
Abstract. We report a rare case of Churg-Strauss syndrome in a
37-year-old man, presented as ileus intestinal and associated with
T lymphoblastic lymphoma, that was located in the retroperitoneal
space and infiltrated the suprarenal gland. The T lymphoblasts,
with the immunohistochemical method, disclosed positivity for
CD3 and CD8, while they were negative for Pan B and CD20.

Churg-Strauss syndrome (CSS) is an uncommon disorder

characterized by bronchial asthma, infiltrative shadow on the

lung, marked hypereosinophilia and elevated IgE. Various

organs are affected as a result of systemic necrotizing vasculitis

including the lungs, skin, cardiovascular, gastrointestinal and

nervous systems (1). T lymphoblastic lymphoma is a high-grade

malignant lymphoma characterized by an immature T

precursor phenotype, with frequent systemic dissemination,

closely related to T cell acute lymphoblastic leukaemia (2). T

lymphoblastic lymphoma may present at any age, being

typically seen in older children and young adolescents, with a

median age of incidence of about 17 years, and high incidence

of mediastinal involvement; this neoplasm is the most common

of the non Hodgkin’s lymphomas to present as a medical

emergency (3). A gastrointestinal presentation in eosinophilic

granulomatous syndrome (ECV) is rare and the association

with T lymphoblstic lymphoma is unusual. 

We describe a patient with an EGV, considered to be an

atypical Churg-Strauss syndrome (CSS), present as ileus

intestinal, and associated with T lymphoblastic lymphoma

that was located in the retroperitoneal space and infiltrated

the suprarenal gland.

Materials and Methods

Case report. A 37-year-old man, with a history of bronchial asthma

and allergy, presented to a local hospital in November 2000 with

severe abdominal pain because of ileus intestinal. The laboratory

examination revealed hypereosinophilia and elevated serum IgE

levels, while chest X-ray films were normal on admission. He was

treated by laparotomy and part of the ileum, about 10 cm long,

including the lesion, was resected. The post-operative course was

uncomplicated and the patient was treated with methylprednisolone

(medrol 16 mg daily), omeprazole (losec) and cefuroxime axetil

(zinadol). In January 2001, he was admitted to the same hospital

again with abdominal pain. The eosinophil count was more than

20% and the ultrasound examination revealed a suprarenal mass of

2 cm in diameter. The patient died suddenly one and a half months

after the last hospitalization.

Histology and immunohistochemistry. The surgical specimen and the

tumor mass were fixed in 10% buffered-formalin and paraffin

embedded. Sections of 5 Ì were stained with haematoxylin and

eosin, reticulin and PAS. Other sections of the tumor were stained

by immunohistochemical procedure, using the avidin biotin

peroxidase complex (ABC, Dako A/S Glostrup, Denmark) to the

following antibodies from Dako: LCA, L26, Pan B, kappa and

lambda light chains, CD3, CD8, CD20.

Results

The pathologic findings, including macroscopic examination of

the specimen, the resected ileum, were marked dilatation of

the small intestine showing an extensive infiltrating plaque-like

lesion in the mucosa, 3 cm from the surgical boundary. At the

opening, an annular ulcer 3 cm in size was observed.

Microscopic examination of the ulcer site, which was limited

to the mucosal layer, revealed marked infiltration of

inflammatory cells, predominantly of polymorphonuclear

eosinophils without fibrotic necrosis. No polarizing material,

parasites or malignant cells were observed in multiple sections.

A diagnosis of an eosinophilic granulomatous vasculitis,

probably a variant of Churg-Strauss syndrome, was made.

A post-mortem study showed a right retroperitoneal

tumor which measured 14x7x6 cm, infiltrating the

suprarenal gland and the surrounding tissue. The tumor was

soft, of grayish white color and its cut surface presented

large areas of hemorrhage and necrosis (Figure 1). The liver

and spleen were greatly enlarged and their cut surface was
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Figure 2. High magnification shows the distinctive morphology and spectrum of cell differentiation, infiltrating the suprarenal gland. H&Ex 400.

Figure 1. Gross appearance of lymphoblastic lymphoma located in retroperitoneal region. Note whitish areas alternate with areas of hemorrhage and necrosis.



free of macroscopic nodules. On microscopic examination

we observed a degree of pleomorphism and variation in cell

size with large areas of necrosis. The study of individual

tumor cells showed relatively large nuclei and a very scanty

to moderately basophilic cytoplasm. The nuclear chromatin

was finely dispersed which, at once, distinguished the tumor

cells from lymphocytes. The nuclei appeared round or oval

and the nuclear membranes were thin with few identations

(Figure 2). The tumor cells, which infiltrated the blood

vessels, expanded to the fibrous tissue in a concentric

fashion. The liver, the spleen, the lungs and the kidneys

showed infiltration of tumor cells, with the same histological

changes as described above. The lymphoblasts typed as T

lineage, because they expressed CD3 and CC 8 and did not

express Pan B and CD20 by immunohistochemistry.

Discussion

The cells of T lymphoblastic lymphoma have a close

morphologic phenotype and molecular genetic resemblance

to immature T lymphoblasts. These cells are derived from

the bone marrow, from the same stem cells that give rise to

all hemopoietic precursors. In the bone marrow, the cells

acquire terminal deoxynucleotidyl transferase (TdT) (2-4).

The cells then migrate to the thymic cortex where they

acquire many additional antigens in a well described

sequence of maturation. When maturation is complete, the

mature T helper and cytotoxic/suppressor cells migrate into

the medulla and again gain access to the peripheral blood

in order to enter extrathymic locations, such as the lymph

nodes (3, 4).

Patients with allergic granulomatous angiitis (also called

CSS, because Churg and Strauss first described this entity,

in 1951) generally have allergic disorders, mainly bronchial

asthma associated with infiltrate on chest radiographs,

followed by marked eosinophilia, elevated serum IgE levels

and also some systemic necrotizing vasculitis. CSS occurs

with equal frequency in both sexes and can be noticed at any

age after the 40th year (1, 5). Although respiratory

symptoms are the most common presenting features of CSS,

the site of the vasculitis process is often outside the lungs,

most commonly involving the peripheral nervous system,

skin, kidneys and gastrointestinal tract. The characteristic

histopathological features are intra and extravascular

granulomas associated with eosinophilic infiltration (1, 6).

On the other hand, T lymphoblastic lymphoma is a high

grade lymphoma composed of a homogeneous population

of small to intermediate-sized lymphoid cells with blastic

nuclear features. It occurs typically in adolescent males with

a median age of 17 years and presents as a large mediastinal

mass in about one half of the cases. When left untreated, a

diffuse systemic dissemination usually occurs rapidly and is

closely related to T cell acute lymphoblastic leukemia (7).

Rare cases of lymphoblastic lymphoma may be associated

with peripheral eosinophilia, as well as myeloid hyperplasia

with eosinophilia in the bone marrow (8).
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