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A Case of the Variant Type Neurofibromatosis

Hyun Jik Kim, MD, Jung Hyun Chang, MD, Hun Suk Lee, MD and Hong-Shik Choi, MD
Department of Otorhinolaryngology, Yonsei University College of Medicine, Seoul, Korea

ABSTRACT

A case of neurofibromatosis in a 51 year old woman, with no other evidences of genetic defect, is described. Neurofibromatosis
affects primarily cell growth of neural tissues and can cause tumors to grow on nerves. In the past, neurofibromatosis has
been divided into 2 groups, Type I and Type II. The two groups have been shown to be distinct at clinical and molecular
levels. Cafe-au-lait spots, neurofibroma, freckling in axilla, lisch nodule, family history and defect of chromosome 17q are
the distinctive features of neurofibromatosis Type I, whereas bilateral vestibular schwannoma, family history and defect of
chromosome 22q characterize the neurofibromatosis Type II. We experienced a case of neurofibromatosis having multiple
neurofibromas in both neck, left thoracic inlet, and spinal cord without abnormal chromosomal findings. We present this case
with a review of the literature. (Korean J Otolaryngol 2004;47:1315-8)
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Fig. 1. AO Neck CT shows 2.5x 3 [3
cm sized well defined homogenous
mass lesion in right supraclavicular
area and multiple variable sized B
mass lesion in both jugular chain.
BO Chest CT shows multiple cong- |
lomerated central low density mass

lesion in left lung apex, anterior and
posterior chest wall.

Fig. 2. AO Neck MRI shows 2.5x 3 cm sized well defined mass lesion in right supraclavicular area and multiple variable sized mass
lesion in both jugular chain. It shows low signal in TIW image. BO Neck MRI shows high signal mass lesion in T2W image. CO Neck MRI
shows well enhanced mass lesion in TIW enhance image.

Fig. 4. This study was performed on
Giemsa banded chromosomes
from phytohemagglutinin stimulo-
ted peripheral blood lymphocytes.
In total 19 cells examined, all cells S Ve 20 37
were normal (46, XY).
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Fig. 3. The photograph shows multiple round shaped gray yello-
wish gelatinous mass. Total 31 pieces of mass were removedd 4
in right , 20 in left deep cervical lymphatic channel area and 7
in left subclavian area. LsO masses excised from left subclavian
area.

Fig. 5. AO There are markedly elon- k
gated nuclei, with a wavy, serp-
entine configuration and pointed
ends (H-E stain, x 100). BO There
are rows of cells with palisade arr
angement of nuclei and interven-
ing band of parallel wavy fibrils [
and stroma are edematous, like |2
fluid collection (H-E stain, x 400).

Fig. 6. AO Pre-operative chest CT
shows multiple conglomerated
mass lesion in left lung apex, ant-
erior and posterior chest wall. BO
Post-operative chest CT shows no
more mass lesion.
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