 7 A VOFEF &
13-t WEmANOERIE. ChoD7 7 1V



AEFAOMIETEL+: v B o FANEIL, 2o
s T X AERBICTRET 5 & T, MFEEZE
DEDPOMET S Ltk > TiT-7, £/
TALE NI 7 7 A it AREEEEEYE O H M
T RATELA Y E2— 4 —TEHL I,

JE A 7 ) (S SR o o R R~ B TR R PR
A ED AT 242 H U, AR
MDERID & & SFI13EE ) 5 16 E OM o HE
Wi L CHUEF OB TLS N 7 » 4 VORE
EHR SN, T2 A NVEHEHEFHEP SHTETE D
B, R & DIFHD» &, BT 5 &R
BOBGEFHL 2,

C. IEHER

Aiﬁfﬁ 3. RIS 2 H24HBIAE, HET1fEZ

BERARFER & 760 U, 113D S 1761 (B156,

ﬁ 2P DEIFEEDREN S - 1oo WIRIBLIF D
WD THh b, Severe combined immunodeficiency
(SCID) 4 #] (CD3 6 KIEHE Dtz fl, X-linked
SCIDSEEHD . OmennfE B EE 1 #] (RAGLRIA
JETH DD 50mennfEEHA2ELzbD, B
). interleukin-1 receptor associated kinase-
4 (RAK-4) RIEE O W 2 #l . X-linked
agammaglobulinemia (XLA) 2 #l. common
variable immunodeficiency (CVID) 2 ] (5
). chronic granulomatous disease (CGD)
2B Qo b EERD . hyper IgMIAEMEEE 1 )
(PEHETD) . TgARIEAE 1 6 (Z2H). X-linked
lymphoproliferative syndrome (XLP) 1 f.
hyper IgEREMEE L # (BE) W5 b0Th b,
PV boggplofitedk 1ic, BHiTo CEick
LEEROEGT AR 2ITRT, 2L, ElLicBW

TRERPSODIHIZ LI > TV B,
Omennfif lRIFIEEAEE & REA L (SCID) @
Khricoin, XLPiE, TofhohicgdTtinbd,
itWIRAK4Kk1 FInEFcowFnosnk

FH LRV HH s IEH ZBI L 12,

##EI“DEE WSAAE LR OBSEE A9 2 B R
BEAZEOFHICBE L TR 215 TV BREHIEF
BRIBFEL OB FILENTVEN, 207 714110
BT HE D 72 D DM % [E A 57 B2 8 B R B

HRARAHEE L, &Fal e, #flashiz 10
. BPTHEAZ T NS - 72 70O IR 135 ~15
FOHEMKRICE 2 &0 &, Frekaic & 2 FaK15E
Bk i fikse thEs oy, € U CLeEoFiEIE oNc
WO F— 9 Th -1y TNOHDFT— 713,
FRRFA AN AL EH H oo H AR I ihh 5
BB47 13 HIER édmfw\éoEﬂBWl&%zH&ﬁltéil
Twi, RIRZHZMIcGiss T aRa. B
K OBRIB DB nFWrEE2cic L CHE L 72"
PO B &, VRRIGEDOFHIEM 13226% (5
16%4. Z210%) . “ERR16FE O FAER 1324% (5B
127, 12%) THh, WiRidEnFNES, 4ic
ANCES

& 3. FRIGEFIRIES

BRIREZI & #(%) B L5
Agammaglobulinemia 1(3.8) 1 0
CGD 1(3.8) 1 0
CVID 8(30.8) b5 3
EDA-ID 1(3.8) 1 0
Good syndrome 138 0 1
Hyper IgE syndrome 138 0 1
Hyper IgM syndrome 20 1 1
IgA def, 1(3.8) 0 1
lgG subclass def. 138 0 1
Neutropenia 138 0 1
SCID 2(7.7) 2 0
Schimke Immuno-Osseous Dysplasia  1(3.8) 0 1
Wiskott-Aldrich syndrome 3(11.5) 3 0
XLA 2.7 2 0

& &

261000 16 10

F4. TRI6CEFRIES

FRIREE T & #(%) B =
CGD 2(8.3) 2 0
CVvID 15(62.6) 6 9
Hyper I9E syndrome 142 0 1
IgA def. 14.2 0 1
SCID 2(8.3) 1 1
XLA 2(8.3) 2 0
N 14.2) 1 0

& B 241000 12 12




D. &% £

LERE QPRSI ILTR T H 2 A3, BEHMAH
HFE LI ORI ELS > T LE - foled
oL ARG EER S ICB VLT, [BICEIZ15.5%
LEEFoTWB, SDULEINT 22 EM TS
N, SERICHEON L KE WA —D 16
T 5, #Nid. EATEHREEELEOET, BH
FAZDBFHEA~OHAIEGT 5585 LT
FEEAER DB ETH D, EFEAHORIKD
BIMHC A TRETdh 2 & DS b & - 7o, REHOD
—o ORI ML, TEFOEREE L TOREELES
AL e BLEERCBOLTE, BROWL D
HORERASEEG L TWA I EbE WD, HHEHL
PG A BT B fo il 4 OREFIEFEL SRS
BIETH D, FORDICIFRGLESFEAD O
HNEETH - 1o, L L.y EREEOHFAAEL
5T EEPLEEY, SRESERIcBY 2 EE
[E75 %5 (unique patient number, UPN) T
L. AR H b, A0S OREIRE B
T 52 &T, MAENOEEER > TITHhE %%
B, 0T &id, BERBERERZGE OWEIR
HEBMAZE 2 ST 256 bERRTH 5,
[EAS B SR E R BRI R E THVY o T
W B EERAE AR D &, BE O AEIRIC il
OIS OB FALIHFRAZFE L & Db, T
SRS & 16510 B ¢ 2 fkFeHEE ¥ & O
HHBESTH -1, BB EEHTH- 12
D, VbW A/NRERTH 5 15K AN 1321644 T
B BEDWBO%EVITH -1, T, F1
HLEER?2 &R 2T 5 EHOMNTH H05
SR S AR SRS LD AR & DU EEAE A
LY T AEEHOBENRECRELLILED
HBMThb, TOTEEF, R1IBLURHITBL
T. £ 20X 5Ic, hyper IgMIEEEE A fHiakE
A AT E T AEHCBEI S T H RSl
F w0, EEFEF AWM AZIC B U A/ NN O
MEERE, O &, HLEFTHEFL TRE
BOSZRAZTTOALELDODEFTHLESI T
ETHIHEN LD,

BN ERHEEEAEZMET S LT
H U5, FE» 0BT » A VAT

BBDBY 2 F = v 7 T HEEERT VDTV
HEWHEE, TXRTEATT A EMMESN
TV WIS H 5 EEHHTH D, TN
Hiftizs AT 3 205 (BB PFEE DR
WOYFEOEY) P, Kl OHEHPZVWEED
E ALY L, CORIEHOTERMEZ W E
=95 &k, FEERAIC B W T SRR A
TR OWHALRS IF,rOELZSLE, LD
D, TRNTEANT S EPFIRSN TV WA]
BepEd b b, AJMNCE T 20 50O F Wi H -
THATRANE SN HEMEAZE T 5, FE
MEPR S 2 AR S LT W WENRTTH & b 2,
F R MG AL T NEE A, TNICHKH
g, EFICE LDk b & o oo FABTEIES
EALEEDALHSNTVLE LD 631HIH D
BEFF R OIEN T W T & bHEE > T I NBEE
ZOLDDHHTH B ETHE REFEEIT,N
H BRI AL TL %, BIRZHOREICB T S

Wy,

E. & &
BEZ0ELL FIch i 2B REEOMKE & FE
TERR BN E OISR A M A E ORIER Al &
BCEBEOHEEHEE Lz, WD EDRKL
P REAS TR AR R TR IR OBRFEIC B W TH 8
[ 3513 B E P S0 N R R AR () B it (S B 22
ThHo., PoOBEKHEMAZ LBV TRETNI S %
WhET L EITd - T, BREHOKEEEZ L5
CEoEEME AR L 7.

F. BERRKRIER
Hecrs L

G. WrEFEE
HH ) A NERHER8(12) & 2435-
2455, 2005

H. N89BAZEMEDHIER - BRI
Hricio L



R, REERERSERBEZREGL

BAFGERGERBE TRBMERIERIERERE)

AT

2006 4F 2 A 25 HEE

P B %D RRAG %D
% LS &t
WREH & % 1 40E 93 26 119 9.4 0 0
ADA KIEE 6 3 9 0.7 0 0
PNP KIBJE 0 1 1 0.1 0 0
MHC Class 1I KI8YE 0 0 0 0 0 0
A S5 92 i | 0 1 0.1 0 0
ZAPT0 KABEE (CD8 KIBAE) 1 1 2 0.2 0 0
CD4 K fBIE 2 0 2 0.2 0 0
IRAK-4 KRB JE 2 0 2 0.2
IINET 105 31 136 10.7 0 0
Bty a7 s E 135(+36) | 136(+36)  10.7 | 0.7
FRAR AR o KA A S PRI o 2 0 7T i gE 1 0 1 0.1 0 0
IgM B30 % £ 5 e R AR 37 11 48 3.8 4 8.3
s a7 ) o EEERT R 0 0 0 0 0 0
T 3GHURIBIE 0 0 0 0 0 0
IgA K i 59 51 110 8.7 15 136
1eG V77 9 2 KABSE 21 5 26 2.1 0 0
[gM KIBJE 8 5 13 1.0 5 385
CVID 110 60 170 13.4 21 125
FLR By 707 ) ol 28 15 43 34 0 0
F DO PR 25E 5 0 5 0.4 1 200
P 404(+36) 148 552(+36)  43.6 47 8.5
Wiskott-Aldrich 4if: = #T 86 2) 86(88) 6.9 0 0
(X-linked thrombocytopenia) (%) ) (N
Ataxia telangiectasia 43 36 79 6.2 1 1.3
DiGeorge fi: T (DiGeorge anomaly) 31 16 47 3.7 0 0
Z DD W AT B 5 4 9 0.7 0 0
e 165 58 223 176 1 0.4
KA UR R (D SeIE oAt ! 4 504 00
& TgE SE(RE 26 24 50 3.9 0 0
1Sk R Ry o E 7 9 16 1.3 2 125
ORI & 1 9 098 R AIE 5 5 10 0.8 10 100.0
/N 39 42 81 6.4 12 148
&1 i 2E N 160(+55)  21(+7) 181(+62) 143 2 1.1
Chédiak-Higashi JF fu: i 9 9 18 1.4 0 0
T DA B i HE 2L 12 11 23 1.8 0 0
/e 181(+55)  41(+7) 222(+62) 175 2 0.9
WHRRL 5y O KABAE 14 16 30 24 7 233
O 14 9 23 1.8 1 4.3
&t 922(+91)  345(+7)  1267(+98) 70
(72.6) (27.4) (100.0) (5.5)
AL RRABIE T, RMITEERRIZ 200 E T h o b D,
2%, BEREAICIT 2 F OBEROEMKRO T
3 %O, EOBRBOFHIO N B,
wf 4 XLA & COD OFEIRPIIARIRERLASMAELE A B L T B AE B
ik 5 OO BHITIERE B FAE O I Kostmann syndrome & LAD type | # & 87,
RE6  TOMOTIZ, IPEX, EDA-ID (E{TVEAMESEIZR AN R A1 5 i TR AR . XLP 22 ¥ % &6 7-,



%2, CELLIEFAEMRERSMERBERAENZ (19925 LIEF)

AR SRR TR I s N A e B ) AN AT JEBE
2006 472 A 25 A B
s ey %
% L8 aFr
TR oA B 41 13 54 1.0
(XSCID) (14) 14
(ADA KIBJT) 2) (3) (5)
(CD35 def.) ) n 2)
Omenn syndrome 4 ! 5 1.0
(RAGI deficiency) N [€))]
ZAP70 KABJE (CD8 KAHAE) 1 1 2 0.4
CD4 RIE (&2 1 Bl Eie) 3 0 3 0.6
IgM AN % £ 5 S R A 21 7 28 5.7
(XHIM) (15) (13)
Z D> combined immunodeficiency 2 3 5 1.0
IRAK-4 KIEHE 2 0 2 0.4
hEt 74 25 99 20.1
IEL Gk V7= R I | R 71 I 72 14.6
R E L RBEME S By 70T i 1 0 1 0.2
IgA RIBIE 9 7 16 33
1gG V7' 7 7 A KR 16 4 20 4.1
CVID (common variable immunodeficiency disease) 30 11 41 8.3
AR HBHEE y 72 7Y il SE 2 2 4 0.8
Z DD HUKT 42T 3 0 3 0.6
/INEE 132 25 157 319
Wiskott-Aldrich fiE {5 36 n 36(37) 7.5
(X-linked thrombocytopenia) (P%k) ) (N
Ataxia telangiectasia 11 i1 22 4.5
Bloom JEER 1 0 1 0.2
DiGeorge fiE{ERE (DiGeorge anomaly) 8 8 16 3.3
Z OO MIRRSAL AL (Nezelof FEBTE) 0 1 ! 0.2
/INER 56 21 77 15.7
VLS ok s S R L N e ! 2 3 0.6
) 1gE fEfhE 14 10 24 4.9
B SRR 0 > 2 S 3 2 5 1.0
T B % 2 © S09% R A2 0 I | 0.2
ANEE 18 15 33 6.7
B 1) 2F REAE 76 8 84 17.1
Chédiak-Higashi i {51 2 4 6 1.3
Leukocyte adhesion deficiency 1 1 2 0.4
T BRI T 2 4 6 1.2
/NER 81 17 98 19.9
RSy 0O KARIE 7 7 14 2.8
£ DAl
ICF syndrome 1 I 2 0.4
Hoyeraal-Hreidarsson syndrome 1 0 | 0.2
ALPS (autoimmune lymphoproliferative syndrome) 1 0 1 0.2
XLP (X-linked lymphoproliferative syndrome) 2 0 2 0.2
BIEILEE EBV YYE 0 | 1 0.2
IPEX syndrome 1 0 1 0.2
PRIV S MR SR A SR & 11 D Sl 42 2 1 3 0.6
Z Ofth, 3 0 3 0.6
INEY 11 3 14 2.8
Gt 379 113 492 100
(77.0) (23.0) (100)



