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A Case of di Guglielmo Syndrome

So Kyung Park, M.D., Young Chin Chung, M.D., Chul Kyu Kim, M.D.
Dept. of Pediatrics, College of Medicine, Ewha Womans University

Byoung Soo Kim, M.D.
Dept. of Pediatrics, College of Medicine, Yonsei University

A case of di Guglielmo syndrome in 9 year old boy was presented. This syndro
me is characterized by excessive erythroid precursors with abnormal morphology
both in the bone marrow and blood, and rare in childhood.

He visited with the chief complaints of general weakness, weight loss, epist-
axis and abdominal distension. Physical examination showed pallor, grade
I—TII/VI systolic murmur on apical area and marked abdominal distension
with hepatosplenomegaly. we confirmed the patient by the peripheral smear and

bone marrow aspiration.
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neutrophilic band 13%, blast form 1%, myelocyte
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Table 1. Hematologic finding

R.B.C./mm? 2,400,000
Hgb gm% 6.9
Heto 21
W.B.C./mm? 36,000
seg. neut (%) 52
band 13
blast form
myelocyte 3
lymphocyte 14
atypical cell 4
normoblast 13
Reticulocyte % 6.0
platelet/mm? 14,000

Table 2. Bone marrow finding

Myeloblast 8%
Promyelocyte 4%
Myelocyte 2%
Metamyelocyte 2%
Seg. neutrophil 4%
Pronormoblast 5%
Basophilic normoblast 5%
Polychromatophilic normoblast 49%
Orthochromic normoblast 19%
Lymphocyte 1%
Monocyte 1%
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Fig. 2. Bone marrow finding.
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