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rAbstract \

Henoch Schonlein Purpura (HSP), a IgA mediated small vessel vasculitis, characterized by the clinical trial of palpable purpura
(non-thrombocytopenic), arthritis and abdominal pain and sometimes as tetrad with renal involvement as fourth presenting clin-
ical feature. Pathologically it characterized by immune complex mediated leukocytoclastic vasculitis and clinically by derma-
tological and other organ/system involvement. Primarily seen in pediatric age group, it has been reported in adults albeit rarely.
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Key Message: Henoch Schonlein purpura in adults often presents as a diagnostic challenge especially in the background of
acute abdominal presentation. The diagnostic dilemma is compounded by the fact that HSP is classically considered as a vascu-

Qitis of children and thus is not considered in the differential diagnosis for adults.n. )
Introduction gency again with five episodes of hematemesis and generalised

Henoch Schonlein Purpura (HSP) is an IgA mediated systemic
vasculitis clinically characterised by the triad of abdominal
pain, arthritis, non-thrombocytopenic purpuric rash in the
lower half of the body, sometimes as a tetrad with renal in-
volvement being additional feature as reported in medical
literaturel . Though commonly a disease of children, it may
present in adulthood; an incidence of 3.4 to 14.3/million has
been reported in adults1,2, with a higher probability of more
serious sequelae. Authors report a case of a young male pre-
senting with fever, dermal rash and GI bleed diagnosed as a
case of Adult HSP.

Case History

A 28-year-old male, non-smoker, chronic alcoholic, not a
known case of any chronic disease presented with complaints
of diffuse arthralgia associated with reddish brown rashes on
lower extremities (Figure 1 Reddish brown raised purpuric
spots on the anterior surface of lower limbs). General physical
examination revealed only raised purpuric spots on the lower
half of the body predominantly on the anterior aspect of the
lower limbs and mild periorbital puffiness. Systemic examina-
tion was within normal limits. CBC, LFT and coagulation stud-
ies were within normal limits with RFT values being on the
borderline (Hb 14, TLC 11200, APC 3 lakh, Blood Urea 80mg/
dl, serum creatinine 1.5mg/dl, serum albumin 3.2mg/dl, INR
1.10, A:G ratio = 1). Urine dipstick examination revealed 1+
proteinuria. As per Dermatology opinion, a provisional diagno-
sis of small vessel vasculitis was made. Skin biopsy and renal
biopsy carried out for histological confirmation. The patient
was discharged on ramipril and diuretics and put on follow up.
However, the patient presented within one week in the emer-

facial puffiness. Patient had history of melena associated with
abdominal pain for 3 days. General physical examination was
within normal limits except for the persistence of the purpu-
ric rash. Upper GI Endoscopy was performed which revealed
no significant lesion, USG abdomen revealed mildly coarse
echotexture of liver with no free fluid. However, this time in-
vestigations revealed increasing blood urea levels (80 mg/dl to
117 mg/dl) and increasing serum creatinine values (1.5 mg/dl to
1.8 mg/dl). c-ANCA and p-ANCA results (non-specific mark-
ers for vasculitis) were negative. The dermal biopsy was sug-
gestive of leucocytoclastic vasculitis (Figure 2 Dermal biopsy
showing leucocytoclastic vasculitis) and the renal biopsy for
HPE and IFA was suggestive of mesangial proliferation with
IgA deposits, suggestive of IgA nephropathy (Figure 3 Renal
biopsy showing IgA deposits suggestive of IgA nephropathy).
Based on the clinical history as well the supportive diagnos-
tic evidence, a diagnosis of Adult HSP was made. The patient
was started on pulse methylprednisolone therapy for 5 days
and then switched to oral prednisolone. The facial edema be-
gan to resolve and the patient improved symptomatically. The
palpable purpuric rashes gradually became macular and started
disappearing and patient discharged on tapering steroids.

Discussion

HSP is systemic vasculitis characterized by IgA immune com-
plex deposition in tissues with small vessel involvement. Im-
mune complex deposits containing C3 and IgA is detected in
the skin, mucosa of intestines, joints with kidney being the
main organ involved although generally self-limiting. Adult
disease is more commonly characterized by varied spectrum of
renal involvement and may progress to chronic kidney disease
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and rarely to End Stage Renal [1,2] Disease.

The diagnosis of HSP as per the European League against
Rheumatism (EULAR) criteria is based on Purpura (manda-
tory criterion): commonly palpable and in crops or petechiae,
with lower limb predominance, non-thrombocytopenic with at
least one of the four criteria [2,3] as (a). Diffuse abdominal
colicky pain with acute onset assessed by history and physical
examination. May include intussusception and gastrointestinal
bleeding, (b). Histopathology revealing typically leucocyto-
clastic vasculitis with predominant IgA deposit or proliferative
glomerulonephritis with predominant IgA deposit (c). Arthritis
of acute onset defined as joint swelling or joint pain with limi-
tation on motion and/or Arthralgia of acute onset defined as
joint pain without joint swelling or limitation on motion (d).
Renal involvement with Proteinuria >0.3 g/24 h or >30 mmol/
mg of urine albumin/creatinine ratio on a spot morning sample
or haematuria or red blood cell casts: >5 red blood cells/high
power field or red blood cells casts in the urinary sediment
or >2+ on dipstick. Joint involvement is characterized by ar-
thralgias/arthritis which is usually the second common clinical
manifestation. Joint involvement is transient, oligoarticular,
nondeforming and migratory associated with tenderness and
periarticular swelling with effusion [1,4].

Kidney involvement, mainly in adults, usually manifests as
mild glomerulonephritis with dysmorphic haematuria on mi-
croscopy and non-nephrotic proteinuriaS.GI involvement is
relatively less common in adults. When present, it may present
as acute progressive abdominal pain 7mimicking surgical ab-
domen requiring laparotomy and/or GI bleeding. Case reports
of spontanecous resolution of intussuception with high dose
corticosteroid therapy do exist [6-8].

Diagnosis of HSP is clinical with signs and symptoms of or-
gan/system involved. Skin biopsy is useful in confirming leu-
cocytoclastic vasculitis and renal biopsy in some cases to rule
out other causes of glomerulonephritis [1,2,9].

Adults in comparison with children often require more aggres-
sive therapy. The choice of drug varies in with respect to the
severity of the renal versus extra renal manifestation. While
corticosteroid therapy was associated with earlier resolution of
renal features, its benefit in maintaining long term remission
is questionable. Corticosteroid therapy is however associated
with early resolution of extrarenal manifestations. The drugs
used for severe renal involvement include cyclosporine, my-
cophenolate mofetil and rituximab especially in refractory and
steroid dependant cases where rituximab therapy was associ-
ated nearly full resolution of symptoms [1,4]. Plasmapheresis
has been tried for refractory HSP with near full recovery espe-
cially in patients with rapidly progressive AKI [10].
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Conclusion

HSP in adults thus often presents as a diagnostic challenge es-
pecially in the background of acute abdominal presentation as
HSP is classically considered as a vasculitis of children. On top
of that, the range of renal involvement, the lack of a classical
histological picture makes the clinical picture indispensable in
the diagnosis and further therapy of such patients.
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