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NMO Criteria (2006)




Tiéu chuan chan dodn NMO

Dinh nghia NMO

Two Absolute criteria:

1) Optic Neuritis SZ:g‘r;fgrﬁ?EaLlETM)
2) Transverse Myelitis

And at least 2 of 3 supportive criteria

1) Presence of continuous spinal cord MRI lesion extending over
three or more vertebral segments.

2) MRI brain not satisfying diagnostic criteria for Multiple
Sclerosis.

3) Aquaporin-4 antibody present in serum.




NMO Spectrum Disorder

Optic neuritis OR Transverse myelitis
AND presence of aquaporin- 4 antibodies in blood

Triéu chirng, test chan dodn va diéu tri NMO va
NMOSD rat giong nhau hay twong tu va thuong goi
chung la NMOSD




Tai sao tiéu chuan chan doan 2006
khong day du trong nam 2014 ?




1 Discovery of NMO-1gG

- NMO can be recognized reliably at an earlier point
 Limited versions of NMO

- recurrent myelitis or recurrent optic neuritis

.l Brain lesions may occur

- may be the presenting manifestations

- may be highly suggestive or diagnostic

1 Co-association of other autoimmune conditions

- Do they exclude NMO




International Panel for NMO Diagnosis
(IPND)

Convened October, 2011
Co-chairs: Dean Wingerchuk

Brian Weinshenker

REVISED DIAGNOSTIC CRITERIA:
NMOSD with AQP4-IgG




Nguyén tac dong thuan ban dau IPND

Chdn dodn 1am sang
AQP4 antibodies
Khong du (Not sufficient)
False positives

Population-based study of MS-like ilIness: clinical NMO
0.2%; CBA+ 0.3%; ELISA+ 0.7% (Pittock et al. 2014
JAMA Neurol.doi:10.1001/jamaneurol.2014.1581)
Khong doi hoi (Not required)
Suw khac biét gitra seronegative va seropositive ranh gioi
rdt thdp
Sir dung bang chirng c6 thé dung dwoc tot nhit va dong thudn
cua hoi thao




ong phap
embers from 9 countries

6 Working Groups Specific charges relevant
to NMO diagnosis




IPND Methods
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NMOSD
Clinical
Diagnosis




Két qua:
Nomenclature (thudt ngir)
NMOSD: thudt ngir thong nhat (unified term)
Phan fang tinh trang huyét thanh
- NMOSD with AQP4-1gG
- NMOSD without AQP4-1gG (or testing unavailable)

- Allows for future revisions

e.g. discovery and validation of other antibodies
assoclated with NMOSD clinical phenotype




Diagnostic Critetia for
Neuromyelitis Optica 2014




Tiéu chuan stra doi:
NMOSD AQP4-1gG (+)

Doi hoi (Requirements):

. At least 1 core clinical characteristic (it nhdt mot
trieu chung lam sang dac trung)

. Positive test for AQP4-1gG

. No better explanation ((khong thé gidi thich tot hon)

- Clinical and MRI red flags (ddu hiéu b&o hiéu lam
sang va MRI)




Core Clinical Characteristics
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C neuritis

Acute myelitis
Area postrema syndrome: nausea/vomiting/hiccups
Other brain stem syndrome

Sym
Syne
Sym

ptomatic narcolepsy or acute diencephalic
rome with MRI lesion(s)

ptomatic cerebral syndrome with MRI lesion(s)




Revised Diagnostic Criteria:
NMOSD with AQP4-1gG

Requirements Core Clinical Characteristics
« At least 1 core clinical * Optic neuritis
characteristic . Acute myelitis

« Positive test for AQP4-1gG

* No better explanation
« Clinical and MRI red flags

Area postrema syndrome:
* nausea/vomiting/hiccups

Other brain stem syndrome

« Symptomatic narcolepsy or
acute diencephalic syndrome
with MRI lesion(s)

« Symptomatic cerebral

syndrome with MRI Iesionlsi



The area postrema is a medullary structure in the brain that controls
vomiting. Its privileged location in the brain also allows the area

postrema to play a vital role in the control of autonomic functions by
the central nervous system (vi tri ddc quyén trong ndo)
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T1éu chuan sua dorn:

JSD AQP4-1g (-) hay khong co xét nghi




At least 2 core clinical characteristics all satisfying:
- 1 of ON, myelitis, or area postrema syndrome
- Dissemination in space (lan toa theo khong gian)
Isolated recurrent ON or recurrent TM do not qualify
- Additional MRI requirements (doi hoi MRI)

AP syndrome: dorsal medulla lesion (area postrema)
Myelitis: LETM
ON: normal brain MRI OR >1/2 ON OR chiasm lesion
- Negative test(s) for AQP4-1gG using best available
assay, or testing unavailable
No better explanation for the clinical syndrome
(khdng giai thich phu hop hon cho héi chirng lam sang)




Revised Diagnostic Criteria:
NMOSD without AQP4-Ig (or unavailable)

« At least 2 core clinical characteristics all satisfying:
- 1 of ON, myelitis, or area postrema syndrome
+ Dissemination in space
+ Isolated recurrent ON or recurrent TM do not qualify

- Additional MRI requirements
+ AP syndrome: dorsal medulla lesion
+ Myelitis: LETM
+ ON: normal brain MRI OR >1/2 ON OR chiasm lesion

- Negative test(s) for AQP4-IgG using best available
assay, or testing unavailable

* No better explanation for the clinical syndrome




Red Flags: Clinical and Laboratory

Clinical course/lab more typical of MS or other pathology
Progressive course

Rapid nadir (infarction)

Continual worsening more than 4 weeks from onset
Partial TM without LETM

CSF oligoclonal bands

Comorbidity, established or suspected, that mimics NMOSD
Sarcoidosis

Cancer (lymphoma or CRMP-5 associated ON/myelopathy)
Infection with potential neurologic involvement (e.g., HIV, syphilis)




ON and Splnal Cord MRI Lesions
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Diencephalic MRI Lesions
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Cerebral




Red Flags:
Radiology
Brain
- “MS-typical” lesions
“Dawson’s fingers”
adjacent to lateral ventricle temporal lobe
Juxtacortical lesion(s)
Cortical lesion(s)

- Suspicious of other pathology

Lesion(s) with persistent (>3 months) gadolinium
enhancemen




Spinal Cord

- MS-typical
Short cord lesion(s)
Predominantly (>70%) peripheral cord on axial T2
Asymptomatic cord lesion(s)

Diffuse, indistinct T2 signal change (longstanding or
progressive MS) (lan da, tin hiéu thay doi trén T2 mo)

- Suspicious of other pathology
Persistent (=3 months) gadolinium enhancement
“Tractopathy ” (e.g., paraneoplastic disorder)




Pediatric NMOSD

Tiéu chuan giong NMOSD ngueoi l6m
Can than: LETM trong MS #ré em

Anh huéng trén ndo nhiéu hon
(Greater incidence of cerebral presentations)




Opticospinal MS
Quan trong vé mdt lich sir

Confusing terminology a form of MS versus NMO
versus something unique?

Similarly defined in Asia, patients have the same disease
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“Superseded’” terminology (thudt ngir “thay the




Tom tat

. NMOSD thuéat ngir thong nhat cho NMO/NMOSD
. AQP4-1gG Seropositive: doi hdi it nhat 1 trong 6 triéu
chig trung tam (core clinical characteristics)
. AQP4-1gG Seronegative hay khong thuc hién duoc
(Unavailable):
it nhat 2 triéu chiig trung tam

+ ON, acute myelitis hay area postrema syndrome

+ MRI

+ |lan toa theo khong gian (Dissemination in space)




KET LUAN

Neuromyelitis optica bénh mat myelin riéng biét co tiéu
chuan chan doan chinh xac

Nhan khau hoc (Demographic) va bénh st tién doan tai
phat (predict relapses )

Phong ngtra tal phat(Relapse prevention) doi hoi broad-
spectrum or B-cell-specific Immunosuppression
(trc ché mién dich hang loat hay chuyén biét té bao B)







