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BiTDH, TREEA RO THEBERRECEORER 2B 2k -7,
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T 14 4 4 H 2B ERR 15 4 1 A ¥ ToR, BB R TR RS R GE 1 B #)% %%
L. U2 F R ToT 734 Adatgd Lk, F— ¥ —<—REERLY 7 F L OfH,
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i 3L

T 7 F L HRE AR A E 734 ATEDORRIEA IS T I F 215 N (29.3%) . DPT
77 F 183 A (24.90%) . BAENE T 7 F 1 126 A(17.16%) BRB D 7 F 1 62 A (8.44%) .
BT 7 F 1 43 A (5.85%) KET 7 F 17 A (231%) LT AT 7 F 14 A(1.90%) .
8, 74 N (10.08%) T > (),

FHOT LAY I F L OBWERIZA AT T 7 F Tk 4 A (1.86%), DPT V7 5
VTS A (2.73%) . HAMAEY 2 F 2 A (1.58%), BRIBU 7 F 2 Tid2 A 3.22%) T
bl

E 5%

ARG ATERETHEA VI NE L FD 7 F R 293% & ERER—FEn-oT, EH
BRTEDPTY 7 F o 2SECAAMET 7 F0 . B F v MBY 7 FrOMICE
Date, — KT, (FEERTHE, KEVIF, Ly TRAT I FUOBERFIIPILUTO
HOThol, O ik, TEEETHLINOLICREANY 7 F IR EH L TLARWT
HInWET A — R THDEELGRE, LL, A7 WICELTHR, <A
AFA T ORI T & OEEA K E LT LT bh, BBEOFHE#RIE LT fRRN G,
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10{EFHR Y 7 F ViR THEAREZITVAIREO FTHT H2REBIThA TV 553, 2 BHEfEORSILHT
NTHY, FOREOT LAY —HFEBRBELRD 7 FUACHIGT 200MIWVEZICH ORI S THn,
REEEHEI 2 13, EWCIEICHES L7 LA F—EBEBIRIC U, 10 EFREARIGE 2Bl & H1T0,
HEME 2R LE-0T, #5345, SEIEIFARICEMEE LA2vR, 7 FE—RREHOMWIZZ o0
ThHhRFICE D,

[ & HiE] Y7 LA¥—ARIC@BRED, BLUOTHEBEMARICKIE LT LAF—REBIE (I8
EmummT%ﬁitm%Eﬁﬁfzb%ﬁ$ﬁaﬁiwm®?vwﬁyﬁﬁiti#7%Eaﬁﬁé
B) 6 A RS (FEiT 1E»o 95 & L7, R BEOK, V7T 10 EHRIEK 0.02 ml AR
&LTEQOMnﬂ%Lﬁwwtﬁmmﬁ%ﬁotow YEITHIE L. CUERBBAEDKLYE) M
i, BB, BB TEARY SEHEEL T o, BHET O EEE AT, SEIEEIC
VWi 0.1ml—0.05, 0.05 0.2ml—0.1, 0.1 0.3ml—0.1, 0.2 0.5ml—0.1,0.4 O X 32T~/ Hfl
#% 30 HAFIL TV E, 0 EOLERIE. BRIRIGORELZHEE, &L, To% L THERR
Y BIBUG % B8 L 72,

[FR] EARISTHREBMEEZE L- b0 2H (1LFRZT v AT LAF—- 1HREEOT L
FUoBET 2 MEORFE), 28 ORNRSEOSEHERE 1 [BR Tk L7filhs 1 FIFE L7
B34 (5%), AT & - 1EBREEMAEL EOFIT 20 #/56 F1(35.7%), RT A » 2 BB o
L 26 /56 51(46.4%) T - 1=, BIRRIIRETRED KZEH( 10mm B LOREREZZBDI & DIF 25 #
/56 (44.6%) T o7, 2 AMDOEHLZZDHLLOMNIH, 7 FE—HEEFROEESL R 608
1, Rl ICEREROELONIFFEE L, 2FICT7TF7 0 7% —nidie . BEET
TR LIS,

[ZR] 2 SHT LAF—EEBRIBEIC L TOA 7D I F gt e d & LR Tl
VR YD . BMERICEERRETH D & b, EARICEAEE L ITH RAST B4R &Iy L b8
B9 (Fig.1), S EIOER TiX Total IgE & RAK & DR LB Sk -, (Fig.2) BEOIA
PAOEZRELEDETLAXF—BEEZRE0CHBL, KN7 R NOBERERET & LEL LN,

M ECAP-RASTEE AT A 3.5 o
. L 3 é
23F O
i 2.5 ¢ o l
ZD .k E
& feRnTareE] Loe(lgh élzm&wm 5 1 281062
: THEATRARRE! b o 8
10 o
0.5 I
* o
’ ERT Ak EHTF A -
B ERAST Class ISA‘%.‘H:_ pgﬂt
Fig. 1 Fig. 2 (p=0.4238)
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CRE OB, BH O OE. \E 0 B, P BRI A B (WRRRBEENRREY)
1. AW

TRERERE T A R A > (HAPEREREES TIEEEMEES) T, Elolk 1791
B LR AT L8 (EMEEER) O4F I, DREICMEREOBER LI T AE ] &5
FCA, FET, TN w7 U i, BRSSO BE TR ET - Tidn b
Ny L ORIV STV D, D, BELAEFRSIEO/NEA~DOFEERIIZEE TH S 5 A5,
RS E OB £ CREFF S TORIE TR A TS A0 EM 6/ Tl L, 2ol
LT OB fRE b, 5%, REA2OBWRLR SN THWARTH THL T IHERA VB L 22
LEEBBHD L RBE L, ok EBIEIL T 2T AEMICR LT T EHER A IRIZITVL, o
DEEDIEEHERO—h E e DME 21T &2 BME L,

2. ®BEIUHE

i B RSB R IRB IR 7 Lob 3 — - S~ GUEISREIN T 4+ 5 - - T EH SRR O s -
FWTH LA a7 54 (B8 DiGeorge FEfflE (B8) 34 3L OUE v -globulin ffif (88
24) Ext#E Uk, PSRN REMEDT « v 7 (MUFSE S 07 U A, T BRI,
D SR C UG E) 1T THIE LA HRGE L7t V7 7 B4 Eii LR 4
B L, —HOEFIIARBL S TR A 9 U7,

() fEF1T Y. Y. (f) PRI H404EN 537 DiGeorge SEMERE (BE)

YR 13 4E 10 H 25 1, THHERRICBT D METE Re9 D802, CD3 BtEMiNe 47.5% CIKTF 4
wodh, CD19 BBPEMIRRIE 36.6% & BN L T/, LanL CD4./CD8 i 1.1 &IEHE§EE ¢, PHA I
L5V A BREHLSUS S 42769 cpm (SI 51) & R RMANHE Ch »7oic . TREERITWTHE &
T L7z, R 1 X OROGIEBIEORER 23 LTz,

ERNEFE, ETAHRY 2 F o THDIFMRET 7 F T RICAET 7 F o~ EHEAT (R
2), BUFE TIIRE 6 MO PEHRRA M U7, ERLAWEH GRS Ty, 3HRA T 7 90

PERETL . B OHSER P THUAR 20EU/ml, F HABUHA > 100EU/MmI & bifd E/2 3807,
(2) EF 2 K. K. (m) Y1099 H 20 #4Eh #5315 DiGeorge fEfRRE (56)

WRE 1245 8 A 15 B, TRHEMIC T 285 BRI MBI, CD3 B 40.9% TR T 4
P, CD19 Bithmifai 32.0% L B L Tz, LAl CD4/CD8 i 1.1 & IERHE T, PHA IZ
LB Y R BRYFELIES 57041 epm (ST 59) & A HRHE TH o T7n s PR EEREIE T EE
iy LT, £ 3IZFOROGEREOB AT LT,

ERWFL, £ P RNEY 7 F - ThHDIMREAT 7 F 1T RICAT 7 F o~ LHEAT (K
4o BEE TR 5 MOFRHRE J0E L7240, TR RPERIERD T,

(3) #EH3 S, M. (m)  FRE 1110 A 18 HAEE# MirE DiGeorge SE{ERE (B
NERE 14423 H 14 B, PRAERUCET DR HAC S B, CD3 BENIE 41.7% CILF &

R0, CDI9 AN 80.1% LB L-Tuvye, LarL CD4,/CD8 i3 1.3 &3 T, PHA
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£ DU o BEERIG D 42554 cpm (ST 78) L R MBERGETH /-7, FIHEMIIATEE L
HT L7, R BICEORDGEBEOHER AR LT,

FERMFE, ETRERT 7T o THAIMBE T 7 F U 21T-oTWD (F2), BEE T2
(O Hkh A ek U7 A @A i3Beh Tuvdey,

(4) g4 Y. K. (f) ¥k 1347 A 30 HA R HYL— MR v -globulin fAF

Tk 14 423 H 26 B, € 1[gG MiED - HRE HMIC TYRPE, RiEORE BH 1 H) 2T
IgG 189 mg/dl LKA TH 7, IgG %7 7 T A% LI-/iHiT 1gG2 30.4 meg/dl . IgG4 <0.4
mg/dl ThH-=i-,

CD3 Bt Al 67.5%, CD4,/7CDS8 i+ 2.7, CD19 ML 22.6% Th-71-7-% ., TR
FIRE & P L7, R T CHSERE O 25 LT,

FERNAFIEER 8127 L, BIEE CICit 4 RIOFRhHER A 9000 L 7= 4%, EAZBIfEMIERD T
AN

(65) fEHI5 Y. T. (m) FRK124E 447 25 B4Fh ALY — K v -globulin M AiE

Wk 14 4 H 91, K IgG MU (7 LUEEERH V) O oE BRI TR, IgG
77T A ket L7z RNT 1gG2 40.0 mg/dl | IgG4 2.1mg/dl Th -7,

CD3 P4l 75.8%., CD4,/CD8 it 4.7, PHA (0L 5 U o SEEVE LIS 38090 cpm T
ofelth, TRHERATGE & Wby Ui, & 9 i fugiie o4k L,

SRR 10 R U, BEE TICH b DI TIHER A R LA, BXREHERITERD T
AY/J/AN

4. B

S HEME T T A RAIEHE A DL OB LN THWD YV A, FReofiliE, Sz T
ERAITVGD LB O DHEBNFET S, SEIOBRETTI, H0% DiGeorge JEREE (B @
B & A — @M y -globulin A OIEBICHE LEE~Z LT, BCG%( 4, RIADrF %
3@, WIET 7 FUoa 2B LUOSHBS Y 2T ok 1 SERSR LAY, BEARIROSEEE L bR
DIEROMBUIERD Ll o7,

CIEBEEDME T L CO 5BV OHh 288100, PHERIIFEECR L E5 48720, Lasl, X
Pz CD BHEIR A 40% L0 EREF SR TO BRI B W TR LY 7 F AERER 50%LL
REF XN TCDBIEHIZRBNTIAED 7 F AERS T RETH A 2 LN X7,

FEFRE OPURIES LR DPCTH A, MHIC LY FOL~ULTidh R D OFENBDHENE - L
b R DDROTF = o JIFMFEEBEZTND, T, PR L OREFRF A IE R & [BIIIFR
e E D AT A LERE IR TN D,

5. f4H

1) SRAEBHER A AT B INRITA L C b, — DRI ETIRIL. BB FHHER TR T
) SIS T AT DN 5 TR Y - A GUSHER) (<o
W HEICRETT D LHERS D,
6. ik

1} Primary Immunodeficiency Diseases: Report of an IUIS Scientific Committee.
Clin Exp Immunol, 118 (Suppl. 1); 1-28, 1999
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#® 1 EE 1 OREEREDIES

Sl RER W1 34 Y L 44

t1A25H 54230 7TH5H L1HL4H
CD3 % 47. 5 47. 0 46. 8 49, 4
Ch4d % 28. 7 26. 5 24, 7 29. 86
CD8 % 25. 6 36. 8 25. 9 18, 8
cnRiLe % 36. 3 35. 7 39. 7 39. 0
1. S T'(PHA) cpm 42765 40117 35842 43382
IeG  mg/dl 878 1080 1030 1170
IgA  mg/dl 43 60 55 64
IeM  mg/dl 65 73 80 100
IeE Ul 4.3 7. 7 10. 1 6. 6

K2 fEF1 oOTUEERERIER & € OBER L ORIRIG

g Fhe H FlE I
T ki 4F2H7H 3FES 1 1R TR O (23 ¢ m)
2 21284 SHHES 1 218l FEREAAIONEE (B3 ¢ m)
3 441 1H SFERS LY 3nlA L
4 7TH11H BCG e
5 9f126H RUA 1[EA B 3 &5 4 RITHHTREV
B 1282604 Wiy L
¥ AMEFRERCLD turc ONets v
#*3  EM 2 ORBEEOHER
ALY i T R L 24F TR L 34E TR 1 44F
8H158 8A21H 1 2H18H 1H15H
CcCD3 % 40. 9 48. 9 46. 9 52. 9
cbha % 27. 4 31. 2 32. 4 28. 9
CD8 % 24. 4 30. 8 21. 9 27. 3
CD19 % 32. 0 23. 6 29. 7 22. 8
1.S T(PHA) cpm 57041 31742 58391 —
IsG  mg/dl 690 914 922 1030
IgA  mg/dl 73 102 303 322
IeM  mgdl 30 85 88 o2
IgE  IU/ml 37. 8 39, i 42. 86 —
F 4 EF 2 OFIHEEREERNIERF & OREB L OBIRIE
- S 1 FERR i
T 1T 29288 SR L 1Al WL
2 10264 3FEA L2161 FERTAG ORI
3 Wkl 341 A1 81 IFHRA LB 3EE® ML
4 9H20H VERIZ e
5 TR 1 48081 20 BCG Bl

HO. 3m ! (ko
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£5 JEF 3 DRIHEREDOHER

L 1) Rkl 445

3A148 9H5H 10H9R
CD3 % 41. 7 32,9 38. 5
CD4 % 25. 7 20. 3 23. 9
CD8 % 20. 3 19. 8 21. 4
cD19 % 30. 1 32. 7 27. 7
L S T(PHA) cpm 42554 - 23947
IgG  mgdl 1110 1200 1440
IeA  mg/dl 144 167 193
IeM mg/dl 98 93 105
Igk  TU/ml 66. 7 419. 8 845. 5

®6 JEF 3 OFUHEEERMNET & £ OEE L URIRIG

MaA- Fhe H T il fies
1 PR 1 4429 H 1 3H 3FRES 1B 1R L
2 10H218 SFHRA 1 2[0iH  HEHEHLOFRSR - 1B

KT IEF 4 DFFARREDTER

R TRRERE A% 1 37 AR 1 A5

11H15H 3H1H 3H26H 6H4A 9A10H
CD3 % = — 67. 5 70. 0 73. 7
CDh4 % - - 44, 9 54. 3 50. 8
CDRs8 Y% - - 16. 8 17, 0 18, 6
CD19 % - - 22. 6 24. 8 9. 8
L S T(PHA) cpm - - - - -
IeG  megdl 290 189 207 387 526
IgA  mg/dl 26. 5 45. 4 44 52 44
IgM  mgdl 105 94. 9 84 114 124
IgE  IU/ml — — 0. 7 1. 4 27. 4

#£8 EF 4 OTFFEAEERIER L+ 0k L URIRIG

SIS Fh A FRIR sy
1 %1 44F9H26H DE S mL
2 10H31H BCG L
3 1 2H5H SFEES 1M 1EIA L2
4 Tk 1581 H9H SFHEA 1M 2mE 1
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£9 EH S ORIEHIEDHER

R ek YRR 1246 YR 134 TRk 1 448
9H6H 4RA27H 4090 11A12H
CD3 % 74 75. 8 — 79. 5
CD4 % 54 62. 0 — 58. 8
CD8 % 18. 5 13. 3 — 18. 5
cCD19 % — — — 15. 5
1. 8 T(PHA) cpm 38090 — - 55863F
IgG  mg/dl 291 360 458 558
IgA  mg/dl 8. 1 13. 5 31 61
I[gM mgdl 43. 1 70. 7 52 57
IgE  TU/ml — — 50 83. 5
BE7H2385—X
#1 0 JEf b OFRIEFERNER &+ OEERB L URIRIS
WAFT Fhti g2 R
T % 1 476 H6 H 3FEA LB 1 = WL
2 6H27H SFEEA 1 M 23 L
3 THL18H 3FREA 1/ 3mH L
4 9f12H BCG L
5 F1RA21H KU 1EH L
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DPT —HRE&G7 7 F U HERICHHA L - 2B HME O 1§

LRTHEF ik BF. LBEALR GHIASUNRERR)
W M, B RAL GEITALERREE N A

HERAETEM STV D BB 77 U 7 HSRER=EES T 2 F

(LLFDPT V7 F ) BHEOBBISOBE TS, L LEDIZE A Y ITHEERLRRET
OFH;, R, WETHY . EEHEMLUAMIKBOHETIHEIT 0.01%UTF Ve xbsd
TENTHD, SHEDPT 77 F - EREICHEE 25T LRSS RB NN 24 U2
Bl &% L= TH#ET D,

DES] 50 H BIR

[#12) 2002424 4.8

[3=57) Mam. ERE R8oftis

[ZEEE] FEICT LA SRR OB E T 20,

[BEAEEE] HIAERRR 22 L, 2002 4 1 1 BCG A Z T T ARREL L,

[#5€] 200241 H 28 A DPT U 7 F > 1 #i#le] 1 6l B 0@ L%, TOBAOD 1
H 29 H L ABICHARBHE, Raiz B, ABRICbRIROEZEAHEALTE T,

[FHD 5] MBRNEHSY 77 U TRERBES Y 275 (2474 Lot DI01B

[BUGE] WigEE. M7 BB, RIS T TO A TRV M A2 S FIBL RS A
BIEEMEICHFE L TW00 1) (12, & EBso D 7 F A FEHEAT IR T IE M AR < AU 8F
YO R A L T (K 3), 2 EBEAMA O BCG BRSO RE REIGITRD 5
niehsotz,

(B AT R] AfEkE 11300/mi (stab 1%, seg 34%. lym 57%. mono 6%)
AR ERE 440 F/md, Hb 11.8g/dé. ALP 721IU/@, AST 36IU/8. ALT 251U/, TP 6.4g/dé.
CRP0.37Tmg/d¢ (2 H 4 A#E) B A%k (MEEERUS) 105, RBEREIE (ELISATER)
0.07IU/ml, & 77 U 7HIK 0. 181U/ml (5 H 20 ARE)

[AEERAT L] ER OB L v AR U, REIZEY LR BRoREAMREEED
bhvd, R EBOFERARS N, BEE2E/CnERE ROCEEEBEGCY 8k
EOMBIZE AL &L bz, —ME FIRDRRIC © RIS ORI M KA T3 1),

[RNoFFAR] MY THLIT NI =L, FAat—, Rl b HEH5S
THLIEABEOHEPIR, P77V 7 hx /A4 F, BER YA FTRvFFR Mo
1T -7 96 B OB ETIRETRE ChH T, $RROBBAICHLERED Ry FF 2 K
AT o7 96 el DHIE TR TRETH - 12,

(B9 LURGE] BERIER R OYRPRALRRAT R & 0 SBIHMAEE L 2 L, 7 L
F—F| (A7 27 DS) NRERAICRBITERL, 91205 3 EMEGE L= ETHY
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(%) #HAE I, DPT SHRE T 7 F 43 1981 5 RS BT T MK (&K
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BB Chd, FOHBSE L. JEAESE O ThERE BN RAE LS E LD L
DPT | EW)JE! 1 E RIS SIE 13.8%C M L Cik Y, 2 [HE LIRS O
BUFE S ST L, R 1 B2 E— 27100 30% IR b STV D, R
:ﬁ%ﬁ@%%ﬁmmfé:&m@brin@m%éﬁ JEA G748 OO TR 12 AR BE T B
BB RS N LB & 2ET 2 froERH o, ZORBOFMIITHTH LA
21 fth 11 #il25 0 BB IRICHIBR LT 5, E7- MM H & O84S 00K 2 FEoRESNTEy
MO RIE H RO T IEBNE 1L FITH Y | %wé%ﬁ%%ﬁsw\wﬁmeMﬁ3%?@o
LoD EThh, RERREEA S KA N L DHEBE N, #5559 L D RBDER 72
Foo 1 HEgERAELND ﬁ@®\ﬁ%ﬁw%%ﬂ##é#%@ﬁ%ﬁw‘%ﬂm%m%&
IR LB LR DREN TH D,

HERGEHT 5 » H ORI RIE LAEsI T, BB B EUBRRIEIR P b 2 v A v
R E RN TH DT80, RSB HBNEIZ1T -7 DPT U 7 F RS, UL OB I8
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R L TS alEEnEmn B X2 7,

RIS & S @IS ORIEBFFIZ D0 TR & 0 L3S > Ty, DPT 7
CFALFTENDLEAREORENR, BER VA K, FArY AR LIIHTDLT
VAR —FISTERON R STV A RHE STy, RifoME Six DPT 7
7 F o DEMBTENENERIEEIT > THERBR, ERBAEI UEHETHE 8 #ld 6
BlE THF A o — VBRI BOS BB E AR LT 7o, FLBERE AR RIS . B R A
ELL b T _TRERMETH T, EF At VENRIEEBERE - ROT LLF—ER
BT 7F o7 LnF—BIRE TR LEZRBOBE NILEDE VIF T LAX—B
HeEE LTIICA BRI R P8, DPT U 25007 LILXF—BIE TCIE 58% & — i
DT LA F—MRBRBROTF A v b — VERAEISBER (46%) &HEEWEZRLTH
B, FF@EANMIF A —L TRy F TR M ERL, FOEMHIIELET /- Osawa
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