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Appendiceal Orifice Inflammation in an 8-Year-Old Girl with
Ulcerative Colitis Complicating Wilson’s Disease
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Appendiceal orifice inflammation (AOI) may occur as a
skipped lesion in ulcerative colitis (UC). Cases of ul-
cerative colitis complicated by Wilson’s disease have
also been reported. We report herein a case of AOI
that occurred as a missed lesion in an 8-year-old girl
with UC complicating Wilson’s disease, which is rare
in children. (Gut Liver 2010;4:126-128)
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INTRODUCTION

Ulcerative colitis (UC) is a form of chronic in-
flammatory bowel disease that is universally recognized as
a condition where diffuse lesions begin from the rectum
and extend proximally without a break. However some
previous reports have suggested that appendiceal orifice
inflammation (AOI) may occur as a skipped lesion in
UC."* Wilson’s disease is a rare genetic disorder of cop-
per metabolism. One adult case report of UC complicat-
ing Wilson’s disease has appeared, and suggested a possi-
ble association of UC with Wilson’s disease.” And
16-year-old woman was diagnosed by UC ninety months
after transplantation for fulminant Wilson’s disease in
1997.* We report on our experience with a pediatric UC
patient diagnosed with complicating Wilson’s disease and
presenting with skipped AOIL
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CASE REPORT

An 8-year-old girl visited the Asan Medical Center with
a history of 2 weeks of hematochezia (2x/day) and loose
stools (3x/day). When 10 months of age, she had been
diagnosed Wilson’s disease, being heterozygous for the
ATP7B mutation of R776L (the other allele was not de-
fined) with laboratory data (AST/ALT 274/556 IU/L,
Copper, 24 hr urine 302 ug/day). She had been taking
Trientine. She also complained of lower abdominal pain
and weight loss (1 kg over 1 month). Physical examina-
tion showed no abnormality. Laboratory data yielded an,
ESR of 9 mm/hr, CRP 0.5 mg/dL, leucocytes 6,100/mm’,
hemoglobin 13.2 g/dL, and platelets 324x10°/mm’. The
PANCA test was negative. Colonoscopy revealed loss of
vascularity, fine erosions, and mucus exudate on the far
distal rectum and multiple erosions, erythema, and mucus
exudates on the appendiceal orifice (Fig. 1). The mucosa
between the distal rectum and the appendix was normal.
Rectal biopsies showed chronic inflammation with lym-
phoid aggregates and focal cryptitis. An appendiceal biop-
sy yielded findings similar to those obtained from rectal
examination.

Oral mesalazine (1,000 mg/day: 30 mg/kg/day) was
started and continued for 1 month without improvement
of hematochezia or diarrhea. Thereafter, we added a daily
budesonide enema and increased the dose of mesalazine
to 1,500 mg/day (45 mg/kg/day); the patient’s symptoms
improved. Three months later, our patient was in re-
mission and the budesonide enema was gradually
withdrawn. During withdrawal, we switched the patient
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from Trientine to D-Penicillamine because of Trientine

side effects, but recurrence of hematochezia was seen 7
months later. At that time, treatment with mesalazine
rectal suppositories and oral mesalazine medication im-
proved the hematochezia. Our patient, now on oral mesa-
lazine only (she dislikes rectal suppositories) has had no
hematochezia for the last 10 months.

DISCUSSION

UC is characterized by diffuse inflammation of the large
intestine, of unknown etiology, and as a rule begins in
the rectum and extends continuously in an oral direction.
However, discontinuous lesions may be found, although
rarely.

We report a case in which skipped lesions at appendi-
ceal orifice were endoscopically observed. In this patient,
the appendiceal orifice was involved in the skipped lesion
and the rectum showed a distal lesion. Remission was in-
itially achieved with mesalazine and budesonide enema al-
though the patient relapsed 2 months later.

Yang and colleagues have reported that AOI, presenting
as a skipped lesion, was common in newly diagnosed UC
adult patients with no history of medical treatment, sug-
gesting that the distant skipped lesion was not caused by
medical therapy.” The cause of AOI in UC patients is un-
clear, but some reports have suggested that the appendix
plays an immune-regulatory role. Matsushita and co-
workers studied immune-imbalances in the appendices of
UC patients and reported that the appendix is a priming
site for UC development, showing an enhanced CD4/CD8
cell ratio, and a prominent population of CD4+CD69+ T
cells.® Yamagishi and colleagues explored the relationship
between the continuous distal lesion of UC and the skip-
ped periappendiceal lesion by observing colonoscopic
changes in both lesions and reported that activity in the

Fig. 1. Colonoscopic findings in
our patient. (A) The far distal
rectum shows loss of vascul-
arity, fine erosions, and mucus
exudates. (B) The mouth of the
appendix  exhibits  erythema,
mucus exudates, and erosions.

distal lesion correlated well with that in the skipped peri-
appendiceal lesion.” Matsumoto and co-workers used co-
lonoscopy to study two UC groups with or without AOL
The endoscopic remission rate at 12 months was higher
in the AOI-positive group than in the AOIl-negative
group.” Recent studies reported that appendectomy re-
duces the risk of UC development and improves the
1012 1 contrast, however, Byeon and
colleagues reported that in patients with distal UC, AOI

showed no prognostic implication in terms of remission,
3

course of disease.

relapse or proximal disease extension.'

In adults, appendiceal involvement as a skipped lesion
of UC is not uncommon, presenting in 15-86% of
patients.5 On the other hand, this condition is rare in
children, for several reasons. One is bowel preparation
difficulty in pediatric patients; large amount of feces re-
mains in the cecum and interferes with clear imaging.
Another is that UC was previously thought to be always
continuous from the rectum and, therefore, insertion of
an endoscope in the oral direction was discontinued in
many cases when a normal region appeared after lesions
were seen lower in the intestine. Also, because of the dif-
ficulties associated with colonoscopy in children, such ex-
aminations were often not performed.

Regarding a possible association between UC and
Wilson’s disease, Torisu and colleagues reported a case of
UC with Wilson’s disease similar our patient and strongly
suggested that Wilson’s disease was an exacerbating fac-
tor for UC, considering the potential role of copper in
dealing with oxygen radicals and in other antioxidant
defenses.” However association may have been isolated as
no further report has appeared in the literature. In addi-
tion a 16-year-old Caucasian woman was diagnosed as
UC following transplantation for fulminant Wilson’s dis-
ease in 1997.

In conclusion, we report a skipped appendiceal lesion
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in an 8-year-old girl with UC and Wilson’s disease; this
is rare in children. The findings suggest that AOI in pe-
diatric UC patients needs to be evaluated. Also, further
evaluation of a possible relationship between Wilson’s
disease and UC is warranted.
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