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Fig. 1 Osteomyelitis of the distal end of the right femur
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Fig. 2 Infiltration in right lower lung field on the chest x-ray
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Fig. 3 Staphylococcal scalded skin syndrome
(SSSS)
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Fig. 4 Clinical course of

the patient with CGD

Fig.5 Two months after SMX-TMP treatment
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Table 2. Neutrophil respiration, G-6-PD

Table 1. Laboratory findings and Bactericidal activity at Hiro-
shima University School of Medi-

Blood examinations Serological findings éine
a. Peripheral blood GRP 4+
RBC 502X 10*cmm ASLO 20 X Polymorphonuclear Leukocytes
Hb. 11. 1g/de Paul-Bunnell 28 X Test Patient Mother Father Control
Ht. 34% Toxoplasma 40 X NBT reduction*
_WBC 17300/cmm HB-ag& ab. () endotoxin () 0 4.0 ND 482
st. 10% endotoxin (+) 0 27.4 ND 91.1
seq 29 1 Oz consumption** 0 0.77 7.36 5.13
. * > kK
lym. 48 1 Immunological st udies QF DrdusaDy
) OPZ 0.1 1.26 4.92 5.6b
mon. 97 2. Immunoglobulin stimulating | PM A 0.1 293 16.1 16.1
4n 1gG 2200 mg/de
> “ sgat (Con A& 49 397 wE W
b. Myelogram IgA 194 Cyt.D
normocellularity 1M 200 Chemiluminescence" 5.5 299.3 733.5 765.3
maturation arrest (—) gD 27 G'G‘?D'++ . 8.5 ND 10.2 11.9
1<E 338 1U/mé Bactericical activity
Blood chemistries : 0(min.)  7.96X10° 7.46X10° ND 6.86X10°
lat
T.P. 8.2 g/dl LGRS SUbPOPUimn 120min.)  2.49X10° 212Xm® ND 3.86X10°
alb 46.7 % E-rosette 55 % Sta. aureus209P 120/0 31.3%  28.4% ND  5.62%
: ' EAC-rosette 40 %
a 4.z c¢. Complement O(min.) 7.26X10°  7.00X10° ND rolxl(;ﬁ
@ 13.2 » 120(min.)  1.05X10°  6.74X10* ND 2.66X1
C/BA Gl 185mg/de "
R 8.1 ZF/KSI - Str. faecalis 120/0 1.43%  0.96% ND  3.80%
r A AF Gl 1.82 NOTE : ND =not determined
BUN 7 mg/de Cazactivator 38.4 W * Percentages of NBT-positve cells
Na 136 mEq/L ** n moles O2/min/10® PMN
K | CHso 55 U/mt *** Values expressed as reduction rate of ferricytohrome
4.3 i (n moles/min[10° cells) after stimulation of PMN by
Cl 102 " opsonized
coT 112 KU zymosan (2.5mg/mb). Phorholmyristate acetate (40ng/mé).
concanavalin-A (50g/m¢).

GPT 144 KU ’ * normal range (M*SD)=745.2%26.7

' mu/10°PMN

Fig.6 Left —normal, Right — patient. Note the absence of formazan cells in the
granulocytes from the patient with CGD.
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B HICFE L WiFRERES R AR, FIHAIC L
> THRED L ENE 2 DER21E. BRI,
NBTRICHE, BHIMERNOE, Ozped:, {b¥F
Y63 & Fstaph. aureus 209P 1253 2 #ll Ao A
Wfgld, WINLFWPLMEMEZRL, L
BUCH L TIME T - 72, A8 & MHIIC 21352
Dotz U EokEL» S, BRI
BIENCGDTH Y, BB ZORNETH S &
ZHrL 7z,

% -3

MY (CGD) 13, BAHipas Ry
JE (dysphgocytosis) DACKIER THY), #F
MIZEFHHT TIBEL T 599,

C AEDEHERIZ, ELERSEARRIZIER TH
DOEAEL A2 RKE TE v, R4, Mg
AR BB D 1% HY “EMEEEFE” (07 super-
oxide anion, H202, :OH : hydroxyl radical,
102 : singlet oxygen) ThHd I WM bLNS L

I o> CEI, EEMETHEMILT2 D&

nkHicu s,
202+ NADPH——20z + NADPH"+H"*

1 2 RERE ) 1 KRB

0z+H202 ——>-OH+OH +0:2

2H202 ———102+2H20
EEFHEROR ERHCIZ, BEICU VTR
FIEE D BN(respiratory burst), hexose mo-
nophosphate shunt (HMPs) 243 % 7 F 74
FALOMRAED A 5 1, W S NAEERIET T,
superoxide anion(02) & 7% %, AJEDI-HEKIC
13, FALEIC FAES 52NADPH oxidase | %
HH D720, 0z3pEH & T H02, OH, 102
EoEEBELELRSI AT, HL, HHESY
DGR FEO—METH 5 H0: ZEH L, 5
BEHR TdH Dcatalase WEMEE R S (i 5 BEKTA
SOESHER e &) 1E, A THLIEFICKRE I N
b, ZDID, RIERYGEDRRKEIL, H20:2
#PEHA T catalase EMEZ FFOWBE (AT P
TERESC KR &) AT S,

E 7 ERRAER (3 _Fitcatalase B < HHIE
12 & B & HFEEAR O PEME, BEHATEEYSE TH
N, HFELELDNIZRIET 2L D% 0,
seEig, Mg, BiRgR, HMAEZ & OB
V. Zof, TORE, BRER, LrMER, B
REEERTH B, KPR RE LA
199EHIDFER 2R 3ICHIHL 2.

1) >

Table 3 Mtk RZFIERE B2 QBRI Lk - NER)
iE 1 2 3 4 5 6 7 8 9 10 11 12 13 14 15 16 17 18 oNF
"% NI SK KTJT YM KN MN TT YT HO FK MS IM YI CI MT CT YO HN
£ oW OR) + 6 6 7 6 8 9 8 15 23 6 3 12 2 1 10 12 10 14H 1154
8 MMMMMMMMMMMMMMEF F FM M
1i% ¥ TORGFIE + + + + + + + + + + + + + + = = = + +
1) > i g + 4+ + + + + + + + + + + + — 4+ + + = +
KoM % + 4+ + + + F F A+ F = F F A+ = = = F t
I R BE K + + + + + + + + + + + + + + + - = = =
Jiti R + + = + F o+ F = = o F = F o~ 4 +
WM + + + + - 4+ + - = + + - - = = - = = =
IfrhERRK + + - 4+ + + + + + + + + + + - = = + +
# ifi + + - + + + + + - - + + + - - - - = =
DRIV 3 + + - + + + + + = + + 4+ + + + + + + |
Wy - e 7)o mE + 4+ + + 4+ F o+ + -+ + 4+ - - 4+
SMX-TMP & # + + + + + + + 4+ — 4+ + + + + = = = -+ +
* 19804 8 HHEDFM, M B, F il
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RAEFRE LTI, #IEDORYHEICALNS
IR ERES %02 & A B mEREE N, ARICIEE, CRP
P, A, Sr-7a7) MELZEHI»DH D,
BB & MR REREIZIER TH 5.

BEIAE, LB L E RS
D20 HY, BIBEIHERIEREDHTHETSE
MRz A LN, HBIZREETH S,

CRNEES o

AIENBE DA, MEEZKNIC 32 DLt
PFERBERER A LB TH B, £ TYL, NBT
R ICHERR AL (Gifford k) (X 7)) (XTI T, iE
DM TR, NBTREZ 2 HNUTE ZOREE
TLTELT N FETRAZ)—=>712%
WL T3, BE, KEOHEAL, ZOHHOA
HEDFERICIEHICHTEL 72,

@ test media
7=k bl 0.5 me (5% &Y 44,
A RK
0.28%NBT

—T0°CHR7F)
0.3 mb

0.6 m¢ (pH7.2PBsic i&##)

@ endotoxin-test media 1 méiZ50giAs N

(E. coli. endotoxin( Difcott) #PBS pH7.2iC iE#E L 2 mg/moniifi % - T <)
@ BWH A= F A (24X24m) By b ZTAFTTA e—L BESNER

A

- o [
" Wi — )
73’;&% /eninlﬂ)m E
v (=)
0 =
 shies EHMERE /L 4 X —
HIS—T TR
480 (ﬁ‘miﬁ.ilﬁi‘«tt ) (,’tﬁ/kt; 1a;,tmm&) test media
(mm’b) Car—VICANRD [ ARy 1T
DD
. - ” ; S
—_ Le—L L7 815 KU ——> eth s ———> Kl —> 500
12 A37°C 20 <I"34’r—) (x 77— 15 <1 %7 a:yo) 10" mm
(9P 25) A 17 : 10’ '%&zLZ::

Fig. 7 The NBT reduction test by the procedure of Gifford (SCEA® LD 51H)
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One family with chronic granulomatous disease

Takashi OHSHIRO, Kiyotake HIRAYAMA, Asao YARA

Department of Pediatrics, School of Medicine, University of the Ryukyus

Munetoshi KAYO

Department of Orthopedic Surgery, School of Medicine, University of the Ryukyus
Tomofusa USUI

Department of Pediatrics, Hiroshima University School of Medicine

Chronic granulomatous disease (CGD) is a hereditary disorder of phagocytes characterized
by their defective microbicidal activity and is clinically manifested by recurrent and intracta-
ble bacterial infections.

Since it was first reported in 1957, about sixty cases of this disease have been reported
in the literature of Japan.

Recently, we have encountered first case of CGD in Okinawa.

The patient is an 1l-months-old boy. He is the third of three siblings and his two sis-
ters as well as his parents are in good health.

Since newborn period, he has had recurrent purulent infection of the skin and cervical
lymphnodes. He was first admitted to the our hospital at the age of 8 months with osteo-
myelitis and bronchopneumonia. Two months after discharge, he was re-admitted with Sta-
phylococcal scalded skin syndrome(SSSS).

Laboratory studies at the our hospital, including bone marrow cytology, levels of immunog-
lobulins, complements and lymphocyte subpopulation, were all within normal limits. The most
remarkable laboratory finding in this patient was the failure to reduce NBT in leukocytes,
suggesting that he had bactericidal abnormality.

So, he was further evaluated for his immunologic state at the Hiroshima University
School of Medicine, where he was made definitive diagnosis of an X-linked recessive type

of CGD, and his mother was carrier.



