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Introduction

» Pediatric autoimmune neuropsychiatric disorder
assoclated with Streptococcus infections
(PANDAS), a subset of pediatric acute-onset
neuropsychiatric syndrome (PANS), Is
characterized by new onset neuropsychiatric
symptoms temporally associated with
Streptococcus infection.

« Some patients with PANS/PANDAS have also
been found to have antibody deficiency (IgG, IgA
and vaccine antibody to Streptococcal
pneumoniae).

 However, PANDAS In patients with common
variable immunodeficiency (CVID) has not been
previously reported.

Case Description

A l6-year-old male with CVID and psoriasis was
diagnosed with PANDAS at 9 years-old after a
febrile illness with group A streptococcus
Infection.

* Glven his ongoing severe neuropsychiatric
symptoms including obsessive compulsive
disorder, he transitioned from intravenous
Immunoglobulin (IVIG) dosing for CVID to a
higher-dose (2 gram/kg/month) for the treatment
of PANDAS. He did not have additional major
Infections, and after approximately a year of
higher-dose IVIG treatment, his neuropsychiatric
symptoms of PANDAS improved.

Evaluation

CBC with differential Normal except for WBC

_ Absolute CD3 1278 570-2400 cells/uL
3.9 mildly decreased
: Absolute CD4 678 430-1800 cells/uL
g G 1921 - on high dose 540-1822 mg/dL
IVIG for PANDAS Absolute CD8 517 210-1200 cells/uL
IgA 14 (low) 63-484 mg/dL Absolute Natural Killer Cells 28 (low) 78-470 cells/uL
IgM 83 22-240 mg/dL Absolute CD19 226 91-610 cells/uL
IgE <21 2-537 1U/mL Absolute CD45RA 420 150-870 cells/uL
Natural Killer NK Lytic Units 0.2 (low) =>=1.0
Absolute CD45RO 295 190-1050 cells/uL

Function - decreased NK Cell

function Table 2. Lymphocyte Enumeration by Flow Cytometry

Table 1. Immune Lab Evaluation

Additional Evaluation Result
Complete Metabolic Panel Normal

Reference Range

Naive & Memory B Cell Panel lelrlnﬂ Range

CD19+ B Celis 110 - 450 cells/uL EQR 9 0-15 mm/h
CD20+ 229 110 - 450 celis/uL CRP <0.20 0-10 MG/L
Total Memory CD27+ 33 23 - 110 cells/ul Hepatitis C Antibody Non-Reactive
Non-Switched CD27+IgD+IgM+ -
on-switehe guTie 3 S - 46 cells/ul Hepatitis B Antigen Non-Reactive
Class-Switched CD27+IgD-IgM- 3 (low) 11 - 61 cells/uL
Transitional CD38+IgM+ 11 1-17 cellsiul Hepatitis B Antibody 608.8 >12 mlU/mL protective
Plasmablasts CD38+IgM- 0 (low) 1 -8 cells/ul CT Chest, Abdomen, Pelvis Normal without evidence of malignancy,
with IV Contrast hepatosplenomegaly, or lymphadenopathy
Activated CD21low CD38- 6 3 - 26 cells/uL

Table 3. Naive & Memory B Cell Panel Evaluation Table 4. Additional Evaluation Including Labs and Imaging

Next Steps in Evaluation and Management:

» Obtaining genetic testing to evaluate for underlying genetic defects and for consideration of
targeted medical therapy

» Collaborating with rheumatologist who is managing PANDAS and consideration of
decreasing high dose IVIG when able

» Using multidisciplinary approaches, including cognitive behavioral therapy and/or
pharmacologic therapy, to best treat the patient’s residual neuropsychiatric symptoms

DisScussion

The prevalence of PANDAS in children with
CVID is unclear. The mechanism of IVIG In the
treatment of PANDAS has not been elucidated.
Mechanisms may involve the binding and
neutralization of autoantibodies by anti-idiotypic
antibodies, and also the eradication and
prevention of Streptococcal infection.

PANDAS should be considered on the differential
for patients with CVID and antibody deficiency
who develop new onset or suddenly worsening
neuropsychiatric symptoms in the setting of an
acute upper respiratory tract infection.

Prompt diagnosis, timely treatment of an
underlying streptococcal infection, and
appropriate doses of IVIG, especially in patients
with Immunodeficiency, may prevent the
development of severe PANDAS and improve
the quality of life of patients.
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