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Fig. 1 Photograph of the patient’s back and during the operation.

(A) The patient had black nevus near an operative scar on the low back. (B) Thick black pigmentation was seen on

the leptomeninges during the operation for ventriculoperitoneal shunt.

—¥BEEAE L T\ 7- (Fig. 1A).
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BEEBOLEPo. ¥y Iy, U UV UBEIRIER
THHECHURILENETH > 7225005 5-S-CD 40.5 nmol/l (3
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WL SHE IR, Mlafk 178/w (B 99% 4% 1%),
& 515 mg/dl, BEAHE 42 mg/dl TdH o 72, BT R
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Fig. 2 Brain MRI images (1.5 T).
Axial T,-weighted MRI showed hyperintensity along the sulcal spaces and the surface of the left temporal lobe (red
arrows). Axial gadolinium-enhanced T,-weighted MRI showed diffuse leptomeningeal enhancement along sulcal spaces.
(A-C): T, weighted image axial, TR; 650 ms TE; 11 ms. (D-F): Gadolinium-enhanced T, weighted image axial, TR;
766.668 ms TE; 20 ms.
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Fig. 3 Cytology of cerebrospinal fluid.
(A) These cells had thick chromatin with Giemsa stain, and showed a huge volume and nucleolus, and an abnormal
proportion of cytoplasm-to-nucleus. (B) They are immunopositive for HMB-45 staining. bar = 20 pm.
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Fig. 4 Clinical course.

ACV: acyclovir, mPSL: methylprednisolone, IVIG: intravenous immunoglobulin, MTX: methotrexate, PHT: phenytoin,

CBZ: carbamazepine, PB: phenobarbital, V-P shunt: ventriculoperitoneal shunt.
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L, BUHRERER, BRERERE R A T v . KTEE
2R3 A BN SR IR R G4 1L, BHZEE control D722 %
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5-S-CD # LA L7217, FZj§ MM 2B & % T7» \» NCM T®
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Table 1 Adult cases with neurocutaneous melanosis reported in the literature.
. Prognosis
Serum R . Leptomeningeal X
Age/Sex Symptoms HMB-45 Radiological finding Treatment (Survival
5-S-CD melanoma .
period)
17/F9 weakness of lower limb N/A N/A contrast-filled cyst of T4 laminectomy (=) alive
(5 years)
19/ M seizures, changes in N/A N/A enhanced mass in the left frontal region craniotomy, tumor (+) death
behavior resection (5 years)
25/F1H seizure, headache, N/A (+) leptomeningeal enhancement whole-brain irradiation, (+) alive
diplopia chemotherapy, (1 year)
ventriculoperitoneal
shunt
25/M'? headache N/A N/A diffuse leptomeningeal melanocytic ventriculoperitoneal (=) death
infiltration shunt (8 months)
27/M™ headache N/A N/A left temporal lobe mass with high intensity ~ craniectomy (=) alive
on T,-weighted images N/A)
29/F9 seizure N/A N/A leptomeningeal enhancement no treatment (+) death
(21 days)
30/F® impaired vision, N/A (+) large expansive lesion in the left frontal surgery by bicoronal (+) death
dizziness, headache region frontal craniotomy (7 months)
34/F® seizure, headache N/A (+) enhanced mass in the left frontal lobe operation, radiation (-) alive
(5 years)
35/M'" diplopia, headache normal (+) linear hyperintense lesions along the chemoimmunotherapy, (+) alive
cortical sulci and the brain surface on T;- ventriculoperitoneal (2 years)
weighted images shunt
35/M'® headache, vomiting, N/A (+) diffuse meningeal enhancement oral dexamethasone (+) alive
visual blurring (6 months)
35/M headache high (+) leptomeningeal enhancement ventriculoperitoneal (+) death
(this case) shunt (92 days)
36/M numbness, headache N/A N/A multiple linear T, high-intensity regions on  no treatment (+) death
the surface and in the cerebral fissures or (1 years)
sulci
40/M20 dysesthesia in the left N/A (+) partially cystic intramedullary mass at T10  surgery (=) alive
lower extremity (4 years)
42/M?V weakness in the right N/A (+) tumor in left temporo-occipital with radiation, chemotherapy (+) alive
hand and right leg, perifocal edema (8 months)
amnesic aphasia
38/M22 cardiac arrest N/A N/A hyperintense lesion in cortex of the left no treatment (+) death
temporal lobe on T, weighted images (5 years)
44/M> seizure, disturbance of N/A (+) diffuse linear T, high intensity lesions on chemotherapy, (+) death
consciousness the surface of the brain and spinal cord decompression (6 months)
50/F) headache N/A (+) hydrocephalus with a significant mass in the partial excision of the (+) death
right temporal region. tumor (1 month)

N/A = not applicable, Age = Age of onset of neurological symptoms, 5-S-CD = 5-S-cysteinyldopa, HMB-45 = human melanin black-45.
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Abstract

An adult case of neurocutaneous melanosis with acute exacerbation
after a long asymptomatic period following excision of a melanocytic nevus

Koji Furukawa, M.D."?, Shoji Kikui, M.D., Ph.D.?, Takao Takeshima, M.D., Ph.D.?,
Toru Yamamoto, M.D., Ph.D.? and Akihiko Ozaki, M.D., Ph.D.¥

U Department of Neurology, Osaka Saiseikai Nakatsu Hospital
» Department of Neurology, Kitano Hospital, Tazuke Kohukai Medical Research Institute
9 Department of Neurology, Social Medical Corporation Kotobukikai Tominaga Hospital
9 Department of Neurology, Japanese Red Cross Osaka Hospital

Neurocutaneous melanosis is caused by postzygotic NRAS mutations in neural crest cells, resulting in large or
multiple nevi in the skin and proliferation of leptomeningeal melanocytes in the central nervous system. The onset of

neurological symptoms is usually before the age of 2 years, but it can also occur in adults. A 35-year-old male had been

asymptomatic for a long time after excision of a large congenital melanocytic nevus, but he developed headache,
disturbance of consciousness, and seizure. Methotrexate was ineffective, cerebral pressure was decreased by spinal
drainage, and steroid pulse therapy was temporarily effective. Seizures and disturbance of consciousness worsened and
the patient died on the 92nd day. Cerebrospinal fluid human melanin black-45 immunostaining and serum 5-S-
cysteinyldopa (5-S-CD) were useful in diagnosing melanocytic proliferation, and serum 5-S-CD may be useful in

predicting prognosis.

(Rinsho Shinkeigaku (Clin Neurol) 2021;61:844-850)

Key words: neurocutaneous melanosis, adult, black nevus, HMB-45 staining, 5-S-CD




