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An atypical presentation of ulcerative colitis:
case report

Avanti Saoji', Madhura Kavishwar', Praveen Unki" ® and Surbhi Rathi'

Abstract

Background Bloody diarrhea in children often indicates a severe gastrointestinal illness. Although infections are

the most likely cause, inflammatory bowel disease (IBD) is a close mimic. IBD generally presents with chronic and per-
sistent symptoms requiring long-term treatment. Hence, acute or atypical presentations may mislead the physician
leading to delays in diagnosis. We report the case of an atypical presentation of ulcerative colitis.

Case presentation We present the case of a 6-year-old girl with acute symptoms of bloody diarrhea, fever, abdomi-
nal pain, and tenesmus for 5 days. The child came to us after the non-resolution of symptoms after treatment

from a local practitioner. The child was found to have signs of chronic malnutrition and clubbing on general examina-
tion. After ruling out infective causes, the child was evaluated further by colonoscopy, which revealed lesions sugges-
tive of ulcerative colitis, and hence started on topical and oral treatment for the same.

Conclusion Awareness about the disease and its atypical presentations like poor growth, anemia, or extraintestinal
manifestations is necessary, especially in primary healthcare and resource-poor settings as it can lead to early diagno-

sis, referral, and treatment initiation.
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Background

Inflammatory bowel disease (IBD) comprises two chronic
gastrointestinal (GI) inflammatory diseases—ulcera-
tive colitis (UC) and Crohn’s disease (CD). They present
with chronic and persistent GI symptoms and require
long-term treatment and monitoring. Acute symptoms
or atypical presentations may lead to delays in diagnosis.
It may further lead to the affection of growth and devel-
opment, bone health, and psychosocial functioning in
children and adolescents and contribute to significant
morbidity and mortality [1]. It also poses a significant
load on the healthcare system [2]. Hence, awareness
about the disease and its varied manifestations can aid
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in early detection and early initiation of treatment to
improve outcomes. We report the case of one such atypi-
cal presentation of ulcerative colitis.

Case presentation

We present the case of a 6-year-old girl who came to
our tertiary care center with acute bloody diarrhea for a
duration of 5 days associated with fever, abdominal pain,
and tenesmus. Her stools were non-foul-smelling, large
in quantity, and had fresh blood (about 3-5 ml in each
stool), associated with pain in the abdomen just prior to
passage. The child had no similar complaints previously
and no significant past medical or surgical history. For
the above complaints, the child was started on antibiotics
at a local hospital and was transfused with packed cells in
view of severe anemia.

The child visited our hospital due to the non-resolution
of symptoms despite treatment. Physical appearance
revealed a pale, malnourished, and stunted girl. Anthro-
pometry revealed weight and height for age less than the
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Fig. 1 Grade Il clubbing seen in our case of ulcerative colitis

3rd centile with a BMI of 11.5 kg/m?, thus suggesting a
chronic cause for her malnutrition. On further evalu-
ation, the child was noticed to have clubbing (as shown
in Fig. 1) and cheilosis. No cyanosis, icterus, or lymphad-
enopathy was seen. The local perianal examination had
no obvious abnormality. The abdomen was soft and non-
tender, and the liver was palpable 3 cm below the right
costal margin. Other systems were within normal limits.
On investigations, a complete blood count revealed a
hemoglobin of 8.4 g/dl, platelets of 77,000/mm?, and total
counts of 15,000/mm?. Stool examination was positive for
RBCs but, however, revealed no organisms or pus cells
ruling out infective causes. Further testing was done to
evaluate for etiology of chronic disease in the child. Liver
functions, renal functions, and coagulation profile were
within normal limits. C-reactive protein and erythro-
cyte sedimentation rates were normal. Tuberculosis and
HIV were ruled out. Chest X-ray revealed no abnormal
findings. 2D echo was within normal limits. Ultrasonog-
raphy of the abdomen was suggestive of a thickened rec-
tum, sigmoid colon, and part of the descending colon.
Fetal calprotectin levels were inconclusive. Colonos-
copy was planned, and it revealed diffuse inflammatory
lesions from the rectum to the ascending colon sparing
the terminal ileum and cecum as shown in Fig. 2. Biopsy
from the sites was suggestive of superficial ulcerations,
lymphoplasmacytic infiltrates in lamina propria, crypti-
tis, and crypt abscess in the colon suggestive of ulcera-
tive colitis. Hence, she was started on 5-aminosalicylic
acid (Mesalamine) orally and topically in the form of an
enema. Multivitamins and mineral supplements were
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Fig. 2 Colonoscopy images of the patient showing A edematous
and erythematous mucosa of the colon and B superficial ulcerations
and bleeding

also added, and parents were counseled about an appro-
priate diet. The child followed up after 2 weeks of dis-
charge. There were no repeat episodes of bleeding. The
child had resumed school and was active, and there was a
weight gain of 1 kg.

Discussion

Inflammatory bowel disease constitutes chronic inflam-
matory disorders of the gastrointestinal tract [1]. These
occur due to a complex interplay of various factors like
genetic, environmental, microbial, and adaptive immu-
nity of the host and result in a dysregulated mucosal
immune response against the commensal intestinal
microbiota [3]. Although most commonly seen during
adolescence and young adulthood, an increasing number
of children are now being diagnosed even at a younger
age with early-onset (0-5 years) and very early-onset
(VEO) diseases (0-2 years) [4, 5].

The diagnosis of IBD is generally entertained in chil-
dren with chronic or persistent symptoms like abdominal
pain, diarrhea, rectal bleeding, and weight loss. Bloody
diarrhea is the most common presenting complaint in
UC whereas CD may present with vague abdominal pain,
diarrhea, or chronic symptoms such as unexplained ane-
mia, fever, weight loss, or growth retardation. The clas-
sic “triad” of abdominal pain, diarrhea, and weight loss
occurs in only 25% of patients with CD [6]. Extraintes-
tinal manifestations may involve nearly any organ sys-
tem—but common ones include the musculoskeletal,
dermatologic, hepato-pancreato-biliary, ocular, renal,
and hematological systems [7]. These may present at
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diagnosis in 6 to 23% of children with a higher frequency
in those > 6 years [8, 9].

It is important to exclude enteric infections before
making a diagnosis of IBD. The primary findings that dif-
ferentiate infection from IBD are positive stool cultures
and duration of diarrhea in these patients. Those who
have no identified pathogen and/or symptoms with a
duration of > 2 weeks are likely to have IBD [10]. Murphy
[11] suggests that although GI infections may be the most
likely cause of bloody diarrhea in children, the possibil-
ity of inflammatory bowel disease should always be kept
in mind especially if associated with signs like impaired
growth, clubbing, oral or perioral abnormalities. Impair-
ment of growth in children may precede the intestinal
mucosal lesion by months to years [12, 13]. This is similar
to what we observed in our case.

The classification of IBD is complex and characterized
by some rare phenotypes that may be atypical or unusual.
The recognition of the typical features of CD and UC,
identification of atypical phenotypes that are still con-
sistent with a diagnosis of CD or UC, and knowledge of
those factors that preclude a diagnosis of one or the other
are vital for diagnosis. Thus, a diagnosis of IBD should be
supported on the basis of history, physical examination,
laboratory investigations, histopathology, and imaging of
the small bowel.

The revised Porto criteria accepted by the European
Society for Paediatric Gastroenterology Hepatology
and Nutrition (ESPGHAN) are a novel evidence-based
approach to the definition of IBD [14]. It has a methodo-
logical approach and incorporates the Paris phenotypic
classification of PIBD [15]. It also helps in the delineation
of atypical phenotypes of IBD. Thus, it enables clinicians
to properly diagnose each individual subtype. The crite-
ria also consider advanced diagnostic imaging modalities
like capsule endoscopy, along with serological and fecal
biomarkers for diagnosis.

Reliable features to diagnose ulcerative colitis include
continuous mucosal inflammation of the colon, starting
from the rectum, without small bowel involvement and
without granulomas on biopsy [8, 10, 16]. The typical
macroscopic features seen are erythema, granularity, fria-
bility, purulent exudates, and ulcers that generally appear
as superficial small ulcers. However, certain atypical phe-
notypes like macroscopic rectal sparing, isolated upper
GI involvement in the form of non-serpiginous gastric
ulcers, normal crypt architecture, absence of chronicity
in biopsies, or a cecal patch may also be seen [14]. The
results of the colonoscopy seen in our case match with
the above findings.

Crohn’s disease typically manifests primarily in the
ileum or colon, although any part of the GIT may be
affected. CD may also present with extraintestinal
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manifestations initially. Key features of CD include the
presence of skip lesions, non-contiguous serpentine and
linear ulcerations, cobblestoning, stenosis/stricturing
of the bowel, thickening of the bowel wall, or inflamed
ileum with a normal cecum, with histological presence of
well-formed non-caseating granulomas [14].

IBD type unclassified (IBD-U) is a term referring to
patients with definite IBD, wherein the inflammation is
limited to the colon and the differentiation between UC
and CD remains uncertain even after a complete workup
[14].

Fecal markers like calprotectin or lactoferrin are very
sensitive in the detection of mucosal inflammation but
are not very specific for IBD. Certain serological mark-
ers of IBD like anti-Saccharomyces cerevisiae antibody
(ASCA) or perinuclear anti-neutrophil cytoplasmic anti-
bodies (PANCA) may suggest an increased likelihood for
IBD in atypical cases and may also help to differentiate
CD from UC in cases of IBD-U [14].

An increasing number of cases of pediatric IBD are
now being reported in India [17] which could be due to
increasing awareness, improved diagnostic techniques,
and enhanced access to specialized healthcare systems.
However, atypical presentations and unique age-related
issues of children make diagnoses of pediatric IBD chal-
lenging [18-20].

The treatment for IBD requires long-term care, follow-
up, and support. The goals of treatment include the elimi-
nation of symptoms and restoring quality of life, restoring
normal growth, and prevention of complications. Medi-
cal therapy includes drugs needed to induce remissions
like aminosalicylates and corticosteroids; immunomodu-
lators like azathioprine, methotrexate, and 6-mercaptom-
purine; and newer biologicals like monoclonal antibodies
such as infliximab, adalimumab, and vedolizumab which
are helpful in remission as well as maintenance and thus
can heal the mucosa and augment growth [1].

Surgical intervention may be required in select cases
like intractable disease and fulminant disease unrespon-
sive to medical management. Psychosocial support for
the child and family is also of utmost importance for
adherence to treatment.

Conclusion

IBD is increasingly being reported in India. Knowledge
about the disease and its atypical presentations in the
form of poor growth, anemia, or extraintestinal manifes-
tations is necessary, especially in primary healthcare and
resource-poor settings to aid in early diagnosis, referral,
and initiation of treatment.
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