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Summary: A 7-year-old West African male patient pre-
sented with recurrence of multiple cervical lymphadenop-
athy. Cervical node biopsy disclosed a sinus histiocytosis
with massive lymphadenopathy (Rosai-Dorfman-Des-
tombes disease). During follow-up, the patient developed a
left orbital mass corresponding to an enlarged lacrimal
gland shown by CT. The histologic features of the gland
were consistent with the diagnosis, and with steroid treat-
ment, the gland decreased in size. Although rare, the diag-
nosis of sinus histiocytosis with massive lymphadenopathy
has to be considered in cases of lacrimal gland enlarge-
ment.

Sinus histiocytosis with massive lymphadenopathy
(Rosai-Dorfman-Destombes disease) is a rare benign
histiocytosis that affects children and young adults.
The clinical presentation is most often a bilateral
cervical painless lymphadenopathy. We herein report
an unusual location of Rosai-Dorfman-Destombes
disease.

Case Report
A 7-year-old West African male patient had presented with

multiple cervical lymphadenopathies in his native country at
the age of 1 year. The findings of the cervical node biopsy,
performed at the age of 3 years, were interpreted as Hodgkin
disease, and chemotherapy treatment had been administered
(10 cures of mechlorethamine, oncovin, procarbazine, and
prednisone). Complete regression of the nodes was then ob-
served.

At the age of 6 years, the patient presented in France with
multiple bilateral cervical and supraclavicular lymphadenopa-
thies. The laboratory results showed a hemoglobin rate of 11.1
g/dL, an erythrocyte sedimentation rate of 23, a normal white
blood cell count, and a normal gamma globulin rate. A second
cervical node biopsy was performed and revealed normal
lymph node architecture associated with mixed inflammatory
infiltration of lymphocytes, plasma cells, and histiocytes. Large
cells were observed in the dilated sinuses of the lymph node,
containing lymphocytes in their vacuolized cytoplasm. Immu-
nohistochemistry showed that these large cells expressed a
histiocyte antigen (CD68). In contrast, these large cells did not
express CD15 and CD30, which discounted Hodgkin disease
and large cell lymphoma. They expressed neither epithelial cell
antigens nor Langerhans cell antigens (CD1a). Thus, the diag-

nosis of sinus histiocytosis with massive lymphadenopathy, so
called Rosai-Dorfman-Destombes disease, was assessed. Spon-
taneous regression was observed.

At the age of 7 years, the patient presented with a supraor-
bital left mass. He did not have any fever, diplopia, or orbital
pain. The general condition was excellent without any weight
loss or pallor. Physical examination revealed the mass to be
palpable in the supra-external left orbit. Recurrence of cervical
and bilateral supraclavicular lymphadenopathy was observed.

CT of the orbits disclosed a homogeneous enhancing soft-
tissue mass of the left orbit that was extraconal in respect to
muscles, optic nerve, and bone structures. This mass corre-
sponded to an enlarged left lacrimal gland, with its typical
supratemporal location (Fig 1A and B). The right lacrimal
gland appeared normal.

The lacrimal gland biopsy showed polymorphic plasma cell
infiltration with lymphocytes, plasmocytes, histiocytes, and rare
phagocytes. Immunohistochemistry showed the polytypic char-
acter of the lymphocytes, with various expressions of CD3 and
CD20, the histiocyte’s expression of CD 68, and no expression
of CD1a antigen. These findings were consistent with the di-
agnosis of sinus histiocytosis. Both left lacrimal gland and
cervical adenopathy decreased progressively in size during the
oral administration of steroid therapy for a period of 1 month.

Discussion
Rosai-Dorfman-Destombes disease, or sinus histi-

ocytosis, with massive lymphadenopathy is a rare be-
nign histiocytosis that affects predominantly children
and young adults, with a slight male predominance
(58% for male versus 42% for female) (1). After the
initial description presented by Destombes in 1965
(2), this disease was defined by Rosai and Dorfman
(1) and Foucar et al (3) as a clinicopathologic entity.
In 1990, they published the largest series of 423 pa-
tients (1). The registry now contains �600 cases (4).
The patients are young, with a mean age of 20.6 years
at the onset of the disease (1). Black people from
America, the Caribbean, and West-Africa are more
frequently affected (43.6%) (1).

Approximately 87% of patients have bilateral cer-
vical painless lymphadenopathy, (1) which can sug-
gest a lymphoma. Other nodal groups are less fre-
quently involved, and 43% of patients have at least
one site of extranodal localization, which includes
upper respiratory tract, skin, bones, salivary glands,
and the CNS (1).

Various clinical and laboratory findings include fe-
ver, anemia, neutrophilia, hypergammaglobulinemia,
and elevated erythrocyte sedimentation rate (1, 5).
Almost 13% of patients have an associated immune
disorder, such as autoantibodies against red cells and
joint disease (1, 5).

Histologic examination of lymphadenopathy shows
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a normal structure of the lymph node with a thick-
ened and fibrotic capsule along with polymorphous
cellular infiltration of neutrophils and lymphocytes.
The dilated sinuses are infiltrated with histiocytes
containing phagocytized normal lymphocytes within
an abundant cytoplasm (1, 3, 5). Immunohistochem-
istry shows that these histiocytes are positive for S100
protein and do not express CD1a as in Langerhans
cell histiocytosis. The presence of lymphophagocytic
histiocytes (as observed in the patient reported
herein) associated with S100 protein positivity consti-
tutes a strong indicator (1, 3, 5, 6). Unfortunately, we
did not have access to our patient’s first histologic
slides and were thus unable to review the initial data.

Complete remission frequently occurs over several
months or years, either spontaneously or with the
administration of steroid treatment, as in our case
report. However, systemic involvement rarely has a
fatal outcome (1).

Ophthalmic manifestations are rare and seen in 9%
to 11% of cases (1, 4). The most frequent ophthalmic
manifestation is an orbital soft-tissue mass with prop-
tosis or eyelid (4, 6, 7). To our knowledge, few articles
have reported lacrimal gland involvement in children
or adults (1, 4, 6, 7–10).

Histologic examination of lacrimal gland can show
the presence of inflammatory cells and Rosai-Dorf-
man cell infiltration (6, 8–12). To our knowledge,
only seven case reports of lacrimal involvement in
sinus histiocytosis have been presented in the litera-
ture. The lacrimal gland involvement can be unilat-
eral or bilateral, as shown by CT (6, 8–12). The
pattern of the enlarged gland is not specific, and the
trick is to recognize the gland enlargement in respect
to all other orbital structures. In our case report, the
lack of local bony abnormality was important to check
in the aim to rule out a metastatic location of neuro-
blastoma, a granulocytic sarcoma (chloroma), Lange-
rhans-cell histiocytosis, and, more rarely, a primitive
osteogenic tumor. Moreover, the weak enhancement
observed on the CT scan appeared interesting to rule
out a highly vascularized tumor, such as angioma.

However, the differential diagnoses of other soft-
tissue masses that may occur in the lacrimal gland in
children have to include a number of possibilities,

such as dacryoadenitis, granulomatous inflammatory
diseases, inflammatory idiopathic pseudotumors, and
tumors (13, 14). Because most of these diagnoses
have the same CT pattern as that of Rosai-Dorfman-
Destombes disease, the clinical presentation and the
biologic data are important to consider. Dacryoade-
nitis is most often viral in nature and is very rare in
children. Children with dacryoadenitis present with a
lacrimal gland swelling and local inflammatory signs,
adenopathy, fever, and leukocytosis. The CT scan
shows a diffuse unilateral or bilateral lacrimal gland
enlargement without bony defect as a lacrimal loca-
tion of Rosai-Dorfman-Destombes disease (14). Viral
dacryoadenitis usually improves spontaneously, and
recurrences are unusual. Sarcoidosis and Wegener
disease are the most frequent causes of lacrimal gland
inflammation. With these two diseases, the lacrimal
gland location is unusual and very rarely isolated (14).
The CT abnormalities are similar to those associated
with Rosai-Dorfman-Destombes disease. Thus, the
associated clinical symptoms, the biology, and the
lacrimal gland biopsy confirm the diagnosis.

Inflammatory idiopathic pseudotumors can involve
the lacrimal gland. Its presentation is usually more
acute and more inflammatory than that of Rosai-
Dorfman-Destombes disease, mimicking an orbital
abscess (14). However, the CT pattern is not specific
and the definite diagnosis is based also on the histo-
logic data (14).

Tumors of the lacrimal gland in children are rare
and include lymphoproliferative disease and epithe-
lial tumors. Again, CT does not disclose any specific
sign (13).

In addition, most of these differential diagnoses are
sensitive to steroids, as is Rosai-Dorfman-Destombes
disease. Thus, when faced with an apparently isolated
chronic lacrimal mass, the diagnosis must rely on the
biopsy.

For our patient, we considered the lacrimal gland
enlargement to be a recurrence of the sinus histiocy-
tosis on the basis of his history, the presence of a
cervical bilateral lymphadenopathy, the cervical node
histology, and consistent lacrimal gland histologic
findings. Nevertheless, patients with Rosai-Dorfman-
Destombes disease can present with a soft-tissue mass

FIG 1. Coronal view CT reconstruction.
A, Presence of an extraconal mass corresponding to the enlarged lacrimal gland on the left side.
B, Absence of destruction of bone.
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occurring in the lacrimal gland without any sign sug-
gestive of lymphadenopathy (10, 12). For these pa-
tients, diagnosis must be based on histologic and
immunohistopathologic findings after surgical biopsy.
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