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Figure 1 Contrast-enhanced lung CT findings Lung window
and mediastinum window showed a large mass in the left
pulmonary hilum, involving left lower lobe bronchia and
pulmonary vein (arrows indicate; Panel la, 1b). Lung window
and mediastinum window showed an irregular nodule in the left
lower lobe (arrows indicate; Panel lc, 1d).
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Figure 2 Optical ~ microscopy  findings Fiberoptic
bronchoscopic  brushing cytology showed tumor cells. HE
staining  x 400  Figure 3  Optical microscopy findings
Fiberoptic bronchoscopic biopsy of left lower lobe revealed
heterocellular infiltration in  bronchial =~ submucosa. HE
staining  x 100  Figure 4  Optical microscopy findings
Immunohistochemical staining (EnVision) x 100  Tumor cell
cytoplasm was positive for Syn (Panel 4a) and TTF-1 (Panel 4b).
Ki-67 labeling index was approximately 70% (Panel 4c).
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Table 1. Diagnostic criteria for SNN

16]

Diagnostic criteria

In a patient with a clinically pure SNN, a diagnosis of SNN is considered as possible if score > 6.50 point

Ataxia in the lower or upper limbs at onset or full development (3.10 point)

Asymmetrical distribution of sensory loss at onset or full development (1.70 point)

Sensory loss not restricted to the lower limbs at full development (2.00 point)

At least one SAP absent or 3 SAP <30% of the lower limit of normal in the upper limbs, not explained by entrapment neuropathy (2.80 point)

Less than 2 nerves with abnormal motor nerve conduction studies in the lower limbs (3.10 point)

A diagnosis of SNN is probable if the patient’s score is > 6.50 point and if:

The initial workup does not show biological perturbations or ENMG findings excluding SNN

And the patient has one of the following disorders: onconeural antibodies or a cancer within 5 years, cisplatin treatment, SS

Or MRI shows high signal in the posterior column of the spinal cord

A diagnosis of SNN is definite if dorsal root ganglia degeneration is pathologically demonstrated although dorsal root ganglia biopsy is not

recommended

SNN, sensory neuronopathy , &3 #1 £ TCH ; SAP, sensory action potential , &5t 8l /E HL {7 ; ENMG, electroneuromyography , #1 £ JULHL 5] 5SS,

Sjogren’s syndrome , T 125 & 1L
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Table 2. Diagnostic criteria for PNS'®

Diagnostic criteria

Definite PNS

A classical syndrome and cancer that develops within 5 years of the diagnosis of the neurological disorder

A non-classical syndrome that resolves or significantly improves after cancer treatment without concomitant immunotherapy, provided that

the syndrome is not susceptible to spontaneous remission

A non-classical syndrome with onconeural antibodies (well characterized or not) and cancer that develops within 5 years of

the diagnosis of the neurological disorder

A neurological syndrome (classical or not) with well characterized onconeural antibodies (anti-Hu, Yo, Ri, CV2/CRMP5, Ma2/Ta or

amphiphysin), and no cancer

Possible PNS

A classical syndrome, no onconeural antibodies, no cancer but at high risk to have an underlying tumor
A neurological syndrome (classical or not) with partially characterized onconeural antibodies and no cancer

A non-classical syndrome, no onconeural antibodies, and cancer present within 2 years of diagnosis

PNS, paraneoplastic neurological syndrome, &l Jf J £5 &5 fE . Classical syndromes included encephalomyelitis, limbic encephalitis (LE),
subacute cerebellar degeneration (SCD), opsoclonus-myoclonus syndrome (OMS), subacute sensory neuronopathy (SNN), chronic intestinal

pseudo-obstruction (CIPO), Lambert-Eaton myasthenic syndrome (LEMS) and dermatomyositis
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Treatment  options in

Comparison between the 2007 and the 2016 WHO classification of tumours of the central

nervous system (IV)

The 2007 edition

Embryonal tumours

Medulloblastoma
Desmoplastic/nodular medulloblastoma
Medulloblastoma with extensive nodularity
Anaplastic medulloblastoma
Large cell medulloblastoma

CNS primitive neuroectodermal tumour
CNS Neuroblastoma
CNS Ganglioneuroblastoma
Medulloepithelioma
Ependymoblastoma

Atypical teratoid/rhabdoid tumour

The 2016 edition
Embryonal tumours
Medulloblastomas, genetically defined
Medulloblastoma, WNT-activated
Medulloblastoma, SHH-activated and TP53-mutant
Medulloblastoma, SHH-activated and TP53-wildtype
Medulloblastoma, non-WNT/non-SHH
Medulloblastoma, group 3 (provisional)
Medulloblastoma, group 4 (provisional)
Medulloblastomas, histologically defined
Medulloblastoma, classic
Medulloblastoma, desmoplastic/nodular

Medulloblastoma with extensive nodularity

Medulloblastoma, large cell/anaplastic

Medulloblastoma, NOS

Embryonal tumour with multilayered rosettes, C19MC-altered

Embryonal tumour with multilayered rosettes, NOS (provisional)

Medulloepithelioma

CNS neuroblastoma

CNS ganglioneuroblastoma
CNS embryonal tumour, NOS
Atypical teratoid/rhabdoid tumour

CNS embryonal tumour with rhabdoid features (provisional)



