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Abstract

We present a case report of diffuse polypoid lesions of the digestive tract in which multiple endoscopic techniques (upper endoscopy,
colonoscopy, and capsule endoscopy) were performed in order to complete and refine the diagnosis in a patient with severe
hypogammaglobulinemia with recurrent infections, bronchiectasies and diffuse nodular lymphoid hyperplasia of the digestive tract.
In patients with hypogammaglobulinemia, the endoscopic evaluation of the digestive tract might be mandatory, even in asymptomatic
patients. The complete assessment should include the upper endoscopy and colonoscopy with multiple biopsies and, if possible, capsule

endoscopy.
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=& Introduction

Gastrointestinal involvement was previously repor-
ted in patients with immune deficiencies (i.e. hypo-
gammaglobulinemia). However, in daily clinical prac-
tice, the diagnosis of these digestive lesions might be
challenging and could benefit from both gastroentero-
logy and pathology departments expertise.

Currently, endoscopic examination is considered the
best method for the visualization of digestive tract
lesions. Recently, the endoscopic armamentarium was
completed by the capsule endoscopy, making possible
the complete examination of the digestive tract.

We present a case report of diffuse polypoid lesions
of the digestive tract in which multiple endoscopic
techniques (upper endoscopy, colonoscopy and capsule
endoscopy) were performed in order to complete and
refine the diagnosis.

= Patient, Methods and Results

A 20-year-old man was referred to our department
for fever and cough. The diagnosis of acute pneumonia
was made and an antibiotic treatment was started with
complete remission of the symptoms after several days.
Few months before, the standard thoracic radiography
and computed tomography revealed the multiple poly-
adenopathies (mediastinal and hilar) and bilateral basal
bronchiectasies. The biopsies performed by mediastino-
scopy were negative for any infectious or neoplastic
diseases and showed the reactive nature of this poly-
adenopathies. Moreover, the bronchoscopic examination
was negative for any specific lesion. The diagnostic of
tuberculosis was carefully excluded.

Taking into account the history of recurrent upper
airways and pulmonary infections, we performed a
complete evaluation of the patient in order to find a
condition predisposing to these repeated infections.
A severe hypogammaglobulinemia (0.17 g/dL) with
complete absence of IgA and severely reduced levels of
IgG and IgM was revealed. As the ultrasound exami-
nation of the abdomen revealed a moderate spleno-
megaly, we ordered an abdominal computed tomo-
graphy, which revealed an unusual thickening of the
digestive tract wall and perimesenteric mild polyadeno-
pathies.

Consequently, we performed the endoscopy and
colonoscopy, which revealed diffuse polypoid lesions
from the stomach (Figure 1), duodenum (Figure 2) to
terminal ileum (Figure 3) and large bowel (Figure 4).
For a better evaluation of the extent of the lesions, we
performed the capsule endoscopy examination that
revealed multiple and diffuse polypoid lesions in the
small bowel wall (Figure 5).

Multiple biopsies were done that showed lymphoid
follicular hyperplasia (Figure 6), with lymphoid ger-
minal centers. In order to have an accurate diagnosis,
the immunohistochemistry stain was also performed
(Figures 7 and 8).

Moreover, celiac disease, parasitic infections (inclu-
ding Giardia lamblia) and an acquired cause for this
immunodeficiency were excluded. No specific somatic
malformations were revealed at the clinical exami-
nation. It is important to note, that the patient did not
report any history of chronic diarrhea or abdominal
pain.

The final diagnostic was severe hypogammaglobu-
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linemia with recurrent infections, bronchiectasies and A treatment with intravenous immunoglobulin was
diffuse nodular lymphoid hyperplasia of the digestive planned and a careful future screening for lymphoma is
tract. mandatory.

Figure 1 — Gastric nodular lesions at upper endoscopy. Figure 2 — Diffuse polypoid lesions visible in duode-
num at upper endoscopy.

Figure 3 — Polypoid lesions in terminal ileum at colo- Figure 4 — Small polypoid lesions at large bowel exa-
noscopy. mination by colonoscopy.

,«f ‘

Figure 5 — Capsule endoscopy examination showing Figure 6 — Lymphoid follicular hyperplasia with ger-
multiple polypoid lesions in the small bowel’s wall. minal centers in the small bowel (HE stain, x40).
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Figure 7 — Immunohistochemistry stain for bcl-2 was
negative into the germinal centers and positive in the
interfollicular lymphoid infiltrate, excluding the folli-
cular lymphoma and confirming the reactive lymphoid
hyperplasia, x40.

= Discussion

The digestive manifestations in patients with hypo-
gammaglobulinemia were already reported several
decades ago [1, 2]. Several studies tried to link these
abnormalities with celiac disease [3], inflammatory
bowel diseases [4] and Giardia lamblia infection [5].
Some authors designated the digestive tract abnor-
malities in these patients as “enteropathy associated
with hypogammaglobulinemia” [6]. The nodular lym-
phoid hyperplasia of the small intestine was also
described and a high risk for the development of
intestinal lymphoma was suggested [7-9]. The case
reports [10, 11] and the small series that evaluated the
presence of digestive tract lesions in patients with
immune deficiencies were based mainly on upper endo-
scopy, colonoscopy, radiological-based investigation,
"Indium leukocyte scintigrams showing intestinal
inflammation and biopsies techniques [6]. Until now,
there is no standardized diagnostic approach of the
digestive lesions in patients with primary immuno-
deficiencies. Moreover, it is still unclear which might be
the correct evaluation workup in asymptomatic patients.

There are some reports concerning the utility of the
capsule endoscopy for the diagnosis of the lymphoid
hyperplasia in patients with hypogammaglobulinemia.
Postgate A et al. reported a case of diffuse intestinal
nodular hyperplasia in a patient with selective immuno-
globulin A deficiency [12]. The capsule endoscopy
might be one of the most important imaging techniques
in patients with immune deficiencies, being able to
characterize the extension of the disease.

Taking into account the risk for developing
lymphoma, an endoscopic surveillance with repeated
examinations and biopsies was proposed. The role of
the pathology laboratories for the correct diagnostic is
therefore essential. However, this screening for further
lymphoma is not standardized and the utility of endo-
scopic capsule in this process needs further prospective
studies.

Flgure 8- Immunohtstochemtstry stain for L26 (CD20)
was positive into the germinal centers, showing the
presence of B-lymphocytes in germinal centers, x100.

It is also important to underlie the need for correct
diagnosis in patients with diffuse polypoid lesions of the
digestive tract. In these patients, a screening for the
immune deficiencies might be important along with
histopathological examinations.

Finally, the optimal treatment of these patients with
digestive lesions is not clearly established, especially in
asymptomatic patients. Taking into account the history
of infections, our patient will receive an intravenous
immunoglobulin treatment according to current recom-
mendations. A complete examination of the digestive
tract is planned after one year of treatment. However,
the evolution of the digestive lesions after immuno-
globulin treatment need further studies in order to have
valid conclusions, especially in asymptomatic patients.

& Conclusions

In patients with hypogammaglobulinemia, the endo-
scopic evaluation of the digestive tract might be man-
datory, even in asymptomatic patients. The complete
assessment should include the upper endoscopy and
colonoscopy and, if possible, capsule endoscopy.
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