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Diagnosis of Neurosarcoidosis and Muscular Sarcoidosis

Toshihide KumamoTo

Department of Neurology and Neuromuscular Disorders, Oita University Faculty of Medicine

Sarcoidosis is multisystem granulomatous
disease of etiology unknown, and is associated
with bilateral hilar lymphadenopathy, pulmo-
nary, skin, eyes, nervous system and muscles.
Clinically recognizable nervous system and mus-
cles involved in 5~16% and 1.4~2.3%, respec-
tively, of patients with sarcoidosis. The incidence
of subclinical neurosarcoidosis and muscular
sarcoidosis, however, may be higher. Neuroradio-
logical studies such as gallium scanning, fluoro-
deoxyglucose-PET scanning, MRI and CT scans
are useful, and especially MRI is the most sensi-
tive diagnostic tools for the detection and local-
ization of neurological lesions. MRI before and
after administration of gadolinium-DTPA can
detect frequently subclinical or isolated sarcoid-
osis in the nerve system and muscles. However,
MRI findings as well as serum and cerebrospinal
fluid findings including angiotensin converting
enzyme (ACE) level and neurophysiological find-

114 FiEERE Vol 23 No.2 (2008)

ings are not specific for neurosarcoidosis and
muscular sarcoidosis. Therefore, isolated sar-
coidosis in the nerve sytem and muscles remain
a very difficult diagnosis, particularly in the ab-
sence of systemic signs of sarcoidosis. Biopsy of
nerve or muscle tissue is required to make a defi-
nite diagnosis of neurosarcoidosis or muscular
sarcoidosis. Histopathological findings show
characteristically reveals noncaseating granul o-
matous lesions, consisting of epithelioid cells,
macrophages, Langhans-type giant cells, annd
lymphocytes, which show phenotypic cellular
distribution : CD68* and CD4+ cell in the center
and to some extent, CD8+ cells at the periphery.
Ad hoc committee of Japanese Society of Neurol-
ogy have collaborated with Japanese Sarcoidosis
Society and Japanese Society of Respiratory dis-
ease to make a new diagnostic criteria of neuro-
sarcoidosis including muscular sarcoidosis.

— 183 —



YNEY T3 a YEFE 2006, 43 : 762-766

(2 %)

%

SEfEEE OEERE QOL (HRQOL)
— XEEEICHTSD SF-8™ OF|H —

E%

ok ETOH Ee B B

Use of the SF-8 to assess Health-Related Quality of Life (HRQOL)
in Elderly Patients with SMON (Subacute Myelo-Optico-Neuropathy)

Kaoru Honaga,*! Shin Yamapa,*? Meigen Liu *!

Abstract : The aim of this study was to evaluate the health-related quality of life (HRQOL) in elder-
ly persons with disabilities living in the community using the SF-8™, Their subjective HRQOL is one
of the most important outcome measures for rehabilitation medicine. However, it is difficult to evalu-
ate HRQOL in elderly people who have many chronic diseases and disorders. The SF-8™ was devel-
oped as a short version of the SF-36™ {o lessen the burden on the respondents. The SF-8™ was
administered to seven patients with SMON (average age 78.0 years, range 69 to 84 years ; 5 women)
suffering from peripheral neuropathy. The average length of illness was 39.8 years. Functional limita-
tions in ADL was also assessed with the Barthel Index (BI). Their SF-8™ scores were significantly
lower in all domains (p<<0.05) in comparison with the age matched reference population, indicating
their impaired HRQOL. Their physical satisfaction was low even if they had better ADL status (BI
90). In addition, the questionnaire response had no defect value. Feasibility of the SF-8™ measure-
ment in SMON patients with disabilities was demonstrated. In conclusion, the SF-8™ is a useful
instrument in the management of SMON patients. In future studies, the measure should be tested on
a larger scale, and its longitudinal responsiveness also needs to be examined. (Jpn J Rehabil Med
2006 ; 43 © 762-766)

B B IEHMSAICIHYT %8 E QOL (Health Related QOL ; HRQOL) 1) NE#E
WKBUBERELTY M ABEO—DTHEH, BEMIFMTE2 ADLELIZELY, B
BCHEET 5 EHINMEESR O HRQOL 2542 2 L 3F 5 Tl v, EENASIEN HRQOL
FMERETH S SF36™ EFHWERE T A EMRE L THB SN SE8™ % v, SE4E,
EHWEPE L VAT BRE 7L (PHEB78.0£5.85, FHEHE 30.822.14) » 3%
& LT HRQOL OFFli % Az, AE Y BEDO HRQOL ZFEROBEREZ L LT RTOT
MEEHTET2ALNR ($<0.05), ADL DEVAMEN TV AEETH BHRE CORBI K E
WHHIGAED Sz, SF-8™ X SMON BEAOHN 2 BE O WIS RN, 2HBOEEW
ISAPEEEI NG, (VNEZ 2006 ; 43 © 762-766)

Key words : f2FEBI® QOL (Health-Related QOL ; HRQOL), SF-8 (Short Form 36), SMON
(subacute myelo-optico-neuropathy)
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SR <1)—237 (Physical Component Summary : PCS-8)
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SOMATOSENSORY EVOKED POTENTIALS
OF SUBACUTE MYELO-OPTICO-
NEUROPATHY IN RELATION TO SPINAL
CORD CONDUCTION VELOCITIES
Matsumoto A', Tajima T', Sasaki H?

I)Department of Neurology, Sapporo City General Hospital,
Sapporo, Japan

2)Department of Neurology, Hokkaido University, School of
Medicine, Sapporo, Japan

AIMS: Subacute myelo-optico-neuropathy (SMON) is the disease
elicited by intoxication of clinoquinol which affects mainly the
dorsal column and peripheral nerves.The core symptom of SMON
is the disturbance of sensory functions such as paresthesia of
lower extremities. In order to investigate the neural mechanism
of sensory disturbance, the spinal cord conduction velocity
(SCCV) between lumbar-to cervical level and the conduction
velocity of sensory nerve (SNCV) of sural nerve were examined
in the patients with SMON.

METHODS: The spinal cord conduction velocity (SCCV) and
the sensory nerve conduction velocity (SNCV) of sural nerve
were electrophysiologically examined in 34 patients with SMON.
The age of these patients were 48-74 years (median: 65 years)
with the duration of illness was 37-48 years (median: 39 years).
In order to investigate the SCCVs, the spinal somatosensory
evoked potentials (SSEPs) were recorded from the surface
electrodes at the level of T12 spine and C2 spine by the
simultaneous stimulation of bilateral posterior tibial nerves. SCCV
from the level of T12 spine to C2 spine was measured from the
latency difference between both SSEPs elicited at the each position.
RESULTS: As the results, SCCVs were 50.6-66.7 (58.614.7:
mean+SD) m/sec in normal age matched controls (I8 adult
volunteers, 46-63 years, median: 52.7 years). On the other hand,
in SMON patients, SCCVs were in the range of 27.8-55.7
(39.4+9.4) m/sec, and these values in SMON patients were
significantly lowered compared to those in normal subjects.These
SCCVs in SMON patients were more decreased in the patients
with severe disability compared to the values in the patients
with mild disability, furthermore the degree of decrease in SCCVs
was also correlated to the decrease of the Berthel Index in
SMON patients. While the SNCVs in sural nerves were 39.5£8.7
m/sec in SMON patients, and 44.2+6.8 m/sec in normal subjects.
These values of SNSVs in SMON patients were not significantly
decreased compared to the values in normal subjects.

Since the SSEP impulses are transmitted in dorsal columns and
dorsolateral fasciculus predominantly by large diameter and fast-
conduction fibers, our results may suggest that,in SMON patients,
the decrease in SCCVs reflects the disturbance of ascending fibers
mediating the dorsal columns and dorsolateral fasciculus, and
that the functional disturbance of those fibers play the important
role for the core sensory symptoms in SMON such as the
decreased deep sensibility and paresthesia.
CONCLUSIONS: in SMON patients with the core symptom
of sensory disturbance such as decreased deep sensation and
paresthesia, the spinal cord conduction velocities (SCCVs) from
T12 spine to C2 spine level were decreased compared to the
values in normal subjects.

XVI Congress of the International Society of
Electrophysiology and Kinesiology

2006E6 H28H-7 B 1 H (Torino)
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P.61 |HIGHER BRAIN FUNCTIONS OF SMON PATIENTS
AND AGING

Akihisa Matsumoto1), Mika Otsuki2), Kunio Tashiro2), Yasuyuki
Tajimat), Kunio Tashiro, Hidenao Sasaki3)

1) Department of Neurology, Sapporo City Hospital 2) School of

Psychological Sciences, Health Science University 3) Department of

Neurology, School of Medicine, Hokkaido University

Introduction & purpose:Subacute Myelo-Optico-Neuropathy(SMON)
is a neurological intoxication of Clioguinol. About 10,000 patients
were affected by SMON in Japan. Clioquinol has recently been noted
as a drug for treating Alzheimer’s disease. In the present study, we
investigated higher functioning tests and effects of Clioguinol on
cognitive functions along with aging in SMON patients.
Material&Methods: 26 SMON patients (mean age : 72 years old) 37
years or more since the onset of disease were studied. Results:
Regarding attention and working memory, counting
numbers/counting backwards , visual memory range (WMSR9), and
Trial Making Test were performed. We did not find any significant
differences between SMON patients and normal standards for all
tests. Regarding results of other tests including language functions ,
tests of Raven color matrix, construction ability , and audio-visual
paired associative learning (WMS5,6), no significant differences were
found between SMON patients and normal standards.

Conclusion: We could not find any results with the 26 SMON patients
supporting the view that recognition functions at a higher level were
maintained compared to healthy subjects of the same generation.
We concluded that in SMON patients , Clioguinol does not have a
function for maintaining better cognitive functions than healthy
subjects.

IX World Congress of Psychosocial Rehabiritation
2006 108 12H-15H (Athens)
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