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Malignant Schwannoma in Neurofibroma with or without Neurofibromatosis
—3 Cases Report—

H. Kim, M.D.", D.Y. Lee, M.D.", B.K. Cho, M.D.",
S.N. Hong, M.D.", S.K. Kim, M.D.”, N.H. Cho, M.D.™

Neurofibromatosis is very rare syndrome characterized by abnormal cutaneous pigmentation
and numerous skin tumors was described by Smith in 1849, which is inherited as e:m autosomal
dominant trait. Von Recklinghausen reported 2 cases of multiple skin and subcutaneous tumors
in 1982.

Malignant peripheral nerve tumors, although generally rare, are one of the most characteris-
tic malignant tumors associated with Neurofibromatosis.

We have experienced 3 cases of malignant Schwannoma in neurofibroma patients from 1982
to 1988 for 6 years at Thoracic and Cardiovascular surgery departement, College of Medicine,
Yonsei University, Seoul, Korea.

1. One is 62 years old female who was taken total hysterectomy followed by irradiation
treatment due to Uterine Carcinoma 21 years ago. She had a large buldging mass on left
anterior chest wall and was taken enbloc resection of tumor including rib confirmed malig-
nant Schwannoma.

2. Another’is 18 years old female who had large buldging mass on right chest wall and pleural
effusion in right thoracic cavity. Thoracentesis revealed a large amount of lymphocytes
misdiagnosed of Tbe, pleurisy with Neurofibromatosis. We performed tissue biopsy on
buldging mass and the specimen was confirmed malignant Schwannoma 2 months after first
diagnosis of Thbc. pleurisy. She was not accessible to radical resection because of far
advenced malignant Schwannoma at that time.
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3. Third case is 28 years old male who was taken enbloc resection of tumor including rib due

to Neurofibroma with Neurofibromatosis at M. hospital 6 months ago. But he had rapid

growing mass at operation site again and taken tissue biopsy confirmed of malignant

Schwannoma. He was not accessible to enbloc resection due to malignant Schwannoma

extending to mediastinal structures.
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Fig. 1.

Interlacing bundles of elongated cells associ-
ated with wire-like strands of collagen and

moderate amount of stromal mucosub-
stances.(H-E x100)

The hypocellular area contains pools of acid
mucopolysaccharide containing widely spaced
schwann cells with prominent vascularity. The
nucleus of cell is wavy, derk staining.(H-E

x200)
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Fig. 2. The tumor mass consists of densely dellular

fascicles altermating with hypocellular, myx-
oid zones. The densely cellular area shows
fascicluar arrangement.(H-E x40)
The muclei of tumor cells are asymmetrically
oval to plump with wavy, buckled, which also
shows pleoonorphism and numerous mitotic
figures.(H-E x400)
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Table 1. Areas and types of involvement in neurofibromatosis

Skin
Neurofibromas
Cafe au lait spots
Axillary freckling
Skeleton and soft tissue
Kyphoscoliosis
Posterior vertebral body scalloping
Skull defects
Bony erosion from tumor
Robbon deformity and notching of ribs
Primary marginal defects of long bones
Intraosseous cystic lesions
Congenital bowing and pseudoarthrosis of tibia
Elephantiasis neuromatosa, verrucous or villous
skin hypertrophy
Neurofibromas
Subperiosteal hemorrhage and cysts
Central nervous ststem
Intracranial tumors
Intraspinal tumors
Aqueductal stenosis and hydrocephalus
Syringomyelia
Vascular ststem
Vessel-wall hyperplasia
Microaneurysms
Renal artery stenosis and/or abdominal aortic
coarctation with hypertension
Retroperitoneal hemorrhage
Mesenteric arterial insufficiency
Intracranial arterial occlusive disease
Crrebrovascular developmental anomalies

Ophthalmic

Pulsating exophthalmos

Sinuous deformity of eyelid border

Glaucoma

Schwannoma and malignant melanoma of choroid
Optic nerve glioma

Sectoral retinal pigmentation

Intrathoracic

Pesterior mediastinal neurofibromas and
meningoceles

Interstitial pulmonary fibrosis

Idiopathic hypertrophic subaortic stenosis

Gastrointestinal

Neurofibromas
Carcinoid
Juvenile polyposis coli

Urinary tract

Neurofibromas of bladder
Neurogenic bladder
Retroperitoneal neurofibromas affecting ureters

Endocrine system

Phecohromocytoma

Sipple’s syndrome

Reduced fertility

Hyperparathyroidism

Hypoglycemia from insulinoma

Myxedema

Obesity

Precocious or retarded sexual development
Gotiter

Diabetes insipidus

Table 2. Local Disease Control by Method of Initial Treatment

Treatment

Number of patients

Number of not Number of local

controlled or recurred control

Local Excision 6 4 2
Local Excision+XRT 7 4 3
Local Excision+ Chemotherapy 1 0 1
Radical Resection 3 1 2
Redical Resection+

XRT+ Chemotherapy 3 0 3

Total 20 9(45%) 11(55%)

* patients died at surgery.

XRT: Radiotherapy
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