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Purpose
1.

Describe the clinical presentation of KikuchiFujimoto Disease (KFD).
2. Recognize KFD as a potential uncommon cause of
cervical lymphadenopathy.
Introduction
1. Kikuchi Fujimoto disease (KFD) is a benign, self-limiting disease more
commonly seen in Asia with a few clinical reports in the United States.1,2 The
etiology of KFD is poorly understood, with many proposed hypotheses
including genetic, infectious, and autoimmune.
2. Presenting symptoms include a triad of tender cervical lymphadenopathy,
headache, and low-grade fever.1,3 Laboratory studies yield variable and
nonspecific findings such as elevated erythrocyte sedimentation rate, mild
leukopenia, atypical lymphocytes, and anemia. The imaging finding are nonspecific.2,4
3. Definitive diagnosis is achieved by excisional biopsy and histopathological
examination of the lymph node. KFD tends to be a self-limiting process, with
complete resolution of symptoms in 1- 4 months. The treatment should be
aimed at symptomatic relief.1,2
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Case Report

Discussion

Clinical Presentation
1. 34 year old previously healthy Guatemalan female presented with
a 1 week history of left neck pain, swelling, severe headaches,
otalgia, fatigue, fevers to 38.3°C (101.0°F), and night sweats.
1. Positive PPD years prior with successful completion of isoniazid therapy.
2. Emigrated from Guatemala at age of 19 years.
3. No recent history of travel or sick contacts.
2. Physical Examination revealed tender, firm but mobile cervical
lymphadenopathy at levels 2, 3, and 5.

1. KFD has been reported to have a female predominance of 4:1 and is more
commonly seen in those less than 40 years old.4 It more commonly occurs in
Asia, with rare reports in Europe and the western hemisphere.1
2. KFD mimics numerous processes including infection, autoimmune disease
and malignancy.3
3. KFD classically presents as tender unilateral posterior cervical
lymphadenopathy, advancing over 2-3 weeks, with low grade fever.
1. Less commonly reported symptoms include fatigue, joint pain, upper
respiratory symptoms, oral ulcers, hepatosplenomegaly, vomiting, nausea,
night sweats, weight loss and varying dermatologic manifestations.4
2. Laboratory studies are usually unremarkable in patients with KFD.1,2,3,4
1. Elevated ESR or CRP and mild leukopenia are the most common
findings.
2. Anemia, thrombocytopenia and elevated serum concentrations of
aminotransferases have been reported.
3. The autoimmune panel of ANA IgG, Rheumatoid Factor, CCP AB IgG,
Anti DsDNA, C3/C4 complement, SSA antibody, p-ANCA and c-ANCA
tends to be negative.
3. Imaging studies show non-specific cervical lymphadenopathy ranging
from 0.5 cm to 4.0 cm in diameter.2,3
4. KFD is diagnosed on the basis of an excisional biopsy and histological
examination of the affected lymph nodes. Characteristic appearance on
histology is patchy or irregular involvement of the paracortical areas with
varying degrees of apoptotic necrosis with profuse karyorrhectic debris
(comprised of histocytes, plasmacytoid monocytes with immunoblasts and
CD8+ T cells) that can distort the normal architecture.3,5
5. KFD is a self-limiting condition that resolves within 1 to 4 months of onset
with a recurrence rate of 3-4.2%. The majority of cases resolve without
treatment. Therapy is aimed at providing symptomatic relief of fever and
tender lymphadenopathy including administration of antipyretics and
analgesics.

Laboratory Findings
1. Mild leukopenia with no evidence of anemia, thrombocytopenia, or liver
dysfunction.
2. No abnormal findings on autoimmune panel.
3. Negative PPD.
Imaging
1. Neck computed tomography (CT) with IV contrast) showed left
hyperenhancing lymphadenopathy involving left level 2, 3, 4, and left
supraclavicular regions in addition to non-enlarged hyperenhancing small
left level 5 lymph nodes (Figure 2).
Biopsy of deep left cervical lymph node level 2
1. Gross specimen showed gray, friable, enlarged lymph nodes.
2. Histologic examination revealed paracortical areas of sterile necrosis with
abundant histiocyte and karyorrhectic debris (Figure 1). In the absence of
laboratory abnormalities, this histologic pattern was deemed consistent with
KFD.
Treatment
1. The patient received supportive care and reported complete resolution of all
symptoms two months after initial presentation.

Conclusions
1. KFD is an uncommon condition in the United States, presenting with
cervical lymphadenopathy, headaches, and fever with nonspecific laboratory
studies and imaging.
2. Although rare, KFD should be placed on the differential list for patients
presenting with tender cervical lymphadenopathy, headache, and fever.
3. While more often seen in Asians, KFD can still occur even if the patient does
not fit these demographics as seen in this case.
4. Prompt diagnosis with excisional biopsy and histological examination is
necessary because clinical presentation of KFD resembles other processes
including malignancy, infections and autoimmune diseases. This will
influence the treatment course, minimize unneeded or potentially harmful
laboratory evaluations, and provide reassurance to the patient regarding the
benign nature of the disease.
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Figure 1. Microscopic examination of excised lymph node. A focus of necrosis is
visible at 100X (A) and histiocytes with karyorrhectic debris are visible at 400X (B).
Hemotoxylin and eosin.

Figure 2. Contrast-enhanced CT images of the neck. Axial views (A, B) and coronal
views (C) show enlarged, hyperenhancing left lymph nodes (arrows).
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