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ABSTRACT 

Kikuchi-Fujimoto Disease (KFD) is a rare benign, condition of 
necrotising histiocytic lymphadenitis. In this case report, we 
discuss a case of 10 year old male patient who presented with a 
fever, rash and generalised lymphadenopathy that was not 
attributable to the more common causes. Axillary lymph node 
biopsy confirmed the diagnosis of KFD. Treatment with 
prednisolone improved his symptoms but after six months he 
had recurrence of his symptoms. He was investigated again and 
finally met diagnostic criteria for SLE. This case report 
highlights importance of close follow up in a child with KFD.  
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INTRODUCTION 
Kikuchi–Fujimoto disease (KFD) is a rare benign 
disease with clinical presentation of fever and 
cervical lymphadenopathy. This condition is 
confirmed histologically by histiocytic necrotising 
lymphadenitis without granulocytic infiltration. It 
was initially described by Japanese pathologists 
Kikuchi and Fujimoto in 1972.1 Its etiology has not 
yet been fully determined. However, it is believed 
to be of viral origin and most probable viruses are 
EBV, HHV6 and 8. An autoimmune etiology is also 
likely as it has been reported in association with 
SLE.2,3 Females are affected more often than males 
and the disease is more prevalent in Asia. Only a 
limited number of cases are found in the literature 
showing an association between KFD and SLE in 
male patients. Here, we report a rare case of KFD 
in a Nepalese boy, who was finally diagnosed as 
SLE.          

CASE REPORT            
A 10 years old male child from Janakpur, Nepal 
presented to us with one month history of 
intermittent fever, responding to anti-pyretic. After 
one week of fever, he developed neck swelling and 
rashes over trunk and extremities. There was 
history of profuse sweating during night time. He 
had lost significant weight over the past month. 
There was no history of contact with tuberculosis 
or arthritis, mouth ulcers, drug intake and atopy. He 
did not have any dental problem or odynophagia.  

During presentation, he was febrile. There were 
multiple lymph nodes with largest measuring 2 cm 
× 2 cm which were non tender, discrete, mobile and 
palpable in the neck, axillary and inguinal regions. 
Multiple erythematous papular rashes noted over 
face and over trunk which were crusted with central 
scab formation and turned to perilesional 
hypopigmented area, over next five days. He had 
hepatomegaly of 4 cm below the right costal 
margin. There was no splenomegaly nor bony 
tenderness. 

His haemoglobin was 12.4 gm%, TLC 5,680/mm3 
with a normal differential count, platelet count was 
197,000/mm3 and ESR 46 mm in the first hour. No 
abnormal cells were seen on peripheral smear. 
Widal test was negative. Chest X-ray and 
abdominal ultrasound were normal. ANA and HIV 
serology were negative. Mantoux test was negative. 
His LDH was 1482 U/L, ALP 201 U/L, uric acid 
was 164 µmol/L, calcium 1.8 µmol/L, phosphorous 
3.1 mg/dL, SGOT/SGPT were normal. Lymph node 
FNAC was suggestive of reactive lymphadenitis. 
Lymph node biopsy was also done from axillary 
lymph node. The excised lymph nodes showed 
partial effacement of architecture by necrosis. 
There was alternating dark and pale areas. Pale 
zone constituted either necrosis or macrophages. 
There were crescentic macrophages containing 
karyorrhectic debris. Dark zone constituted small 
lymphocytes and large lymphoid cells. No 
granulomas or malignancy were seen. These 
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Figure 1. Picture showing rashes over the face 
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Figure 2. Lymph node histopathology with arrows 
showing necrosis with multiple cells crescentic 

macrophages (histiocytes) with karyorrhectic nuclei, 
predominant lymphocytosis with typical absence of 

neutrophilsconsistent with Kikuchi Fujimoto Disease  
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findings were consistent with necrotising 
histiocytic lymphadenitis (Kikuchi lymphadenitis).      

He was given prednisolone 1 mg/kg/d for two 
weeks. In next two weeks, he became afebrile. The 
lymph nodes size decreased gradually. The patient 
had been counselled for regular follow-up. Steroid 
was gradually tapered and stopped over next two 
weeks.        

After six months, he again developed fever and 
rashes. His ANA and dsDNA were sent which were 
positive. Hence, he was diagnosed as SLE and 
started on prednisolone. His complete blood count, 
renal function and urine examination were normal. 
The boy was also started on hydroxychloroquine 
and advised for use of sunscreen.       

DISCUSSION 
Initial clinical presentation of this case resembles 
that of infectious origin like viral or rickettsial 
infection. On clinical suspicion, a course of 
doxycycline was given for one week but there was 
no clinical response. The clinical presentation even 
raised suspicion of lymphoma or tuberculosis but 
investigations refute these diagnoses. Systemic 
lupus erythematosus was also considered strongly 
but the clinical and laboratory evaluation did not 
fulfil ACR or SLICC criteria for the diagnosis.4 In 
the mean time the availability of biopsy report 
confirmed the diagnosis of unusual KFD. 

The younger age of presentation, generalised 
lymphadenopathy and presence of rashes observed 
in this case, are unusual presentation in KFD. KFD 
commonly affects young female adults. There are 
only few case reports of this disease in children. 
Less than one third of the patients present with 
rash, weight loss and hepatomegaly. In Taiwan, 
Chuang et al. studied 64 patients younger than 18 
years with tissue diagnosis of KFD.5 They also 
observed generalised lymphadenopathy in only one 
patient. In a retrospective study from South India, 
53 children were reported with KFD, six (11.3%) of 
whom had rashes.6 

There is no specific treatment for KFD. In cases in 
which KFD co-occurs with SLE or in complicated 
cases with increased lactate dehydrogenase, and 
serum antinuclear antibody titers, and presence of 
neurological signs, use of corticosteroids or 
immunosuppressant has been recommended to 
prevent a fatal outcome.7,8 Since our patient had 
high LDH, he was treated with steroid initially for 
two weeks and he remained well for next six 
months.  

Histopathological findings of affected lymph nodes 
reveal characteristic findings of KFD. There are 
three main patterns identified with KFD: 
proliferative; necrotising and xanthomatous. The 
proliferative picture is seen in approximately a third 
of cases and has a dominant inflammatory 
infiltrate. Cellular protein structures have been 
noted in the cytoplasm of lymphocytes and 
histiocytes have also been found in those cells of 
patients with SLE. This adds strength to the 
hypothesis that KFD is a self-limiting SLE-like 
disorder. According to Kucukardali et al., SLE-
associated KFD is more common in Asian patients 
than in European patients. Twenty-eight patients 
were studied; 18 had simultaneous SLE and KFD, 
six presented with SLE after KFD diagnosis, and 
four were previously diagnosed with SLE.9 The 
association between these two disorders are not 
completely understood. The clinical features are 
similar, and differentiation between them is based 
on lymph node histopathology.10 The absence of 
hematoxylin bodies and neutrophils indicates KFD 
rather than SLE, and our patient showed definite 
features of KFD. 

CONCLUSIONS 
K F D i s a n u n u s u a l c a u s e o f c e r v i c a l 
lymphadenopathy. Presence of rash and generalised 
lymphadenopathy can occur infrequently in KFD. 
Lymph node biopsy confirms the diagnosis. 
Patients with KFD needs evaluation for SLE during 
first presentation and follow up. 
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