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OBSERVATION

Mesenteric lymph node cavitation syndrome
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Abstract

The mesenteric lymph node cavitation syndrome consists
of central necrosis of mesenteric lymph nodes and may
occur with either celiac disease or a sprue-like intestinal
disease that fails to respond to a gluten-free diet. Splenic
hypofunction may also be present. The cause is not
known but its development during the clinical course of
celiac disease is usually indicative of a poor prognosis for
the intestinal disorder, a potential for significant compli-
cations including sepsis and malignancy, particularly T-cell
lymphoma, and significant mortality. Modern abdominal
imaging modalities may permit earlier detection in celiac
disease so that earlier diagnosis and improved under-
standing of its pathogenesis may result.
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INTRODUCTION

Over 50 years ago, mesenteric lymph node changes were
described in celiac disease! ™. At that time, definition of
most changes in abdominal lymphoreticular structures
relied largely on surgical observation or postmortem
evaluation. In addition, altered abdominal lymphoreticular
function was also evident, reflected in reduced splenic
function™”. Tn recent years, refinements in abdominal
imaging, i.e. ultrasound, computed tomography (CT),
magnetic resonance imaging (MRI) and positron emission
tomography, have led to improved and eatlier documenta-
tion of lymphoreticular changes in celiac disease. Neoplas-
tic (i.e. lymphoma) and non-neoplastic changes, including
mesenteric lymph node cavitation, have been recorded.

MESENTERIC LYMPH NODE CAVITATION
SYNDROME

Detailed descriptions of this entity appeared largely
in the French literature” . These reports described an
unusual syndrome that seemed to complicate the clini-
cal course of adult celiac disease. While typical small
intestinal mucosal biopsy changes of celiac disease were
present, the most intriguing observation was the defini-
tion of cavitated mesenteric lymph nodes. In addition,
splenic atrophy ot splenic hypofunction appeared to be
present, raising the spectra of impaired immune func-
tion and a specific infectious cause.

Matuchansky and colleguesm], in a seminal report,
noted details of 6 cases that included 4 females and 2
males. Within the jejunoileal mesenteric nodes, pseudo-
cystic lesions were detected that consisted histologically
of a large central cavity occupied by hyaline-type material
surrounded by fibrous tissue and lymph node remnants.
Evidence of mesenteric panniculitis or malignant lym-
phoma was not detected. Persistent diarrhea or childhood
diarrhea along with malabsorption accompanied the small
intestinal changes. An unequivocal mucosal response to a
gluten-free diet was shown in some cases confirming that
celiac disease was present. In others, a definitive response
to a gluten-free diet could not be documented suggesting
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that either a resistant form of celiac disease or sprue-like
intestinal disease was present. Similar features have been
noted with other complicating disorders (e.g; lymphoma)
in both adult celiac disease or sprue-like intestinal dis-
case!''l. Microscopic examination of the lymph nodes in
these cases usually shows some common features. Atro-
phic cavitated lymph nodes are usually present without
evidence of infection or malignancy in the lymph nodes.
Central acidophilic lipid-containing fluid is usually present
surrounded by a rim of residual lymph node tissue that
includes follicles, sinus and capsular components. The
changes historically have appeared to be confined to the
mesenteric lymph node chain.

HYPOSPLENISM

Another important, although not essential™ compo-
nent of this clinical syndrome appears to be splenic
atrophy or splenic hypofunction. While splenic changes
have been previously noted in other intestinal disorders
(e.g. inflammatory bowel disease)!'”, mesenteric lymph
node cavitation was seen only in those with pathological
changes of celiac disease or sprue-like small intestinal
disease, and not with inflammatory bowel disease"”. In
eatly studies, splenic atrophy was often defined structur-
ally during postmortem evaluation or abdominal surgery.
More recently, these changes tended to be defined with
modern imaging methods. Hyposplenism, indicative of
reduced splenic function, appeared to reflect this struc-
tural change in the spleen, and depending on its mode
of measurement seemed to be quite common in celiac
. The latter disorder may be suspected from a
peripheral blood smear with Howell-Jolly bodies, mono-
cytosis, lymphocytosis and increased platelet counts,
and confirmed with pitted red blood cells counts or ra-
diolabeled colloid scanning of the spleenm’15
disease, for example, 76.2% of patients were found to
have pitted red blood cells
ing the clinical course of many other disorders, apart
from celiac disease or sprue-like intestinal diseasem'ls]
These disorders include dermatitis herplforrnls , collag-
enous sprue[ , collagenous colitis"” and abdominal lym-
pho ma 1 all disorders intimately linked to celiac dis-
case!” Hyposplemc patients have been reported to be
at increased risk for bacterial sepsis, especially with en-
capsulated organisms such as pneumococcus, sometimes
with a fatal outcome™, so vaccination using the pneu-
mococcal conjugate has been recommended"”. The risk
of sepsis appears to be more significant if a diagnosis of
celiac disease is established during adult years rather than
in childhood”. There may also be a higher risk for vas-
cular, autoimmune and thrombotic disorders along with
solid tumors"”. In celiac discase with associated autoim-
mune or malignant complications, IgM memory B-cells
were reduced suggesting a possible mechanism leading
to infections by encapsulated bacteria!
reduced splenic function appears to be possible, but only
after improvement of small intestinal mucosal changes
has occurred”.
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LONG-TERM NATURAL HISTORY AND
COMPLICATIONS

Most eatly reports indicated that cavitation of mesen-
teric lymph nodes was associated with a very poot prog-
nosis with a mortality of about 50%"". Nevertheless,
dramatic improvement has also been recorded with com-
plete normalization of the mesenteric lymph nodes”*,

In celiac disease with associated dermatitis herpeti-
formis, recurrent diarrhea, steatorrhea and protein-losing
enteropathy were defined followed later by hyposplenism,
mesenteric lymph node cavitation and malignant lympho-
ma of the small intestine””. In another case of mesenteric
lymph node cavitation, lymphoma also developed with a
sprue-like intestinal lesion that did not respond to a glu-
ten-free diet™”. Cavitation of mesenteric lymph nodes may
also occur without celiac or other small bowel disease™.
Bacterial infections may be associated with necrosis of
lymph nodes (e.g. mycobactetia, Yersinia) and lymph node
cavitation has been reported with Whipple’s disease™.
Necrotizing lymphadenitis may also occur with systemic
lupus erythematosus” ", and this appears to be pathologi-
cally similar to IQkuchi«Fujimoto disease, a self-limited
form reported in young Asian adults™. In celiac disease,
however, malignant lymphoma may also be the cause of
necrotic mesenteric lymph node changes"™. In one report,
these necrotic lesions were seen in the liver and spleen due
to hepatosplenic type lymphoma, a rare type of petipheral
T-cell lymphoma with T-cell receptor rearrangement™.
In a more recent case report, progressive encephalopathy
and focal lesions of the cerebellum and brainstem were
associated with abnormal T-cell clones in a sprue-like dis-
order with mesenteric and mediastinal lymph node cavita-
tion™. Finally, a case of necrotizing hepatitis with celiac
disease and mesenteric lymph node cavitation was recently
described, but lymphoma was not detected"”.

CONCLUSION

This syndrome is an intriguing entity or group of enti-
ties frequently associated with celiac disease or sprue-
like intestinal disease consisting of cavitated mesenteric
lymph nodes and, often, splenic hypofunction. Cavitated
mesenteric nodes should be differentiated from other
causes of mesenteric cystic lesions, including lymphatic
cysts or cystic lymphangioma. These have also been re-
corded with celiac disease and hyposplenism®. Although
diagnosis is usually confirmed by pathological evaluation
of mesenteric lymph nodes, imaging studies may be very
helpful. Ultrasound may show anechoic cysts up to 8 cm
in size. CT may reveal low attenuation (fluid or fat) lymph-
adenopathy suggesting celiac disease, Whipple’s disease,
infections such as tuberculosis, lymphoma or necrotic me-
tastases, including germ cell tumors®”. Occasionally, fluid-
fat levels are appreciated in the lymph node, reported only
in celiac disease”™. MRI may be useful as the fluid and
fat layer may be appreciated in T2- and T1-weighted axial
images, even if fluid-fat levels are not seen on CT™. T

some cases, image-guided fine-needle aspiration of the
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cyst may be perforrned[ssl. The cause of cavitation syn-
drome is usually not defined. The mesenteric lymph node
cavitation changes have been hypothesized to represent
excess antigen exposure via damaged small bowel mucosa
causing lymphoid cell depletion in the lymph nodes and
spleen. Alternatively, changes may reflect necrosis in the

mesenteric nodes triggered by localized immune-mediated

. . . . 38
complement activation and intravascular coagulation”™.

Specific infections and malignant lymphoma may compli-
cate its natural history and clinical course and contribute
to its poor prognosis.
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