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Fig. 1. Posteroanterior chest radiograph chest
radiograph shows bilateral reticular shadows in
both lower lung fields suggesting bronchiectasis.
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Table 1 Laboratory data of the patient

ESR 58/92 mm/hr | GPT
CRP 2.7 mg/dl ALP

RA negative LDH
ASLO 144 Todd unit | LAP
RCB 453X 10* /mm® y-GTP
Ht 41.2% Urinalysis
Platelets 28.1X10* /mm? Protein
WBC 9100 /mm? Sugar
BAND 3% Urobilnogen
Seg 29 % Sed

Eo 9% BUN
Ba 1% Cr

Mo 6% FBS
Lymph 54 % T.B.
T.P. 8.4 g/ml UA
Alb 55.7% ‘I T. chol
ay-globulin 3.7% AMS
a,-globulin 10.7% CPK
B-globulin 8.6 % TTT
y-globulin 21.3% ZTT
A/G 1.53 ChE
GOT 13U/L IgG

6 U/L IgA 252 mg/dl
102 U/L IgM 374 mg/dl
163 U/L IgD 36.3 mg/dl
118 U/L IgE 42795 U/ml

13U/L Blood gas analysis
PO, 68.5 mmHg
(=) PCO, 40.5 mmHg
(=) pH 7.386
() HCO, 24.1mEq/L
clear BE —0.6 mEq/L
11 mg/ml SO, 91.9%
0.8 mg/ml | Lung function test
98 mg/ml vC 2.17L
0.4 mg/dl %VC 78.9%
6.8 mg/dl FVC 2.25L
135 mg/ml FEV,, 1.60L
174 U/L FEV,,% 73.3%
57U/L Rrs 5.6 cmH,0/L/sec
12MU PEFR 2.92 L/min
28.2 KU Vso 1.34 L/min
437U/L Vs 0.54 L/min
3162 mg/dl Vsorzs 2.4 L[.gnin

~7. ESR 58mm/hr, 92mm/2hr, CRP 2.7mg &
SEORMERICOTTE,N A L i, BMERHE39100/
mm? & FH ER TG 8 % THh - 1o, ELFAIHR
BRIBCRERIADh b oTe, RE7 a7 ) L
IgG 3162mg/dl & £ER, IgE 1342795U/ml & EHB 5
%R LT, BIRIN & 2 Tk Pa0, 68.5mmHg & £/
FMFELAHR LI, FREERETIVC 2.17L, %
VC 78.9% Lt BEOHRMEEL L LR, FRIEHIT
5.6cmH,0/L/sec &L T i,

VLR D — B D VE 3L F T3, Staphylococcus
aureus, Streptococcus pneumoniae, Candida albicans
DR S hic, ¥BERPCIFBRASERD LN
fe.

5 B

D FHAE7FyIRE (SA) HUREOER

e 7 P oREHE SA (2 Kessler (1986)¥ D Fi#k
CHEUCTEBL L7, protein AJEEAEE Y F o BKRE
¥ HLj Bk (AR EESXENAKFHE 2 MEFEHELI V5
4.) % Brain Heart Infusion Broth ¢37°C T over-
night culture L7, &K %4000 X g T104EHEO L,
8 5 e iE % Dulbecco @ Ca**, Mgt &K\ 7210

mM YV vEE&R PBS (NaCl 8.0g/!, KCl10.2g/1,
Na.HPO, 1.15¢/!, KH,PO, 0.2g/!) (LLF PBS) ¢
3EIHE L, TOHBET, 0.1% formalin fn PBS iz
THDUERT-, EHLIPBSTIMEGEHELLE
&% Sonicator (Bronson f-8!) #*{#\ 20KHz 3 5/
DBEWHECHEL, ZREEDIDImg/ml &5 X
5 PBS TH#HE L, ZOEE T FyEREHE (SA)
ELRBRET-20CRRF LI, HERTTIERE
3H»ALAERLRE.,
ID mMEPSABRIgCY 77 5 AR L VW IgE RN
o JIE :
AYRFVvv7rv—bERAVWIELISA ECRIZEL
7o, Tish b EEC SA HUE % PBS CT10ug/ml i F ]
L, ELISA H96REV AFv v v — b (BERXR—-7
5 1 b HED 1100xl/well 324 % L 4 °C T over-
night incubation L T SA ¥ Bl X7, 10%FBS
(fetal bovine serum, GIBCO)n10mM PBS # 7' = »
FUIBEBIUOFREE LCEML, FD200u] ¥ &
well ICEALZBRCTA4RME 7 = » ¥ v 7217\, FE
R v A7 R EIMHI L, OEFRIFIDRFR
BTy, I1gGl, 1gG2, IgG31cBA L Ti200f5 7R,
IgGAI DT 100fE FHIR T, IgE (X200 FR T h
ZFh37C 2 BMRIL SR, B, IgG v 7 7 7 A1
DLWTRPe b IgGH T 75 A=Y RE ) 7 0 —F
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Ak (IgGl, IgG4ix University of Birmingham
Research Institute #, I1gG2, IgG3ix CALTAC Labo
8% 37°C T 2 BEIRIG &8, X H I peroxidase Bz
Hievxx/ 78— AP EAMMUNOTECH Labo
81 #37CT2BFRIKIG /e, IgE 12\ Tik per-
oxidase 5% ¢ b #1 IgE Hi& (Dako ) #37°C T 2 K
MG &8, BEIEFEE L L T0.0004% ortho-
phenylenediamin % FE & BEHE & L T0.0001% 88 1t
KN Mclluvaine B2##® (pH 4.5 % AV155HF
%k, 1RERBCRIEEZEL X2, EIA reader
(BIORAD ##) ©492nm O B¥E > HIE L, back-
ground fEx £ L5\ T ODfETERR Lk,

IID) BE#ED IFN-y EAREOHIE

~o% Y VIR L A% % Ficoll paque (Pharmacia
HE WERBL, 400xXg TOHRELL, BEEREE
fo. BEERD PBS IS THEE 1 X 108/ ml s/ X 51
10%FBS #n RPMI164055# (= » X 1) CFHEI ¥,
lug (BHRESR) O L SATEXHRML TEEL A,
Brgw, 24, 48, T2BRRE, 7 HEOREE FiEF D [FN-y
% Medgenics #+ 8 IFN-y ELISA #+» + & H
ELISA B=CTHIE L 7.

IV) BgER+ FN-y mRNA O

Glisin 5%, Ullrich 59D BT - 72, Tidb
HETZR MDD J5 ¥ T B 7 SA H1IF K B 8 8 BBk icd
mM guanidium isothiocyanate N & € 2 = F 1
X Lte, £ Buffer (Tris-HCD T#FI L 7 phe-
nol ! 0.IMEEEEF b Vv a7 me 7 h (1
0.5: 1) #z60CTFTIOHEA vF 2=+ L7,
K 1000X g TIOHREEOLL, KB 2EED =%
/=N EMZ—20C THEMBHE L RNA LK S
¥, BO1300Xg TERLLTEOLR IR =% / —~
ATEEGEEL, BEERLICLOY2HE RNA &
LTC—T70C{E L. RNA it loading buffer (20mM
Tris-HClpH 7.6, 0.5M NaCl, ImM EDTA, 0.1%
SDS) =¥, loading buffer TH¥E&{L L 74V = dT
2 r—2H 5 s (1mD) i2HE &+ loading buffer T
%, elution buffer(10ml Tris-HCl pH 7.6, 1mM
EDTA, 0.05%SDS) THH IR H, =&/ AT
TR SRR L,

AFa—n7my (14 + SF,BIORAD #
8 YHWTCFA VY7408 —ZARy b7 E Y}
L, 10mM @ NaOH TZEM¥:% Tris-HCl (pH 7.4) T
pHZBELAL 2WT®P T35 XL LIFN-y
cDNA probe (Oncogene Science Inc. #H$) #42C

4B AN TV EAE - a v L, EEA— S5
* 27574 —®{Tol. RNABELRYES 7260
nm OR¥EZRELEEL .

IS

I. RB 7 FoREHERGY 77 7 2Kk Lo
& IgE #itk

ELISAR.TH LD MFEFEA T F o REHEHR
Fixa v r e =10 0DEL, 1gG1i30.126+0.029,
1gG2120.138+0.153, 1gG3130.065+0.064, IgG4iz
0.157+0.124, IgE ¢30.011£0.008C, BEMEFE DO+ h
i%, duplicate @25 IgG1T0.232, 1gG2T0.032,
1gG30.580, 1gG470.587, IgE T0.148TH » 1= (&
2). EhXTheltRTAH 2L, [gG1231.93, IgG2nt
0.231, 1gG3%°8.923, 1gG4433.378, IgE #13.45CTH -
7o, kD X 5w IgG2h BT o LA BEMBIIE L VE
{ExRL, ZOMOFETEa Y b r—ALbhbEE
TH i, ]
II. BFMBHREFEROBRE Y ¥ v REFHIX 5
BBk IFN-y EARE

BEMBAEREZREYER Y FVRE SARKTH
BLIEEREN 2CRT. SARBMLRVBEED
a v b e — L CI24RFE], 48R CTHRERAUT, 72

- B, 1:8MEi1.0U/ml, 1.5U/ml & CE[ET

Botehs, SA I LA d 0T, 24B8/¢27.4U/ml,
48 ) T200U/ml, 728%fH] T404.4U/ml, 1 @R T
853.1U/ml & BERFEUICEIN L e, BEHREKKO
SAXEGMLIV-2 Y b r— L CREEE LRB24
BERE, 48BERCRHBALT, 7285/, 1:8MTxth
Zh1.2U/ml, 4.1U/ml L&D TEMETH - 723, SA
EHEMLAES A, BELVWEERZRL, duplicate {ED
8 -C24BE R T42.1U/ml, 488 T153.8U/ml, 725

Table 2 Specific IgG subclass antibodies and
IgE to Staphylococcus aureus

Control(n=4) | Patient Pat./Cont.
1gG, 0.126+0.029 0.232 1.841+0.550
IgG, 0.135+0.045 0.032 0.237+0.356
IgG, 0.065+0.064 0.580 8.923+0.039
1gG, 0.157+0.124 0.587 3.783+0.951
IgE 0.010+0.008 0.148 14.80+3.70

OD values are shown as meanzstandard error(n=4).
Control : healthy subjects
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Fig. 2. Production of INF-y from mononuclear cells stimulated by Sta-

phylococcus aureus.
Abbreviation

Cont cont : IFN-y from mononuclear cells of healthy subjects without stimulat-

ed by Staphylococcus aureus.

Cont sta: IFN-y from mononuclear cells of healthy subjects stimulated by
Staphylococcus aureus.

Pt cont: IFN-y from mononuclear cells of the patient without stimulated by
Staphylococcus aureus.

Pt sta: IFN-y from mononuclear cells of the patient stimulated by Staphylococ-

CUS aureus.
Total ANA(g) 4 0.5 0.25 0.125 0.0625
Healthy subject — weems — seigm = o ¥

Patient MW cvmmm WM u W

Fig. 3. Autoradiograph of IFN-y mRNA IFN-y mRNA was detected at the
dose of 0.06254g total RNA in the patient.

1C706U/ml, 1:8fIC1158.4U/ml &#muRL 7o
(®2).

I, BEMWEFEEIRD > IFN-y mRNA O#i

R 3w Ehic IFN-ymRNA DA —+ 5247
574 —%R$, EH4L RNA BEZIug/ml, 0.5
pug/ml, 0.254g/ml, 0.1254g/ml, 0.06254g/ml TH
5, BEMKRBREKRTRIEL Y VY RERVE T
FTCRIFN-y mRNAZBREBE LTV 30088E X h
fo. ELEEEEBBERTERRET0.006254g/ml
TRREARFITH » oK EE TR LA AT EE
THY, IFN-y mRNA BRBELTB EE 2 Hh,

E R

5 IgE fER B, B IgE MIE & B 7 F o Bkt
THGREMLYEBHE LLERTHS, KEEROR
BEHRFEESOVWTRIhETHRACRILDhTER
D—EDRMIBOLATIE, RETHRE 2
Mo bFMME IgG, IgA, IgM Bt —ICIEH F 738X
BEOHMCELLELLONEL, BFv=rsurY v
MEXRTHHDIRIE VbR TWA?D, KEFT
b IgGfE, IgM EXHLF MBI LTWBDALTH -
o, B VoRBEEH T2 5RO RRZKRET
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LICOREFOMEFD 7 F v BRE T 5 5EH4
YEREZBOLh B L, TORR, BEELHE
L T IgGl, 1gG3, IgG4o ELISA it % OD flix %
nERNLE, 8.9F, 3 ABETH oI L LD, Thb
DIgGC AEIEANTEL T B EELORE, —
7, IgG2A B o\ TR EEED0.23f% LEME & /e >
T i, ABEOBR#EL, Ishizaki 59, Leung 5712 &
DBREI TS, RERBICK G TREEYE I ET
BENRM, RETFIYRETHD OOV TER
Bl Earngw, —RICIgGY¥ 7275 2D 5 b IgGl,
IgG3XERDE VI BbIRALR L v ricET A
2, 1gG2, IgG43FF s 5 F THRADBIZEL 7o\
EELRTWLBY 1Y, RATIHMECOEHART I

IgG12% poly saccharide B 5 iz 5t U T i IgG2H14 25 -

BEE IR D= 51, /R Tid—5 poly sac-
charide iexf LU T IgGIIE N EE S h 5 2B HEEHE

ELTOBERIDRGEIRBVL ohi- T IgG2k
#23H 534 121X poly saccharide B4 D capsule %
ETH5HEETHB S preumoniae, K. pneumoniae, H.
influenzae 7 K ORGP FEL I BH, BET FORED
BEX, VU EREUEEGESTTHL A1 2 BHR
PEERINTELY, 214 283 G245 EHE~D
KEENE DT OBIEM,LE 2 bh D, RBRI,
. AEFICHERICEC T N ORER DR ot
SN, BENSIEEHCIALOEIREENTET
W5,

IgG+ 77 5 ADEAFIEIZ, ~r—T Mk
Y7V —THEVEEETEH, Ty AR
BT IgG2AE D EH I IFN-y 2MEER I X,
ZTOMDIgGY 77 7 ADELEXMETLZ LR
WIEERT WA, Foic b ARES o MK 0 BER
ERBLCREETDIFN-y DEER T2, L0
B EEMNBRTOEERNLLD IFN-y 3EEEDOLh
IHBIL T, 24BFR% X O48EFRCIRIERAI% T, T26%
%, o1 1 BME TR L AEIMERED - (X
2). COBRBERIFN-y ZETLTWBEWS XD
LRIt o7, % Z CIFN-y®OmRNA % slot-blot-
hybridization iz X h 8 L 72 & = A mRNA (X &%
EFOLhEHBELTRE» AU ECRRLTW30
NHERXh(X3), i, IFN-y LR, KEBI
BFWTIgE EERIgG v 77 5 2 BEnE 2R
5 IL-4, ILSIZoWTREBEDEFOIDRAIE I NI
hole,

AEHTRHIFN-y DET2RD T, [gG20EDE

TORRIBOLITREVWHIGECH T2 5 2D R
P& IgE FERBEF O B RERAMEICBIE L Ty 5 ATREME Y
EZxbhi,

TLD

mIGEMAELED 1 Fl 2 EBR L AEFNCHL
o, TO/RR, HA7 FoREBERIGYREREALL
B 5 & 1gGl, 1gG3, 1gG4iL 51, 1gGEMETH -
7.

TeFA v AFEEKRRE Y VY REHRERS T
= IgEMFERZEOMBF OEZIRLYFIM L CRET
LIFN-y DB E®Tolc b A, HFEOWEL IR
o TIFN-y 3EFEZB LRV I T b Es
TR TEY, slot-blot-hybridization I & b 5 L #-
L ZAIFN-y ® mRNA BRI IEFCHERE IR,

X B
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frequent infection and bronchiectasis that may

A CASE OF HYPERIMMUNOGLOBULIN E SYNDROME WITH NORMAL
INTERFERON-GAMMA PRODUCTION

Makiko Sudo, Takanobu Shioya, Kazuki Miura and Mamoru Miura
The Second Department of Internal Medicine, Akita University School of Medicine

An 18-year-old male with a lifelong history of atopic dermatitis and recurrent severe Staphylococcus aureus
abscesses was found to have hyperimmunoglobulinemia E. We measured IFN-y production by peripheral blood
mononuclear cells cultured with a protein A non-producing strain of staphylococcal antigen and serum specific IgG
subclass antibodies to this antigen in this patient. IFN-y production, when cultured with non protein A produced by
this antigen in this patient was almost the same as that in healthy subjects. IFNy m-RNA was detected at the dose
of 0.0625 ug total RNA. The levels of IgG1, IgG3 and IgG4 were higher in this patient than in healthy subjects, while
IgG2 was lower. We thus identified a case of hyperimmunoglobulinemia E syndrome with normal IFN-y production.
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