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Introduction

» Kikuchi-Fujimoto (KFD) 1s typically found 1in young
patients of Asian decent, thought 1t has been reported 1n all
ages and ethnicities worldwide.!

* Patients with KFD often recover before diagnosis can be
made, as it 1S an extremely rare disease.?

* KFD 1s associated with systemic lupus erythematosus
(SLE) and other conditions, such as lymphoma, organizing
pneumonia, and VEXAS syndrome.>»*>

Case Presentation

* A 22-year-old Indian American female with a history of atopic dermatitis and
asthma presented with recurrent fever and lymphadenopathy over a three-
month period.

* She denied smoking, drinking, and drug usage.

* In addition to chills, headaches, rash, and arthralgia, she also had
lymphadenopathy involving bilateral cervical and axillary lymph nodes.

* Mycobacterial, fungal, and autoirmmune tests were done, as well as a PET
scan and a bone marrow biopsy, which showed no suggestive signs of
malignancy.

* She underwent core lymph node biopsy that showed lymphoid tissue without
evidence of necrosis or increased histocytes.

* Subsequent excisional lymph node biopsy was done and upon excision, the
lymph node architecture was partially effaced by paracortical lymphoid
hyperplasia composed of small lymphocytes, immunoblasts, and histocytes.

* Some histocytes expressed myeloperoxidase and the lymphocytes were
predominately CD3 positive T-cells.

* Histopathologic findings were consistent with a diagnosis of KFD.

* The patient’s symptoms improved with supportive therapy and steroids that
were tapered over a period of six weeks.

Hospital Course and Imaging

Figure 1: Area of necrosis on left adjacent to population of histiocytes
and 1immunoblasts on right. Necrotic areas exhibit abundant apoptotic
bodies, karyorrhexis, and debris. (10x objective)

Figure 2: High power view of necrosis with eosinophilic material and

nuclear debris. Note absence of inflammatory infiltrate or granulomas.
(40X objective)
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Figure 3: CD68 immunostain highlighting histiocytes and areas
surrounding necrosis.
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Discussion

* The presentation of KFD 1n a young Indian American female
underscores the diversity of KFD’s occurrence, highlighting that
KFD 1s not confined to any specific ethnicity or geographic
location.®

* KFD i1s a self-limiting disease with a generally favorable
prognosis. However, 1t can sometimes be associated with SLE,
making follow-up crucial.’

 KFD has also been associated with various other conditions,
including Castleman’s disease-like syndrome (CDLS), lymphoma,
and VEXAS (Vacuoles, E1 enzyme, X-linked, Autoinflammatory,
Somatic) syndrome, requiring a thorough evaluation of symptoms,
histopathological examinations, imaging studies, laboratory tests,
lymphoma workup, adding to diagnostic challenges.®

* Clinicians should be aware of this rare disease that poses a
diagnostic challenge to ensure accurate diagnosis and management.
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