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Dear Editor,

The disability experienced by patients with neuromyelitis optica spectrum disorder (NMOSD)
depends on how incomplete their recovery is from the neurological deficits that occur during
each relapse.' The use of immunosuppressant therapy (IST) has been strongly recommended
for preventing relapses.” However, little is known about the maintenance duration or the ef-
fects of the cessation of IST in NMOSD. Here we present the clinical characteristics of NMOSD
patients who had long-term remission but experienced relapses after the cessation of IST.

We retrospectively reviewed data from 69 patients with seropositive NMOSD who visited
our neurology clinic at a tertiary hospital from 2009 to 2018. The diagnosis was determined
according to the international consensus diagnostic criteria for NMOSD.? Patients were in-
cluded if they had 1) prolonged periods of remission (=3 years) with IST and then relapse
after the cessation of IST, or 2) long-term remission (=3 years) with no IST and relapse. We
evaluated the clinical characteristics of the enrolled patients.

Fifty-nine of the 69 patients experienced at least 1 prolonged period of remission, and 32
patients were in remission at the last follow-up. Ten (19.2%) of the 52 patients who experi-
enced clinical relapses after the cessation of IST or without IST (age at onset, 34.9£13.0 years,
meantSD) were finally identified: 3 of these patients refused to receive IST, 6 discontinued
their treatment by themselves, and 1 discontinued IST due to pregnancy after consulting with
a neurologist. The median duration of remission was 73.5 months (IQR, 57.8-91.8 months);
it was 66.0 months (IQR, 55.0-73.5 months) in seven patients who discontinued IST and
103.0 months (IQR, 91.0-143.0 months) in three patients who refused IST. The median du-
ration without IST of the seven patients who discontinued IST was 18.0 months (IQR 6.5—
26.5 months). All patients were positive for anti-aquaporin-4 antibody (AQP4-Ab) at their
diagnosis of NMOSD; four patients were still seropositive during the remission period, and
three experienced seroconversion. However, at the time of relapse after prolonged remission,
all patients were seropositive for AQP4-Ab. The details of the clinical relapses are presented
in Table 1.

The long-term use of IST as a preventive treatment is recommended in all patients with
NMOSD. However, there is no reliable evidence for whether or when to discontinue IST in
patients with NMOSD who remain stable over a long period.” Kim et al.* reported recently
that IST discontinuation may increase the risk of relapse in patients with seropositive NMOSD
who are in a sustained remission period. In line with that report, our study found that even
after long-term remission for >3 years, seven patients experienced relapse after the cessation
of IST. This finding indicates that despite a stable period, there is a potential risk of relapse
in patients with NMOSD who discontinue IST.

Most of our patients with long-term remission made their own decision to discontinue
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