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ABSTRACT

Chronic intestinal pseudo-obstruction is a severe gastrointestinal tract disorder mimicking a bowel obstruction with no mechanical
causes. Our patient presented with bowel obstruction symptoms, and a thymoma was incidentally found during the diagnostic
workup. After failing conservative management, the patient underwent exploratory laparotomy that showed negative results for a
mechanical cause of obstruction. Laboratory workup was suggestive of paraneoplastic syndrome, and the patient was started on
steroids and pyridostigmine course with symptom resolution. Thus, in patients with chronic intestinal pseudo-obstruction, para-
neoplastic syndrome should be considered in the differential diagnosis.

INTRODUCTION

Chronic intestinal pseudo-obstruction (CIPO) and small bowel obstruction maybe indistinguishable from a clinical perspective.
However, CIPO is caused by either myenteric plexus or intestinal smooth muscle dysfunction in the absence of mechanical
obstruction. In rare cases, this syndrome can be associated with a paraneoplastic syndrome, such as small cell lung carcinoma. We
present a patient with new-onset CIPO related to an incidentally found thymoma.

CASE REPORT

A 43-year-old woman with no significant medical or surgical history presented to the emergency department with a 2-day history of
abdominal pain and distension, nausea, and persistent vomiting. She denied having bowel movements or flatus since the onset of
symptoms and endorsed worsening constipation for the past 6 months. The patient reported blurred vision and worsening fatigue
throughout the day for the same amount of time. She sought help in urgent care 3 days before and was prescribed 10 mg of dicyclomine as
needed, without improvement. Vital signs on admission were unremarkable. An initial blood specimen workup was significant for 1.8 mg/
dL of magnesium with normal blood cell count, liver enzymes, and electrolytes. An abdominal x-ray demonstrated multiple dilated small
bowel loops suggestive of ileus vs small bowel obstruction.

An abdominal and pelvic computed tomography (CT) with intravenous (IV) contrast showed severe small bowel dilation with multiple
air-fluid levels, without evidence of a mechanical obstruction (Figure 1). Notably, the upper sections of the CT scan showed a possible
mediastinal mass. A thoracic CT chest showed a 7.5 X 3.8 X 9-cm eccentric lobulated homogeneous anterior mediastinal mass without
evidence of serosal invasion (Figure 2). Despite conservative management with nasogastric tube and multiple tap water enemas, the patient
failed to improve in her clinical and radiological evaluation after 7 days. Subsequently, the patient underwent diagnostic laparoscopy and
was found to have diffuse small bowel and colonic dilation; no transition point or mechanical obstruction was observed on careful bowel
inspection. Given the concern for paraneoplastic syndrome due to thymoma, the patient was started on 30 mg of empirical pyridostigmine
twice a day and 40 mg of methylprednisolone once a day. The next day, the patient had bowel movements and flatus, with improvement in
abdominal pain and distension severity. Workup for paraneoplastic syndrome came back with positive results for acetylcholine receptor
antibody (AChR) (4.0 nmol/L) and anti-CV2 antibodies (titer 1:800). A subsequent biopsy of the mediastinal mass showed cores of tissue
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Figure 1. Abdominal computed tomography showing multiple air—
fluid levels and small bowel dilation.

with expanded epithelial cell meshworks and rich lymphoid
background consistent with a thymoma. The patient ultimately
underwent outpatient thymoma excision.

DISCUSSION

Paraneoplastic neurological syndrome is an umbrella term for a
group of neurological sequelae secondary to a paraneoplastic
phenomenon, with an estimated prevalence of 1 in 10,000 cancer
patients. Autoimmune paraneoplastic CIPO (AP-CIPO) is a
subset of paraneoplastic neurological syndrome associated with a
poor prognosis, with varying mortality depending on the un-
derlying malignancy and response to oncologic therapy (small
cell lung carcinoma, thymoma, breast cancer, or B-cell lym-
phoma), parenteral nutrition, and surgical complications.'”

AP-CIPO arises after the myenteric plexus in the intestinal tract is
damaged by antibodies produced by a pathologic interaction be-
tween neuronal antigens, malignant cells, and the immune system.
The most common antibodies in AP-CIPO are antineuronal nu-
clear antibody type 1 (anti-Hu), Purkinje cell cytoplasmic type 1
(anti-Yo), and N-type voltage-gated calcium channel antibodies.”
Other less frequent antibodies in AP-CIPO are type 2 anti-neuronal
nuclear antibody (anti-Ri), amphiphysin antibody, PCA-2, and

Figure 2. Chest computed tomography with incidental finding of
mediastinal mass.

CRMP antibody.* Historically, CV2 antibodies were initially asso-
ciated with encephalomyelitis and peripheral neuropathy.> Never-
theless, Paine et al recommended testing for CV2 antibodies in
addition to anti-Hu and AChR antibodies in patients with chronic
severe dysmotility to rule out an underlying malignancy.® In our
patient, both CV2 and AChR antibodies were present, supporting
an AP-CIPO diagnosis secondary to a thymoma. Interestingly,
paraneoplastic syndromes often present before the clinical mani-
festations of the primary malignancy. For example, the discovery of
the primary malignancy in our patient was performed after she
presented with intestinal pseudo-obstruction.

Treatment options for AP-CIPO stem from various case reports
and case series. A variety of treatment options have been attempted
for AP-CIPO, with most of the current recommendations arising
from case reports and case series. These treatments include 1 mg/
kg of prednisone with subsequent taper, sometimes preceded by a
short course of IV methylprednisolone or immunoglobulin.’
Weinkauf et al highlighted the importance of immunomodulation
with rituximab and cyclophosphamide in the treatment of patients
with AP-CIPO, secondary to small cell lung cancer.” However, this
drug combination carries a concern of tumor progression because
of the associated immunosuppression.® Rakocevic et al reported a
patient with thymoma, CIPO, and myasthenia gravis, who was
treated with parenteral neostigmine and IV immune globulin for 5
days without improvement and subsequently died because of as-
piration pneumonia and septic shock.” Musthafa et al also reported
a patient with thymoma, AP-CIPO, and myasthenia gravis who
responded to oral prednisone and pyridostigmine combination.'’
In addition, surgical options such as limited bowel resection
guided by neurophysiological testing have also been used. Mal-
hotra et al successfully treated a patient with thymoma and AP-
CIPO with an extended right hemicolectomy when the patient
failed to respond to transverse loop colostomy."' Our patient was
treated with methylprednisolone, pyridostigmine, and a thymec-
tomy, which led to symptom resolution. This approach has been
recommended for thymoma-related AP-CIPO because it shares
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myasthenic features for which combination therapy improves
symptoms at the neuromuscular junction and, thus, the gastro-
intestinal motility.

Hence, patients with obstructive symptoms without a me-
chanical cause need to be evaluated for potentially reversible
etiologies such as a paraneoplastic syndrome. A comprehensive
evaluation can lead to early diagnosis of an occult malignancy.
Several challenges exist in the treatment of these patients, with
varying degrees of response to pharmacological or surgical
treatment. Nevertheless, the main approach may vary based on
the primary malignancy and its staging.

DISCLOSURES

Author contributions: D. Castaneda and R. Miret wrote the
manuscript and reviewed the literature. R. Rajagopalan wrote
and edited the manuscript and reviewed the literature. F. Castro
revised the manuscript for intellectual content. D. Castaneda is
the article guarantor.

Financial disclosure: None to report.
Informed consent was obtained for this case report.

Received September 14, 2020; Accepted February 16, 2021

REFERENCES

1. Honnorat ], Antoine JC. Paraneoplastic neurological syndromes. Orphanet
J Rare Dis. 2007;2:22.

2. Antonucci A, Fronzoni L, Cogliandro L, et al. Chronic intestinal pseudo-
obstruction. World ] Gastroenterol. 2008;14(19):2953-61.

3. Blackburn KM, Kubiliun M, Harris S, Vernino S. Neurological autoimmune
disorders with prominent gastrointestinal manifestations: A review of
presentation, evaluation, and treatment. Neurogastroenterol Motil. 2019;
31(10):e13611.

4. Lee HR, Lennon VA, Camilleri M, Prather CM. Paraneoplastic gastroin-
testinal motor dysfunction: Clinical and laboratory characteristics. Am |
Gastroenterol. 2001;96(2):373-9.

5. Taverna JA, Babiker HM, Yun S, et al. The great masquerader of malig-
nancy: Chronic intestinal pseudo-obstruction. Biomark Res. 2014;2(1):
23.

6. Paine P, McLaughlin J, Lal S. The assessment and management of chronic
severe gastrointestinal dysmotility in adults. Aliment Pharmacol Ther.2013;
38(10):1209-29.

7. Weinkauf C, McPhillips S, Krouse R, Levine I. Autoimmune gastrointes-
tinal paralysis: Failure of conventional treatment without immunomodu-
lation. Case Rep Surg. 2014;2014:180654.

8. Badari A, Farolino D, Nasser E, Mehboob S, Crossland D. A novel approach
to paraneoplastic intestinal pseudo-obstruction. Support Care Cancer.2012;
20(2):425-8.

9. Rakocevic G, Barohn R, McVey AL, et al. Myasthenia gravis, thymoma, and
intestinal pseudo-obstruction: A case report and review. J Clin Neuromuscul
Dis. 2003;5(2):93-5.

10. Musthafa CP, Moosa A, Chandrashekharan PA, Nandakumar R, Nar-
ayanan AV, Balakrishnan V. Intestinal pseudo-obstruction as initial pre-
sentation of thymoma. Indian ] Gastroenterol. 2006;25(5):264-5.

11. Malhotra K, Georgiades IB, Davies J. Functional colonic obstruction in an
adult as a presenting feature of thymoma. Ann R Coll Surg Engl. 2011;93(6):
e61-e63.

Copyright: © 2021 The Author(s). Published by Wolters Kluwer Health, Inc. on behalf of
The American College of Gastroenterology. This is an open access article distributed
under the terms of the Creative Commons Attribution-Non Commercial-No Derivatives
License 4.0 (CCBY-NC-ND), where it is permissible to download and share the work
provided it is properly cited. The work cannot be changed in any way or used com-
mercially without permission from the journal.

ACG Case Reports Journal / Volume 8

acgcasereports.com 3


http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://acgcasereports.com

