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ABSTRACT

Henoch-Schonlein purpura (HSP), or IgA vasculitis, is an autoimmune small-vessel vasculitis caused by IgA immune
complex deposition, primarily affecting children but rarely seen in adults. We present two contrasting cases to
highlight its variable presentation and diagnostic challenges. The first case is a 44-year-old woman with recurrent
purpuric rash, arthralgia, elevated CRP and ESR, and positive anti-RNP and anti-Sm antibodies, suggesting an
autoimmune disorder. However, clinical features and biopsy confirmed IgA vasculitis. She was managed with
corticosteroids, topical agents, and supportive care, emphasizing the need to distinguish HSP from other autoimmune
diseases. The second case involves a 13-year-old girl with a known history of HSP who presented with hematemesis
and melena. Investigations revealed marked leukocytosis, elevated CRP, and gastrointestinal involvement confirmed
through endoscopy and biopsy, showing erosive gastritis and pancolitis consistent with GI vasculitis. She was treated
with corticosteroid pulse therapy and cyclophosphamide. These cases demonstrate the spectrum of HSP in both adults
and children and highlight the importance of correlating clinical symptoms with laboratory and imaging findings for
timely and accurate diagnosis. They also reinforce the role of immunosuppressants in managing severe or refractory
cases.
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INTRODUCTION

Henoch-Schonlein purpura (HSP) is an IgA-mediated
small-vessel vasculitis that mostly impacts children under
ten, with modest male predominance (male-to-female
ratio 1.2:1). The global annual incidence varies between
6.2 to 70.3 per 100,000 children under 17 years, peaking
between 4-6 years of age. Adult cases are rare but have
more severe form of disease, when there is renal
involvement with an incidence of 3.4 to 14.3 per million.!
Diagnosis is clinical and guided by
EULAR/PRINTO/PRES  (European league against
rheumatism/paediatric rheumatology international trials
organisation / paediatric rheumatology European society)
criteria, requiring palpable purpura plus at least one of the

following: arthritis, abdominal pain, renal involvement
which is usually considered as classic tetrad, or biopsy-
proven vasculitis. Definitive confirmation is made by
direct immunofluorescence of biopsy samples, usually
skin or kidney.>*

The treatment of IgA vasculitis varies by severity, mild
cases are typically managed with supportive care and
corticosteroids, while severe or refractory cases may
require immunosuppressive agents such as
mycophenolate mofetil (MMF) or cyclophosphamide. In
cases with severe renal involvement, rituximab,
intravenous immunoglobulin (IVIG), or plasma exchange
may be considered.’
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CASE REPORT

We present two distinct cases of HSP that exemplify its
diverse clinical spectrum across age groups, from joint
and skin involvement an adult to severe gastrointestinal
vasculitis in a child, highlighting the critical need for
early recognition, individualized management, and
vigilance for atypical organ involvement. Our first case
demonstrates 44-year-old female patient presented with a
history of rash that began over the lower limbs and
gradually spread to the abdomen and upper limbs,
associated with pain for the past 25 days. She was
admitted to a nearby hospital, laboratory tests revealed
positive anti-RNP (anti-ribonucleoprotein antibodies) and
anti-Sm (anti-Smith antibodies), typically indicative of an
autoimmune condition. She was managed with steroids
and antibiotics. However, the rashes recurred. On
examination, they were erythematous, purpuric, and
severe. Her lower limbs were tender and slightly swollen.
She was febrile, conscious, but in pain. The patient also
complained of severe joint pain for the past 20 days. Her

surgical  history included cholecystectomy and
tubectomy. She had no known comorbidities. Systemic
examination did not reveal any significant findings.

Collectively, the findings from Table 1, support systemic
inflammation and an autoimmune etiology, which is
consistent with HSP. She was managed with intravenous
methylprednisolone 125 mg once daily, and oral
hydroxyzine hydrochloride 25 mg twice a day,
hydroxychloroquine 200 mg once a day and supportive
care IV fluids were given. After 5 days of consistent
treatment, the patient showed clinical improvement and
was stable. Upon discharge, patient was prescribed a
tapering dose of oral steroids along with continued
hydroxyzine hydrochloride, hydroxychloroquine, and
vitamin D supplementation for 8 weeks. Topical therapy
included halobetasol propionate/fusidic acid cream and
mupirocin ointment. She advised to continue tapering
steroids and topical therapy on an outpatient basis.
During follow-up, no recurrence of rash was reported.

Table 1: Pathological and laboratory findings of adult patient.

Parameter/test Result
TLC 13,780 cells/mm?
Absolute

10.83x10%1
518,000/mm?

neutrophil count
Platelet count

C-reactive protein (CRP) 26.7 mg/l
Erythrocyte sedimentation
rate (ESR) 34.76 mm/hr
Urinalysis (CUE) No proteinuria, no haematuria
Anti-RNP and anti-Sm .\
. . Positive
antibodies
Skin biopsy IgA and C3c deposits in dermal
(Immunofluorescence) vessels

Interpretation

Leucocytosis; suggests active inflammation
Absolute neutrophilia; supports acute inflammatory
process

Thrombocytosis; suggests ongoing inflammation
Markedly elevated, indicates acute inflammation

Elevated, supports acute inflammatory state
No evidence of renal involvement

Suggests autoimmune disease

Consistent with HSP

Table 2: Pathological and laboratory findings of pediatric patient.

| Parameters/ tests Findings
Hemoglobin Dropped from 14.2 g/dl to 10g/dl
TLC 34,200 cells/mm?
Neutrophils 82%
Platelets 5.26x10°/ul
CRP 5.83 mg/l
Sr. creatinine 0.41 mg/dl

Upper endoscopy Severe erosive gastritis

Colonoscopy Pancolitis

| Interpretation
Suggests acute blood loss due to GI bleeding
Marked leucocytosis suggesting inflammation
Neutrophilia-suggesting ongoing acute
inflammatory response
Mild thrombocytosis likely due to inflammation or
blood loss
Elevated-indicates systemic inflammation
Normal renal function
GI mucosal involvement likely due to HSP-related
vasculitis
Diffuse colonic inflammation, consistent with GI
vasculitis

Mucosal congestion, polymorphs,

. . occasional vessels feature
Gastric and colon biopsy

vasculitis

suspicious of leukocytoclastic

Suggesting GI vasculitis, consistent with HSP flare
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The second case demonstrates 13-year-old female, a
known case of HSP, presented with 3-4 episodes of
hematemesis and melena, accompanied by intermittent
abdominal pain. She had experienced similar complaints
one month ago. She was on MMF, as per her medication
reconciliation. On physical examination, she was dull,
lethargic, with purpuric rash seen over the lower limbs.
On examination she was hypotensive and tachycardic,
abdomen was soft, tender in epigastric region. She was
admitted for further evaluation and management.

The findings from Table 2 suggest GI vasculitis due to
HSP flare. Initially she was managed with IV fluids,
ondansetron, and IV ceftriaxone 1 g for seven days, IV
methylprednisolone 125 mg OD was administered for
two days but later escalated to 500 mg OD due to
suspected GI vasculitis secondary to HSP flare. In view
of the severity and extent of GI vasculitis, she received a
single dose of IV cyclophosphamide 500 mg, infused
over 6 hours in 500 mL of normal saline. The child
responded well to treatment and was hemodynamically
stable and was discharged with prednisolone 30 mg and
planned for monthly cyclophosphamide

DISCUSSION

Our first case highlights the importance of considering
HSP as a potential diagnosis, though it is rare in adults.
The decision to test for anti-Sm and anti-RNP antibodies
was appropriate to rule out other autoimmune diseases
such as systemic lupus erythematosus and mixed
connective tissue disease. Several differential diagnoses
were carefully evaluated and ruled out including
idiopathic thrombocytopenic purpura (ITP), disseminated
intravascular coagulation (DIC), thrombotic thrombocy-
topenic purpura (TTP), hypersensitivity vasculitis, and
Rocky Mountain spotted fever, as they can present with
similar cutaneous findings. However, the presence of
arthralgia along with biopsy findings consistent with IgA
deposition helped confirm the diagnosis of HSP, in
alignment with standard diagnostic guidelines.®

HSP is triggered most often by upper respiratory tract
infections, certain medications and vaccines'which
stimulate the immune system to produce abnormal
galactose-deficient IgAl antibodies. These antibodies
form immune complexes that circulate and deposit in
small blood vessels, particularly in the skin. Once
deposited, they activate the complement system, notably
C3c, leading to an inflammatory response with neutrophil
infiltration and vessel wall damage, a process known as
leukocytoclastic  vasculitis. This damage increases
vascular permeability, causing red blood cells and plasma
to leak into surrounding tissue, resulting in the
characteristic painful, erythematous, and palpable
purpura, especially on gravity-dependent areas like the
lower limbs. Elevated inflammatory markers such as
CRP, ESR, and thrombocytosis further supported the
presence of active systemic inflammation consistent with
HSP. The positive IgA anticardiolipin antibody report in

this patient is increasingly linked to hypercoagulability
especially when combined with thrombocytosis and
vascular inflammation. This suggests a potential
thrombotic risk, warranting close monitoring and possible
thrombophilia workup or prophylaxis.”® The patient was
initiated on supportive care with intravenous fluids and a
combination of medications aimed at immunosup-
pression, symptomatic relief, and skin healing. The
recurrence of rash following initial steroid therapy
highlights the importance of administering an appropriate
dose and duration of corticosteroids to effectively control
inflammation and prevent relapse in HSP.?

In our second case, though patient was on maintenance
immunosuppression with MMF, her condition got worse,
which required high-dose of IV steroid. In view of severe
GI involvement single dose of IV cyclophosphamide was
given, which resulted in clinical improvement. While
cyclophosphamide is typically reserved for -central
nervous system or renal involvement in HSP, the
literature warrants its use in life-threatening, severe, or
refractory GI vasculitis also. Patients who had
uncontrolled GI  bleeding refractory to steroid,
successfully responded to single high dose of
cyclophosphamide or treatment can be combined with
high dose steroid and immunosuppressants.®!'® Second-
line treatments such as rituximab, azathioprine, or MMF
can be used in case of resistance. The prognosis is
generally good in patients who received aggressive
treatment.! Around 18% developed GI bleeding with
common presentations were melena or occult blood, with
hematemesis being less frequent.!""'> Given the presence
of pancolitis it could mimic ulcerative colitis."
Highlights the importance for differential diagnosis.
However, patient responded to cyclophosphamide
supports that GI involvement was due to HSP flare,
underscoring the uniqueness of this case. Severe GI
involvement in HSP is generally accompanied by renal
disease but in our patient, pancolitis and erosive gastritis
with no renal involvement, which is an uncommon but
dramatic presentation.'*

CONCLUSION

This case report demonstrates the clinical spectrum of
HSP, which varies from typical adult cutaneous
involvement to severe pediatric GI involvement without
renal signs. It highlights the importance of early
detection, differential ~ diagnosis, and tailored
immunosuppressive therapy. This emphasizes that in
order to enhance patient care and diagnostic accuracy,
general practitioners, rheumatologists, gastroenterolo-
gists, nephrologists, and dermatologists must consider
HSP in relevant clinical scenarios.
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