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OLGU SUNUMU CASE REPORT

Langerhans Cell Histiocytosis in the Chest
Wall

P

Gogiis Duvarinda Langerhans Hiicreli Histiyositoz

Muharrem Cakmak', Adile Ferda Dagli?

Abstract Ozet

Langerhans Cell Histiocytosis (LCH) refers to a non- ~ Langerhans Hcreli Histiyositoz (LCH), Langerhans
neoplastic proliferation of Langerhans cells with an hicrelerinin neoplastik olmayan bir proliferasyonu-
incidence in the adult population of 1-2 per million. dur. Erigkinlerde insidansi milyonda 1-2 'dir. Pediatrik
It is considered a pediatric disease, and while rib bir hastalik olarak kabul edilir. Kot tutulumu cok
involvement is very rare, we report here on a 33- nadirdir. Calismamizda, kotta yerlesim gésteren 33

year-old patient with LCH located in the rib. yagindaki LCH olgusunu sunuyoruz.
Key words: Chest wall, Mass, Langerhans cell tumor, ~ Anahtar Sézcikler: Gogis duvar, Kitle, Langerhans
Eosinophilic granuloma. hicreli timér, Eozonofilik granuloma.
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Langerhans Cell Histiocytosis (LCH) is a non-neoplastic
proliferation of Langerhans cells (1), of which the etiology
is unknown. It is characterized by an accumulation of
Langerhans cells (LC) in various tissues and organs, with
an incidence in the adult population of 1-2 per million. It
is considered a pediatric disease (2). The involvement of
single or multiple organs can be seen, although rib
placement is rare (3). Local pain is the most common
symptom, and diagnosis is through biopsy. The optimum
treatment depends on the age of the patient, the localiza-
tion of the lesion, the number of lesions and the size of
the lesion (4). In the present study, we report on an adult

patient with LCH (Eosinophilic Granuloma) in the rib.

CASE

A 33-year-old male patient was admitted to our clinic
with a painful swelling to the chest wall that had gradually
increased over the last year. A physical examination of
the patient revealed a painful mass measuring 15x35 mm
in the inferolateral aspect of the right hemithorax. A chest
X-ray revealed an irregularity in the lateral of the 8th rib,
along with a thickening of the pleura.

A thorax tomography of the patient revealed a mass le-
sion invasive to the parietal pleura in the lateral of the 8th
rib, as well as multiple millimetric pulmonary nodules in
the bilateral lungs (Figure 1). A positron emission tomog-
raphy of the patient revealed hypermetabolic activity in
the mass lesion in the lateral of the 8th rib (SUVmax: 7.9)
(Figures 2).

Laboratory tests revealed elevated Glucose (129 mg/dL),
Creatine Kinase (CK: 464 U/L), CK-MB (Creatine Kinase-
MB: 36U/L), C-Reactive Protein (CRP: 96mg/L) and
White Blood Cell (WBC: 12.43 10e3/pul) levels, and low
Lymphocyte (1.19 10e3/ul) and Total protein (6 g/dl)
levels.

In the planned operation, the mass was observed to have
invaded the pleura and the surrounding tissue, and was
excised to include intact bone and pleural tissue (Figures
3). The defect in the chest wall was reconstructed with
mesh and a titanium plate to prevent flail chest or col-
lapse (Figure 4, 5a, b). The pathology report identified
LCH (Eosinophilic Granuloma). Surgical margins were
negative (Figures éa, b, c).

After the pathological diagnosis, a hematology consulta-
tion was requested, and brain magnetic resonance imag-
ing (MRI) was requested by the Hematology Department,
but came up normal. A bone marrow biopsy was per-
formed by hematology. In the bone marrow cytology, in
mature myeloid series, in eosinophils, in megakaryocytes
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and in dysmegakaryopoiesis were detected increasing.
The results of the biopsy reported normocellular bone
marrow. The follow-up and treatment of the patient con-
tinued with hematology. The patient was followed up for

around one year, during which no complications were

seen.

Figure 4: Mesh support of surgical area
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Figure 5a and b: Reconstruction of the area with artificial ribs (a),

postoperative lateral chest radiography (b)

DISCUSSION

LCH is a rare disease that causes local or systemic effects
with proliferation and infiltration of histiocytes in various
organs (2). The etiology offers no definitive evidence of
any infective agent, metabolic or genetic factor, or im-
munodeficiency (5), and there was no etiological cause
also in our patient. The disease generally occurs in the
35+14 age group (1). The patient in the present study
was a 33-year-old male.

LCH has been classified into two groups by the Histiocyte
Society Working Group as a single-system or multiple-
systemic disease. It can be expressed as low-risk or high-
risk, depending on the involvement of such organs such
as the liver, spleen, lung and hematopoietic system. LCH,
Hand-Schuller-Christian

disease, eosinophilic granuloma and Letterer-Siwe dis-

Hashimato-Pritzker  disease,

ease present with four different clinical pictures, although
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all of these diseases due are referred to as LCH due to
their common immunological features (3,6).

Hashimato-Pritzker's disease is characterized by reticulo-
histiocytosis; Hand-Schiller-Christian is a chronic disease
that is characterized by four findings: bone lesions, diabe-
tes insipitus, exophthalmos and mucocutaneous lesions;
Eosinophilic granuloma accounts for less than 1% of all
bone tumors, and 90% of patients are under the age of
10 years. It usually involves the head and vertebral bones,
and takes the form of a single Iytic lesion. The presence
of Langerhans cells is pathognomonic. Letterer-Siwe dis-
ease is an aggressive, systemic and often fatal histiocyto-

sis that occurs usually in infancy or early childhood (7).
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Figure éa, b and c: Langerhans cell histiocytosis consisting of histio-

cytes, lobulated nucleated Langerhans cells and eosinophils (H&Ex400)
(a), S-100 positivity in Langerhans cells (x400) (b), CD1a positivity in
Langerhans cells (x400) (c)
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The symptoms in LCH vary depending on the organ in-
volved (1). Local pain is the most common symptom
(34%), although other common symptoms include weight
loss (11%) and fever (10%). The main complaints of our
patient were pain and swelling.

Bone lesions are most commonly seen in the skull (51%),
although other sites of involvement include the jow (30%),
long tubular bones (17%), vertebrae (13%), pelvis (13%)
and ribs (6%) (1). Single-zone, single-system LCH in the
rib is a rare condition in adults, and can be difficult to
predict (2).

The radiological appearances of LCH are not specific,
although the most common findings are osteolytic and
sclerotic bone structures. Differential diagnoses include
metastasis, plasmacytoma, multiple myeloma, aneurys-
mal bone cysts, fibrous dysplasia, lymphoma, osteomyeli-
tis and chondromyxoid fibroma. The radiological findings
of the patient in the present study were nonspecific, in
accordance with the literature. A biopsy of suspected

osteolytic bone lesions is required to confirm diagnosis (8).

The treatment of adult LCH cases depends on organ
involvement and clinical course. Options include follow-
up, local treatment, immunomodulation, irradiation,
chemotherapy and allogeneic stem cell transplantation.
The cessation of smoking is vital. Patients should be fol-
lowed up for recurrence (8). In our patient, the mass was
excised, including also intact bone and pleural tissue. The
defect in the chest wall was reconstructed with mesh and
a titanium plate to prevent flail chest or collapse.

In conclusion, single-site, single-system LCH in the rib is a
rare bone tumor in adults that can be successfully treated
with surgical inferventions such as curettage or partial
resection. A differential diagnosis of solitary osteolytic
lesions in the rib should be considered.
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