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A Case of Melanotic Neurofibroma Associated with
Skull Defect in Neurofibromatosis

Jung Yong Ahn M.D, Jin Woo Chang M.D., Joon Che M.D,,
Sang Sup Chung M.D, Tai Seung Kim M.D.*
Department of Newroswrgery, Yonsei University, College of Medicine Seoul, Korea

An unusual case of melanotic neurofibronia which involves subcutaneous tissue and dura

in the occipital area is presented. The physical examination showed cutaneous pigmentation{cafe

au lait spots) and multiple cutaneous tumors(fibroma molluscum). Magnetic resonance imaging

showed plexiform neurofibroma and dural ectasia of typical inding of neurofibromatosis. The

patient underwent surgical removal of the tumor as well as cranioplasty of the skull defect.

The authors reviewed the literatures and discussed the pathogenesis of this exiremely rare

case.
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Fig. 2. TIWI and T2WI| show the large defect of the Rt occipital bone with hemiation of Rt cerebellum

and .meninges through the bony defect{arrows).

Fig. 3. (A)T1W! shows diffuse plexiforrn mass and intermediate signal intensity along the superior margin

of bony defect(arrows). .

(B). T2WI shows high signal intensity, suggestive of associated plexiform neurofibroma(arrows).
{C). Gd-T1WI shows well enhancement of plexiform neurofibroma.
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Fig. 4. Cerebral angiography shows slight stretchlng at only posterolateral dlsplacement of herispheric branch
of ‘Bt posterior inferior cerebellar artery. compatible to hemiation of brain through the Rt occipital

bony defect.

Fig. 5. {A). The pigmented cell was located below the muscle layer.
(B). The majority was uniform and spindle—shaped cell.
The minor cells were dark pigmented cell.
(C). The spindle cells were amarged in intertwining fascicles.
(D). The polygonal pigmented cells were contained with perikarial cytoplasm and long dendritic process.
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Fig. 6. The figure shows the possible interrelaticnship of the various tumors. The group on the left is assumed
to arise from the Schwann cell and that on the right from the melanocyte. The group in the center

shows combined features.

Abbreyiaﬂon : DFSP : Dermatofibrosarcoma Protuberans
PDFSP : Pigmented Dermatofibrosarcoma. Protuberans
SPN : Storiform Pigmented Neurofibroma

el 270 %L 22 28 8 u g
Af e g9t FUde 2z WEYy g¥e
TAENE % FF B9olE MEARS} Ea
FRrcl: AXULsl Y 33l FHMEE
it s 9sile bR oK fascide) 2 2 ¥l dala
Ach(Fig. 5). o] WFFe] FRAZEL 5100 Tl
Foloin NAPHFoR HQlasich. B L
de ggyel ga AEZEAS 22 + glo] ¢A
Eger AZEYT. F4 Ba7} Fobd EAbolg)
AERel ZAstT ZHY FY FHR
2o A Aavt gy AAAEE vad 7 5
AEAE JHHD Uk o] TALE GG L4 0|
o] A Hai 7194 MA7} ol 3 Fontana-Masson
Aol FAololA Wehd Mage

F&F A% 54% 4o BRsgen £
AAF ¥ A3 2893 SEE 2o o] e

)

e

2 oh-J.

o

2
i
5
aly

AHA Bk FAPIAE ARGASH W g
flol ¢ 1224 HUadth BA 197 4

FH Ao} BE oL gl

a . o

scum fibrosum) & #REcko 2 AN S ZEZ(neyro-
fibromatosis)& 71%% o|# Von RecMinghausen: )
TFE A 845 e g RodHz A
A ecdel A & Yokn G, AR fEEL
FAA $HeE fFRHe AWFToR 2dH
e ol A dysplasia) vt 414 8} (neoplasia) =
AGEN, WAL /EZL 53 (central neurofib-
romatosis) & T34 (peripheral neurofibromatosis) 2.2
Ao olF 34 ARMREEL M, 85, AT,
R A A FFot ol o2 49,
MAZE, UE, AAidE5e NAESo] Fuk-dr)
0, wF FEARA oY 4ol HAve sgz
(dural ectasia), ¥4 T PF= ) E=(macroence-
phaly), 72 8% (pachygyria), th4%|¥ % (polymicrog-
yia), - 9HF(meningocele) ¥ 43 %2 (syringomy-
elia) 5ol T, &4 2174 44-% (Plexiform neurofib-
roma) 2 ARARET APEH FLoz Huky
T BYAR FAHADN, B S 24
T ARE 953 98 1 (cafe au lait spots) ©]
AReH, FEge] AT dg4sd SAF 2do
TUE UGS 283 4 ARLGFo] Had,
25F @ A £ExHo glgith
HAFFEFANA FHEe 2884 (osteolytic) ¥l




she SgA WnHT RGO, ol dyEe
29 np R Z FEA o) B4 sht A FF
98} u] Z{erosion  F- 2.2 A 7t o] 2] g, T F
AW okAS ZAE A Waht o)Al wal S
(foramina)2] =) 2 &3, A A4 Z&Eo|
gla, g E5Fo} A7tE-3Hlambdeid suture) <

F}E

Ao A #ZEGOD. duiAoz FAF AL HG
M yofel whEa wuron Qg 7Y FAE 1)
@oz vhgrky sjul, o] ALRHE Folod xg}

Al ol Ao ojsh AR 7lH R M
2 ARMFANG FAZ Aeo] LA Y

ABARFFTAM FANZERELE A7 o232
el 1, RGN SHuT okt U EF R,
T, AEQYNH THEG ofF DABREE Y
Wi, F%F T, RGN ANSEES Hol:
qge Aay 7189 A4 ArdEolch $44
AN ezz m A8z oi Mabd A A4 A4 Z2h020)
z

2 Wbl A N RIS W) CEA HIE
gk dAea it gon, ot s0the] F2 &
wEch R ghwioln] BARE sE zF,
Ha Auele AAAHE 2 Ay AFEF
2% doFsA BaEn deby w3 A4 {E 5
oFA W ode) Wl A Ee e 2B A4
Ao d Adtel B8Z(melanosis)oll A Hg A
Z(plexus)®] Wehd A2 AF 137F Bagle} g,
AAREZAAY depde] Ao gF 7HdE o
27 A7 AAE 9ok wA Aoz 2145 (neural
crest) A AAE = AL 7ot A2 g -—dahd
AFoleH A NARE, AAPFES, FTAE
2uk A Rdk(blue nevi), AEA A 2 (cellular blue
nevi) 2 obd SdEg fursich FFH QA AAFAA
7143 Fokez o "‘175 2, Ak NFAE
FrE(dEhdyd A3A

5ol Sltk(Fig. 6). ¢}
AEzl dgd s g4g
Fop dEbd A A7

l'

oX ruE

&
ke

m

‘“]‘N'o

E‘l’(neuronevus)
7 4 HE2A
& gtk 7heAE A
4 FEY g0k Al Ee] g [A
FAMAL 53 dpolA o3 Aol Wb A2 (me-
lanosome), A PR 2 A (premelanosome) D .%]&
Al depds Addle] dede E42 7

A deld Y48 d¥H0 2 FHea ;l‘:}m)s)
12h15)16)18)22)08) ==& AA A A ) glekAd wlald g

N-E.

Jo.=
Af/E
e
=

e 718

=

Wgow gldute] TAZ wapdld AT 2 A
AMeE wWahdA FUE A oy FagEol
Qe FFA74A A dEhy A E (melanoblast)

& Z4A ez AvHpia mater)d] EASHT oM ER
BE 2R4ZAY oA dad gEe J4%

e MR QP & et A x2 dde g
2] 22 (phagocytosis) o] 1} 579t A3} Hahd Al E o
Zztel A 719 oo er Y 9t Massond
Wald Axda] 2F 9 A¥e ATz dad
o] o] FF= eyiocrine acivi® 7H & FEHT

)

glow odH H¥E 71 £AEIY AX
A Fontana-Masson% Aol kel H&

=z
3
%
S AR YOO, oS e S FAReIA
2
B
ol
=3
7

r K
_CL“N .l::’ﬂu-

Ao o) A Lo chltole] EEFTE
E AsEdA fAF Ege 2dEA @en,
2377} AT Tl
o wgde Fd4 ¥4 (mucoid degene-
o AEL o]eid FHo 7]
b HZFo] 7} For Adondt

[ oof o b B e 2 2 &

£OPN

N
Fit

AdiSn AR et 2dAE
Neurofibromatosisdl] 41 5713 24 Fytd of& =
£ Wehdd 244 198 2RI BEn
B3t @ wauske vl

References

1) Bagnara JT, Maisumotb J, Feris W, Frost SK, Turner
WA, Tchen TT, Tavior JD © Commaon avigin of pigment
cells. Science 203 . 410-415, 1979

2) Bird CC, Willis RA : The histogenesis of pigmenied
newrofibromas. | Path 97 | 631-637, 1969

3) Brafman BH, Bitanuk LT, Zimmerman RA | The cen-
tral nervous system manifestations of the phakomatoses
on MR. Radiol Clin Novik Am 26 . 773-800, 1988

4) Burk DL, Brunberg JA, Kanal E, et al © Spinal and

- 220 —




* paraspinal newrofibromatasis . surface coil MR imaging
at 1.5T. Radiology 162 797-801, 1987

5} Burns DK, Silva FG, Forde KA, Mount PM, Clark

BC © Primary melanocyfic schwannoma of the sto-

mach . Evidence of dual melanocylic and schwannian
differntiation in an extra-axial site in @ patien! without
neurofibromatosis. Cancer 52 . 1432-1441, 1983

6) Dalal R: Lacunar like skull in newrofibromatosis.
AJNR 11(6) © 1253, 1990

7Y Davidson KC : Cranial and intracranial lesions n
newrofibromatosis. AJR 98 © 550-556, 1966

8) Font RI, Truong LD © Melanotic schwannoma of soft
Hssues - Elecronmeroscapic observations and veview of
literature. Am ] Swrg Pathel 8 © 129-138, 1984

9) Gregorios JB, Chou SM, Bay J : Melanotic schiwan-
noma of the spinal cord. Newrosurg 11 57-60, 1982

10) Jesfree MA, Molyneux A, Lee T, Adams C © Calva-
vigl thinwing in low grade infracerebral gliomas presen-
ting with epilepsy. Clinical Radiclogy 44 . 406-409,
1991 :

11} Lowman RM, Livolsi VA | Pigmented ( Melanotic) sch-
wanwnomas of the spinal canal. Cancer 46 © 391-397,
1980

12) Mandybur TI . Melanotic nevve sheath tumors. | New-
rosurg 41 . 187-192, 1974 ]

13) Marchese MJ, McDonald JV @ Intrameduliary mela-
notic schwannoma of the cervical spinal cord © Rport
of a case. Surg Neurol 33 353-355, 1990

14) Masson P : Experimentol and sponleneous schiwanno-
mas(peripheral _gliomas). Am ] Pathol 8 367416,

1952

15) Mennemeyer RP, Hammar SP, Tytus ]S, Haliman
KO, Raisis JE, Bockus D © Melanotic schwannoma.
Am J Surg Pathol 3.3 1979

16) Nakai T, Rappaport H © A sfudy of the histogenesis
of experimental melanotic tumors resembling cellular
blue naevi © The evidence in support of their neurogenic
ovigin. Am ] Pathol 43 . 175-199, 1963

17) Numerow LM, Kreck JP, Wallace CJ, Tranmer BL
Aver RN, Fong TC : Growing skull fracture simula-
ting @ rounded lytic calvarial lesion. AJNR 12 783-
784, 1991

18) Payan M], Gaitibarelli D, Keller P, Lachard A, Garcin
M, Vigouroux C, Toga M © Melanotic newrofibroma
. A case report with witrastructual study. Acta Neuro-
pathol(Berl) 69 . 148-152, 1986

19) Saha MM, Agarwal KN, Bhardwaj OP . Calvarial
Bone defects in neurofibromatosis © A case veport. AJR
105 : 319-321, 1969

20) Santa Cruz DJ, Yates AJ : Pigmenied stoviform neuro-
fibroma. | Cutan Pathol 1 @ 9-13, 1977

21} Shillitoe AJ : Melanotic schwannoma. | Pathol Bacte-
riol 90 . 667-668, 1965

22) Solomon RA, Handler MS, Sedelli RV, Stein BM !
Intrawmedullary melanctic schwannoma of the cervico-
medullary junction. Neurosurg 20 © 36-38, 1987

23) Spence AM, Rubinstein L], Conley FK, Herman
MM : Studies on experimental malignant neyve sheath
tumors maintained in lssue and organ culture systems
(IID. Acta Newropathol{Berl) 35 27-45, 1976

- 221




