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Malignant Peripheral Nerve Sheath Tumor of the Skinin
Various Presentation

Hui-Wen Cheng Chia-Yi Yang Kai-Yam Ng Fen-Yi Sung Ting-An Chang*

Malignant peripheral nerve sheath tumor (MPNST) was a spindle cell sarcoma, which could arise
from nerve tissue, neurofibroma or showing nerve sheath differentiation. Cutaneous MPNST was espe-
cially rare compared with the tumors of deep soft tissue. Microscopically, all tumor cells revealed irreg-
ular contours, high cellularity and pleomorphism, located mainly in the dermis. These tumor cells were
all with wavy or comma-shaped nuclei arranged in storiform or fascicular pattern. Hyperchromatism
and atypical mitosis were quite prominent. Immunohistochemical studies demonstrated the evidence of
neural differentiation. Clinically, an insidiously growing skin tumor which showed pleomorphic spindle
cells proliferation on histopathology study, MPNST of the skin should be considered as one of the dif-
ferential diagnosis. Herein, we reported 3 cases of cutaneous MPNST with unique presentation of grad-
ually enlarging skin tumors, which were considered of sporadic type, associated with neurofibroma and
neurofibromatosis type 1 respectively. (Dermatol Sinica 22 : 79-87, 2004 )

Key words: Malignant peripheral nerve sheath tumor, Skin, Neurofibromatosis type 1, Neurofibroma,
Malignant transformation
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Fig. 1

(A). Case3. A 4.0X4.0X3.0 cm, skin-colored, firm, subcu-
taneous lump on back.(arrow)

(B). Numerous neurofibromatosis and several café-au-lait
spots on trunk and limbs showed on our case of neurofibro-
matosis typel.
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HISTOPATHOLOGIC AND IMMUNOHIS-
TOCHEMICAL FINDINGS
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Fig. 2
A surgical specimen from Case 2 in the measurement of
7.0X5.0X3.0 cm, skin-colored, elastic firm (arrow).
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Fig. 3

(A) A poorly circumscribed, unencapsulated tumor occupying the whole layer of dermis and extending to the adjacent subcuta-
neous tissue.(H & E, X1.5)

(B) A part of tumor necrosis presented in the histopathology feature.(H & E, X20)

(C) Atypical mitosis could be found easily in all the sections.(arrow)

(D) Glandular component in the tumor with non-ciliated cuboidal and columnar lining cells.(H & E, X200)
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Fig. 4
(A) Increased cellularity and some pleomorphism were revealed.(H & E, X200).

(B) Positive reactivity of S-100 protein in cytoplasm and perinuclear area in immunohistochemistry study.
(C) Positive reactivity of vimentin in cytoplasm of tumor cells.
(D) Positive reactivity of neuron-specific enolase in cytoplasm and perinuclear area of tumor cells.
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Table I. Clinical features and immunohistochemical findings in 3 cases

Case No 1 2 3
Age/Sex 50/Female 47/Male 61/Male
Site Forehead Back Back
Size( cm) 1.8X1.8X1.3 5.6X4.0X2.5 4.0X4.0X3.0
Duration of tumor growth 15 months 13 months 1 year
Associated disease Nil NF+ NF-1%
Recurrence time No recurrence 24 months 25 months

Treatment Total excision and
primary closure
Follow-up period 22 months
Outcome Survival
S-100 +
Vimentin +
NSE+ +
SMAY
Desmin
HMB-45

Wide excision and Wide excision and

primary closure primary closure

34 months 45 months
Survival Survival
+ +
+ +
+ +

+ NF: neurofibroma

1 NF-1: neurofibromatosis, type 1
* NSE: neuron-specific enolase

9 SMA: smooth muscle actin
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