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Immunoglobulin A (IgA) vasculitis 
is characterised histologically by in-
filtration of the small blood vessels, 
predominantly capillaries, venules, or 
arterioles, with polymorphonuclear 
leukocytes and the presence of leuko-
cytoclasia (1). Immunofluorescence 
staining usually reveals the presence 
of IgA1-dominant immune deposits in 
the walls of the small vessels and in 
the renal glomeruli (1). Classically, it 
was called Henoch-Schönlein purpura 
(HSP), and many clinicians still use this 
term to describe this type of vasculitis. 
Because of that, we will use it through-
out this editorial.
Many epidemiological studies support 
the claim that HSP is the most common 
type of vasculitis in children and an 
infrequent condition in adults (2). The 
disease is observed predominantly in 
children between the ages of 2 and 10, 
and the median age of onset is 4 years 
(2, 3). The incidence is much lower in 
adults. A good example of this marked 
difference in the incidence according to 
the age at disease presentation was dis-
closed in the epidemiological studies 
from the Lugo region of Northwestern 
Spain. In that region, the overall aver-
age annual incidence rate of HSP for 
the period 1990-1999 was 126.4/mil-
lion people aged 14 years and younger 
(3). In contrast, in the same area, the 
annual incidence rate of HSP in the pe-
riod 1988-1997 was 14.3/million peo-
ple aged 21 years or older (4). 
This small blood vessel vasculitis typi-
cally involves skin, gut, and joints, 
with renal involvement constituting 
its more serious manifestation. Skin 
involvement is present in 100% of cas-
es and it is characterised by a rash of 
symmetric erythematous papules of the 
buttocks and lower extremities, which 
progresses to palpable purpura (5).
The paediatric form of the disease is 
generally benign and self-limited (3, 

6). It is more severe in adults, generally 
due to renal complications that include 
persistent haematuria and proteinuria 
and in some cases chronic kidney dis-
ease that may lead to end-stage kidney 
disease (7-11). At histopathologic level, 
adults often have more severe renal 
changes than paediatric patients (12). A 
recent retrospective study that included 
417 patients with HSP seen at Hospital 
Universitario Marqués de Valdecilla, 
Santander (Spain) between 1975 and 
2012 confirmed the differences in the 
clinical spectrum of HSP according to 
the age at presentation of the patients 
(13).
Therefore, HSP is more common in 
children but more severe in adults. One 
may wonder whether there is an expla-
nation for this paradox. Unfortunately, 
the reasons for such a discrepancy in 
the clinical spectrum and outcome of 
HSP according to the age of onset are 
far from being understood.
A genetic component influences the 
susceptibility to HSP. A recent study 
confirmed a strong association of this 
small-vessel vasculitis with the HLA-
DRB1*01 phenotype (14). This was 
due to the increased frequency of the 
HLA-DRB1*0103 allele in HSP pa-
tients compared with controls (14). 
However, no HLA-DRB1 phenotype 
differences were observed when pa-
tients were stratified according to spe-
cific features of the disease, such as dis-
ease onset before or after age 20 years 
or the presence of joint or gastrointes-
tinal manifestations and nephritis (14). 
Smaller studies suggested the influence 
of gene polymorphisms, such as the 
IL-8 gene polymorphism, in the risk of 
nephritis and severe renal diseases (15). 
However, no association with the age of 
the onset of this vasculitis was found in 
these studies.
It is possible that certain aetiologi-
cal factors associate with different 
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outcome of the vasculitis. Infections 
and drugs have been implicated in the 
pathogenesis of HSP (2). As previously 
discussed, data from the large retro-
spective series of Santander (Spain) 
unveiled marked epidemiologic differ-
ences in the development of HSP be-
tween children and adults (13). In this 
series the presence of potential pre-
cipitating factors was more commonly 
observed in children than in adults. It 
was especially true for infections as a 
whole (43% vs. 23%, respectively) and 
more specifically associated with an 
upper respiratory tract infection shortly 
before the onset of the vasculitis (39% 
vs. 14%, respectively) (13). Therefore, 
it is possible that higher susceptibility 
to upper respiratory tract infections in 
children may account for an increased 
incidence of this vasculitis in paediat-
ric individuals. 
In general, the prevalence and sever-
ity of comorbidity increases with age. 
Therefore, it is possible that the com-
bined effect of comorbidity and aging 
may be the reason for a more severe ex-
pression of HSP. In this regard, a study 
aimed to assess possible differences 
according to the age of onset in HSP 
patients occurring in adulthood yielded 
interesting results (16). The medical re-
cords of all consecutive patients older 
than 20 years who had been diagnosed 
with HSP at a tertiary referral hospital 
of Korea between January 1997 and 
December 2014 were reviewed retro-
spectively. Patients were divided into 
early-onset (age <60 years) and late-
onset (age ≥60 years) groups according 
to the age of disease onset (16). Only 
the early-onset group had the trigger-
ing factor of upper respiratory tract 
infections at diagnosis (14/69 vs. 0/31) 
(16). Patients with HSP older than 60 
years were more likely to have renal in-

volvement (27/31 vs. 43/69), and renal 
insufficiency (14/31 [45.2%] vs. 7/69 
[10.1%]) at presentation (16). The later 
onset group also had higher frequency 
of diabetes and hypertension at the 
time of disease onset (16). Moreover, 
HSP patients with late-onset disease 
were more likely to suffer chronic renal 
insufficiency at follow-up and die than 
those with early-onset disease (16).
Although classification criteria for 
HSP were considered useful for paedi-
atric patients, low concordance among 
different classification criteria for HSP 
was recently reported in adults (17). 
This limitation may be because in some 
cases classification criteria were origi-
nally developed for children. This fact 
highlights the need of new set of crite-
ria to better define HSP adults.
In conclusion, current data do not ex-
plain the differences in the incidence 
and clinical outcome between children 
and adults with HSP. Further studies in 
this field are warranted.

References
1.	 JENNETTE JC, FALK RJ, BACON PA et al.: 

2012 revised International Chapel Hill Con-
sensus Conference Nomenclature of Vascu-
litides. Arthritis Rheum 2013; 65: 1-11.

2.	 GONZÁLEZ-GAY MA, GARCÍA-PORRÚA C: 
Epidemiology of the vasculitides. Rheum Dis 
Clin North Am 2001; 27: 729-49.

3.	 CALVIÑO MC, LLORCA J, GARCÍA-PORRÚA 
C, FERNÁNDEZ-IGLESIAS JL, RODRIGUEZ-
LEDO P, GONZÁLEZ-GAY MA: Henoch-
Schönlein purpura in children from north-
western Spain: a 20-year epidemiologic and 
clinical study. Medicine (Baltimore) 2001; 
80: 279-90.

4.	 GARCÍA-PORRÚA C, GONZALEZ-GAY 
MA: Comparative clinical and epidemiologi-
cal study of hypersensitivity vasculitis versus 
Henoch-Schönlein purpura in adults. Semin 
Arthritis Rheum 1999; 28: 404-12.

5.	 PINA T, BLANCO R, GONZÁLEZ-GAY MA: 
Cutaneous vasculitis: a rheumatologist per-
spective. Curr Allergy Asthma Rep 2013; 13: 
545-54.

6.	 SAULSBURY FT: Henoch-Schönlein purpura 

in children. Report of 100 patients and re-
view of the literature. Medicine 1999; 88: 
395-409.

7.	 GARCÍA-PORRÚA C, CALVIÑO MC, LLOR-
CA J, COUSELO JM, GONZÁLEZ-GAY MA: 
Henoch-Schönlein purpura in children and 
adults: clinical differences in a defined popu-
lation. Semin Arthritis Rheum 2002; 32: 149-
56.

8.	 BLANCO R, MARTÍNEZ-TABOADA VM, ROD-
RÍGUEZ-VALVERDE V, GARCÍA-FUENTES 
M, GONZÁLEZ-GAY MA: Henoch-Schönlein 
purpura in adulthood and childhood: two 
different expressions of the same syndrome. 
Arthritis Rheum 1997; 40: 859-64.

9.	 UTHMAN I, KASSAK K, NASR FW: Henoch-
Schönlein purpura in adulthood and child-
hood: comment on the article by Blanco et 
al. Arthritis Rheum 1998; 41: 1518-20.

10.	LIN SJ, HUANG JL: Henoch-Schönlein pur-
pura in Chinese children and adults. Asian 
Pac J Allergy Immunol 1998; 16: 21-5.

11.	KANG Y, PARK JS, HA YJ et al.: Differences 
in clinical manifestations and outcomes be-
tween adult and child patients with Henoch-
Schönlein purpura. J Korean Med Sci 2014; 
29:198-203.

12.	LIU Z, WEI YD, HOU Y, XU Y, LI XJ, DU YJ: 
Differences in pathological characteristics 
and laboratory indicators in adult and pediat-
ric patients with Henoch-Schönlein purpura 
nephritis. J Huazhong Univ Sci Technolog 
Med Sci 2016; 36:659-66.

13.	CALVO-RÍO V, LORICERA J, MATA C et al.: 
Henoch-Schönlein purpura in northern 
Spain: clinical spectrum of the disease in 417 
patients from a single center. Medicine (Bal-
timore) 2014; 93: 106-13.

14.	LÓPEZ-MEJÍAS R, GENRE F, PÉREZ BS et al.: 
Association of HLA–DRB1*01 with IgA 
Vasculitis (Henoch-Schönlein). Arthritis 
Rheumatol 2015; 67: 823-7.

15.	AMOLI MM, THOMSON W, HAJEER AH et al.: 
Interleukin 8 gene polymorphism is associ-
ated with increased risk of nephritis in cutane-
ous vasculitis. J Rheumatol 2002; 29:2367-70.

16.	HONG S, AHN SM, LIM DH et al.: Late-onset 
IgA vasculitis in adult patients exhibits dis-
tinct clinical characteristics and outcomes. 
Clin Exp Rheumatol 2016; 34 (Suppl. 97): 
S77-83.

17.	ORTIZ-SANJUÁN F, BLANCO R, HERNÁNDEZ 
JL et al.: Applicability of the 2006 Europe-
an League Against Rheumatism (EULAR) 
criteria for the classification of Henoch-
Schönlein purpura. An analysis based on 766 
patients with cutaneous vasculitis. Clin Exp 
Rheumatol 2015; 33 (Suppl. 89): S-44-7.


