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Abstract

We present a case of a 47-year-old female patient with a history of diagnosed
Kikuchi disease and autoimmune hepatitis 13 years ago who presented with re-
current fevers and a desquamative rash on the lower extremities. Computed to-
mography neck showed enlarged lymph nodes, and with her daily fevers and skin
rashes the presentation was concerning for recurrence of her Kikuchi disease.
The patient was also found to have an elevated anti-smooth muscle antibody titer,
and subsequent liver biopsy confirmed the diagnosis of autoimmune hepatitis.
She was started on methylprednisolone with improvement. Our case emphasizes
the association of Kikuchi disease with autoimmune conditions other than sys-
temic lupus erythematosus. Given the recurrence of the disease after a decade
of quiescence, long-term follow-up of patients with Kikuchi disease should be
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1 | BACKGROUND

Kikuchi's disease (KD) is a rare, benign disease that is
characterized by fever and localized lymphadenopathy,
and its association with autoimmune diseases has been
reported. KD has been reported throughout literature with
a close connection to SLE,L2 among other autoimmune
diseases. We report a case of recurring KD, originally in
remission for several years, along with a concomitant flare
up of biopsy proven autoimmune hepatitis (AIH).

2 | CASE PRESENTATION

A 47-year-old Hispanic female patient with a history
of KD diagnosed 13years ago presented with recurrent

autoimmune hepatitis, kikichi disease, steroids

fevers, desquamative rash on the legs, and diffuse ar-
thralgias. She reported daily fevers previously. One week
prior to her presentation, she developed abdominal pain
associated with nausea, anorexia, and dark urine. Vital
signs on arrival were unremarkable without evidence of
hypotension, tachycardia, or hypoxia. Physical examina-
tion was significant for a desquamative rash on her thighs
bilaterally with no clinical lymphadenopathy. Infectious
work up including chest X-ray, urinalysis, complete blood
count, and blood cultures were unremarkable. Further
laboratory results revealed an elevated AST 241units/L,
ALT 277 units/L, and ALP 118 units/L (normal 3 months
earlier). Autoimmune work up only showed weakly posi-
tive ASMA with titers of 1:40 while ANA, anti-dsDNA,
anti-SSA/SSB were negative. Ultrasound of the abdomen
showed cholelithiasis without cholecystitis or hepatic
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FIGURE 1 (A,B): Axillary lymph node biopsy showing cortical and paracortical areas of necrosis with lymphocyte phagocytosis shown

on the stain, many histolytic collections with some plasma cells, and eosinophils. (C): Liver biopsy showing plasma cells and fibrosis,

consistent with autoimmune hepatitis

steatosis. CT neck showed a 1.8 cm right submandibular,
1.6 cm left submandibular, subcentimeter submental and
supraclavicular lymph nodes. Her lymphadenopathy with
daily fevers, skin rash, and joint pain was concerning for
recurrence of her KD. Given her elevated liver function
tests, there was also concern for concomitant acute ATH.
Patient then underwent liver biopsy which confirmed
AIH. Patient was subsequently started on IV methylpred-
nisolone 1 mg/kg with improvement in her liver function
tests along with her fevers and arthralgias. She was started
on azathioprine 50mg PO at discharge and continued to
follow-up in rheumatology and liver clinic as outpatient
for management of her disease. She began to have symp-
tomatic improvement after about 4-6 months on the
medication.

The patient had a known history of AIH associated
with KD, which was diagnosed 13 years ago via liver biopsy
and axillary lymph node biopsy, respectively (Figure 1).
Work up at the time of diagnosis was negative for ANA,
anti-dsDNA, anti-Sm, anti-RNP and positive for elevated
liver enzymes. She was started on corticosteroids and
azathioprine, which was self-discontinued after 8years.
Her symptoms only began to reappear after 1-2years off
medication.

3 | DISCUSSION

The extranodal symptoms of KD are uncommon and di-
verse including skin rash, night sweats, weight loss, head-
ache, cough, and abdominal pain.3 The disease resolves
spontaneously in weeks to months, but in some cases, it
may have systemic involvement or evolve to SLE."**° A
definite diagnosis of KD is based on characteristic path-
ologic findings on biopsy that differentiate this disease
from others such as lymphoma, and infectious lymphad-
enopathy. Characteristic histopathologic findings include
necrotic and thrombotic blood vessels. The karyorrhectic

foci are formed by different cellular types, predominantly
histiocytes and plasmacytoid monocytes, but also immu-
noblasts and small and large lymphocytes.’

The recurrence of KD is rare. There have been more
recent reports of recurrence rates as high as 13% in an
Asian population in Korea.® In a study by Jung et al, 54
patients (11.3%) experienced 1-4 recurrent episodes of
KD each. The initial recurrence occurred within a mean
duration of 6 months (range: 1 month to 6years). Patients
with recurrent KD were more likely to have extranodal
symptoms and lymphopenia. Although the etiology of KD
recurrence is unknown, certain viral infections have been
hypothesized to be among the triggers for KD relapse.’

Patients with KD showing progression to autoimmune
diseases were more likely to have fever, common extran-
odal symptoms, a higher recurrence rate, and a higher
ANA positivity rate at KD diagnosis.® Hepatosplenomegaly
was present in 18% of patients of KD’ with few cases
having clinically diagnosed AIH. Our case had biopsy
proven AIH without clinical and laboratory findings
of SLE. In addition, our case had recurrence of symp-
toms of KD after 9years which improved after starting
corticosteroids.

4 | CONCLUSION

KD is a rare condition, and it should be considered in dif-
ferential diagnoses of tender lymphadenopathy, especially
lymphadenopathy localized to the cervical region and re-
current fever with ATH. Although the disease takes a self-
limiting clinical course in most cases, we reported a case of
KD with a prolonged relapse of 10years. Our case empha-
sizes the association of KD with autoimmune conditions
other than SLE. Full recovery with a good response to
corticosteroid regimen was achieved after the recurrence;
therefore, considering the recurrence of KD, long-term
follow-up of patients with KD should be implemented.
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