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ABSTRACT

Sweet syndrome and tracheal stenosis are very rare extraintestinal manifestations of inflammatory bowel diseases. In this study, we
present a patient with ulcerative colitis, who developed Sweet syndrome in combinationwith an acute tracheal stenosis causing a life-
threatening situation requiring admission to the intensive care unit. The patient had an excellent response to intravenous corti-
costeroids and intravenous infliximab, which had to be switched to vedolizumab after an allergic reaction to infliximab. The patient
remained in stable remission with vedolizumab. This is, to our knowledge, the first case reported, in which these very rare
extraintestinal manifestations occurred simultaneously.
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INTRODUCTION

Inflammatory bowel diseases (IBD) often not only manifest in the gastrointestinal (GI) tract but also as systemic diseases involving
many other organs, such as joints, skin, or eyes.1,2 The involvement of organs outside of the GI tract is referred to as extraintestinal
manifestations (EIM) of IBD. Sweet syndrome (SSY) and tracheal stenosis belong to highly uncommon EIM in IBD.1,2

Robert Douglas Sweet first described SSY in 1964. He published a case series of 8 patients who presented with symptoms including
fever, painful skin lesions, and leukocytosis.3 This syndrome is thought to result from an overactive immune response triggered by
various factors, including infections, medications, malignancies, and underlying autoimmune conditions such as IBD.3,4

EIM of the respiratory system in IBDmay vary, ranging from airway diseases such as tracheobronchitis, bronchiectasis, and tracheal
stenosis to parenchymal lung diseases. Involvement is often asymptomatic; however, in severe cases, such as a tracheal stenosis, it can
become life-threatening.5,6

In this study, we present the first patient with ulcerative colitis (UC) who suffered simultaneously from both SSY and tracheal
stenosis, leading to a life-threatening situation. Such a combination of rare EIM in the context of UC is extremely rare, and this
unique case provides valuable insights into the complex and diverse nature of IBD-related EIM.
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CASE REPORT

A 33-year-old woman with a 4-year history of mild distal UC,
which was treated with topical mesalamine therapy, presented
at our department with a 2-week history of recurrent pyrexia,
myalgia, arthralgia, headache, and rhinosinusitis. The labora-
tory findings revealed leukocytosis (19 G/L), a strongly elevated
serum C-reactive protein level (314 mg/L), and elevated liver
enzymes (43 upper limit of normal). Infections, including viral
hepatitis, were excluded. Abdominal imaging demonstrated
thickening of the colonic wall at the splenic flexure. Five days
later, a sudden onset of progressive neck pain, hoarseness, and
stridor occurred. MRI and fiber-optic assessment of the trachea
demonstrated tracheal stenosis, requiring urgent referral to the
intensive care unit (Figure 1). Simultaneously, the patient de-
veloped an abrupt onset of tender erythematous nodules on
both lower extremities, suspicious of a cutaneous EIM of UC
(Figure 2). Histopathologic examination of skin biopsy sampling
revealed subcutaneous neutrophilic infiltration, consistent with

the diagnosis of neutrophilic panniculitis, also called sub-
cutaneous SSY (Figure 3). Further diagnostic workup included
colonoscopy, which demonstrated highly active, segmental, left-
sided colitis with rectal sparing (Figure 4).

Intravenous corticosteroids combined with epinephrine in-
halation were initiated with a prompt response of both the
cutaneous and the pulmonary EIM. Endotracheal intubation
was not necessary. The steroid therapy was tapered off followed
by a therapy with the anti-tumor necrosis factor antibody
infliximab. Thereafter, due to an allergic infusion reaction,
infliximab was switched to the anti-integrin vedolizumab.

To date (more than 1 year after this event), the patient has
remained in clinical and endoscopic remission, with both re-
spiratory and skin symptoms completely resolved.

DISCUSSION

SSY is a rare but important differential diagnosis in IBDpatients
with active intestinal inflammation and painful erythematous
nodules in the absence of an infection. This syndrome has been
described as EIM of IBD or other autoimmune diseases and
may also be associated with neoplasias, infections, and certain
medications.3,4 Some cases have been linked to azathioprine
treatment, which was not used in this patient.3 Typically, it
parallels IBD activity, particularly in colonic IBD, and there is
an association with female gender.4

Together with pyoderma gangrenosum (PG), SSY belongs to
a group of neutrophilic diseases, which develop due to accu-
mulation and activation of neutrophils in the skin and rarely in
internal organs.4,7 While in PG legs and peristomal skin are the
most commonly involved sites, SSY usually manifests on the
face, neck, and upper limbs.4,6 Our patient atypically suffered
from skin lesions of the legs. However, the high serum
C-reactive protein level, combined with fever, arthromyalgia,
headache, elevated liver enzymes, and the lack of a pathergy
phenomenon or ulcers and the restitutio ad integrum after skin
biopsy, support the diagnosis of SSY.4,7 Nevertheless, there is an
overlap between these conditions and it cannot be excluded
that, without prompt therapy, the skin lesion would have
evolved into PG.8

Figure 1. T2-weighted MRI image showing tracheal stenosis
(arrow).

Figure 2. Tender erythematous skin lesions (left) with visible neutrophilic infiltration (right).
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Respiratory involvement in patients with IBD can affect the
airways, parenchyma, or interstitium of the lungs. The shared
embryological origin of respiratory and GI tissue in the foregut
region of the endoderm plays a pivotal role in the interaction
within the lung-gut complex.5,9 During active IBD, there is
a neutrophilic-mediated inflammation with recruitment of
proinflammatory cytokines, such as interleukin-6, tumor ne-
crosis factor-a, and interferon-g (IFN-g).5 Primed neutrophils
may migrate systemically, leading to extravasation into pul-
monary tissues, primarily due to the unique structure of pul-
monary capillaries.10 Activated neutrophils can promote
further inflammation through the release of proteases and
cytokines such as IL-8.11 This process can result in significant
tissue damage in the airways, and it explains the favorable re-
sponse to steroids.12–17

In our patient, the involvement of SSY in the trachea remains
a potential differential diagnosis, given that pulmonary in-
volvement in SSY has been reported.18–20 Nonetheless, to our
best knowledge in all published cases, patients suffered from
parenchymal lung disease rather than tracheal stenosis. Other
differential diagnoses of tracheal stenosis such as an infection,
neoplasia, exogenous factors, or prior inflammation due to
endotracheal intubation were ruled out.

SSY usually parallels colonic inflammation.2 The fact that the
patient did not relapse after tapering off the corticosteroids and
remained in remission on the gut-selective biological vedoli-
zumab supports the hypothesis that the trigger of SSY was the
active inflammation in the colon.

To the best of our knowledge, this is the first case in which these
two very rare EIM of IBD—SSY and life-threatening tracheal
stenosis—have been described in the same patient, both
showing an excellent response to corticosteroids. This case
underscores the importance of recognizing uncommon EIM in
patients with IBD, as they can significantly affect the manage-
ment of the disease. Furthermore, it emphasizes the importance
of a multidisciplinary approach in managing such complex
cases.
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Figure 3. 1003 magnification (left), 2003 magnification (right), hematoxylin and eosin-stained specimen demonstrating the histopatho-
logical aspects of subcutaneous neutrophilic infiltrations with abscess formation (square), while the dermis is still intact.

Figure 4. Colonoscopy demonstrating highly active left-sided colitis (left) and remission with scarring on maintenance therapy with vedoli-
zumab (right).

ACG Case Reports Journal / Volume 12 acgcasereports.com 3

Alrasheed et al Description of Simultaneous SSY and Tracheal Stenosis

http://acgcasereports.com


participated in advisory boards of Takeda, Janssen, BMS, and
Medinova. All other authors report no conflicts of interests.

Previous presentation: The case report was presented as poster
presentation at the Annual Meeting of the Swiss Society of
Gastroenterology (SGG) in Interlaken, Switzerland, September
16th and 17th, 2023.

Informed consent was obtained for this case report.

Received January 15, 2025; Accepted April 21, 2025

REFERENCES
1. Rogler G, Singh A, Kavanaugh A, Rubin DT. Extraintestinal manifestations

of inflammatory bowel disease: Current concepts, treatment, and implica-
tions for disease management. Gastroenterology. 2021;161(4):1118–32.

2. Greuter T, Rieder F, Kucharzik T, et al. Emerging treatment options for
extraintestinal manifestations in IBD. Gut. 2021;70(4):796–802.

3. Sleiman J, Hitawala AA, Cohen B, et al. Systematic review: Sweet syndrome asso-
ciated with inflammatory bowel disease. J Crohns Colitis. 2021;15(11):1864–76.

4. Antonelli E, Bassotti G, Tramontana M, et al. Dermatological manifes-
tations in inflammatory bowel diseases. J Clin Med. 2021;10(2):364.

5. Cavalli CAM, Gabbiadini R, Dal Buono A, et al. Lung involvement in
inflammatory bowel diseases: Shared pathways and unwanted connections.
J Clin Med. 2023;12(19):6419.

6. Sarıoğlu N, Türkel N, Şakar A, et al. Lung involvement in inflammatory
bowel diseases. Ann Saudi Med. 2006;26(5):407–8.

7. Marzano AV, Borghi A, Wallach D, Cugno M. A comprehensive review of
neutrophilic diseases. Clin Rev Allergy Immunol. 2018;54(1):114–30.

8. Ajili F, Souissi A, Bougrine F, et al. Coexistence of pyoderma gangrenosum and
Sweet’s syndrome in a patient with ulcerative colitis. Pan Afr Med J. 2015;21:151.

9. Rickli H, Fretz C, Hoffman M, Walser A, Knoblauch A. Severe inflammatory
upper airway stenosis in ulcerative colitis. Eur Respir J. 1994;7(10):1899–902.

10. Mateer SW, Maltby S, Marks E, et al. Potential mechanisms regulating
pulmonary pathology in inflammatory bowel disease. J Leukoc Biol. 2015;
98(5):727–37.

11. Nikolaus S, Bauditz J, Gionchetti P,Witt C, Lochs H, Schreiber S. Increased
secretion of pro-inflammatory cytokines by circulating polymorphonuclear
neutrophils and regulation by interleukin 10 during intestinal in-
flammation. Gut. 1998;42(4):470–6.

12. Camus P, Piard F, Ashcroft T, Gal AA, Colby TV. The lung in inflammatory
bowel disease.Medicine (Baltimore). 1993;72(3):151–83.

13. Cozzi D, Moroni C, Addeo G, et al. Radiological patterns of lung in-
volvement in inflammatory bowel disease. Gastroenterol Res Pract. 2018;
2018:5697846.

14. Higenbottam T, Cochrane GM, Clark TJ, Turner D, Millis R, Seymour W.
Bronchial disease in ulcerative colitis. Thorax. 1980;35(8):581–5.

15. Camus P, Colby TV. The Spectrum of airway involvement in inflammatory
bowel disease. Clin Chest Med. 2022;43(1):141–55.

16. Majima S,WakaharaK, Iwano S, et al. Airway involvement in inflammatory
bowel disease: Inflammatory bowel disease patients have bronchial wall
thickening. Respir Investig. 2022;60(5):713–9.

17. Keely S, Talley NJ, Hansbro PM. Pulmonary-intestinal cross-talk in mu-
cosal inflammatory disease.Mucosal Immunol. 2012;5(1):7–18.

18. Fernandez-Bussy S, Labarca G, Cabello F, Cabello H, Folch E, Majid A.
Sweet’s syndrome with pulmonary involvement: Case report and literature
review. Respir Med Case Rep. 2012;6:16–9.

19. Manglani R, Jilani N, Raji M, Epelbaum O. Pulmonary involvement
in Sweet’s syndrome. Am J Respir Crit Care Med. 2021;204(10):
1222–3.

20. Mehrtens SH, Hasan ZU, Halpern SM, McLornan DP. Sweet’s syndrome
with pulmonary involvement. BMJ Case Rep. 2019;12(8):e229997.

Copyright:ª 2025 The Author(s). Published byWolters 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 12 acgcasereports.com 4

Alrasheed et al Description of Simultaneous SSY and Tracheal Stenosis

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

