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Introduction

Histiocytic necrotizing lymphade-
nitis is a rare cause of cervical
lympadenopathy.1 It was first des-
cribed in 1972 independently by
Kikuchi and Fujimoto et al.1 It is a
benign and self-limiting disease2

with unknown etiology. Cervical
lymphadenopathy and fever are
the most important sign of this
disease.2 Although this disease is
known to exist, its rarity may
cause it to be overlooked by ENT
doctors.2 In this report, we aim to
highlight this disease as it pertains
to the differential diagnosis of
cervical  masses.2

Case report

A 25-year-old female presented
with complaints of fever and a
painless swelling in the right neck
for three months. The patient had
no history of systemic disease. On
examination there were multiple
enlarged lymph nodes in the right
jugulodigastric and posterior cer-
vical chain. Laboratory results
revealed Epstein-Barr virus (EBV)
IgG and cytomegalovirus (CMV)

IgG positivity. Chest radiograph
was normal. Computed tomog-
raphy (CT) examination revealed
uniform nodal enhancement and
central areas of low attenuation
necrosis (Figure 1). Fine needle
aspiration biopsy (FNAB) of a
right cervical lymph node showed
a cellular aspirate with a mixed
population of mature and immatu-
re lymphoid cells.While awaiting
the fine needle aspiration biopsy
result, non-specific antibiotic the-
rapy was given for ten days. As
FNAB did not help to confirm the
diagnosis, excisional biopsy of the
largest lymph node at level V was
performed. Pathologic examina -
tion of the lymph node revealed
necrosis and CD68 positive histi-
ocytic cellular infiltrate and was
diagnosed as necrotizing lympha-
denitis (Figures 2,3). Based on the
pathologic findings no additional
treatment was given and the
patient  was followed regularly at
one month intervals.

Discussion

Histiocytic necrotizing lymphade-
nitis is a rare, benign, self-limiting

disease that resolves spontaneo-
usly in one to four months.3

Cervical lymphadenopathy is
almost always present, consisting
of tender lymph nodes that prima-
rily involve the posterior cervical
chain.4 In our patient, the posterior
cervical triangle was prominently
involved.4 Cervical lymph nodes
are involved in 70-80% of cases.4

Other sites include axillary, thora-
cic, abdominal, and pelvic lymph
nodes.3 Splenomegaly may be
present .4

Thirty to fifity percent of
patients  have low grade fever
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Figure 1
CT examination revealing uniform nodal
enhancement and central areas of low atte-
nuation necrosis.
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associated with upper respira -
tory symptoms.4 Less frequent
symptoms include cough, malaise,
myalgia, weight loss, chills, rash,
nausea, vomitting, sore throat,
and night sweats.4 Our patient also
complained of fever. Leukopenia
can occur in up to 50% of cases,
and neutropenia can be present.4

Erythrocyte sedimentation rate
(ESR), C-reactive protein (CRP),
lactate dehydrogenase (LDH), and
transaminases can be elevated.5

Low C4 levels can be detected.3

In our patient, laboratory work-up
revealed none of these findings. 

The pathogenesis of histiocytic
necrotizing lymphadenitis is
unclear but a viral or post viral
hyperimmune reaction is sugges-
ted as a possible mechanism.4

Autoimmune mechanisms have
also been suggested because of
case reports associated with syste-
mic lupus erythematosus (SLE),
Hashimoto disease, and Still’s
disease.4 Histiocytic necrotizing
lymphadenitis can also occur in
association with relapsing peric-
hondritis.3

Epstein-Barr virus, Human T-
cell lymphoma virus-1, Herpes
simplex-6, Parvovirus B19, Cyto -
megalovirus, Brucella, Yersinia
enterocolitica, and Parainfluenza

virus are suggested as possible
etiologies but a confirmatory link
has not been established.3 Sero -
logy of our patient revealed EBV
IgG and CMV IgG positivity.

Malignant lymphoma or
lypmhadenitis caused by bacteria
and virus are included in the diffe-
rential diagnosis and should be
evaluated appropriately.4,5 SLE,
herpes simplex, non-Hodgkin’s
lymphoma, plasmocytoid T-cell
leukemia, Kawasaki’s disease,
myeloid tumour, and metastatic
adenocarcinoma should also be
considered.4 Diagnosis is based
upon pathological examination of
the excised lymph node.4 Classical
histologic finding in histiocytic
necrotizing lymphadenitis is sin-
gle or multiple areas in the lymph
node that contain necrosis and his-
tiocytic cellular infiltrate.3 Owing
to the variable degree of micros-
copic necrosis and atypical appea-
rence of histiocytes, it may be
confused with lymphoma. The
absence of granulocytes and plas-
ma cells allow differentiation of
histiocytic necrotizing lymphade-
nitis from lymphoma or lympha-
denitis.4

Management of neck masses is
a frequently encountered problem
in ENT practice.6 In this disease

complete spontaneous recovery
usually occurs,7 and there is
no specific treatment required.
Steroids may be used for sympto-
matic therapy. Antibiotics are
recommended if an infectious
etiology is confirmed. Successful
treatment of histiocytic necroti-
zing lymphadenitis within days
of starting intravenous immuno -
globulin has been reported.8

Recurrence rate is reported as 3-
4%.8 In our case we gave non-
specific  antibiotherapy for ten
days and the patient was followed
regularly at one month intervals.
Our patient is free of the disease
after one month of follow-up. 

It is important for patients with
Kikuchi Disease to undergo long-
term follow-up because of the
occurrence of associated disor-
ders, included SLE, breast carci-
noma, gastric adenocarcinoma,
meningitis, and ruptured silicone
breast implants.9-11

Conclusion

In young patients with an isolated
cervical lymphadenopathy, histi-
ocytic necrotizing lymphadenitis
should be considered in the diffe-
rential diagnosis.
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Figure 2
The microphotograph reveals necrotic
debris (main frame: HE �100, inner
frame: HE �200).

Figure 3
The presence of numerous histiocytes in
necrotic areas (CD68 �100).
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