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CASE REPORT

Case Reports and Estimated Prevalence of Adrenal Pheochromocytoma in Patients

with Neurofibromatosis Type I in Korea

Ju-Yang Jung, Seun-Joo Ahn, Hyung-Young Yoon, Jung Min Ko', Yoon-Sok Chung

Department of Endocrinology and Metabolism, Medical Genetics', Ajou University School of Medicine, Suwon, Korea

We report three patients with adrenal pheochromocytoma who were associated with type I neurofibromatosis. Two of them were
asymptomatic, but one case involved hypertension. We reviewed medical records and adrenal imaging, and estimated the preva-
lence of adrenal pheochromocytoma among neurofibromatosis type I patients in one university hospital in Korea. A total of 658 pa-
tients were coded for neurofibromatosis type I (Q85.0 with International Classification of Diseases 10 version) with clinical impres-
sion, but only 371 were confirmed via 1997 National Institute of Health criteria. Adrenal images were generated in 203 patients, and
3 of them were diagnosed with pheochromocytoma. According to the results of this study, the estimated prevalence of adrenal
pheochromocytoma in type I neurofibromatosis was 0.30-1.48%. (Endocrinol Metab 26:258-262, 2011)
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Case of Pheochromocytoma in Neurofibromatosis
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Fig. 1. Multiple skin neurofibromas with freckles and café-au-lait spots.
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Fig. 2. A. MRI shows a 12-cm-sized right adrenal mass with heterogeneous
enhancement. B. CT revealed a 12-cm-sized multi-cystic mass on the right ad-
renal gland. C. Gross pathology finding revealed adrenal pheochromocytoma
composed by fibrous and adipose tissues with cystic change.
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Table 1. Diagnostic criteria of neurofibromatosis type | (National Institute of
Health, 1997)

Café-au-lait spots (6 or more)
> 5 mm extent-pre-pubertal patients
> 15mm in patients after puberty
Neurofibromas of any type (2 or more) or 1 plexiform neurofibroma
Axillary and inguinal freckling
Optic glioma
Lisch nodules (2 or more)

Bone lesion with sphenoid bone dysplasia or thinning of the cortex of
the long bones with or without pseudoarthrosis

First-degree relative (parent, sibling, or offspring) that meets NIH criteria.
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Table 2. Estimation of prevalence of adrenal pheochromocytoma in neurofibro-
matosis type |

Categories of neurofibromatosis Patients Phioc(f)lrr:]);no- Prevalence
type | diagnosis (N) yEN) (N)
Clinical impression 658 3 0.46
Confirmed with NIH diagnostic criteria 37 3 0.81
Adrenal imaging 203 3 1.48

*Two or more of the criteria should be met for diagnostic confirmation.
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NIH, National Institute of Health.
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