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CAS CLINIQUE/CASE REPORT
BULLOUS PRESENTATION OF HENOCH-SCHÖNLEIN PURPURA IN AN ADULT

Fouad EL SAYED1-2, Rola DHAYBI1, Alfred AMMOURY1

INTRODUCTION

Henoch-Schönlein purpura (HSP) is a small-vessel
vasculitis that usually affects children and adolescents
[1]. In adults, abdominal pain and fever have a lower fre-
quency than in children. However, arthralgias and renal
involvement are frequent and the latter can worsen the
prognosis [2]. Cutaneous lesions begin with macular or
urticarial erythematous eruption that typically evolve
into papable purpura. Bullae, vesicles and ulcers are
occasionally seen in adults [3]. The diagnosis of HSP
can rely on the clinical symptoms, physical examination
and histology findings. It should be evoked in front of a
classical triad of rash, gastrointestinal symptoms or
hematuria, and arthritis [4]. We report a new case of
HSP in a 36-year-old man, presenting with a bullous
eruption and palpable purpura followed by the appear-
ance of abdominal pain, joint swelling and hematuria.

CASE REPORT

A 36-year-old man without previous medical history,
presented with palpable purpuric lesions and bullous

eruptions evolving toward necrosis over the lower
extremities (Fig. 1). He was previously seen by a physi-
cian and received empirical treatment with an antibiotic
without any improvement. Ten days later, he presented 
a severe abdominal pain, unresponsive to treatment by
non steroidal anti-inflammantory drugs (NSAIDs) with
bilateral swelling of the ankles. There was no fever, no
neurological or pulmonary symptoms nor additional
abnormalities on physical examination. The patient had
no history of recent infection, insect bites or drug intake
before the onset of cutaneous lesions. The only altered
laboratory tests consisted of a leukocytosis (white blood
cell count of 16000 per mm3) with a left shift, thrombo-
cytosis (490000 per mm3), microscopic hematuria and
albuminuria (1+). Findings from the following tests were
negative or within normal range : ESR, liver and renal
function tests, ASO, PT, PTT, antinuclear antibodies,
rheumatoid factor, anti-double-stranded DNA antibodies,
c- and p-ANCA, antiphospholipid antibodies, cryoglobu-
linemia, C3, C4, serum IgA level and serologies for
hepatitis B and C. Stool guaiac examination was nega-
tive. Chest X-ray was normal. Skin biopsy from a
necrotic lesion showed vascular ectasia, extravasation of
red blood cells, focal fibrinoid necrosis of certain capil-
laries in papillary dermis associated with a neutrophilic
infiltrate and leukocytoclasis. Direct immunofluores-
cence analysis of the skin was negative. The diagnosis of
HSP was made based on the clinical findings (palpable
purpura, abdominal angina, joints swelling and hema-
turia) in correlation with the histology and laboratory
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ABSTRACT : Henoch-Schönlein purpura is a small
vessel vasculitis occurring mainly in childhood and
rarely in adulthood. Typical cutaneous eruption may
begin as macular or urticarial erythematous lesions
progressing to a palpable purpura. In adults, the dis-
ease has a propensity to be more severe and chronic
and affects mainly the ankles and feet. Bullae, vesi-
cles and ulcers are occasionally seen in this group.
The prognosis depends on renal involvement, com-
monly seen in adults. 

We report a new case of Henoch-Schönlein purpu-
ra in a 36-year-old man presenting with a bullous
eruption followed by the appearance of abdominal
pain and hematuria.

RÉSUMÉ : Le purpura rhumatoïde ou syndrome de
Henoch-Schönlein (SHS) est une vasculite des petits vais-
seaux atteignant surtout l’enfant et rarement l’adulte.
L’éruption cutanée débute par des lésions érythéma-
teuses maculaires ou urticariennes évoluant vers un pur-
pura palpable. Chez l’adulte, la maladie est plus sévère
et tend à être chronique privilégiant les membres infé-
rieurs, notamment les chevilles et les pieds. La forme
bulleuse, les vésicules et les ulcérations sont occasion-
nellement observées. Le pronostic dépend de l’atteinte
rénale qui paraît être plus fréquente dans la population
adulte. Nous rapportons un nouveau cas de SHS chez un
adulte de 36 ans sous forme d’éruption bulleuse suivie de
l’apparition de douleur abdominale et d’hématurie. 
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tests findings. Treatment with prednisone 60 mg per day
led to resolution of abdominal pain and improvement of
cutaneous lesions. A progressive withdrawal of cortico-
steroid was achieved within two months with complete
healing of skin lesions. 

DISCUSSION

HSP is an inflammatory disease of unknown etiology
characterized by immune complexes deposits of IgA 
in veinules, capillaries and arterioles [4]. The disease 
is rare in adults and is more commonly found in men. 
In children, the antigen that induces HSP may be a viral
pathogen while in adults the difference in severity and
the more frequent occurrence in summer suggest a dif-
ferent pathogen. The signs of complement activation
and deposition in the lesions indicate an immune-com-
plex process [5]. The cutaneous eruption consists of
erythematous papules typically followed by a palpable
purpura, abdominal pain, arthritis or nephritis [4]. The
rash tends to occur mainly over the feet and ankles and
fades over one to four weeks but can be recurrent over
months to years [3]. In severe cases, hemorrhagic, pur-

puric or necrotic lesions may occur [4]. Bullous erup-
tion in HSP, as in our case, appears often in adults while
it is very rare in children [6]. The cutaneous lesions,
including bullous eruption, can result from a dysregu-
lated humoral immunity [7]. Microscopic hematuria,
melena, cutaneous ulcerations and sometimes the asso-
ciation with some drugs, predominate in adult populat i o n
[8-10]. Abdominal pain of colicky type may occur and
simulate an acute abdomen [11]. Pulmonary, cardiac,
genital and neurological symptoms have also been
described [5]. Nevertheless, the most serious sequela of
HSP is renal involvement, occurring during the first
three months of the disease and mostly revealed by
hematuria. A monthly follow-up of urinalysis with mea-
sure of creatinine and uremia is required when hema-
turia is present [4]. The incidence of renal involvement
in adults varies from 45 to 85% with a progression 
to renal failure in approximately 30% of cases [5, 12].
In adults, the disease tends to be more severe : 40%
have persistent hematuria and 10% sustain chronic renal
failure [5]. A recent infection, fever, extensive purpura
over the trunk and biological markers of inflammation
are predictive factors for renal involvement. However,

FIGURE 1. Bullous purpura with a necrotic center over the right leg.
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the presence of bullous lesions, cutaneous necrosis and
the severity of histological findings (thrombosis, necro-
sis, depth of lesions) are not predictive of renal involve-
ment [13]. 

Differential diagnoses of HSP include hypersensitivi-
ty vasculitis, vasculitis secondary to drugs or malignan-
cies, cryoglobulinemia, polyarteritis nodosa, systemic
lupus erythematosus, connective tissue diseases or infec-
tions [11]. The bullous eruption in our patient could be a
source of diagnostic confusion. Hypersensitivity vas-
culitis shows a relatively chronic clinical course with
presence of necrotizing vasculitis involving the whole
dermis. In our case, the acute presentation, the absence
of drug intake and infection prior to the onset of skin
lesions and the leucocytoclastic vasculitis involving
mainly the upper dermis are in favor of HSP, despite the
negative direct immunofluorescence [14]. No focus of
infection or malignancy nor laboratory tests compatible
with cryoglobulinemia, systemic lupus erythematosus or
connective tissue diseases were found. The presence of
vasculitis involving capillaries rather than medium-sized
vessels makes the diagnosis of polyarteritis nodosa less
likely.

There is no specific laboratory test for HSP, a transi-
tory elevation of serum IgA is observed in 50% of cases.
Leukocytosis, eosinophilia, increased ESR and thrombo-
cytosis may exist. Urinalysis may reveal the presence 
of hematuria [1, 4]. The direct immunofluorescence 
test from fresh lesions (done within 48 hours) shows
deposits of IgA and C3 in the capillary walls. In older
lesions, these immunoreactants may lack [15-16]. More-
over, Van Hale et al. found an 87% positivity of direct
immunofluorescence in skin lesions of HSP, making the
finding of negative test possible in 13% of cases [17].
The negative result in our patient may be explained by
the delay before taking the skin biopsy (after 48 hours of
onset of cutaneous lesions).

Kidney biopsy is nonspecific for HSP and is not nec-
essary in the majority of cases. However, the biopsy may
be done when the diagnosis is uncertain but is mainly
indicated when renal involvement is persistent and/or
worsening (appearance of renal failure, proteinuria supe-
rior to 2 g per 24 hours and arterial hypertension) [1, 5].
The normal renal function tests with the resolution of
hematuria and albuminuria were not in favor of the deci-
sion of taking a kidney biopsy in our case. 

There is no specific treatment for HSP. Bed rest and
adequate hydration are indicated. NSAIDs may alleviate
arthralgias while systemic corticosteroids are indicated
to treat severe complaints or to prevent the progression
of renal disease [2]. Dapsone has beneficial effects on
cutaneous, gastrointestinal and articular manifestations
in adults, especially those with chronic HSP [5]. Immu-
nosuppressive treatment with cyclophosphamide, cyclo-
sporine or azathioprine is sometimes necessary in life-
threatening disease or when renal function is compro-
mised [2, 5]. 

CONCLUSION

HSP is the most frequent vasculitis in children but
may occur in adults. It usually presents with palpable
purpura which may progress into hemorrhagic, necrotic
or less often into bullous eruption as in our case. The
cutaneous lesions may be associated with abdominal,
joints, renal, pulmonary or neurologic involvement [3, 5,
10]. The prognosis is excellent in the absence of persis-
tent renal or other systemic involvement [11]. In our
case, the skin lesions healed completely within two
months of treatment with corticosteroids and regular fol-
low-up of urinalysis showed a sustained complete reso-
lution of hematuria and albuminuria over a period of
three years.

REFERENCES

1. Crickx R, Belaich S. Purpuras et vasculite. In : Saurat JH,
Grosshans E, Laugier P et al., editors. Dermatologie et
maladies sexuellement transmissibles, 4e édition. Paris :
Masson, 2004 : 731-2.

2. Ly MN, Breza TS. Henoch-Schonlein purpura in an
adult. Skinmed 2003 ; 2 : 262-4.

3. Tapson K. Henoch-Schönlein purpura. Am Fam Physi-
cian 1993 ; 47 : 633-8. 

4. Kraft DM, Mckee D, Scott C. Henoch-Schönlein purpu-
ra : a review. Am Fam Physician 1998 ; 58 : 405-8.

5. Ilan Y, Naparstek Y. Henoch Schonlein purpura in chil-
dren and adults : is it one entity ? Semin Arthritis and
Rheum 2002 ; 32 : 139-40.

6. Liu PM, Bong CN, Chen HH et al. Henoch-Schonlein
purpura with hemorrhagic bullae in children : report of
two cases. J Microbiol Immunol Infect 2004 ; 37 : 375-8.

7. Bansal AS, Diwedi N, Adsett M. Serum and blister fluid
cytokines and complement proteins in a patient with
Henoch-Schonlein purpura associated with a bullous skin
rash. Australas J Dermatol 1997 ; 38 : 190-2.

8. Blanco R, Martinez-Taboada VM, Rodriguez-Valverde
V et al. Henoch-Schönlein purpura in adulthood and
childhood : two different expressions of the same syn-
drome. Arthritis Rheum 1997 ; 40 : 859-64. 

9. Roth R, Wilz DR, Theil GB. Schönlein-Henoch syn-
drome in adults. Q J Med 1985 ; 55 : 145-59.

10. Michel BA, Hunder GG, Bloch DA et al. Hyper-sensitiv-
ity vasculitis and Henoch-Schonlein purpura : a compar-
ison between the 2 disorders. J Rheumatol 1992 ; 19 :
721-8.

11. McCarthy R, Rosen T, Chen SH et al. Adult Henoch-
Schönlein purpura with fatal complications. Arch Der-
matol 2001 ; 137 : 19-21.

12. Pillebout E, Thervet E, Hill G et al. Henoch-Schönlein
purpura in adults : outcome and prognostic factors. J Am
Soc Nephrol 2002 ; 13 : 1271-8.

13. Tancrede-Bohin E, Ochonisky S, Vignon-Pennamen M et
al. Schönlein-Henoch purpura in adult patients. Predic-
tive factors for IgA glomerulonephritis in a retrospective
study of 57 cases. Arch Dermatol 1997 ; 133 : 438-42.

14. Kobayashi T, Sakuroaka K, Iwamoto M et al. A case of
anaphylactois purpura with multiple blister formation :
possible pathophysiology role of gelatinase (MMP-9).
Dermatology 1998 ; 197 : 62-4.



56 Lebanese Medical Journal 2007 • Volume 55 (1)                    F. EL S A Y E D et al. – Bullous presentation of Henoch-Schönlein purpura

15. Feldmann R, Rieger W, Sator PG et al. Schönlein-
Henoch purpura during pregnancy with successful out-
come for mother and newborn. BMC Dermatol 2001 ; 
2 : 1.

16. Murali NS, George R, John GT et al. Problems of classi-

fication of Henoch-Schonlein purpura : an Indian per-
spective. Clin Exp Dermatol 2002 ; 27 : 260-3.

17. Van Hale HM, Gibson LE, Schroeter AL. Henoch-Schon-
lein vasculitis : direct immunofluorescence study of unin-
volved skin. J Am Acad Dermatol 1986 ; 15 : 665-70.




