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Isolated Crohn’s disease of the vermiform appendix or chronic

granulomatous appendicis?

E.Tsianos, K. Katsanos, G. Mpaltayiannis, D. Christodoulou

SUMMARY

The etiology of granulomatous appendicitis includes infec-
tious diseases, foreign bodies and diseases of unknown eti-
ology such as Crohn’s disease and sarcoidosis. Pain in the
right lower guardant is a common symptom of intestinal
Crohn’s disease but, pain in this area can also be the pre-
senting symptom of acute appendicitis. Crohn’s disease
affects any part of the gastrointestinal tract including the
vermiform appendix. Crohn’s disease initially confined to
the appendix is rare and there are less than 100 well-docu-
mented cases in the literature. A 28-years-old female pa-
tient was admitted to our hospital because of fever up to
39°C and abdominal pain in the right lower quadrant with
bloating. Serology and faecal, urine and blood cultures for
microbial infection including Yersinia proved negaive. Low-
er abdomen ultrasonography revealed no evidence of adn-
exae inflammation but suspected thickness of the bowel wall
in the right lower quadrant. Because of no response to con-
servative treatment two months later surgery was per-
formed. At laparotomy a long, thickened and distended
appendix was found and removed. No other lesions were
noted in the intestines or mesentery. Histological exami-
nation of the removed appendix showed signs compatible
with Crohn’s disease of the appendix. In case of Crohn’s
disease of the appendix two clinical possibilities may arise;
the first is the presence of mild Crohn’s disease in other
intestinal parts and the second possibility is the risk of re-
lapse which occurred in 7-14% of the published cases. Could
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this case be regarded as an isolated Crohn’s disease of the
appendix or as a granulomatous and follicular appendici-
tis of unknown etiology (idiopathic) and unrelated to a “for-
mal” Crohn’s disease according to the accepted definition.
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INTRODUCTION

The etiology of granulomatous appendicitis includes
infectious diseases, foreign bodies and diseases of un-
known etiology such as Crohn’s disease and sarcoidosis.
Pain in the right lower guardant is a common symptom
of intestinal Crohn’s disease'?, but pain in this area can
also be the presenting symptom of acute appendicitis.
For this reason, right lower quadrant pain has frequent-
ly been the cause of diagnostic dilemmas because pa-
tients with Crohn’s disease seem to have the same risk
for developing acute suppurative appendicitis as healthy
subjects. Crohn’s disease affects any part of the gastroin-
testinal tract including the vermiform appendix. The ap-
pendix was involved in about one quarter of terminal il-
eum Crohn’s disease cases, and simultaneous involve-
ment of other bowel parts has also been reported.’
Crohn’s disease initially confined to the appendix is rare
and there are less than 100 well-documented cases in the
literature.*” In these cases, granulomatous process was
apparently limited to an inflamed and swollen appen-
dix, while the remaining intestine seemed macroscopi-
cally normal. When Crohn’s disease is initially confined
to the appendix it seems to have a much lower recur-
rence rate than that of the disease affecting other bowel
parts.®

'This paper was announced at the 1* European Congress on
Gastrointestinal Oncology, 22-25 June 2000
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CASE REPORT

A 28-years-old female patient was admitted to our
Hospital because of fever up to 39°C and abdominal pain
in the right lower quadrant with bloating. There was pre-
vious medical history of recurrent right salpingitis. Pal-
pation of the abdomen caused guarding and rebound
tenderness in the right lower quadrant with no palpable
mass. Rectal examination revealed mild tenderness on
the right side. Laboratory examination showed hemat-
ocrit 36.5%, hemoglobin 11.8 gr/dl, white blood cell count
16.900/mm* with polymorphonuclear predominance,
ESR 62 mm/h. Serology and faecal, urine and blood cul-
tures for microbial infection including negative serology
and multiple fecal cultures for Yersinia proved negative.
Lower abdomen ultrasonography revealed no evidence
of adnexae inflammation but suspected thickness of the
bowel wall in the right lower quadrant. Further investi-
gation with barium enema examination and enteroclysis
revealed edematous mucosa, with evidence of ileocecal
valve cobblestoning and appendical orifice and caecum
involvement (Figure 1).

Abdominal computed tomography showed phlegmon

Figure 1. Oedema and cobblestonning of the caecum and ile-
ocaecal valve.

of the appendix and colonoscopy revealed nodular le-
sions and oedematous mucosa of the appendical orifice.
No other lesions were seen in the ileum or in the ileo-
caecal valve. Biopsies taken from the orifice of the ap-
pendix, showed histological signs compatible with gran-
ulomatous inflammation with no crypt distortion and no
marked goblet cell depletion. Moreover capillary con-
gestion and diffuse inflammatory cell infiltrate through-
out the lamina propria and granulomata without caseat-
ing necrosis were also present (Figure 2). Further histo-
logical evaluation with PAS, Ziehl-Nielsen and Gram
stain was negative and there was no evidence of fungal
involvement in the biopsy specimen. Because of no re-
sponse to conservative treatment, two months later sur-
gery was performed. At laparotomy a long, thickened
and distended appendix was found and removed. No oth-
er lesions were noted in the intestines or mesentery. His-
tological examination of the removed appendix showed
signs compatible with Crohn’s disease of the appendix
with fissuring and transmural inflammations, ulcerations
and numerous granulomata in the mucosa submucosa
and muscularis. The patient recovered and remains symp-
tom-free 8 years after surgery.

DISCUSSION

Crohn’s disease diagnosis is based on a combination
of clinical, radiologic enoscopic findings and histologic
findings. When morphologic features of Crohn’s disease
are isolated to the appendix, diagnosis is based only on
histological criteria. In such cases the pathologists tend
to support diagnosis based on the presence of granulo-
mas, which seems to be one of the specific histologic fea-

Figure 2. Granuloma in appendix region (E and H x 200).
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tures of Crohn’s disease. in our patient all known infec-
tious diseases were excluded as well as the presence of
foreign bodies in the appendix. The history of recurrent
right salpingitis might have just been an epiphenome-
non to this regional bowel inflammation because after
surgical intervention it never reappeared. Gastrointesti-
nal sarcoidosis is uncommon and even more rare is ap-
pendical sarcoidosis. In sarcoidosis other organs are also
involved with non-caseating granulomas, which was not
evident in this case. The granulomas of tuberculosis are
more numerous and larger and have necrosis and acid-
fast demonstrable by Ziehl-Nielsen stain. Rarely granu-
lomatous appendicitis may be the result of a Yersinia
infection but this possibility was excluded.

In case of Crohn’s disease of the appendix two clini-
cal possibilities may arise; the first is the presence of mild
Crohn’s disease in other intestinal parts and this may
happen to 11-25% of patients. The second possibility is
the risk of relapse which occurred in 7-14% of the pub-
lished cases.®””" Of interest is the much lower recurrence
rate among these patients than in those with extended
intestinal Crohn’s disease after primary excisional sur-
gery (7-14% vs 34-58%)."'* The rate is comparable to
that of colonic Crohn’s disease (16%)."

In our case, inflammation of vermiform appendix was
histologically suggestive of localized Crohn’s disease.
Disease was isolated to the appendix with no evidence
of concurrent Crohn’s disease elsewhere in the gastroin-
testinal tract or recurrence of the disease so far (8 years).
Could this case be regarded as an isolated Crohn’s dis-
ease of the appendix or is this a granulomatous and fol-
licular appendicitis of unknown etiology (idiopathic''°)
and unrelated to a “formal” Crohn’s disease as it is clas-
sically defined?” The rarity of granulomatous appendici-
tis'” and the relatively mild Crohn’s disease profile in our
area make this case a real dilemma. The answering op-
tions seem to be more than one in this case and in many
other so far described cases' and the general term “gran-
ulomatous appendicitis” is sometimes preferable.
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