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Table 1 Comparison of clinical features between AJFNHE and Anti-NMDAR encephalitis.

AJFNHE Anti-NMDAR encephalitis
11 patients 12 patients Similarity
(Kamei S: 20042) (Dalmau J et al: 2007%)
Female 100% 100% ©
Age of onset (years) 17 to 37 14 to 44 (@)
Prodrome 81% 83% ©
First neurological symptom psychosis (100%) psychosis (75%) ©
memory loss = psychosis (25%)
Convulsions 100% 92% (@)
Consciousness  disturbance 100% 100% ©
and involuntary movements
Mechanical ventilation 81% 83% ©
Outcome improvement 100% improvement 75%, death 25% O
MRI finding normal (10), medial temporal lobe (1) normal (2), medial temporal lobe (3), VAN
(number of patient) and other lesions (7).
Antibody GluR €2 NMDAR NR1/NR2 heteromers O
Ovarian teratoma Have yet to examine for these conditions 11 patients, and
at the time of publication. mediastinal teratoma in 1 patient

AJFNHE = acute juvenile female non-herpetic encephalitis. NMDAR = N-methyl-d-aspartate receptor. MRI = magnetic reso-
nance imaging. GluR = glutamate receptor.

What is the etiology of patients What is the etiology
without anti-NMDAR antibody? of male patients

associated with anti-
NMDAR antibody?

Why dose this encephalitis
predominantly affect
young adults?

o Some patients lack
i detectable ovarian
. teratoma.
In previous reports,
many of the patients I . = # indrfed s?mall
affected were Japanese. H 4 i;a 0?&_
=>Could HLA or certain H 0 l‘?l‘ enign or )
ethnic factors be involved? " malignant tumors:
N # others?
‘0
* AJFNHE \ Dy - R
~ . “"
o, -~ sasne? Is this encephalitis
5 H * Anti-NMDAR antibody esse?tlally evznce‘phal},t?ls
ORI or “encephalopathy”?
P—
\ * Ovari
\N_7 varian teratoma What is the reason for the

good outcome in the long term
without tumor removal?

Fig. 1 The relationships and the remaining unresolved problems between AJFNHE, anti-NMDAR
antibody, and ovarian teratoma.

AJFNHE = acute juvenile female non-herpetic encephalitis, NMDAR = N-methyl-d-aspartate
receptor.
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Abstract

Relationship between anti-NMDAR encephalitis and
acute juvenile female non-herpetic encephalitis (A JFNHE)

Satoshi Kamei, M.D.
Division of Neurology, Department of Medicine, Nihon University School of Medicine

The relationships between AJFNHE (Kamei S: 2004) and anti-N-methyl-d-aspartate receptor (NMDAR) en-
cephalitis (Dalmau J et al: 2007) is discussed. The comparative clinical features in both reports revealed that most
were young adult women, a prodrome was presented in 80%, the first neurological symptom was psychosis, the
main symptoms included convulsions, consciousness disturbance, and involuntary movements, and mechanical
ventilation was required in 80%. Dalmau reported that ovarian teratoma was demonstrated in 11 out of 12 pa-
tients, and mediastinal teratoma in 1 patient. We had yet to examine these conditions at the time of publication.
AJFNHE and anti-NMDAR encephalitis are thus considered to be the same condition. AJFNHE represents a clini-
cal concept based on the specific clinical features, and anti-NMDAR encephalitis represents a clinical entity based
on the neuro-oncological findings. A nationwide survey of AJFNHE was undertaken in Japan. Collected patients
predominantly were young adult women. Their clinical features were uniform and also in concordance with those
previously reported as AJFNHE. This survey revealed that the annual incidence was 0.33/10° population, respira-
tory failure was observed in 70% and required care with mechanical ventilation, associated tumors were demon-
strated in 40% and ovarian teratoma was the most frequent.

(Clin Neurol, 48: 916—919, 2008)
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