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An 1 2/12-year-old girl was reported with special reference to her hematologic findings and
those of her father with recurrent osteomyelitis more than 10 times.

The peripheral neutrophil counts were persistently less than 200/cmm. The bone marrow
showed maturation arrest at the promyelocyte to myelocyte stages. In her father, neutropenia
was not found and the bone marrow picture was normal, '

The neutrophils of the patient had decreased numbers of primary and secondary. granules
at the electron microscopic level, suggesting abnormal granulogenesis, Such a decrease of
secondary granules was also demonstrated in her father’s neutrophils. In the patient, number
of colony forming unit in culture (CFU-C) were normal; neutrophil colonies were found iz vitro
in a normal manner. The levels of colony stimulating activity (CSA) were normal, In her father,
however, both number of CFU-C and levels of CSA were decreascd Thelr neutrophils were
impaired in chemotaxis. ‘

These results proivde further information as to the pathogenesis of congenital neutropenia.

‘ (Received for publication; February 6, 1980)
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Antibiotics
Therapy I ] l | | D D
[ ] SMXTMP | |
Frequency {5 [__l {————I_’
6
(/3 month) 5 3 |'§'I—5——|—2|_1' , 3 L1
— I~ Pneumonia
1 Otitis media
S s [ Fuwde []'URTI [
nfections l . :
1 Gingivitis — o [C[C3
Aphthous sstomatitis ] Cemmed ™1 [
(/cmm)
5000
7 Monocyte
cell 3000
count 2000
1000
Age 1y6m 2y6m 3y

M1 & K &% B

*# URTI : upper respiratory tract infections
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3EEDABEL I o7, BEEHRCNEEELI, 132 Botoe FIREEOTIEGEEAmA S DR, Mk
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Patient Father
1) Peripheral Blood
W. B. C. 7,400/cmm 7,500/cmm
Basophil 2 (% (+)
Eosinophil 8 1(%)
Neutrophil
Band form (+) 8
Segment form + 47
Lymphocyte 77 42
- Monocyte 13 2
2) Bone Marrow
Cell counts 247 x 108 /cmm 119 % 10%/cmm
Megakaryocyte 420/cmm 45/cmm
Differential count
Neutrophils
Myeloblast 1.4 (%) 2 (%
Promyelocyte ‘ 11,4 9
Myelocyte 4.0 15
Metamyelocyte 0.2 2
Band form (+) : 17
Segment form (+) 18
Eosinophil 4.8 ' 1
Monocyte 10.6 1
Lymphocyte 32.4 14
Plasma cell 2.8 +)
Reticulum cell 5.4 (+)
Erythroblasts 27.0 23
3) Immunologic data
Total Protein 7.2g/dl 8.1g/dl
Albumin 50.1 (%) 69.9 (%)
a;~Globlin 4.9 1.4
as-Globlin 11,5 6,5
B-Globlin 13.5 11.3
r~Globlin 20.8 11,1
1gG 1650 (mg/dl) 1270 (mgy/dl)
IgA 360 284 K
IgM 240 107
C3 126 78
4) Bone marrow culture and neutrophil funtion
Number of CFU-C Normal Decreased
CSA Normal Decreased
Neutrophil
Chemotaxis Decreased Decreased
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