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Kikuchi-Fujimoto disease (KFD) is a histiocytic necrotizing lymphadenitis that was first
described in Japan in 1972. It is most commonly seen in women younger than the age of
30 years. The typical presentation includes cervical lymphadenopathy, fever, and cutaneous
rash. Less often, KFD can present with axillary and mesenteric lymphadenopathy, spleno-
megaly, parotid gland enlargement, arthralgia, myalgia, and interstitial lung disease. Di-
agnosis of KFD is made when a lymph node biopsy shows necrotizing lymphadenitis with
karyorrhexis and absence of granulocytes. The etiology of the disease is unknown, but an
autoimmune or a postinfectious process has been proposed. Parvovirus 19, hepatitis B,
HTLV-1, and toxoplasma are believed to be associated with KFD.! The disease is self-
limiting. In rare cases, neurologic complications including meningoencephalitis, cerebellar

ataxia, encephalitis with CNS lesions, and most commonly aseptic meningitis have been
described.' ™

We report here, a case of focal weakness and associated subcortical CNS lesions in a patient
with Kikuchi-Fujimoto disease.

Case presentation

This is a 29-year-old Hispanic woman with a recent diagnosis of Kikuchi-Fujimoto disease who
presented with weakness in her left upper extremity. She initially presented with a 2- to 3-month
history of generalized arthralgia, fever, and cervical lymphadenopathy. She was found to have an
elevated AST (619), ALT (438), and Alk Phos (131 with peak of 229 at day 9). Hepatitis Bc
IgM was positive, whereas hepatitis Bs and Be antigens and antibodies were negative. Both
infectious disease and hepatology consultants agreed that the hepatitis Bc IgM finding was false
positive, given that liver function testing was inconsistent with acute hepatitis B. Hepatitis A,
hepatitis C, HIV, T-Spot, sputum AFB culture, parvovirus, cytomegalovirus PCR, and cyto-
megalovirus IgM were negative. Antinuclear antibody, rheumatoid factor, and mitochondrial
and smooth-muscle antibody were also negative. Cervical lymph node core biopsy and excision
was performed, which demonstrated necrotizing lymphohistiocytic proliferation. Cervical
lymph node excision ruled out evidence of infection or malignancy. A bone marrow biopsy
showed slightly hypocellular bone marrow with trilineage hematopoiesis (no increase in blasts
or atypical lymphoid infiltrates). Fungal culture of needle aspiration was negative. Given the
patient’s age, presence of multifocal lymphadenopathy, fever of unknown origin, and non-
specific autoimmune serology, she was diagnosed with KFD. She was treated with oral pred-
nisone 40 mg once a day for S days (2 doses inpatient and 3 outpatient) only because of
persistent generalized arthralgia. A week later, she presented again with 7 days of progressive
distal left upper extremity weakness with 0/5 finger extension weakness. No evidence of
cognitive, cerebellar, sensory, or gait impairment was found.
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Neurologic evaluation

At the time of her second presentation, she had recovered from
previous systemic symptoms of arthralgia, fever, and pain. Her
transaminitis was improved (AST-50, ALT-SS, and Alk Phos-
129). MRI of the brain with and without contrast on admission
showed a 3.5 cm AP x 3.0 cm transverse heterogeneous lesion in
the right basal ganglia and a smaller enhancing lesion in the left
caudate (figure 1) with evidence of hemosiderin deposition and
partial diffusion restriction (figure e-1, linkslww.com/NXI/
A230). MRI of the cervical spine demonstrated persistent
lymphadenopathy compared with previous CT of the neck with
no cord evolvement. MRI angiography (MRA) of the head and
neck was negative for evidence of an occlusion or vasculitis.
There was no previous brain imaging for comparison. Lumbar
puncture demonstrated 45 mg/dL glucose, 40 mg/dL protein,
4/mcL nucleated cells with 80% lymphocyte predominance,
1.06 IgG index (normal <0.66), 0 oligoclonal bands, and acel-
lular cytology. HSV, VZV, and EBV PCRs of the CSF were

Figure 1 Evolution of MRI of the brain with contrast over 4
months
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MRI of the brain on admission (A and B) demonstrated lesions in the right
basal ganglia (long arrow) and left caudate (short arrow). Imaging after 1
week (C and D) shows a decrease in the size and enhancement of the lesions.
Repeat imaging 4 months (E and F) after the onset demonstrates near res-
olution of the lesions.
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negative. The MR spectroscopy findings were normal. Her
strength improved with physical and occupational therapy. No
immune modulating therapy, steroids, or antibiotics were given
during her second presentation. Procurement of a biopsy was
considered; however, repeat MRI of the brain obtained 1 week
after the one on admission showed a reduction in enhancement
and T2 flare of the lesions (figure 1). Given the patient’s clinical
and radiographic improvement, a decision was made for con-
servative management with outpatient observation and occu-
pational therapy. At 4 months of follow-up, there was near
complete resolution radiographically and clinically (figure 1).

Discussion

The patient’s presentation is considered to be an atypical
complication of Kikuchi-Fujimoto disease. Although no brain
biopsy was performed, this was a diagnosis of exclusion based
on age, risk factors, resolution of the brain lesions, and previous
diagnosis of KFD. A vascular etiology was unlikely because she
had no risk factors for stroke, had atypical imaging of the brain
lesions, rapid resolution of the lesions, and there were no
vascular abnormalities on the MRI of the head and neck.

A demyelinating disorder was considered because of age, sex,
and acute neurologic change with associated lesions. The
presence of hemorrhage, lack of oligoclonal bands in the CSF,
and rapid resolution without treatment is atypical of a de-
myelinating disorder but has been noted in rare cases. No
metabolic or toxic sources were identified. There was a sig-
nificant concern for malignancy beause of the heterogenicity
of the lesion. The resolution of the lesion without in-
tervention would be inconsistent with a malignancy. Given
the recent diagnosis via cervical node biopsy, knowledge that
KFD can lead to CNS involvement, improvement in the le-
sion without treatment, and rapid resolution, the lesion is
a presumed complication of Kikuchi-Fujimoto disease.”

The unique aspect of this single case is the resolution with
supportive management because she did not receive steroids
or immunomodulating therapy since the onset of her weak-
ness. This suggests that, in some cases, the CNS lesions of
KFD may resolve with supportive care. However, patients
with KFD and CNS lesions should still obtain a thorough
workup because the disease process is not fully understood
and the diagnosis in this case was one of exclusion.
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