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A Case of Neurocutaneous Melanosis with Primary Leptomeningeal Malignant Melanoma
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Hajime ARAY, Kiyoshi SATO’, Nobuyuki TAGUCHI' and Makiko OSAWA'
!Department of Pediatrics, Tokyo Women'’s Medical University
2Department of Neurosurgery, Tokyo Women’s Medical University
8Tokiwa University Graduate School

‘Department of Neurosurgery, Juntendo University

A pediatric case of neurocutaneous melanosis with primary leptomeningeal malignant melanoma is re-
ported. For the diagnosis, the cerebrospinal fluid (CSF) cytodiagnosis and leptomeningeal biopsy findings were
useful. Combination chemotherapy with intravenous antineoplastics and intrathecal interferon-p was initially ef-
fective. Then, encephalopathy suspected of being due to interferon-p developed. After discontinuing the inter-
feron therapy, the intracranial lesions disseminated progressively and she died 9 months later. Further investiga-
tions should determine whether to continue interferon-p therapy in encephalopathy cases.

Key Words: leptomeningeal malignant melanoma, neurocutaneous melanosis, interferon-8
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Fig. 1 Multiple congenital melanocytic nevi
D 10x10 mm, @32%x24 mm, ®10x4 mm, @ 2x2 mm, ® 60x60 mm, hairy with satel-
lites and edge halation, ® 3x1 mm, @2x2 mm, ®4%x4 mm, ® 52x18 mm with small
satellites, @ 2 x 1 mm, @ 4 X2 mm, @ 14 X 8 mm, hairy and massive, @ 12x 3 mm

start chemotherapy
-4 0 4 8 12 16 20 24 28 32weeks
| | | |
chemotherapy | | |
CDDP(30mg div/dose/3w) | 1 ! 1 1 1
VDS(0.7mg iv/dose/3w) | l ! ! ! |
DTIC(60mg iv X 5days/3w) V v v v v v
IFN-8 ol bbb 1 (Lstop for 4days

(100 X 104U it X 5days/w)

A
transient fever during IFN
A

irritability, drowsiness at IFN 2nd day

—convulsions, consciouceness disturbance at IFN 3rd day
A

gradual improvement of consciouness, activity

and psychomotor function for 2 weeks

cT ® ) ® @ ® ®

convulsions 2+(status convuslsivus) + + 2+
*S-P shunt  +V-P shunt

increased ICP + 2+ + = - + 2+ + + +

~tracheal intubation for apnea

«diabetes insipidus *hyperthermia

Fig. 2 Clinical course
CDDP: cisplatin, VDS: vindesin sulfate, DTIC: dacarbazine, IFN-B: interferon beta
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Fig. 3 Brain CT findings (correlating with CT in Table 1)
(D Before starting chemotherapy, @ 3 w, 2 d after starting chemotherapy, ® 6 w, 3 d, @ 12
w, 3 d with low-pressure subdural-peritoneal shunt tube in right frontal region, ®22 w, 0 d
with S-P shunt tube, Ommaya reservoir in right lateral ventricle, and ventricular-peritoneal
shunt tube in third ventricle, ® 26 w, 2 d

NCM @ 65% XEBEETH Y, BEODDOTHHE AKBL, ETRE?HEZD 6cm LEOKEL DO
ENETOE, KEE, TWRAZERZED L), E rEt, S8 —HEEHRORGEBEEZRDL.
BT EFRIZEDDTAROCT, EHICHK 528 OB ENALIT RO R o 72, EENE
MRERIFEFE DO NCM ) B R IE/NETIE 3 JUMEREIR B, B © HMBA45(FLX 7 =
MUTH B VIIRAER 8 » AUNTIRLET % L O Juik) Btk S-100 EEBEEOBEEHMBRE D22
A NP (Table). &, Ommaya U ¥R 7 3 BRI IR O B A E A
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Fig. 4 Brain MRI findings @ before starting chemo-

therapy and @ 18 w, 4 d after starting chemothera-
py.
(D Left temporal lobe-dominant cerebral atrophy,
localized atrophy of right frontal region, and marked
dilatation of the ventricular system with periven-
tricular T2 high area. @ Hydrocephalus and right
frontal subdural effusion. Right side-dominant T2
high area suspected demyelination. Non-enhanced
cystic lesion with wall in right frontal lobe.
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Fig. 5 CSF cytodiagnosis
(D HMB-45 (melanin)-positive, @ S-100 protein-positive,
(® Increased nuclear fission (Papanicolaou stain)
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Table Cases of neurocutaneous melanosis with primary CNS melanoma

351

Congenital

History of

Patient melanocytic central nervous Symptoms Nel;;(éf;;igizous (f:llr{éll\fgsl Treatment Sgﬁlr(;il }i‘:lfgé'
nevus system disease
9-year-old Dorsal giant Occult spina Morning Diffuse melano- Hydrocephalus Steroids, 8 months 2
boy hairy nevus, bifida headache, cytic leptomen- irradiation
small nevi vomiting for 3 inges (at V-P
(<20) weeks shunt)
11-year-old Dorsal giant None Headache/ Tumor positive Right temporal Steroids, 3 months 2
boy hairy nevus vomiting, for S100, lobe tumor irradiation
diplopia, ataxia NKIC3, and
for 2 weeks HMB45
3-year-old Systemic None Headache, Leptomeningeal Bilateral 18 days 2
girl hairy nevi disturbed pigmentation (at occipital tumor
(<20) consciousness autopsy)
for 1 week
5-year-old Hairy nevi  Dandy-Walker Vomiting for 2 Melanocytic Hydrocephalus, Chemotherapy: 2 months 2
girl (< 20) abnormality months leptomeninges  Ga+leptomen- VCR, CPM,
(at V-P shunt)  inges, spinal DTIC, VP-16
cord tumor
3-year-old Small hairy Dandy-Walker Left oculomo- Tumor positive Right temporal Chemotherapy: 2 months 2
boy nevi (>20)  abnormality, tor nerve for S100, lobe tumor VCR, DTIC
hydrocephalus  palsy, acute NKIC3, and
V-P shunt nystagmus HMB45
5.5-year-old None Headache/ Leptomeninges Leptomeningeal Chemotherapy: 6 months 2
boy vomiting, positive for enhancement VCR, VP-16
weight loss, S100, NKICS, on CT
disturbed and HMB45
consciousness (V-P shunt)
for 3 months
9-year-old Giant hairy None Headache for Melanocytic Nodular brain 6
girl melanocytic 1 year leptomeninges, lesion on CT
nevus from increased
thigh to melanin in
buttocks arachnoid, CSF
positive for
melanin
11-month-old Multiple None Ocular devia- Melanocytic Frontal lobes Chemotherapy: 9 months Present
girl (our  hairy tion, lethargy, leptomeninges, focal atrophy, IFN-B, CDDP, study
case) melanocytic status epilepti- CSF positive progressive VDS, DTIC
nevi on cus for 1 for S100 and disseminated
neck, month HMB45 lesions
extremities,
and buttocks
o THHEETHHRET 2 REIEVOTH O ZRLIZEDS, IFNB OMENESIEFHEAR

BREEEZERTIULENHLEDOREDH LY.
ABITIE, IFN-B D5 HE#ERix 5D 6 7 —
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TIERIFEE L. BROmMEFOREL BELL T
BY, IFNBICLERIETH o 72 L HIBT L T3, &
BHICBZ > EEETAKER, SWUFRT25
D CSF OBEWE - BRRORFIEDOBREICL S D
DEEZ TN, ZOHROKEOWRRLETHEDOLEE
MOMBILROBERS» S, FHIKEOEEERE D
ﬁKiéG@@%ﬁ&ﬁﬁ%%watk@bﬂ
5. —7J5 IEN DAL ORERIRAY 72 f L5388 1Rk L C
W2l Bb LT, MERSERERICFREDOHE

EEINBLEREBIN LTHRTH o 2RI EE
TEZV, MERIER DM O A D) T IFNP DX

B2 2 /KMo 7oDD, SHROERTHR
APLETH L.

B/
MRS R aE L o2 NCM D 11 » A
IR RERR L 7.

BYED R 8% 5 A BB, SN TR
KREEHER & CRRBEOREM, S100&H - AT
= hifk (HBA-45) 5&ka1E D CSF H oAl
I, BRI X b 2Lz,

IFN-B DRAENIZ S, BERIRE 2 L2 LD E R
L7225, IFN-B BRI & 0 P G-k fee iR B & 70
0, ZOHOEEEREDHE, BNEEICE) %
JEEBALIC L DV RIED S 9 » B OB TAE L iEkE
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EEEREOEBEIHICH L, IFN-p ORENE
BRAEHTHo 2 B, EIEABEE D Mk
BEpHENRVD, SHORFSVLENS.
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