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Henoch-Schönlein purpura with c-ANCA antibody in an adult*
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Abstract: The Henoch-Schönlein purpura is the vasculitis associated with deposits of immunoglobulin A in small vessels. Its 
association with cytoplasmic antineutrophil cytoplasmic antibodies is possible, but rare. This vasculitis is uncommon in adults 
and the main clinic manifestations are purpuric lesions in lower limbs with gastrointestinal symptoms and renal involvement. 
The present work describes a rare case of Henoch-Schönlein purpura in an adult with cytoplasmic antineutrophil cytoplasmic 
antibodies.
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INTRODUCTION
Henoch-Schönlein purpura (HSP), purpura rheumatica or 

anaphylactoid purpura, currently named IgA vasculitis, is a sys-
temic vasculitis of small vessels, mediated by immunocomplexes.1 
Although it typically affects children, there are reports of onset in 
adults.2 Classically, the clinical picture is characterized by skin in-
volvement (palpable purpura or petechial lesions in 100% of cases), 
arthralgia, abdominal pain and nephropathy.3,4 Histopathology of 
skin demonstrates leukocytoclastic vasculitis associated with depo-
sition of IgA on vessels.5 As opposed to other vasculitides, such as 
granulomatous polyangiitis (Wegener’s), microscopic polyangiitis 
and Churg-Strauss syndrome, positive markers for c-ANCA, class 
of cytoplasmic antineutrophil cytoplasmic antibodies, are rarely 
found in HSP.6,7

CASE REPORT
Male patient, 22 years old, complained about skin lesions, 

abdominal pain and polyarthralgia for the previous three days, after 
using a high-protein food supplement. At the dermatological exam-
ination, papular and macular erythematous-purpuric lesions and 
some target lesions with hemorrhagic-content bullae, located on the 
extensor surface of the upper limbs, on the back, buttocks and lower 
limbs in a symmetric fashion were observed (Figure 1, 2 and 3). At 
the physical examination, edema was noticed in the knees, elbows 
and shoulders.

Laboratory tests showed normocytic and normochromic 

anemia, creatinine 3.50 mg/dl, TMSI with microscopic hematuria, 
proteinuria of 3.18 g per 24 hours, complement consumption, in-
creased polyclonal gamma globulins, besides c-ANCA positivity 
with titers of 1:640 in two samples. Markers for hepatic function and 
lesion did not exhibit changes, serologies for hepatitis, syphilis and 
HIV were negative, tests for p-ANCA and ANF were non-reagent, 
coagulogram and x-ray of thorax and sinuses were normal.

Histopathology of skin revealed fibrinoid necrosis and 
neutrophilic infiltrate with leukocytoclasia in small vessels of the 
superficial dermis (Figure 4). Direct immunofluorescence revealed 
granular deposits of IgA in the walls of vessels in the papillary and 
middle dermis (Figure 5). Treatment was done with prednisone (1 
mg/kg/day) and cyclophosphamide (20 mg/kg, single dose).

DISCUSSION
HSP is a neutrophilic vasculitis of small vessels, resulting 

from intravascular deposition of IgA complexes.1 It is the most 
common vasculitis in children, affecting preferably males, with an 
incidence peak between 2 and 11 years of age (75% of the cases) 
and self-limited course most of the times.2 It is characterized by the 
presence of the tetrad formed by non-thrombocytopenic palpable 
purpura, arthralgia, abdominal pain and renal changes.2,6

More than 90% of the reported HSP cases occurred in in-
dividuals up to 12 years old.4 Although rare, cases in adults have 
already been described in a worldwide incidence varying from 3.4 



and 14.3 cases per 1 million inhabitants.2,6,7 HSP typically appears 
after	 an	 acute	 infectious	 event,	 but	may	 arise	 from	direct	 contact	
with	 chemical	 products	 or	 food	 allergens,	 such	 as	milk	 or	 gluten	
proteins.3,4

Diagnostic criteria for HSP include palpable purpura on 
lower limbs as a mandatory criterion and the presence of at least 
one	of	the	following	lesser	criteria:	diffuse	abdominal	pain,	arthri-
tis	or	arthralgia,	hematuria	or	proteinuria	and	vascular	deposits	of	
IgA,	 revealed	 by	 direct	 immunofluorescence.2 These deposits are 
responsible	for	renal	changes,	initially	with	pure	mesangial	prolif-
erative glomerulonephritis and later evolving to membranoprolif-
erative glomerulonephritis and renal failure.8,9	 In	 histopathology,	
we	observed	leukocytoclastic	vasculitis	of	arterioles	and	venules	of	
affected sites.8	Although	typical	target	lesions	suggest	the	diagnosis	
of	multiform	erythema,	clinical-laboratorial	findings	help	 in	diag-
nostic	definition.3,4

Among	 the	main	differential	diagnoses	of	HSP	are	multi-
form erythema and granulomatosis with polyangiitis. Even though 

FIgure 1: Papular	 and	 erythematous-purpuric	 lesions	on	 the	back	
and upper limbs

FIgure 4: Histological	examination	of	skin	demonstrating	fibrinoid	
necrosis	 and	 neutrophilic	 infiltrate	 with	 leukocytoclasia	 in	 small	
vessels	of	superficial	dermis	(HE,	100x)

FIgure 5: Granular	deposits	of	IgA	in	vessels	of	superficial	dermis	
under	direct	immunofluorescence

FIgure 2: 
Erythematous-purpu-
ric macules and pap-
ules in the posterior 
region	 of	 lower	 limbs,	
besides target lesions 
and hemorrhagic bul-
lae

FIgure 3: 
Detail of lesions on 
lower limb
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clinically	similar	 in	some	cases,	HSP	originally	does	not	present	a	
profile	of	neutrophil	cytoplasmic	antibodies,	like	in	granulomatosis	
with	polyangiitis,	or	Wegener’s	granulomatosis.4,6,7,10 These antibod-
ies	 are	 associated	with	 necrotizing	 vasculitides	 and	 are	 classified	
according	to	its	target	antigen	in	two	patterns:	the	specific	pattern	
for	 myeloperoxidase	 (MPO-ANCA)	 of	 perinuclear	 presentation	
(p-ANCA),	and	the	specific	standard	for	proteinase	3	(PR3-ANCA),	
of	cytoplasmic	presentation	(c-ANCA).1,6,7	Commonly	the	c-ANCA	
antibody	is	an	IgG	immunoglobulin,	but	 it	may	be	of	type	IgA	or	
IgM.6	The	lack	of	involvement	of	the	respiratory	tract	and	evidence	
of	granulomatous	 infiltration	 -	 characteristic	presentations	of	nec-
rotizing	vasculitides	-	reinforces	the	diagnosis	of	HSP	with	positive	
c-ANCA.1,5,6

Even	with	self-limiting	symptoms	most	of	the	times,	some	
cases	 of	 HSP	 require	 drug	 treatment.2 This recommendation de-
pends	mainly	on	the	presence	of	renal	involvement,	because	5%	of	
nephropathies are severe and may progress to renal failure. Some 

reports	 link	 c-ANCA	positivity	with	 fulminating	nephropathy	 by	
deposits	of	IgA	in	a	limited	renal	form	of	HSP.6,9,10	Therefore,	this	as-
sociation	may	require	more	aggressive	therapeutic	measures,	with	
the use of immunosuppressors. Corticosteroids are indicated when 
development of glomerulonephritis is suspected or when there is 
abdominal pain or intense arthralgia.2-4 The association of cortico-
steroids	with	azathioprine	 is	 indicated	 for	 treatment	of	 	glomeru-
lonephritis	already	in	course,	and	the	association	of	corticosteroid	
with cyclophosphamide is considered in rapidly progressive glo-
merulonephritis.	Colchicine	may	be	used	to	control	extensive	skin	
lesions. For cases that are refractory to immunosuppressive treat-
ment,	the	use	of	intravenous	immunoglobulin	is	an	alternative.2

From	 2013,	 the	 American	 College	 of	 Rheumatology,	 the	
American	Society	of	Nephrology	and	the	European	League	Against	
Rheumatism	(EULAR)	renamed	HSP	as	IgA	Vasculitis,	taking	into	
consideration	the	deposits	of	immunoglobulin	on	small	vessels,	ob-
served in the pathogenesis of  vasculitis.1 q
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