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Abstract 

 

Kikuchi-Fujimoto disease is a rare, benign, self-limiting cause of lymphadenopathy, typically characterized by 

fever and tender cervical lymph nodes, affecting mostly young women. Clinicians should consider Kikuchi disease 

in the differential diagnosis of causes of lymphadenopathy to avoid misdiagnosis as lymphoma, systemic lupus 

erythematosus, tuberculosis or infectious mononucleosis, thereby preventing unnecessary aggressive treatments. 
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Introduction 
 

Kikuchi-Fujimoto is a rare and self-limiting inflammatory 
condition which usually presents with fever and regional 
lymphadenopathy, affecting mostly young patient. It was 
initially described in Japan in 1972. Its etiology is unknown, 
however infectious and autoimmune theories have been 
proposed. Diagnosis is made by obtaining a biopsy from 
affected lymph node that shows characteristic 
histopathological findings. 

 

Case History/Examination 
 

A 19 years female patient who presented in OPD with 
the complain of B/L posterolateral neck swelling for 2 
weeks and fever for 1 week. The swelling was acute in 
onset, first noticed on right side of neck, swelling on left 
side of neck was noticed one week later, painful and 
enlarging progressively. The patient also complained of 
fever for 1 week which was sudden in onset, continuous, 
Tmax documented to be 101F, transiently relieved by 
paracetamol, not associated with chills and rigors. The 
patient denied any history of nausea, abdominal pain, sore 
throat, decrease in appetite, weight loss, joint pain, rashes 
and bleeding manifestations. There was no any history of 
recent travel. There was no any history of cat bite or 
scratch. There was no any history of co-morbidity. 

 

Vitals of the patient were pulse rate- 76bpm, BP-80/50 
mmHg, Temp.- 98.6 F, RR- 20 per minute, SpO2-94% at room 
air. On local examination, multiple bilateral cervical group 
lymph nodes were enlarged, tender, mobile and unmatted. 
There were no axillary and inguinal lymphadenopathy. 
Systemic examination was essentially normal. 

 

The differential diagnosis based on presentation 
includes: 

➢ Infectious mononucleosis; 

➢ Tuberculous lymphadenitis; 

➢ SLE and; 

➢ Malignancies like lymphoma (Hodgkin and Non-
Hodgkin). 

Investigations were carried out. Hemoglobin was 12.7 
mg/dL, total white blood cell count was 3600 cells/mm³ 
(neutrophils 54%, lymphocytes 39%, monocytes 6%, 
eosinophils 1%) and platelet count was 168,000 cells/mm³. 
The Mantoux test was positive with an induration of 13 mm. 
Serum LDH was mildly elevated at 700 IU/L. Peripheral 
blood smear showed normochromic normocytic red cells, 
reduced WBCs with normal morphology and a few large 
platelets. Renal function tests, liver function tests, PT/INR, 
ESR, reticulocyte count, serum uric acid and iron profile 
were all within normal limits. 
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Tests for malaria, brucellosis, scrub typhus, kala-azar, 
leptospirosis, dengue and ANA were negative. Urine and 
stool routine examinations showed no abnormalities and 
serology was also negative. Abdominal and pelvic 
ultrasonography revealed no significant findings, while neck 
ultrasonography showed multiple enlarged lymph node 
with loss of fatty hilum noted in B/L cervical region of neck, 
largest measuring 7 mm × 8 mm at level V on right side, 8 
mm × 5 mm at level V on left side (Figure 1). Doppler 
ultrasound showing central hilar blood flow within enlarged 
lymph node suggesting benign nature of lymph node 
(Figure 2). 

 
 

 
 

Figure 1: An ultrasound of neck showing enlarged 
lymph node measuring 8 mm × 5 mm with loss of fatty 
hilum on left side of neck. 

 
 

 
 

Figure 2: Doppler ultrasound assessing the blood 
flow pattern within the hilum of enlarged lymph node. 

 
 

Given the presenting complaints, the patient was 
admitted for further evaluation. Infectious 
lymphadenopathy was suspected, but malignancy or 
tuberculosis needed to be excluded. An excision biopsy of a 
lymph node was performed and the report was awaited. 
During hospitalization, she received antibiotics, antipyretics 
and supportive care. Her clinical condition improved and she 
was discharged after one week with instructions to follow 
up with the biopsy results. 

 

On follow up, she didn’t have any episode of fever, 
bilateral neck swellings were not palpable. 
Histopathological report revealed lymphoid tissue 
comprising of pale and dark areas. Pale areas composed of 
necrosis, abundant karyorrhectic debris and histiocytic 
cells. Crescentic macrophages were seen. Dark areas were 

composed of small lymphocytes and large lymphoid cells. 
Granulomas were not found. Findings were consistent with 
Kikuchi lymphadenitis. 

 

Discussion 
 

Kikuchi-Fujimoto disease, also known as histiocytic 
necrotizing lymphadenitis is a rare self-limiting 
inflammatory condition. This disease primarily affects 
young and pediatric female patients. It was initially 
documented by Japanese pathologist Kikuchi and Fujimoto 
in Japan in 1972 [1]. 

 

Kikuchi-Fujimoto disease is very rare condition, so the 
incidence of the disease is uncertain [2]. The disease 
usually affects young individual but individual of any age 
group can also be affected. Although there was initially a 
female predominance, more recent studies in Asian 
populations have suggested a nearly equal ratio of affected 
males and females [3,4]. The disease is most commonly 
prevalent in Asian population however cases has been 
reported in individuals of different racial and ethnic 
backgrounds. 

 

The etiology of Kikuchi-Fujimoto disease is unknown, 
however infectious and autoimmune mechanisms have 
been proposed. Various infectious agents, including viral 
and bacterial have been proposed as potential triggers for 
the disease. However, no any conclusive evidence has been 
established. Specific Human Leucocyte Antigens (HLAs) 
have been identified in populations with higher 
susceptibility to Kikuchi-Fujimoto disease. Specifically, 
HLA class II alleles, HLA-DPA1 and HLA-DPB1 are 
prevalent in Asian population, with a higher disease 
prevalence [5]. The disease has also been associated with 
various autoimmune conditions like Systemic Lupus 
Erythematous, Rheumatoid Arthritis, still disease, Sjogren 
syndrome and GPA [6]. 

 

The most common manifestation of the disease is 
lymphadenopathy, unilateral (60%-90% of cases) or 
bilateral or sometimes generalized (22% of cases), most 
commonly involving cervical lymph node followed by 
supraclavicular and axillary nodes [7-9]. Other associated 
symptoms are fever, night sweats, headache, fatigue, sore 
throat, nausea, vomiting, weight loss, non-specific rash, 
joint pain, hepatomegaly and splenomegaly. Neurologic 
symptoms such as ataxia, tremors and aseptic meningitis 
have also been seen in some patients. 

 

The diagnosis of Kikuchi disease is made by excisional 
biopsy of enlarged lymph node which shows characteristic 
histopathological findings suggestive of Kikuchi 
lymphadenitis. Leucopenia has been reported in 43% of 
cases and atypical lymphocytes in up to 25% of cases [10-
13]. Serologic tests for infection are performed to rule out 
other diagnosis. Autoimmune antibodies tests are carried 
out to rule out autoimmune condition, which are generally 
negative. An increase in macrophages without atypical 
cells is the most common bone marrow finding [14]. 

 

Diseases like Infectious mononucleosis, tuberculous 
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lymphadenitis, SLE, malignancies like lymphoma (Hodgkin 
and Non-Hodgkin) have to be ruled out in a patient with 
fever and lymphadenopathy. 

 

There is no specific treatment for the disease. The disease 
has self-limited course with spontaneous resolution 
occurring within 1 to 4 or 6 months [15]. The main stage of 
management is usually supportive. Glucocorticoid alone or 
high dose glucocorticoid with intravenous immunoglobulin 
has shown benefit in severe cases [16,17]. The disease has 
recurrence rate of 3%-4%. 

 

Conclusion 
 

Fever and lymphadenopathy are common presentation 
of most of the diseases affecting young children, clinicians 
should also keep Kikuchi disease in exclusion so that 
unnecessary investigations can be avoided and treatment 
would be prompt. 
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