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—Abstract—

Von Recklinghausen’s Disease Associated with Neuro-fibro-sarcoma in Mediastinum
Si Chan Sung, M.D., Jong Soo Woo, M.D., Sung Kwang Lee, M.D.

Department of Thoracic Surgery, College of Medicine, Busan National University

Neurofibromatosis (Von Recklinghausen’s disease) is a rare Mendelian dominant disease, which
shows multiple generalized symptoms and signs at various sites (Ex Skin, Bone, Nerve, Endocrine,
Mediastinum rarely Lung, etc.).

We experienced one case of neurofibromatosis which has typical skin lesions {cafe-au-lait, multiple
nodules, axillary freckling) with neurofibrosarcoma (malignant change from mediastinal lesion}.

Patient was admitted our department because of recently developed severe dyspnea which was
probably due to main tracheal compression by mediastinal neurofibrosarcoma.

After successful removal of mediastinal mass dyspnea disappeared completely. Patients postoperative
course was uneventful, and the patient was discharged 14 days after operation.
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Fig. 2. Cafe-au-lait spot and multiple skin nod-

ules.

Fig. 3. Preoperative chest P-A and lateral views.

Slight radiolucent right lung field, lobulated large mass densities of right posterosuperior

mediastinum, and pressure erosion of anterior border of upper thoracic stine.

- 166 —



T A5kg, AA 160emA T HAYR W AA
a4k Aol gl om ok ylelvh B w,H flel
whe A% 3 EF2EE T4 o Fukelv vl
Bolx gstrl, W&e EAAq FL HaY
microglossia UNEIE )T A4 290}
= %"‘J;‘—ic’i a EFofo] T3 FAEHFP o o
sHgon W Tl F2 A5
“ pressure umbilication”0] ¢l ¢l o =

E2Zql 74 A 4ut( Cafe-au- lait sp-

1.5¢cm o] 4bql zleo] ok 2074 o4 xgeo
Z AL TxsentE s Ax A, 29
Aol Axillary freckling(RE#EMBT )] 2ol om 3]
vl ab4d A 34 5 ( diffuse bronzing )& B g tKFig.2)
A4 TFTE A Fiso gdged,
uﬂaﬂ 7t]-/\?_ B, Anpbx.o 4] oy -2 Eﬂ_o_

20/70 02 A4 Wyt 23w
?’} A2 dle 8 FEAcr dda, AFE
A Aol g ot

rﬂ

6) HradA

HH 4 14.6gm/dl,dvt22¥ 35%, W¥F 12300,

dZctw 7.4 gm %(A/G:1.7:1), SGOT, SGPT,
T.T.T = 44 AH}O A4k Wl o v,
FH oAl & HAo Ay THFFTLY F

Fig. 4. Operative finding,.

Bt FRg o ¢&5 AU F9L
cent 3} o+ Fig. 3 ).

‘J”‘qiﬂ’% %Xgu]u_uo]/odj ﬂxé“lino: 315,11_/} J
s &#@elo g olsle] bronchofiberscopy 2} 7| 3= %24

radiolu-

239

$2 A Rebn 4% AAse
7 FErA
Posterolateral incisiono 2 $Z& 557+% 53t A

Fobslm U FAL ddoh Anygos vein S whu
b F Anskn ke AR Su b2
el F4E =247 Zopo fEoz AdAw 2
2 71, sl EFe gy AP F30l
Solvh % FAFue 2s
o7} %= ol digital blunt dissectiond 3
Age oF 3087l oz YAk oL Al
sl 2it B 2ol GAOY £3 @
HAebg F 53t o Fig. 4,7).

F o0
[SNe v

AR E 2

8) Hel x& 24

4 &5 Fope 3w Ao theldh oz Z 8X6X5.5
eme] m7|Q3m, 2 AwkdE WY A4 1 S
o gelatin ¥4 7Zro} B H o} (Fig. 5).

ol aAoR FFo dFi2 fibrosarcomatous
Mgstel iy 434S ¥w oW AEE A
o}4 wg}st gl A3 AH gl Hematoxylin-Eosin g 4ol
collagenous waxy fibrils 7} £%¢ @33 spindle sh-
aped cells &

6).

round cells ZZtel] Bo]xm Slvf(Fig.

Cross finding., A large gray white firm
m3Ss measuring about 8x6x5.5cm in si-
ze. The cut surface reveals gray white
gelatinous nature.

- 167 —



Fig. 6. Fibrosarcomatous lesions with many multinuciated neoplastic giant cells and

many mitotic figures.

Fig. 7. Postoperative chest P-A view.
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