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A Case of Neuroendocrine Carcinoma and Childhood
Myelodysplastic Syndrome in Hyper-lgM Syndrome

Young-Jin Lee, M.D."*, Kui-Hyun Yoon, M.D.!, Key-Eun Lee, M.D.,
Du-Young Choi, M.D.?* and Young-Hwan Lee, M.D.>*

Departments of 'Laboratory Medicine, *Pediatrics and Radiology, Institute of Wonkwang Medical Science,
Wonkwang University School of Medicine, Iksan, Korea
Congenital immunodeficiency is one or combined immune defect in immunoglobulin, leukocyte, and
complement. These patients have increased susceptibility to respiratory infection. Hence, their infection
must be taken care of, tried to gene therapy and stem cell transplantation. We present here a case of
hyper-IgM syndrome in an 11-year-old male patient who complained of abdominal distension and abdomi-
nal pain. Multiple abdominal masses were detected by abdominal computed tomography (CT) and he
was diagnosed with neuroendocrine carcinoma by mass biopsy. There was no evidence of metastasis of
cancer cells to the bone marrow, but a dysgranulopoietic feature was noted and he was diagnosed with
childhood myelodysplastic syndrome. This is the first report that neuroendocrine carcinoma is associated
with childhood myelodysplastic syndrome in hyper-IgM syndrome. (Korean J Hematol 2009;44:330-335.)
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Aol A FEZE 455%10°/L, CD3L 63.18% (2.87X
10°/L), CD4< 30.18% (0.87X10°/L), CD8-& 29.91%
(0.86 X 10°/L) CD4/CD8 1.010]S1th.
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Table 1. The level of serum immunoglobulin and leukocyte from year 2002 to year 2009

Date  Age (yr-mth) IgM (g/l) IgG (g/)  IgA (gl) IgE (U/mL) (vaﬁgC/L) N(exuf[)%f’f;" Ly{ﬂﬁg‘g’/ﬁte

02-6-1 4-2 2.49 <242 0.64 <0.1 05

02-8-5 4-4 1.81 3.22 0.43 NT 45 1.0 3.4
03-8-4 5-4 2.95 4.32 1.11 <0.1 4.9 1.1 3.1
04-6-2 6-2 3.26 3.63 134 <0.1 5.34 0.98 3.21
05-7-21 73 3.53 3.95 1.44 <0.1 4.69 0.7 3.19
06-4-12* 8-0 3.76 3.06 0.13 <0.1 NT NT NT
06-6-12 8-2 3.74 3.61 1.80 <0.1 4.26 0.49 2.82
07-7-12 9-3 3.68 5.05 120 <0.1 3.35 0.38 2.24
09-1-23" 1.7 181 3.50 0.86 <0.1 4.49 256 1.01

Abbreviations: NT, Not test; yr, year; mth, month.

Aged-matched Immunoglobulin controls 1~5 years, 5~13 years: IgM 0.5~1.1, 0.6~1.7; IgG 5~12, 7~15; IgA 0.3~1.3,

0.8~2.3.

*Not treat intravenous immunoglobulin for 8 weeks and first bone marrow examination TSecond bone marrow examination.
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(anisocytosis) 2743 TE=FAA EAIAH, EA
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S F= AFE A gt s ALl A Tl
56 g/L, 51 33 g/L, & U] FHl 8 mg/L, AST 19
IU/L, ALT 9 IU/L, @8F 8423 %A 86 mg/L, 2 oleld
8 mg/L, CRP 407 mg/Lo] At} XA A} IgG 3.50
g/L (7.00~16.00 g/L), IgA 0.86 g/L (0.70~4.00 g/L),
IgM 1.81 g/L (0.40~2.30 g/L), IgE <0.1 TU/L (1~100
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Fig. 1. Abdominal CT scan fin-
dings. (A) Horizontal abdomi-
nal CT scan revealed an 85x79
mm cystic change of tumor
mass in the transverse colon,
multiple enlarged mass around
colon, and in the liver. (B) Trans-
versal abdominal CT scan
showed multiple variable sized
liver lesions.

Fig. 2. Microscopic finding of the abdominal mass. (A) Compact tumor cells and sheaths proliferations consistent with small
round cell cancer (H&E stain, x200). (B) Immunohistochemically tumor cells show strong positivity for the synaptophysin
(synaptophysin stain, x200).
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Fig. 3. Microscopic finding of peripheral blood and bone marrow aspiration. (A) Neutrophil showed megaloblastic change
(PB, Wright stain, x1,000). (B) Megaloblastic change and abnormal lobulated neutrophils (BM, Wright stain, x1,000).
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