
An Bras Dermatol. 2015;90(2):245-7.

245

▲

CASE REPORT

Kikuchi´s disease of the xanthomathous type 
with cutaneous manifestations*
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Abstract: Kikuchi´s disease is a benign, self-limiting disease, whose pathogenesis remains unknown. Patients most
often present with cervical lymphadenopathy, sometimes associated with fever and leukopenia. It has been report-
ed that up to 40% of patients with Kikuchi´s disease have also cutaneous eruptions, but no specific skin changes
have been described. Kikuchi´s disease can be subclassified into three histologic subtypes: a proliferative type, a
necrotizing type and a xantomathous type. Most patients with Kikuchi´s disease require no specific treatment,
because the disease regresses spontaneously, within a few weeks to months. We report a case of a 31-year-old
woman with xanthomatous type of Kikuchi´s disease, whose first manifestation was the onset of erythematous
papules with central suppuration on her face and on her left hand.
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INTRODUCTION
Kikuchi´s disease (KD), also known as histio-

cytic necrotizing lymphadenitis was first reported by
Kikuchi and Fujimoto, in 1972.1 It has a worldwide
distribution and affects predominantly young adults,
especially young women of Asian descent.2 In most
cases, the disease resolves spontaneously within sev-
eral months.2 Patients most often present with cervical
lymphadenopathy, sometimes associated with fever
and with leukopenia.2,3 It has been reported, that up to
40% of patients with KD have cutaneous eruptions,
but no specific skin changes have been described.4-6

KD can be subclassified into three histologic types,
which may represent different evolving stages in the
evolution of the disease: a proliferative, a necrotizing
type and a xanthomatous type.2 The necrotizing type
of KD is the most common type of KD and the xan-
thomatous type is the least common.2

We present a case of a young woman with xan-
thomatous type of KD, whose first manifestation was
appearing of papules and pustules with central crust
on her face and on her left hand.

CASE REPORT
A previously healthy 31-year-old Caucasian

woman came to our observation with multiple slowly
growing, painless, non-pruritic, erythematous
papules and pustules on the face and left
hand.  The  lesions appeared progressively over 3
weeks. They were asymptomatic and there was no
history of local trauma. She also had complaints of
intermittent fever and tender swelling of both sides of
her neck and right axilla, over the previous 2 weeks.

Physical examination revealed numerous ery-
thematous  papules and pustules with central
crusts, on her face and on her left hand (Figure 1 and
2). She also had infracentimetric enlarged and tender
bilaterally cervical and right axillary lymph nodes,
confirmed by computed tomography.  There wasn’t
splenomegaly and hepatomegaly. She was afebrile.

Her past medical and family history was unre-
markable. She was not taking any medication.

Laboratory examination demonstrated a hemo-
globin level of 10,4 g/dL, a platelet count of 188
x103/uL and a leukopenia (white blood cell count:
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2,2x103/uL). White blood cell differential revealed
44,4% neutrophils, 42,6% lymphocytes (without atyp-
ical forms), 12,5% of monocytes and 0,5% of
eosinophils. An elevated erythrocyte sedimentation
rate of 18 mm/h and a C-reactive protein of 24,70
mg/L were noted. The serum titers of Epstein-Barr
virus and cytomegalovirus were negative.

Histopathological examination of a lesion taken from
the left hand revealed that within the papillary dermis there
was edema and a lymphohistiocytic infiltrate (Figure 3).

Histopathological examination of an ultra-
sound guided fine-needle aspiration of lymph node
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on right axilla showed many foamy histiocytes,
nuclear debris and lymphoid follicles with  reactive
germinal centers (Figure 4).

Taken together, clinical and pathological data
suggested a diagnosis of xanthomatous type of KD.

The disease was self-limited with spontaneous
resolution of the cutaneous lesions and lym-
phadenopathy, within 3 months.

DISCUSSION
KD is a benign disease, whose etiology and

pathogenesis remains unknown, although the
hypothesis that immune-mediated mechanisms might
activate KD has been postulated.3,4,7 Some viral infec-
tions, such as human herpes virus-6, Epstein-Barr
virus, cytomegalovirus, parvovirus B19 and human
immunodeficiency virus have also been proposed as
possible triggering factors for KD.1,3,7

FIGURE 1:
Erythemato
us papules
with central
suppuration
on the face

FIGURE 3: Edema of the papillary dermis, with a lymphohis-
tiocytic infiltrate

FIGURE 4: Lymphoid follicles with reactive germinal centers
and many foamy histiocytes and nuclear debris

FIGURE 2:
Erythemato
us papules
on left hand
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Patients most often present with cervical lym-
phadenopathy, sometimes associated with fever and
leukopenia.1,3,4 It has been reported that up to 40% of
patients with KD have cutaneous eruptions, but no
specific skin changes have been described.4,5,6 The
most common skin manifestations are erythematous
macules, papules, plaques, nodules and ulcers, local-
ized on the face, on the upper and lower extremities
and on the trunk.1,4,5,8 In our patient, the first symptom
of KD was the appearing of papules and with central
suppuration,  on her face and on her left hand.
Posteriorly, she also complained of fever and cervical
lymphadenopathy and on laboratory examination
there was leukopenia.

The cutaneous histopathological findings of KD
are variable, and as a consequence, it has been difficult
for pathologists to make a specific diagnosis, only based
on skin biopsy specimens.4 Most of the histopathologi-
cal findings of cutaneous lesions, described in the liter-
ature, were perivascular or interstitial infiltration of
lymphohistiocytes and nuclear debris.4,5

The definitive diagnosis is only made
histopathologically on lymph nodes.3,4

Histopathological examination of the involved lymph
nodes is characterized by histiocytes, lymphocytes
and a large amount of nuclear debris, with patchy
necrosis and an absence of neutrophils or a granulo-
matous reaction.6,8

KD can be subclassified into three histologic
subtypes, which may represent different evolving
stages in the evolution of the disease: a proliferative
type, a necrotizing type and a xanthomatous type.2

The proliferative type shows a mixture of histiocytes
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and lymphoid cells, with apoptosis, but without
necrosis. In the necrotizing type, the lymph nodes
show large areas of necrosis in addition to the changes
characteristic of proliferative type. In the xantomath-
ous type, the foamy histiocytes predominate and
necrosis can be present or absent.2 The necrotizing
type of KD disease is the most common and the xan-
thomatous type is the least common type. In our
patient, the KD was of the xanthomathous type,
because the biopsy of lymph node showed a collection
of foamy histiocytes.2,9

KD disease is a self-limiting disease and an
early and precise diagnosis may be helpful for avoid-
ing unnecessary invasive procedures and treatment.

The differential diagnosis of KD with cutaneous
manifestations includes viral exanthema, lupus ery-
thematosus and leukemia or lymphoma cutis. Unlike
the non-specific macular eruption in infectious
mononucleosis, the skin lesions in KD may present as
plaques, erosions or ulcers. Lupus erythematosus can
be differentiated from KD histologically. Leukemia
and lymphoma cutis can be difficult to differentiate
from KD both clinically and histologically. However,
leukemia and lymphoma rarely regress spontaneously
and tend to be more monomorphous histologically.6,8

Most patients with KD require no specific treat-
ment, because the disease resolves spontaneously,
with a few weeks to months, without any serious
complications and only rarely recur.1,2,8 Of the few
cases described in the literature, which received oral
steroids or antibiotics, there were no differences in the
course of the disease.7,8 ❑
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