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593, BREHENCEED RS EES, BIYENE RIEE : Rty & Z ek l,
LR T WEEICHL T, BiKZOFEEES BIERE : 1mkRE & Do Bk & b, Wkt
L CRERRICHI 2 LERDH S, SELRIT  BRHICIETA 74 ) Y 2ARL Twic, ERE O
iE, SRR, YLMBRERAE % (F 5 BEIERGYE & CEAEEEFTERT LIS, ALY
LTHRERERAL, RIS~ a7 ) VIE  FEXRAOND L b Dol 21K, KEICHD
DMz o7z 1P 2R L 7O TIRE T %, BiEEE (W1F), W2 (V7 F U EEF), GR
MIRAIE (KEREEICTAF YY) ViEEa 7

xR 1. HIEABERARA R

WBC 800/ 1 GOT 341U0/1 TP 5.7 g/dl
Hb 11.7 g/dl GPT 1710/1 Alb 3.8 g/dl
Plt 19.9% 104/ LDH 615 1U/1 BUN 11 mg/dl
Cr 0.4 mg/dl
CRP 28.6 mg/dl
PT 55% Na 127 mEq/1
APTT 456 % K 3.1 mEq/I
Fibg 570 mg/dl Cl 86 mEq/1
Ca 8.3 mg/dl
IP 1.7 mg/dl
T-ch 139 mg/dl
TE 122 mg/dl
CK 1,367 1U/1
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B 1. BIE T O
(CZOP ; cefozopran, ACV ; aciclovil,
DEXA ; dexamethazone, y-glb; y 7 1 7
) > 8%], m-PSL; methylprednisolone)

T ERE : AT MRSA B51%) T2 ABEIE
2B,

E3F: BE, K, TH

R © 2003 42 7 A R & D ZEIRE B
i 2 18O RIS AR E S HEIL, 2T 04 Nk
BEMBREN LI, FEE, SEEIOKEGE, MR
A5, HiIESZZ, cefcapene pivoxil (CFPN-PI)
AR, HRTOETHEETTS 5, FBERB(LL
O, FEIHHEGE3WH), HENEEN TR
WCABE U 7z ABEREEIMEKIE 800/ pl LA L TH
D, CRPx286mg/dl t EEZxRL7: (K1),
cefozopran (CZOP), aciclovil (ACV) 12 CTiREE
ZRIE LI (K1) 25, B E, KRS
S LT, B 4R HFICH L TR OmE M
g RS D, Z OBREIRMER2FE T2, BEET
CT - B AT R 2% 7 L, K Na MLE O i 1E,
diazepam (DZP) #5., 7)) v+ —VEFICT#
DOEIIHFEL ko, FHTR L DABRIEICE
PEASHIER L, SRR O T IMEK - /MR DI
LHHEFT L 72 72 8, dexamethazone (DEXA), y-
su7y) rHEEEREL, E51IATaA R0
AL R BE U255 5 H FE0 X 0 BB L 7248,
Wi IR D Tz ORI H L RAIE I, ABE L & -7z,

ABRFERAE : MR 37.5°Co fEEHR T, WEE SR b
Do HES 7 EHERE 37, FFRRAIE 37, BRI

2. e bEE O

3. EMEOWERE

FER A &N T EE I - i 2D KD
BEEAE L, R RIS « ARSI O B I35
Hic & TEL THR - BB zffv, Z2oFilic
BEOOBIHAB AR (K2, 3),
ABRFHREMRR (R 2) : NWMERRAD 34 51
7za CRP, LDH, 72 UF3, REZuZ 7
) >, AJ¥E interleukin-2 receptor (IL-2R),
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F 2. HRLABERHRA R
WBC 1,900/ g1 PT INT 1.18 TP 5.1 g/dl
blast 0% APTT 35.6 ¥ Alb 3.0 g/dl
band 0% Fibg 643 mg/dl BUN 11 mg/dl
poly 0% ATIII 469% Cr 0.3 mg/dl
mono 32% FDP 29.4 gg/ml UA 3.7 mg/dl
lym 56% a, Pl 129% Na 133 mEq/1
at.ly 0% Plg 44% K 3.4 mEq/1
RBC 346 X10%/ ul Cl 101 mEq/1
Hb 9.5 g/dl GOT 3910/1 Ca 7.8 mg/dl
Ht 27.1% GPT 3510/1 1P 1.2 mg/dl
Plt 3.2X10%/ ul ALP 187 1U/1 T-ch 117 mg/dl
LDH 45210/1 TG 209 mg/dl
CRP 33.0 mg/dl y-CTP 910/1 LDL-ch 42 mg/dl
ESR (1h) 45 mm T-bil 0.7 mg/dl CK 1,367 IU/1

(2h) 83 mm BS 136 mg/dl
C3c 67.4 mg/dl IFN-y 0.410/1 ASO 48.41U/ml
C4 18.0 mg/dl IL-6 104 pg/ml HSV-IgM (+)
CH50 25.5 U/ml TNF-« =5 pg/ml EBV VCA-IgM =)
ANA <X20 sIL-2R 14,500 U/ml EBV EBNA-IgG (+)
Ferritin 469 ng/ml NK HHfaE 109 VZV-IgM (=3
FRtR B2mG 12,800 ug/l HBs Ag =3
HCV Ab {—)
IR 1 22,000/ RPR (=)

MREEGES D TP ICED S

FHMmpEHie (—)

BEARARAL . BORE, SalE, . MRSA (4)

(e HR) FRIRITL . —BEE - BsER (—)

FaEB Xp : FRICHEHE L L

B-D 7> 11.7 pg/ml

interleukin-6 (IL-6) II&EEAER LTz, £z, ¥
RS IS 2 L T iz, EB W 4 v AHUALM
BEREG Sy — > R Uiz, BREXERRKT, b
FTOCIMERERBRA S LTz, BEERE CILE
SRZSTH » P « (& MRSA 235t Tt &
720 IMMIEEFFRIE—MEHE - BESERI IR -
12

APRiEZB (K4) : SEESYYEICHS MRE R
FERIEB L O DIC LWL, A7 14 /L AHE
kA ikse L, fEREK D o= -+ (G-CSE),
iAEwE, ACV 2% 5 L /2, @i, gabexate
mesilate (FOY®), anti-thrombin III (AT III)

BEILPEAL 7o ABRRSFIIEY 0 ) —EiKIC &
LHULEIRSEEE, ) O ETTo . Ei, F
REFE S 7 V7 2 UfiFE b FRT A5 D70,
dopamin (DOA) %5 L7z, ABRREBIZFHRAS
e, MERMER2SBHFL 72 & O O R IR
~OVIZ[EIE U T, 8 S FEF 3, SHEE MRI T3
HEIX A SN o To PLIIEREA 3 KEE s
Liciz®, A7 a4 FEE#L7, £72, CRP &
IEFNART Uiz 7z &, YL E 2 IHRH i L7z 1
H, BIEABRO®RE 7 0 7)) > O FEIREE (IgG
72 mg/dl, IgM 15 mg/dl, IgA 15 mg/dl) A3k
sh, X =707 VIGETH 2 AR H
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X 4.

l l PSL

m-PSL DOA STE#|
FOY
G-CSF » ATII
e IgG 498 472 363 572 495 448 385
PC WRC (mg/dl)
j l ey VOM v g"’" y.gib“
- - IPAPM/BP
e
MINO
60.4 X104 (/1
33.0 \CRP 28500 Ay cummnnay LTSN 71 P T L L L L L A s
{mg/dl)
7900 (/ 44 1)
sIL-2R 14500 919
(U/ml)
Ferrtin 469 131 89
(ng/ml)
U-8,mG 12800 346
(ugh
E5% A E15HEA #25%H #35%8

LRIABE R ORI

(m-PSL ; methylprednisolone, PSL; prednisolone, DOA ; dopamine, ST ; sulfamethoxazole-
trimetoprim, FOY ; gabexate mesilate, G-CSF ; granulocyte colony-stimulating factor, AT III ;
anti-thrombin III #5#l, PC; platelet concentrates, WRC ; washed red cells, VCM ; vancomycin,
PAPM/BP ; panipenem, FCZ ; fluconazole, ACV ; aciclovil, MINO ; minocycline, y-glb; y 7'
7Y Al sIL-2R ; soluble interleukin-2 receptor, U-£2mG ; urine-42 microglobulin)

ZoNl, FEIRHODY Vo ERfifaLi: T: B=
95:2, BRIAFEER D, HRA I [gG DEMET
LC&ERlw, EMRNC y 7u 7)) V82 RS
L 7ze £ 7258255 H &£ D sulfamethoxazole-
trimetoprim (ST) &FIOWAR L LG L 7z IS
DIRENZDWTIE, ABERRSBEZ R L O kA
% (PLFERD) L2Mman, HE o i bges ot
R #1Tv, KESIE-E L D00, Lo
BB I EIE R £ TEL THB Y, FRNC TBAE
Frk 21 72,9 A TANCEBE L, BEIF RIS
DR TR R E ST IC T 7+ 0 —3
TWwa, M N Bruton’s tyrosine kinase (Btk)
EHOFENASNZWIzH, X linked agam-
maglobulinemia (XLA) T % AJREMEHE L &£ U
kS i r
z £
XLA (Bruton B >~ 7' 0 7' ) VIME) 13 £E

MH BT 2R T HREREASED VD EDOTH
%o RIBEEDIZ - E D L WIEG S KT H

SN, FIEHEIT 10~50 FAW 1 ARETH
D, JRFEMERENSRE & U IR ASEE AW
twbhb, BfEET (Btk#EzaT) & X 6
HoREk, Xq2l3 HFEL, iR Fay v *
>+ —¥ThHsBtkEHEZI—-FLTWw3Y, Btk
EHFT I, BHEICB T2 BHiO S bR O RE
WEELREREEZRLTHIOEZEZONTWS, K
fE1E, Btk #faTRE 2L D BMlESKEL, &
R MERER SR Z5 S 2T, FEL» 60
THIED R T 5 4215 5~6» HEED &, B
X BRI RAOND LSk D, IFEA

EDRERID, £ 184 A 2 Tz, WER, iR, &
B, BRI, BEEE, BASIR 2 &R IR,
—EHDOTANABRTEECLEAOND LD D
%, BETEROMERS A 7 LBERER & O
B IZHHME Tl 7 v,

BMERR L, E7 a7 ) Y EIZEEEZRL,
IgG 7% 200 mg/dl AT T, IgA 0 IgM & 0 mg/dl
WEWEE & B 2 D%\, RSN B Ml
BL,1% UTThaIBIELAETHS, THM
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fel i3 BfE - B IC IEH Td 59, 2713 Btk 85T
DOfFHT, Btk BHDWEEHEDO KU X VFEET %,
HEE y 707 ) YEFIOMFE L L
55, KT, % < OIEFIT, IgG O~ 7 7{EH
400~500 mg/dl iIcfR7z b L5 7ru—3 N T
B, 400 mg/dl LT TREFIEEZEHF LT »
ZEPREINTWBY,
REFIOFHE E LT, xS KEEE &N
MERRAFEDEHB DT 5%,
INETOHETIE, XLA THEFERYEIZHE
MU, BB3E2M4 S KEEENPAONE L
BE L, 7T FUERECRIERSEREE L THT
5NTWBY, KIEFTHKEREZ OMT
MRSA 73585172 - 7z, varicella-zoster virus
(VZV)IgM \Zet 72 o 103, 7 7 F %R, D
KEMBBTH-T22 L, VZV L HBEHEZFD
herpes simplex virus (HSV) IgM #3554:72 - 7z
ZERFZDLE, KEFIE XLA OSREREME» S
HIRAZ 2 FAEL, T D% MRSA @ 2 RIEHIC
F O REBEOENE & LICAgEELE Z o1
s

TERERIRAME X XLA @ 209% FEEEICRED & 1,
AMBPECEHT 2L 83N 35Y, Btk &EHIE B
M7z i e <, BEREKCORERELTBY, E@
HOMEBETIEIHEDRELZRIEEIRVH D
D, FERERDZHICHE S, TOEENBZDN
ZEBCEELRRE AR T EEZLSATY
23, Lo L XLA T 2O & 5 56 ORI ERE
ENEEIND 20, BREOEF(LP 2 REG
DRI DBENDD B AEHT b HUERAFTEE, K
RS OFERIBRIZZE L <A L Twizds, fholsk
Rb—RRCEPEACHD, Fie, T2V F R
RpAIrzurzar7)y, At IL-2R, IL-6 235
EE L LTI &, FERBRPEAEREED A
56T, (BFHOIMKERERIIHS »hTRE, - 72
bOo) MKERIEEHLEH LD EFEZS
3, XLA Q& CEkEREEE 2 A0 L7
EFIE ChEFTHRES N TORY, LrL, KR
JTERD B OEIETH 5780, HinTE L1
TERIS, MEREENA SN T ORI Wi ok
o IERIDSEE I FEE LA REE b TETE R

W,

AFEFNE LART & D B G &2 R 3 % BE A3
HoltbDO, RELLELXTDbONT I &I
Mo le o G RIEMERGEICHEEL, y 77 ) VE
BHIE LI Z &85, BEIHEEN L DR BT,
XLA B#EDE 5% % QOL DA Doz, T
ELRDRIICEMAEL, vy 7 u 7)) CEHE
OWFIEEBIAET 2 2 L0 k> T, BEERYYE
DFIET & ISR BRI K 2 FEIRESRED
BT2FHT2ENPBLBETH2 I L E2EEL
T

F & ®

1) RIS, EERGE R s
TIERERED—F %S Uiz,

2) IMEREREREFEZEHL TV, y 7o
7Y BIKNCIMZ T, AT 04 RV A, G-
CSF, ACV, HAEWELHFIFH 2TV, RIFREE
EHE S Tz,

3) HERYYEGI Ty Zu 7)) EF R RS
T286, RERIOREs a7 SEERHEL T
BL LD, FERSEOFIAFAE - 1hEGIC
DIEMBEWVZ B,

M, AR OBERIZE 196 [\ HA/NERIES SR £
(2003 11 A, BT CTHERLL,
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