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Von Recklinghausen’s disease involving the chest**
— Two Cases Report —

Chi Kyung Kim, M.D., Jae Gil Park, M.D., Hong Kyun Lee, M.D.*

Von Recklinghausen’s disease is a systemic hereditary disorder with varied manifestations in bone,
soft tissue, nervous system, and skin, the most common of which is the development of multiple, small,
cutaneous tumors with a characteristic histologic picture.

Tumors develop after birth and before puberty in most cases, and they increase in number until old
age.

Malignant neoplasms that complicate multiple neurofibromatosis include gliomas of the optic nerve,
astrocytomas of the cerebral and cerebellar hemispheres, and sarcomas of peripheral nerves (femoral,
tibial and intercostal nerves) and somatic soft tissues.

Little attention has been paid to the presence of cystic lung disease in association with neurofibro-
matosis. Currently, most think of thoracic involvement in neurofibromatosis in terms of posterior media-
stinal neuroma, pheochrocytoma, meningocele or, less commonly parenchymal pulmonary neurofibromas.

Author have experienced 2 cases of Von Recklinghausen’s disease. One case developed a huge malign-
ant Schwannoma in the parietal pleura of left 4th intercostal space and multiple benign neurofibromas

(two in intercostal spaces and one in the neck), and the other has several episodes of pneumothorax

resulting from diffuse cystic lung disease which required closed thoracotomy drainage.
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Fig. 1. Case 1. Chest PA revealed huge round ma-
ss with Lt. 4th rib erosion on LUL field
and two small nodular densities(dotted li-

ne),

Fig. 2. Resected huge round mass(9X8X 7cm).
arrow : eroded Lt. 4th rib.

= A 452(e Tcm)E Egsted en-block oz g3t
2, dojx AL Yolzle HAFNE WAF 7het 3]
AA" 5 Ak

2259 SURLAL AL ETYEL o= 4
A smooth & 3w4e sltoz g ow(Fig. 2)
AAEe 2o H49% A AREAAY ddshu £
4(focal) % o4 Bh(liguefaction) 3\ <o} ¥ 4E =ol
W ool 2Mel HeEde FE AUes #e] 9l
QAL Aste AL sHA LFRILEEE xolx gl
cH(Fig. 3).

— 150 —



Resected specimen’s cut surface area.(two
small mass: 1.5X 1.5 X1cm, one huge mass
19X 8X7cm)

Fig. 3.
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Fig.4. Microscopic findings of huge mass.
Lt.: H & E staining, low power ( X 100).
Arrows ; the continuity area between the
neurofibroma and malignant Schwannoma.
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Rt.. H & E staining, high power ( X 450).
Spindle tumor cell showed pleomorphism
and had hyperchromatic neucleus, hyper-
cellularity.
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Fig.5. Case 2. Chest PA revealed diffuse cystic
lung change on the both lung field.
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