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Table 1 Diganostic criteria of autoimmune astrocytopathy
syndrome (AAS) ( = NMO)

Presence of (A) or (B) is required to satisfy the diagnostic criteria.
(A) long cord lesion (LCL) satisfying (a) or (b)
(a) Spinal MRI showing all of the following:
(1) Long-cord lesion ( > 3 segments length)
(2) Fully contiguous lesion
(3) Centrally located in acute or post-acute phase

(b) Spinal MRI showing segmental cord atrophy ( >3 segments
length)

(B) Anti-aquaporin-4 antibody positive
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Table 2 Algorithm of AAS (NMO) treatment (T.Saida, 2009)

A KGR CTOWRENES
(1) Steroid pulse 1,000 mg (500mg), for 3 ~ 5 days, X 1 or 2 times
A, AR THEM. #TH 3) RGBT 5.
EWIET 2 MOERERICHESDTHAOIEH, 2S5 14 HUHIZ (2) Z2RMET 5. & ICHEEOYE
(1) & (2) MBI PATERT 5.
(2) Plasma exchange for severe relapses
Start within 14 days (up to 30 days) after the relapse onset
Exchange 3.2 ~ 4 L/day by Asahi OP-08w
Exchange two times a week, for 4 ~ 7 times
4 [0l DOFEfE T RIS DN IGE & E A5 R E k3 5.
Immuno-absorption colum ZIKEIC L D BH LD HNVDL I E L DHAHH, REITR R,
(3) Start daily oral methylprednisolone, 40 ~ 30 mg/day
TFEMBAL VIR ERETH AL (4) 2 FREICHET 5.
(4) Start with one of the following oral immunosuppresive medicines
Azathiopurine > Tacrolimus > Mizoribine
BHRIE ZDOMITE WD, BERIFOMETH Y, JEFNCHE ) HH L ESR REBUIC—EDOHE ), &<
12 Azathiopurine Tl AR HIEBUZ6 H 22425, Tacrolimus (ZIMH i EE 2 %€ L 5~ 10 ng/m! % #3545,
(5) Gradual tapering of methylprednisolone dose
FEOHEDIESHVIE 2 A 2R TH O Z BT 5.

AT HA FHMFEEOIX D CIZHALRFAFREAF ORI L72dw, L F=vm 213 15 mg/H & ffifet & L,
w6 2 HERMT 5. 7L F=va Yy 15mg/HTEEU EHELZVIEH VI L mg/ B HOR—ATHET 5.
(6) Find an appropriate maintenance dose of corticosteroid and immunosuppressant for each patient.
Usual daily maintenance dose :
Azathiopurine 50 ~ 100 mg, Tacrolimus 3 ~ 5 mg, or Mizoribine 150 mg
Methylprednisolone 6 ~ 12 mg
B. RGHEOEMRIEH
Start (6)
C. ADWBHRTHLIIEERBL, MERITHID D, F723EMAH 54 (Break-through patients)
(1) Methylprednisolone Pulse therapy
(2) Plasma exchange
(3) Increase oral steroid dose
(4) Start Mitoxantrone monthly infusion therapy or Rituximab infusion therapy
WAL Z b iuE, Mitoxatrone MiIE 3 AIC 1M 5.

Mitoxantrone ##%5-t % 140 mg/m?2 (23 L 7 E TIXEB) % O FFili %2 L T Azathioprine, Cyclophosphamide,
Rituximab W NA~NOBITZ IR 5. @b 1UE 90mg/m2 THIFT 5.

(5) Start gradual steroid dose tapering after two month
(6) After stabilization, switch from Mitoxantrone to Azathiopurine
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Abstract
Treatment of NMO

Takahiko Saida, M.D., Ph.D.
Kyoto-Miniren Central Hospital

The commonly used clinical diagnostic criteria for NMO still requires the presence of clinical episodes of both
optic neuritis and myelitis. We believe this criteria has disadvantages for making early diagnosis in patients who
fail to meet the criteria yet have the same disease process. Therefore we propose a simple new criteria which re-
quires one of the following two: (1) centrally located, fully contiguous long spinal cord lesion (LCL) extending three
or more spinal segments length or long segmental spinal cord atrophy and (2) presence of specific antibody to
aquaporin-4 (AQP4). We also propose a new naming “autoimmune astrocytopathy” for such patients, since the
autoimmune destructive process against astrocytes is the characteristic common underlying mechanism, the ma-
jority of patients show the clinical brain symptoms, and anti-AQP4 antibodies are frequently, but not exclusively,
associated. The reanalysis of Japanese interferon B-1b clinical trial data failed to show efficacy in patients meeting
the diagnostic criteria for multiple sclerosis and showed MRI evidence of LCL. Although there is no evidence-
based guideline for NMO, expert opinions generally agree with the treatment strategy. My treatment algorithm is
shown in the table. At acute exacerbation, high-dose steroid infusion is the choice. If two cycles of infusion treat-
ment fails to show recovery, plasma-exchange treatment should be initiated quickly. Medium dose oral steroids
are started immediately after the end of high dose steroid infusion therapy. In moderate to severe activity cases
additional usage of one of the immunosuppressants, Mizoribine, Tacrolimus, or Azathiopurine is quite useful, and
the immunosuppressive effects on NMO are higher in this order, but the safety is higher at the opposite order.
Therefore, selection of one of immunosuppressants should be made on individual basis and slow achievement of
the immunosuppressive effects should be kept in mind especially in case of Azathiopurine. If any of these im-
munosuppressants are not successful in inducing stable state, then Mitoxantrone or Tituximab is the choice. The
monthly infusion of former drug usually stablizes the disease activity quite quickly, but treatment duration is lim-
ited due to it’s cardiotoxicity. Rituximab is also quite powerful in stabilizing the activity, but there still exist some
non-or poor responder to this medicine, and insurance coverage is not expected for MS or NMO in Japan. Cyclo-
phosphamide infusion is also an alternative choice for very difficult cases. Physicians working on NMO treatment
in Japan are very much hoping the initiation of well controlled clinical trials in order to treat our patients with
more scientific strategy based on evidences.

(Clin Neurol, 49: 902—905, 2009)
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