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We present an unusual case of a young 26-year-old male who was diagnosed with Henoch-Schonlein Purpura (HSP).
Initial presentation was primarily mild gastrointestinal symptoms, which progressed to a life threatening intussusception and
subsequently resolved with prompt glucocorticoid use rather than typical surgical intervention. Of importance, the patient’s initial
gastrointestinal symptoms without associated skin manifestations made the diagnosis difficult. In conclusion, it is important to
recognize uncommon presentations of HSP as it may lead to life threatening complications and surgical intervention may be avoided

with prompt treatment.

1. Introduction

Henoch-Schonlein Purpura (HSP) is a leukocytoclastic vas-
culitis which involves small vessels with deposition of
immune complexes containing IgA. It is characterized by the
association of skin, joint, and gastrointestinal manifestations,
which may occur in succession [1]. Significant morbidity
can occur due to gastrointestinal and renal involvement. The
incidence in adults has been estimated at 1.3 per 100,000,
with a mean age at presentation of approximately 50 years
[2, 3]. We will discuss a case where gastrointestinal symptoms
preceded skin involvement leading to diagnostic difficulty.

2. Case History

A 26-year-old Caucasian male with no significant past medi-
cal history presented in the outpatient setting with constant,
dull abdominal pain for a duration of six days, localized
to the epigastric and left upper quadrant. He denied fever,
chills, diarrhea, or blood in stool. The abdominal pain was
associated with intermittent vomiting and decreased oral
intake to solid foods. Abdominal ultrasound was unrevealing,
and due to progressive pain, he was admitted for further
evaluation. On the day of admission, he developed a new

onset rash on his lower extremities. At the same time, he also
developed new onset left-sided wrist pain and swelling.

On physical examination, he was anicteric. He was
afebrile; pulse was 83 beats per minute, blood pressure was
134/100 mm Hg, respiratory rate was 35 per minute, and
oxygen saturation was 95% on room air. His abdomen was
diffusely tender to palpation with no distension, rigidity, or
rebound tenderness. His liver and spleen were not enlarged
and his bowel sounds were active. Examination of the skin
revealed a palpable purpuric rash on his lower extremities
bilaterally and on his back. His musculoskeletal examination
revealed unilateral synovitis of the left wrist joint. The rest of
the physical exam findings were unremarkable.

Laboratory studies revealed a normal white count of
10.8 k/uL, hemoglobin of 171g/dL, and a platelet count of
300,000 k/uL. Basic metabolic studies were within normal
limits, including his renal function. Erythrocyte sedimenta-
tion rate and C-reactive protein were elevated at 19 mm/hr
and 50 mg/L, respectively. C3 and C4 complement values as
well as IgA levels were within normal limits. Liver function
tests were normal except that alanine transaminase (ALT)
was mildly elevated at 107 y/L. Hepatitis panel and anti-
neutrophil cytoplasmic antibodies (ANCA) levels were neg-
ative. Urinalysis was negative for hematuria or proteinuria.
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FIGURE 1: Focal small bowel intussusception in the jejunum.

A computed tomography (CT) of the abdomen with
IV contrast was performed and it showed mild dilatation
and thickening of the jejunum and a focal small bowel
intussusception with left upper quadrant mesenteric lym-
phadenopathy and mild splenomegaly (Figure 1).

Given the CT findings of intussusception, general surgery
was consulted for evaluation. The recommendation was to
repeat a CT of the abdomen the following day and if the intus-
susception was still present, he would undergo a segmental
resection. With the presumptive diagnosis of HSP based
on clinical and lab values, rheumatology was consulted and
the patient was started on intravenous methylprednisolone
60 mg once daily due to severe abdominal and joint pain.

By the next day, his abdominal pain had improved, he
was able to tolerate oral intake, and a repeat CT scan done
showed resolution of the intussusception. His joint pain also
had improved. Throughout his hospital stay, he continued to
improve and was switched to oral prednisone on discharge
with rheumatology follow-up in one week. At his follow-
up visits, his rash and arthritis had resolved and he did not
have recurrence of his abdominal pain. Subsequently, he was
tapered off of his prednisone without incident.

3. Discussion

Henoch-Schonlein Purpura (HSP) is a predominantly pedi-
atric vasculitis. Ninety percent of cases occur between the
ages of 3 and 15 years [4].

The diagnosis of HSP is based upon clinical manifesta-
tions of the disease [5]. The classical tetrad manifests with
skin, joint, gastrointestinal, and renal involvement [1]. HSP
in children has been extensively studied, and it is generally
considered a self-limiting disorder [6]. In a large single center
retrospective study performed in Northern Spain by Calvo-
Rio et al. with 417 patients (adults and children) with HSP,
complete recovery was observed in most of the patients with
a relapse rate of 31% [7].
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In adults, HSP has been observed to have a higher
frequency of systemic involvement. The outcome in adults
was found to be similar to children with complete recovery
from the disease in the majority of the patients [8].

Gastrointestinal symptoms occur in about one-half of
HSP patients and range from mild symptoms to more
significant findings such as intussusception, gastrointestinal
hemorrhage, bowel ischemia, and perforation [9]. In a study
involving HSP in the adult population, 24.1% of patients
develop GI symptoms before the cutaneous rash [10]. Severe
GI manifestations, such as intussusceptions, massive GI
bleeding, and perforation, are much less common in adults
[11, 12]. The most frequent of these GI complications is
intussusception, which is the main reason for laparotomy, and
it occurs at a rate of about 3% in HSP [5].

The main approach to the treatment of patients with
intussusception associated with HSP is emergency laparo-
tomy, although the evidence is limited to several case reports
[13]. Pretreatment with glucocorticoids has been studied
but is not established to have an effect on morbidity or
early resolution of the illness; thus their use is controversial.
Glucocorticoids have been shown in most studies to be
beneficial in reducing the duration of abdominal pain. The
pathophysiology of glucocorticoid use for gastrointestinal
symptoms may be attributed to reduction in the edema of
the intestinal wall. It has also been controversial whether they
have an effect on prevention of intussusception development
due to a limitation of studies [14, 15].

Also, glucocorticoid use in patients with severe abdom-
inal pain or after an intussusception has occurred can mask
the signs or symptoms of a perforation or worsening intussus-
ception. Follow-up imaging studies in patients whose symp-
toms improve with glucocorticoids are needed to confirm the
symptomatic resolution of an intussusception, and continued
close monitoring is needed. Early recognition of HSP in adult
patients whose abdominal pain occurs before the classic skin
rash or joint pain can be difficult. In an epidemiologic study
on the clinical spectrum of HSP in children from Northwest
Spain, in 13 of them (16.7% of the children included in the
study), abdominal pain was the initial manifestation, which
preceded the onset of palpable purpura by 1 to 10 days (mean
of 3.3 days) [16].

Specific to this case, intravenous glucocorticoids were
used as the patient was unable to maintain oral intake
and had severe abdominal pain requiring admission. The
resolution of the patient’s intussusception was likely due to
the short duration of the disease, mild intussusception, and
prompt treatment. The resolution of the mild intussusception
and altered disease outcome with early intravenous gluco-
corticoid use, thus sparing the patient from undergoing a
laparotomy and resection, was unique in our case.

4, Conclusion

Intussusception in HSP is very rarely seen in adults and the
main modality of treatment for intussusception has been
found to be a surgical approach. Studies have shown that
glucocorticoid therapy shortens the duration of abdominal
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pain in patients with HSP but the role of glucocorticoids in
the treatment of intussusception in HSP needs to be studied
further [4].

Competing Interests

The authors declare that they have no competing interests
regarding the publication of this paper.

References

[1] J. C. Jennette, R. J. Falk, K. Andrassy et al., “Nomenclature of
systemic vasculitides: proposal of an international consensus
conference,” Arthritis and Rheumatism, vol. 37, no. 2, pp. 187-
192,1994.

[2] M. A. Gonzalez-Gay and C. Garcia-Porrua, “Systemic vasculitis
in adults in northwestern Spain, 1988-97," Medicine, vol. 78, pp.
292-308, 1988.

[3] M. A. Gonzélez-Gay and C. Garcia-Porrua, “Epidemiology of
the vasculitides;,” Rheumatic Disease Clinics of North America,
vol. 27, no. 4, pp. 729-749, 2001.

[4] R.A. Watts, D. M. Carruthers, and D. G. Scott, “Epidemiology of
systemic vasculitis: changing incidence or definition?” Seminars
in Arthritis and Rheumatism, vol. 25, no. 1, pp. 28-34, 1995.

[5] H.J. McCarthy and E. J. Tizard, “Clinical practice: diagnosis and
management of Henoch-Schénlein purpura,” European Journal
of Pediatrics, vol. 169, no. 6, pp. 643-650, 2010.

[6] J. T. Cassidy and R. E. Petty, “Henoch-Schonlein purpura,” in
Textbook of Pediatric Rheumatology, ]. T. Cassidy and R. E. Petty,
Eds., WB Saunders, Philadelphia, Pa, USA, 3rd edition, 1995.

[7] V. Calvo-Rio, J. Loricera, C. Mata et al., “Henoch-Schonlein

purpura in Northern Spain: clinical spectrum of the disease in

417 patients from a single center;” Medicine, vol. 93, no. 2, pp.

106-113, 2014.

R. Blanco, V. M. Martinez-Taboada, V. Rodriguez-Valverde, M.

Garcia-Fuentes, and M. A. Gonzilez-Gay, “Henoch-Schonlein

purpura in adulthood and childhood: two different expressions

of the same syndrome;” Arthritis and Rheumatism, vol. 40, no.

5, pp. 859-864, 1997.

[9] W.-L.Chang, Y.-H. Yang, Y.-T. Lin, and B.-L. Chiang, “Gastroin-
testinal manifestations in Henoch-Schénlein purpura: a review
of 261 patients,” Acta Paediatrica, vol. 93, no. 11, pp. 1427-1431,
2004.

[10] Y. Zhang and X. Huang, “Gastrointestinal involvement in

Henoch-Schonlein purpura,” Scandinavian Journal of Gastroen-

terology, vol. 43, no. 9, pp. 1038-1043, 2008.

E. Pillebout, E. Thervet, G. Hill, C. Alberti, P. Vanhille, and

D. Nochy, “Henoch-Schénlein purpura in adults: outcome

and prognostic factors,” Journal of the American Society of

Nephrology, vol. 13, no. 5, pp. 1271-1278, 2002.

[12] B. Roche, M. Blazquez, A. Charlier et al., “Severe digestive
manifestations of rheumatoid purpura in adults,” The Annals of
Gastroenterology ¢ Hepatology, vol. 30, pp. 5-8, 1994.

[13] L.S. Hamby, C. L. Fowler, and W. J. Pokorny, “Intussusception,’
in Abdominal Surgery of Infancy and Childhood, W. L. Donellan,
J. D. Burrington, K. Kimura, J. C. Schafer, and J. J. White, Eds.,
pp- 42/1-42/19, Harwood, 1996.

[14] L.S. Hamby, C. L. Fowler, and W. J. Pokorny, “Intussusception,”
in Abdominal Surgery of Infancy and Childhood, W. L. Donellan,
J. D. Burrington, K. Kimura, J. C. Schafer, and J. J. White, Eds.,
pp- 41/1-41/12, Harwood, 1996.

[8

(11

[15] N. D. Rosenblum and H. S. Winter, “Steroid effects on the
course of abdominal pain in children with Henoch-Schénlein
purpura,” Pediatrics, vol. 79, pp. 1018-1021, 1987.

[16] M. C. Calvifo, J. Llorca, C. Garcia-Porrua, J. L. Ferndndez-
Iglesias, P. Rodriguez-Ledo, and M. A. Gonzélez-Gay, “Henoch-
Schonlein purpura in children from northwestern Spain: a 20-
year epidemiologic and clinical study,” Medicine, vol. 80, no. 5,
Pp. 279-290, 2001



