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There are numerous ocular and neurological lesions 
in ECCL, which occur ipsilaterally to the skin lesions. 
Particularly common, however, are what are called epibulbar 
choristomas; histologically these choristomas, like the skin 
lesions, are epibulbar dermoids10 or fibrolipomas. The 
severity of associated neurological disorders is important 
for the prognosis. These disorders, which do not correlate 
with the extent of the skin lesions2 or with radiological 
anomalies,4 range from no abnormalities at all to convulsions 
and severe psychomotor dysfunction.

In conclusion, nevus psiloliparus is both a marker for and 
the first visible sign of ECCL. Meticulous ophthalmologic 
and neurological examination is crucial for any infant 
presenting with this particular fatty tissue nevus. Imagining 
studies should also be performed to rule out associated 
disorders. 
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Speciic Palatal Iniltration in B-Cell 
Chronic Lymphocytic Leukemia

Infiltración específica en el paladar  
por leucemia linfática crónica B

To t he Edit or:

Chronic lymphoproliferative syndromes comprise 
a heterogeneous group of diseases characterized by a 
monoclonal expansion of mature lymphoid cells. The most 
common entity in the West is B-cell chronic lymphocytic 
leukemia, whose tumor cells originate from mature 
CD5+/CD23+ B lymphocytes present in the bone marrow, 
peripheral blood, and lymphoid organs. It is typically seen 
in the elderly, with just 10% to 15% of cases in the under 
50s, and usually presents as asymptomatic lymphocytosis 
though it can sometimes spread to the lymph nodes, 
spleen, bone marrow, and other tissues.

As in other hematologic neoplasms, nonspecific skin and 
mucosal lesions can develop in B-cell chronic lymphocytic 
leukemia secondary to the immunological abnormality 
caused by the disease or the drugs used in treatment, and 
specific lesions due to infiltration of the skin by malignant 
cells (leukemia cutis).1

Leukemia cutis represents less than 10% of the skin 
manifestations of B-cell chronic lymphocytic leukemia and is 
characterized by solitary, grouped, or widespread papules, 
plaques, or erythematous tumors that do not ulcerate.1

 

These lesions tend to develop on the face, especially on 
the nose and auricle of the ears (giving rise to the so-called 
leonine facies), on herpes scars, or in peculiar areas such 
as the ear lobe, scrotum, or nipple (leukemia lymphatica 
mamillae).1 Other clinical presentations are much rarer 
and include erythroderma, chronic paronychia, subungual 
nodules with bone destruction, and a papulovesicular 
eruption on the face.2

Oral mucosal lesions in patients with B-cell chronic 
lymphocytic leukemia are rare and generally occur in 
the context of nonspecific manifestations of the disease: 
gingival hyperplasia, petechial hemorrhages, infections, 
ulcers, and necrosis. Neoplastic lymphocytes seldom 
infiltrate the palate, with only 4 cases being described in 
the literature.3-6

The patient was a 60-year-old man with a 10-year 
history of a chronic lymphoproliferative disorder diagnosed 
as B-cell chronic lymphocytic leukemia. The disease was 
in an advanced stage and was refractory to alkylating 
agents. Partial remission was achieved with fludarabine, 
cyclophosphamide, and mitoxantrone, but treatment 
was suspended due to hematologic toxicity. The use of 
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Figure 1 Lesion on the palate.

Figure 3 ositive staining for CD20.

Figure 2 Diffuse, dense iniltrate of small lymphocytes. 
Hematoxylin-eosin, original magniication ×200.

rituximab, on some occasions associated with fludarabine, 
also failed to control the leukemia, and a bone marrow 
transplant could not be performed because none of the 
patient’s relatives were HLA compatible. Five years earlier, 
as a complication of the disease, the patient had presented 
a pure red-cell aplasia with a hemolytic component and 
autoantibodies in serum and red blood cells; treatment 
with steroids and cyclosporin was required and the use of 
alemtuzumab was thus contraindicated.

Dermatology consultation was requested for an 8-week 
history of an asymptomatic, slow-growing tumor on the 
palate. Examination revealed a lobulated tumor, present 
on the soft palate on both sides of the midline. The tumor 
measured around 3 cm in diameter, was of firm consistency, 
erythematous, and shiny, and was not ulcerated (Figure 1).

In addition, there was a widespread palpable 
lymphadenopathy and hepatosplenomegaly due to the 
lymphoproliferative disorder.

Histology showed a dense, diffuse monomorphic infiltrate 
in the dermis and subcutaneous cell tissue, consisting of 
small lymphocytes (Figure 2) that was positive for to CD20 
(Figure 3) and CD79a.

Due to the asymptomatic nature of the lesion and to the 
underlying disease no specific treatment was prescribed 
for the palatal nodule, and the patient continued with 
the systemic therapy administered by the hematology 
department (rituximab, fludarabine, steroids, and 
cyclosporin). Despite this, the disease progressed and the 
patient died a few months later.

Specific infiltration of the oral cavity in B-cell chronic 
lymphocytic leukemia is unusual but has been described 
in the gingival mucosa, salivary glands, uvula, and very 
rarely in the palate.3-6 The patients in those 4 previously 
published articles and our patient presented with a painless, 
nonulcerated mass of varying consistency, located on both 
sides of the midline on the soft and hard palates. Although 
such a limited number of cases means we cannot be sure 
that this is the typical form of presentation of specific 
palatal infiltration due to B-cell chronic lymphocytic 
leukemia, this possibility should be considered in the event 
of a mass of such characteristics.

Optical microscope study reveals lymphoid infiltrates 
in the dermis and subcutaneous cell tissue, with a band-
like, multinodular or diffuse perivascular and periadnexal 
pattern.1 The infiltrate is monomorphic and composed of 
small lymphocytes with round nuclei, dense chromatin, small 
nucleoli, and scant cytoplasm.1 The immunophenotype is of 
the B line, aberrant, and relatively heterogenous: CD20+, 
CD5+, CD43+, CD23+, CD19+, CD79a+, with monoclonal 
immunoglobulin light chain expression and possible loss 
of some markers.1 In most cases, the molecular study 
shows a monoclonal rearrangement of the immunoglobulin 
heavy chains.1 Small numbers of reactive cells such as 
eosinophils, neutrophils, histiocytes, and plasma cells can 
also be observed.1

The differential diagnosis principally includes benign 
lymphoid follicular hyperplasia and other lymphomas 
that can infiltrate the palate. Benign lymphoid follicular 
hyperplasia, which affects the hard palate and can present 
with lymphadenopathy, produces clinically similar lesions 
presenting as lobulated and painless submucosal masses. 
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Histopathology, however, is different and consists of 
infiltrates with lymphoid follicles with multiple germinal 
centers.7 Specific palatal infiltration by other types 
of lymphoma usually causes unilateral, hard, painful, 
ulcerated masses with significant bone destruction; once 
again the pathology study allows these conditions to be 
identified.8

Although clinically they can be confused with an abscess, 
squamous cell carcinoma, or salivary gland tumors, the 
histology is logically very different.

The prognosis and treatment of leukemia cutis depend 
on the underlying disease.1 Ablative treatments (surgery, 
carbon dioxide laser), interferon, and radiotherapy are 
used in solitary or isolated lesions. For more extensive or 
disseminated lesions treatment can be administered with 
rituximab or various combinations of chemotherapy.
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