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Recurrent Henoch Schonlein Purpura in Association
with Cytomegalovirus - A Case Report

Natasha Panesar

Abstract: Henoch-Schonlein purpura is an immunoglobulin A (IgA)-immune complex mediated leukocytoclastic vasculitis that
classically manifests with palpable purpura, abdominal pain, arthritis, and hematuria or proteinuria. The condition is much more
predominant in children (90% of cases) and commonly follows an upper respiratory infection. [1] It is a systemic hypersensitivity vasculitis
caused by the deposition of immune complexes in small blood vessels, including the renal glomeruli and mesangium. In the skin, the
presentation is with non-thrombocytopenic purpura [2] Bacterial infections, most commonly group A streptococci, viral infections
(Parvovirus, Epstein Barr virus, Varicella zoster virus), allergens, drugs, vaccines have been cited as risk factors. [3][4]. The clinical
presentation of IgA vasculitis in adults is similar to that in children. However, in adults, there are two main differences; abdominal
symptoms are less common, but renal involvement is more significant, including end-stage kidney disease (ESKD) . Importantly, adults
with no known trigger for developing IgA vasculitis should be investigated for solid-organ malignancy, a recognized risk factor [5]. We
present a case of recurrent Henoch Schonlein purpura in a 24 year old male. He presented with purpuric lesions on lower limbs, bilaterally
symmetrical. No prior history of sore throat or abdominal pain was there. Histopathology confirmed small vessel vasculitis. His viral
markers screening showed positive for cytomegalovirus IgG antibody. There was no underlying collagen vascular disorder or malignancy.
Henoch Schonlein (HS) purpura associated with cytomegalovirus (CMV) IgG positivity is a rare association with very few cases reported
in literature.
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1. Case Report

A 24 year old male presented with dusky papular lesions on
lower limbs. There were no accompanying complaints of
fever, abdominal pain, sore throat or arthralgia. On
examination the lesions were bilaterally symmetrical
involving whole lower limbs. Diascopy revealed the lesion to
be purpuric. [Fig 1] Lesions extended till thighs and gluteal
region. [Fig 2] His hematology investigations did not show
any significant abnormality. Stool for occult blood was
negative. PT INR was normal ASO titre was also done. All
were within normal limits. Antinuclear antibody, ds DNA,
mitochondrial antibody, smooth muscle antibody, liver kidney
microsomal antibody, p-ANCA and c- ANCA were all
negative.

He was put on Tab Vitamin C and NSAID along with other
supportive treatment. His lesions disappeared in a weeks time.
In the following week, the lesions reappeared, his skin biopsy
was carried out. Histopathology reported dermal capillaries
infiltrated with neutrophils in the vessel wall along with RBC
extravasation consistent with leukocytoclastic vasculitis. The
lesions resolved and fresh crops kept appearing every 10-15 :
days. Patient was put on oral methyl prednisolone 16 mg od Figure 1: Palpable purpura
increased to 24 mg once a day. Despite oral steroids treatment,

the lesions kept on appearing. His liver enzymes, SGOT rose

to 155 U/L and SGPT to 740 U/L. Liver enzymes kept on

rising. HbsAg, HIV, HCV were all negative. In view of

repeated crops of lesions, his CMV serology was carried out

IgG came out as positive, [gM negative. Also because his liver

enzymes kept rising, and HbAlc became abnormal, steroids

were tapered to a lesser dose and withdrawn. He was planned

to start on Ganciclovir but after 2 months the lesions stopped

appearing and all treatment was withdrawn, liver enzymes

subsequently came back to normal. The recurrent HSP lesions

were attributed to CMV positivity. He has had no recurrence

since 1.5 months
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Figure 2: Purpura extending to thigh
2. Discussion

Worldwide, approximately 90% of cases of HS purpura occur
in children between 3—15 years of age, with a mean age of 6
years, and also occurs less commonly in adults. [6] The
pathogenesis of HSP is still unknown. Several factors such as
infections, medications, malignancy, and their combinations
were reported as a cause of HSP [7]. Viral infections are a
common cause of HSP. COVID-19-associated IgA vasculitis
has also been reported in an adult patient with significant
renal involvement. [8] Very few cases of recurrent HS purpura
have been reported in association with Cytomegalovirus
infection. Cytomegalovirus (CMV)-induced Henoch-
Schonlein purpura (HSP), is a rare form of systemic small-
vessel vasculitis that occurs when a CMV infection acts as a
triggering  antigen, leading to the deposition of
Immunoglobulin A (IgA) immune complexes in blood vessel
walls. While typically triggered by upper respiratory
infections in children, CMV-induced cases are more often
identified in immunocompromised individuals or the elderly.
[9] Active CMV infection induces an immune response that
leads to an overproduction of aberrantly glycosylated IgA1l
(Galactose-deficient IgA1 or Gd-IgA1). This abnormal IgA1
forms large circulating immune complexes (CICs) by binding
to autoantibodies (IgG or IgA). Also CMYV has the capacity
to directly infect and damage vascular endothelial cells. This
damage, coupled with the deposition of these IgA-containing
immune complexes into the small vessels of the skin,
gastrointestinal tract, and kidneys, triggers the vasculitis. The
deposited complexes activate the complement system
(specifically the alternative pathway) and recruit neutrophils,
causing further vessel wall damage, leakage, and necrosis
(leukocytoclastic vasculitis). [10]

Consensus management guidelines suggest using oral
corticosteroids for milder disease, oral, or intravenous
corticosteroids plus azathioprine or mycophenolate mofetil or
intravenous cyclophosphamide for moderate disease and

intravenous corticosteroids with cyclophosphamide for
severe disease. Angiotensin system inhibitors act as
adjunctive treatment for persisting proteinuria and frequently
relapsing disease may necessitate the use of
immunosuppressant agents [11]

This case is reported because most cases of HS purpura
associated with CMV are reported in elderly and associated
with CMV duodenitis. Another case report in 27 year old male
was following upper respiratory tract infection and patient
had abdominal pain, vomiting and arthralgia. [12] Our patient
had no other significant complaints and did not give history
of prior sore throat also. Cytomegalovirus (CMV) has not
been reported as a virus associated with HSP onset. However,
cytomegalovirus infections may reactivate during HSP.
Latent viral infection reactivation has been considered in the
setting of immunosuppression. CMV complicating HSP was
observed in both children and adults after high-dose steroid
therapy. [13],[14]
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