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Clinical characterization and prognostic analysis of dipeptidyl - peptidase - like protein 6

antibody-associated encephalitis
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[Abstract] Objective: To analyze the clinical characteristics of patients diagnosed with dipeptidyl-peptidase-like protein 6(DPPX)
antibody -associated encephalitis. Methods: A retrospective analysis was conducted on five patients with DPPX antibody - associated
encephalitis admitted to the Nanjing Brain Hospital Affiliated to Nanjing Medical University between January 2016 and February
2025. Clinical characteristics, electroencephalography (EEG) , magnetic resonance imaging (MRD) findings, and outcomes were
reviewed. Results: All five patients were male, aged from 14 to 56 years. All patients tested positive for DPPX antibody in serum, with
titers ranging from 1:100 to 1:10. One patient also tested positive for serum contactin-associated protein-like 2(CASPR2) antibody.
Cerebrospinal fluid (CSF) DPPX antibody were negative in four patients, and positive in one patients with the titer 1: 1. Two patients
presented with behavioral abnormalities, one with seizures, and one with memory impairment. The patient with concurrent anti-DPPX
and anti-CASPR2 antibodies presented with multifocal migratory myoclonus. Brain MRI was normal in four patients, while one patient’s
brain MRI indicated an abnormal signal in the bilateral temporal lobe. EEG of the patient with seizure onset showed heavy background
abnormalities, accompanied by frequent sharp waves and sharp-slow waves in the left anterior temporal region. Conclusion: DPPX
antibody -associated encephalitis is characterized by heterogeneous clinical presentations, which may complicate early diagnosis and
differential diagnosis. Although immunotherapy demonstrates therapeutic efficacy, the disease remains susceptible to relapse.
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Table 1 Clinical characteristics of five patients with DPPX antibody-associated encephalitis
Characteristic Case 1 Case 2 Case 3 Case 4 Case 5
Age(years) 32 14 33 17 56
Sex Male Male Male Male Male
Onset to 10 days 20 days 4 years(diagnosed with viral 10 days 7 months
diagnosis encephalitis for 4 years)
Onset mode Acute Acute Acute Acute Subacute
Initial symptoms Seizure Psychiatric Psychiatric disturbances Headache Amnesia
disturbances
Other symptoms Amnesia Amnesia, Fever, amnesia, confusion, Migrating Ataxia, seizure,
confusion seizure, headache, con- myoclonus confusion, sleep
sciousness disturbance disorder
MRI Normal Normal Normal Normal Increased signal in
bilateral temporal
lobe
EEG Severe Normal (DNormal; Normal Normal
diffuse @Mild diffuse polymorphic
polymorphic slowing;
slowing 3 Mild diffuse polymorphic
slowing
CSF WBC Normal @M WBC 78/mm’, normal Normal Normal WBC,
32/mm’, WBC, protein; WBC and protein 59 mg/dL
normal protein @ WBC 20/mm’, normal protein
protein 63 mg/dL. protein;
@ WBC 19/mm’, protein
71.2 mg/dL.
DPPX antibody CSF(-), CSF(-), CSF 1:1,blood 1:10 CSF(-), CSF (=), blood
titer blood 1:100 blood 1:100 blood 1:100 1:32
Other antibody (-) Anti-TPO> Anti-TPO:126.3 U/mL, Anti-CASPR2 (=)
600 U/mL, anti-TG:63.2 U/mL 1:10
anti-TG
345.03 U/mL
Treatment 1G,MP,AED 1G,MP 1G,MP 1G (twice) ,MP, MP(twice ), MMF,
CZP,VPA AED
Tumor (=) (=) (=) (=) (=)
mRS
Initial 3 5 2
Last follow-up 1 2 2
Follow-up period 60 65 108 40 72

(months)

(DJanuary 6,2016; @March 26, 2019; @)November 29, 2019; CSF: cerebrospinal fluid; EEG: electroencephalography s WBC: white blood cell;
anti-TPO: thyroid peroxidase antibody; anti-TG: thyroglobulin antibody; mRS: modified Rankin scale; IG: immunoglobulin; MP: methylprednisolone;

AED: antiepileptic drugs; CZP: clonazepam; VPA: valproic acid.
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