738 FrEEELME F100% $125 WEfO61FE12A

(Bl EVWIIEREYZLET. - N
A HFTRhl, dAEERVWHLTEES. ~vF

v b vEBERLA»ORIREF UL S5, DRPLA ©
BE, BRIRETREERTT. DRPLA Tk, *o
RESTIKETHBETT L, BRSEROB L —K
LT3 & EV-F9,

e FHREEHITIVE L. 3.

B AEEkfEcRME LvoTTdd, BlisksE
D, PRNARTIA I o—RRTARAEZHEIRT
WAR, EER S bORTE L T, FRACEMEEE
DE#H & > THBEDOTTH, ERBFEFCELLT, Gl
K-> ThERFOIF 70— RAKGT, TLBED
KEHEBHDLAG BT, BOALDS. BEOKMIERS,
HEADDNITECAL DD, —BNEIHERETTL,
L WEEHERIEDPT VWhARIEI K-> THBDT
T3 &, EMG & FEREATE, progressive myoclo-
nus epilepsy &\ 5 X5 BRI H»B0TTFECT
DESWHFRLIPENRWTTL, G-I d5kT

7 b EDREAFEGCADIEERLEVOTTR, T
WHLDEESLOIRIREZILLW W, —OKEIME
T &L,

Al TH5WORRBDPLZ ERELTT. &S
b, HITLTREL, SR 2P0085 5% EBVBLH
DIeRRBBEDTTN, 1270 —-X R TALADH
BAIH TV, Eboh W ITHRETHT, £5
WHLENRLT AL, &, ZEHRED D I RMEM 3
FIo—RRE, TAPARIEEYEHTI—FRED,
EHOo e ERD > obd TN, £5 4% DRPLA
SIRBIREBTIRVHAEBWET. FoAMEBRITTX
WirbhbitWEWORRLELI D) . FiOwmkE
DEBNEEDR, EETALAZEETEDL > 2R
FHEZNTEDETL, £HO5WH0ORDAHZ LIIfE
Wit EBWET,

FE L5355 TF L. BRLEVLOTRIC
BOETWEREES. 3147 0-X I TALADKE
BEWH T LT, RESEREGLET,

8) IA7 10— XATADARER

FISAERR EEHERETER XA XWM-Z8% 09

MERFEEE BHEFHE AR

XKk Rfe-4£8 BEiA
BEZE - AR B0

Myoclonus epilepsy, Anraku type
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Myoclonus epilepsy is neuropathologically classified into 3 major groups; Lafora body
type, lipid storage type, and degenerative type. Anraku et al. (1966) made a brief description
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of 3 cases with brown pigments in some CNS regions as “a special type of myoclonus
epilepsy?”. However, no such cases have been reported thereafter. We reported another
case with such histological findings and described new findings.

A 20-year-old woman without hereditary factors, suffered from progressive ataxic gait.
Myoclonus, trunkal ataxia and dementia appeared and progressed gradually. Polyspike and
wave complex were recorded in EEG. She died at the age of 28.

Postmortem examination revealed severe loss of Purkinje cells and granule cells with
gliosis. Globus pallidus, subthalamus, dentate and red nuclei, and pontine tegmentum
showed neuronal loss and gliosis. Pontine nuclei were well preserved. Cerebral cortex
also revealed mild but diffuse neuronal loss. In addition tothese lesions, many autofluorescent
pigments, positively stained with Fontana-Masson silver method, were present in the Ist to
IIIrd layer of the cerebral cortex, Purkinje cell layer, globus pallidus and substantia nigra.
The number of the pigments was not correlated with neuronal loss or gliosis. In the white
matter, peripheral nerves, and general visceral organs, the pigment was not observed.

Ultrastructurally, the pigments were localized in astrocytes, and similar to the lipofuscin

or stored substance observed in the ceroidlipofuscinosis.

Our case and 3 cases previously reported strongly suggest that there is a particular

subgroup in the myoclonus epilepsy, which is characterized by presence of brown pigment

and degeneration of cerebellar cortex.
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Fig. 1 Diagramatic representation of the distribution of lesions
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Fig. 2 Globus pallidus shows neuronal loss and gliosis,

segment. Holzer stain

Fig. 3 Marked atrophy of the cerebellum.

741

more marked in the outer

Fig. 4 Marked loss of Purkinje cells and proliferation of Bergmann’s glia are seen in
the cerebellar cortex. Loss of granule cells and gliosis are also also seen. H.E.

stain X100

Fig. 5 The granules are positive by Fontana-Masson silver stain.

X 200

Table. 1 Distribution of the brown pigment

Purkinje cell layer

Table. 2 Histochemistry of the Pigments

Cerebellar cortex (Purkinje cell layer)
Cerebral cortex (I, II, I layer)

Globus pallidus, Substantia nigra

Putamen, Caudate nucleus, Choroid plexus,
Ependymal cell

Amygdaloid nucleus, Anterior hypothalamus,
Septal nucleus, Dentate nucleus,
Olfactory bulb

Method Result
HE brown
KB dark green
Metachromasia -
Fontana-Masson silver +
Sudan black B =
Sudan I -
PAS -2
Ninhydrin-Shiff -
Fe —
Autofluorescence + (yellow)
Birefringence -

2)

—~+ in Purkinje cell layer

+ in Purkinje cell layer, but @-amylase dose

not eliminate
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Fig. 6 Pigments, various electron dense materials, are located in the astrocyte.
Cerebellar cortex. x24,000

Fig. 7 Medium dense material is fine granular and partly vesicular. Very dense
laminar or lattice patterns are observed in association with medium dense fine
granular materials. Cerebral cortex. X58,000

Insert: A few curvilineal bodies are observed. Cerebellar cortex X63,000
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Clinical and biochemical aspects of sialidosis
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A deficiency of lysosomal sialidase has recently been identified among a group of

disorders which had been classified clinically as Ramsay Hunt syndrome, or myoclonic
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