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Kikuchi-Fujimoto’s disease: a case series from Sri Lanka
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Abstract

Introduction Kikuchi's disease is a rare, benign, self-
limiting disease, mainly involving the lymph nodes of
young people. The etiology is unknown. Clinical sym-
ptoms and basic investigations may mimic lymphomas
and chronic granulomatous conditions like tuberculosis.
Lymph node biopsy shows characteristic diagnostic
features. Even though described internationally, the local
disease pattern or incidence has not been well studied.

Methods We studied all patients who were diagnosed
with Kikuchi's disease at Teaching Hospital, Peradeniya
from January 2011 to April 2012.

Results A total of 9 cases showed histopathological
features of Kikuchi's disease. All patients were females,
in the age group of 12-30 years having fever and
lymphadenopathy. They carried a provisional diagnosis
of lymphoma, tuberculosis or reactive lymphadenitis.

Conclusions Necrotising lymphadenitis has a pre-
dilection for cervical lymph nodes of females and is
usually accompanied by fever. Clinical features can
resemble tuberculous lymphadenitis or malignant
lymphoma. Excision biopsy of the involved node is
mandatory for the diagnosis.

Ceylon Medical Journal 2013; 58: 31-33

Introduction

Histiocytic necrotising lymphadenitis was first
described independently in 1972 by Kikuchi and Fujimoto
from Japan [1,2]. Hence, the entity is also known as Kikuchi-
Fujimoto's disease or simply Kikuchi’s disease (KD). It
classically presents as a painful cervical lymphadenopathy
in young adults, usually females. Unilateral involvement
of the posterior cervical group is the commonest picture.
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Although most cases have been reported in the
Oriental races, the entity has also been described in the
Caucasian, Hispanic, Middle Eastern and Indian popu-
lations. Less common manifestations include fever,
axillary and mesenteric lymphadenopathy, splenomegaly,
parotid gland enlargement, cutaneous rash, arthralgia,
myalgia, aseptic meningiti, bone marrow haemophago-
cytosis and interstitial lung disease [4-6]. The cutaneous
lesions include erythematous macules, papules, plaques
and nodules [7].

The actiology is unknown, although a viral or
autoimmune pathogenesis has been suggested. Several
articles have described an association of KD with auto-
immune disorders, notably systemic lupus erythematosus
(SLE), mixed connective tissue disease and Still’s disease.
The strongest link is with SLE, although the exact nature
of this association has yet not been established [8].
The most important differential diagnoses to consider
in patients presenting with typical features of KD
are tuberculous lymphadenitis and malignant lymphoma.
Two cases of KD occurring in the course of remission of
diffuse large B-cell lymphoma have been reported [9].
Immunohistochemistry can be used to differentiate KD
from malignant lymphoma. The disease is usually self-
limiting with symptoms resolving within a period of 6
months. However, two fatalities have been reported in the
literature [10,11]. One was a 38 year-old patient who died
of abrupt heart failure and the second was a case of fatal
pulmonary haemorrhage. The risk of recurrence is low,
with two large studies reporting a range of 3.3% to 4%
[1,12]. Blood investigations are non-specific, but may
reveal a leucopenia, atypical lymphocytosis or elevated
erythrocyte sedimentation rate (ESR).The diagnostic
test of choice is an excision biopsy of the involved lymph
node which shows patchy arcas of necrosis with
karyorrhexis, especially in the cortical and para-cortical
areas. As previously mentioned, KD is a self-limited
disease with spontaneous resolution of symptoms in
almost all cases within a six-month period. Systemic
steroids have been found to be of symptomatic benefit in
a few cases [13].

Though the disease pattern in other countries have
been described, no local data is available regarding the
disease pattern or incidence in Sri Lanka. Therefore this
study was carried out to evaluate the disease pattern of
KD in Sri Lanka.

Methods

Study was conducted as a case series study where
all patients who were diagnosed with KD at the Medical
Unit, Teaching Hospital Peradeniya from January 2011 to
April 2012 were included and followed up. Informed consent
was taken from all patients prior to obtaining information.
The pathologist reviewed all the slides to reconfirm the
diagnose. We reviewed the case notes and collected the
relevant data from patients and they were followed up for
6 months after initial diagnosis.
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Results

During the study period, lymph node biopsies were
done in 47 patients in the diagnostic workup of lym-
phadenopathy. Out of those, nine patients (19%) were
diagnosed with Kikuchi’s disease during the study period.
Other commonly diagnosed conditions with the help of
the lymph node biopsy were tuberculosis (n=10) and
lymphoma (n=16). Patients were mostly diagnosed towards
the extremes of the year where 6 patients were diagnosed
from January to March and 2 patients from October to
December. One patient was seen in May 2011. In our series
all were females. Seven were Sinhalese and two were Tamil
in ethnic origin. The mean age was 21 (range 12-30) years.
Eight of them had a presenting complaint of tender
cervical lymphadeopathy with fever. One presented
with fever and abdominal pain who later was found to
have significant isolated inguinal lymphadenopathy.
Lymph node involvement varied between patients but the
commonest group involved was the cervical group. Two
patients had hepatosplenomegaly. None of the patients
had a rash. The average duration of fever was 18 days
(range 2 - 40 days) though the lymph node enlargement
persisted for an average of 2 months.

Table 1. Summary of the investigations

WBC ESR LDH Mantoux ANA BM

biopsy

No. of (9/9) (9/9) (2/9) (3/9) (2/9) (1/9)
patients

Mean 5.3+2.8 46+26 1166 p/L 1 positive negative normal
Range 2.4-99  20-94

FNAC of'the affected lymph node was performed in
one patient and was inconclusive and suggested to
exclude a lymphoproliferative disease.

There was no characteristic picture in the blood
investigations, although there was a trend towards low
white blood cell counts with almost equal percentage of
lymphocytes and neutrophils. Except one patient who had
a low platelet count of 136x10%/uL all others had
normal platelets. Three patients had low haemoglobin
(10-11 g/dL). Blood pictures were inconclusive with six of
them showing features of viral infection. Renal functions
and liver enzymes were normal. It was interesting to note
the very high LDH levels in the two patients whose LDH
level was tested.

The Mantoux test became positive in one patient.
Two patients were tested for ANA which turned out to be
negative. Bone marrow was performed in one patient which
was normal.

The initial working diagnosis had been lymphoma
(3 out of 9), tuberculosis (3/9), infectious mononucleosis
(1/9), reactive lymphadenitis (1/9) and suppurative
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lymphadenitis (1/9). The diagnosis was established by
excision biopsy in all 9 cases which showed histiocytic
necrotizing lymphadenitis (Figure 1).
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Figure 1. Lymphnode biopsy showing necro-
tizing areas with karyorrhectic debris. No neu-
trophil infiltration or granulomata around.
(Haematoxylin and eosin stain x 400)

One patient was already diagnosed with a mixed
connective tissue disorder whereas the other 8 patients
were previously healthy. In the six months follow up of
these patients no one had recurrences or had developed
any other diseases such as connective tissue disorders,
malignancy or tuberculosis. All patients were treated with
oral coamoxyclav. Prednisolone was given to two patients
as their fever was not responding and had severe pain
due to lymphadenopathy. Both these patients responded
to prednisolone.

Discussion

Our patient characteristics were similar to what has
previously been described in the literature. One patient
surprisingly had a positive mantoux test which has not
been described before in the literature. Bone marrow
biopsy and blood picture assessment as expected was
inconclusive. FNAC of the lymph nodes was non-
revealing. Excision biopsy was the diagnostic test of
choice. While FNAC is highly reliable in the identification
of metastatic carcinoma and melanoma in lymph nodes
obviating the need for excision biopsy, the case is not the
same with malignant lymphomas [15]. High rates of false-
negatives and the prognostic importance of architectural
assessment in some lymphoid tumours limit the role of
FNAC. Seven out of the nine patients became asympto-
matic with non-steroidal anti-inflammatory drugs where
as 2 patients required oral prednisolone for symptom
control. One patient with mixed connective tissue disorder
developing KD in this study group may further strengthen
the association between these diseases. Fever with
generalised lymphadenopathy is common worldwide. This
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small case series indicates that the Sri Lankan disease
pattern of KD is almost similar to the already known pattern
of disesase internationally. Awareness of its presence may
help to make an early diagnosis of KD.
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