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ABSTRACT

Kikuchi-Fujimoto disease, also called necrotising histiocytic lymphadenitis, is a rare disease of usually benign outcome. A case
of a 21-year female is reported here. She presented with high grade fever and cervical lymphadenopathy. She was started on
anti-tubercular treatment (ATT) with suspicion of tuberculous lymphadenitis as she had very strong history of tubercular (TB)
contact. Kikuchi-Fujimoto disease was diagnosed after cervical lymph node biopsy, thus ATT was stopped. She was treated with
oral steroids and complete recovery was made. Of significant note, two of patient’s siblings were treated for pulmonary TB,
because of which she had strong history of direct TB contact. Although a few cases of Kikuchi-Fujimoto disease have been
reported in Pakistan, this is first case being reported in setting of very strong positive history of TB contact.
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INTRODUCTION

Kikuchi-Fujimotodisease (KFD), alsoknown as histiocytic necro-
tising lymphadenitis, is a rare, self-limiting condition charac-
terised by regional lymphadenopathy, fever, night sweat, and
upper respiratory symptoms. Exact etiology is unknown;
however, a viral or autoimmune pathogenesis has been
suggested. Diagnosisisbased on histolopathologic characteris-
tics noted on excisional biopsy. A majority of cases have a
benign course; KFDrarely resultsindeath.’

Recognition of KFD is essential because it can easily be
mistaken for tuberculosis (TB), lymphoma and adenocarci-
noma or at times with lymphadenitis associated with systemic
lupus erythematosus (SLE).” Here, we report a case of patient
who was initially misdiagnosed as TB and was then treated for
KFD.

CASE REPORT

A 21-year female, unmarried with no known comorbids, resi-
dentofKarachi, havingnoaddictionand was on no medications,
presented with high grade fever for two weeks. Her tempera-
ture was documented up to 101°F, intermittent in nature with
no specific pattern and with no other systemic manifestations,
including sweating orweightloss.
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There was no history of pet or bird exposure. Her two siblings
had been treated for pulmonary TB. On examination, she was
lethargic with temperature of 101°F; otherwise, she was stable
and rest of physical examination was unremarkable. Blood
testsrevealedraisedtotalleukocyte countwith normal differen-
tial count. Electrocardiogram and chest radiographs were
normal. Blood, urine and stool cultures were initially negative.
Sputum cultures grew respiratory tract flora and were negative
for acid-fast bacilli. Work-up for malaria and dengue was
negative. After initial work-up, she was started on broad spec-
trum antibiotics, while final results of cultures were awaited,
which were negative finally for any bacterial growth. Her fever
did notrespond. The only significant positive findingin herlabo-
ratory work-up was raised erythrocyte sedimentation rate
(ESR). On clinical grounds, she was started on anti-tubercular
treatment (ATT).

After 15 days of therapy with ATT, her fever remained same.
On re-examination, there was a single cervical lymph node
found, which was not present previously. It was around 3x3
c¢m, non-tender, mobile, smooth in contours, soft in consis-
tency with no discharge from it. Lymph node biopsy was done.
Shewas continued with ATT till biopsy results. Her fever did not
subside. Biopsy results showed histiocytic necrotising lympha-
denitis consistent with KFD. ATT was stopped and she was
started on oral steroids. After two weeks of therapy with oral
steroids, her feverresolved and lymph node regressed in size.
Sherecoveredsuccessfully.

DISCUSSION

KFD is a rare condition of benign outcome. The disease was first
described by Kikuchi and Fujimoto in Japan.’ This disease has
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predilection for Asian women between the ages of 20 and 35
years.* However, new cases of KFD have also been reported in
non-Asian ethnicity and young age groups.’Cases in pediatrics
and pregnant ladies have also been reported. Its etiology has
notyetbeenfully determined; however, itisbelievedthatitmay
be of viralorigin,among which, Epstein-Barrvirus (EBV), human
herpesvirus 6 (HHV6) and HSV8 have been suggested.” An
autoimmune etiology is also likely as it has been reported in
association with SLE. In some studies, association with
Sjogren's syndrome and other autoimmune diseases has been
found.® Review of reported cases showed that the disease is
misdiagnosed as malignant lymphoma in upto one-third of
cases. Advances in diagnostic modalities including histo-
pathology, immunohistochemistry, flow cytometry and molec-
ular studies, have decreased incidence of misdiagnosis world-
wide but, in our part of the world, it is still frequently misdiag-
nosed as probably, there remains lack of knowledge among
physiciansaboutthedisease.

The common presentation of disease is with enlarged cervical
lymph nodes and fever. Enlarged lymph nodes may be tender,
and fever may be of low grade, sometimes associated with
upper respiratory symptoms. Less common associations are
arthralgia, skinrashes, fatigue, malaise, weightloss, decreased
appetite, night sweats, diarrhea, nausea, vomiting, chest or
abdominal pain and hepatosplenomegaly. Histologic findings
include paracortical areas of coagulative necrosis with abun-
dantkaryorrhectic debris. Karyorrhectic foci are surrounded by
histiocytes, plasmacytoid monocytes, immunoblasts and small
andlarge lymphocytes, with abundance of T cells with predomi-
nance of CD8+ overCD4+ Tcells. Inthis case, patient presented
with high grade fever and lymphadenopathy. On clinical
grounds, keeping endemic nature of TB in view with positive
contacthistory andlack of response to more conservative treat-
ment, she was misdiagnosed as TB lymphadenitis and was
started on ATT. Her biopsy and histopathology was reviewed
multiple times to make sure thatthe picture of histopathology is
not consistent with TB. The patient was started on oral steroids
and responded well. The clinicians are suggested to consider
KFD as an important differential diagnosis in cervical lympha-
denitis and fever, as its treatment is entirely different from that
of TB.

KFD is a rare disease of benign nature. It is usually self-limited
with excellent prognosis. It should be considered as possible
differential of lymphadenopathy, particularly in settings where
patient is not responding to ongoing treatment. Considering
KFD as a differential, it may help physicians to avoid inappro-
priate use of ATT and may help avoid expensive work-up.
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