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Olgu Sunumu

Henoch-Schönlein purpura in an adult patient,
presenting with severe nephrotic syndrome
Ağır nefrotik sendrom ile başvuran erişkin bir hastada
Henoch-Schönlein purpurası
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ABSTRACT
Henoch-Schonlein Purpura (HSP) in adults is a rare clinical finding. Even though
HSP nephritis frequently leads a course with asymptomatic urinary findings, presentation with severe nephrotic syndrome is quiet rare and associated with poor renal
outcome. In this article, a patient who was admitted to the hospital with severe nephrotic syndrome and diagnosed with HSP nephritis is presented. He also achieved full
remission with steroids and cyclophosphamide treatment.
Keywords: Henoch-Schonlein purpura, nephrotic syndrome, adult
ÖZ
Erişkinlerde Henoch-Schönlein Purpurası (HSP), ender görülen klinik bir tablodur.
HSP nefriti sıklıkla asemptomatik idrar bulgularıyla seyretmekle birlikte, ağır nefrotik sendromla başvuru oldukça enderdir ve kötü renal sonlanımla ilişkilidir. Burada
ağır nefrotik sendromla başvurup HSP nefriti tanısı alan, steroid ve siklofosfamid
tedavisiyle tam remisyon sağladığımız bir olgu sunulmaktadır.
Anahtar kelimeler: Henoch-Schönlein purpurası, nefrotik sendrom, erişkin

	INTRODUCTION
HSP is a disease characterized by leukocytoclastic
vasculitis of small vessels with resultant deposition
of immune complexes containing IgA antibody (1,2).
Ninety percent of the cases occur between the ages of
3 and 15 in the pediatric group, and the incidence of
the disease in the adults above age 20 is between 0.1
to 1.2 in one million people (3). Patients frequently
exhibit purpuric rash, arthritis and/or arthralgia,
abdominal pain and renal involvement. Renal involvement in adults, apart from the children, is more common and indicates poor prognosis. Renal involvement is generally correlated with the severity of the
systemic disease. Renal findings exhibit a wide spec-
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trum from hematuria and proteinuria to nephritic
syndrome with severe kidney failure. However, it
must be noted that presentation with nephrotic syndrome is still infrequent. Here in we report on a
patient who presented himself at the emergency room
with generalized rash, abdominal pain and nephrotic
syndrome, and subsequently diagnosed as HSP.
CASE REPORT
A 42-year-old male patient came to the emergency
room, complaining of abdominal pain, edema in both
legs and rash. Patient’s history revealed nonsteroidal
anti-inflammatory drug use for the symptomatic
treatment of the possible upper respiratory tract
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infection he had 10 days prior to the admission. After
that, he developed rash and generalized swelling in
both lower extremities. Skin biopsy was performed at
the outpatient clinic because of these skin rashes, but
the patient came to the emergency room before the
biopsy results were obtained. In his anamnesis, there
was no history of chronic disease or regular drug use.
His blood pressure was 130/80 mmHg and apart from
local tenderness at both legs during palpation, there
was no other pathological finding at the physical
examination of the cardiovascular and respiratory
system and abdomen. On the legs, +2 grade pitting
edema and non- blanching rashes with irregular borders were present. Urinalysis performed at the emergency room revealed 3+ proteinuria and 7-8 erythrocytes. Abdominal ultrasound did not show any pathology. The patient was hospitalized in the clinic of
internal medicine with initial diagnosis of vasculitis
and nephrotic syndrome.
Detailed laboratory test results were as follows:
Hgb 12.6 g/dL, serum urea 67 mg/dL, serum creatinine 1-2 mg/dL, LDL 304 mg/dL, albumin 2.9 g/dL
and 24-hour urine protein: 11.1 g. ANA, c-ANCA,
p-ANCA tests all yielded negative results. Patient
priorly received intravenous hydration which faded
his purpuric lesions. Abdominal ultrasound performed because of his abdominal pain revealed
peripheral millimetric outpouchings at the wall of the
colon in the left lower quadrant which were interpreted as signs of diverticulitis. To further support the
diagnosis, abdominal CT scan was performed. Noncontrast CT scan was prefered due to the renal function test results nearing to upper limit of normal
(ULN). and massive proteinuria which did not collaborate the diagnosis of diverticulitis. However, the
reason for this preference was thought to be not being
able to administer contrast agent to this patient.
Due to the massive proteinuria of the patient and
increased renal function test values close to ULN,
nephrology consultation was requested, and nephrologists strongly suggested a kidney biopsy.
Histopathological examination of the biopsy specimen showed diffuse proliferative glomerulonephritis
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pattern with endocapillary hypercellularity.
Histopathological findings were consistent with IgA
nephropathy. On the basis of these findings and
biopsy results, the patient was given 500 mg methylprednisolone for 3 days and a single loading dose of
(750 mg) cyclophosphamide. Daily urinary clearance
of protein decreased to 3.3 g after the treatment. The
patient was discharged with prescription of daily oral
doses of 48 mg methylprednisolone and once monthly intravenous injection of 1 g cyclophosphamide. At
each follow-up visit, methylprednisolone dose was
gradually decreased to the point where treatment was
maintained only with once monthly doses of 1 gram
cyclophosphamide. Approximately one year after the
diagnosis, the last 24-hour urine test revealed 0.3 g
protein in the urine. The patient is still visiting our
clinic for regular nephrology check-ups. The patient’s
laboratory parameters at the first admission and last
follow-up visit are shown in Table 1.
Table 1. Laboratory parameters of the patient on first and last admissions.

Blood pressure (mmHg)
P. Urea (mg/dL)
P. Cre (mg/dL)
P. Albumin (g/dL)
T. cholesterol (mg/dL)
TG (mg/dL)
HDL (mg/dL)
LDL (mg/dL)
Hemoglobin (g/dL)
Proteinuria (mg/day)
Urinalysis Examinations

First Admission

Last Admission

130/70
67
1.2
2.9
467
171
113
304
12.6
11190
15-20 erythrocytes

120/70
26
1.3
4.3
182
142
33
128
12.5
795
Normal

DISCUSSION
Although HSP is a common disease of childhood,
it may be also rarely seen in adult patients with different clinical manifestations. In adults, renal involvement is more frequent and associated with poor renal
prognosis. Renal involvement manifests itself with
diverse clinical and morphological features.
Presentation with severe nephrotic syndrome is very
rare. We discussed our patient, because he was in the
adult age group, and presented with severe nephrotic
syndrome, and responded well to the immunosup-
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pressive treatment.
HSP, also known as the IgA vasculitis, is supposed to be triggered by some infections and chemical substances. However, exact underlying cause of
the disease is still unknown. Immunologic, genetic
and environmental factors all contribute to the development of the disease (4-6). While all HSP patients
have purpura, up to 84% of the patients show signs of
arthritis/arthralgia (7). Despite the high percentage of
occurrence of this symptom, our patient did not
exhibit joint involvement. This was one of the reasons why we thought the case was worth sharing.
Renal involvement is seen nearly in 21-54% of
the children diagnosed as HSP (8). Possibility of renal
involvement that leads to end-stage renal failure is
much higher in adults than in children (9,10). Hematuria
and/or nephritic level proteinuria are frequent clinical
findings of the HSP nephritis which are present in
70-80% of the patients. Presentation with nephrotic
syndrome is rarely seen, and in a study of pediatric
age group, only 4% of the 261 patients with HSP
presented with nephrotic syndrome (11). In the adult
age group, there is not enough data on the relationship between HSP nephritis and nephrotic syndrome,
but some studies demonstrated that incidence is
higher in adults (10,12-14). In a retrospective study of
250 HSP diagnosed patients with average age of 50,
renal failure (GFR<50%) within 4 months of after
onset of symptoms developed in 32% of the patients
and almost all of them was accompanied with hematuria (93%) and proteinuria (99%) (14). In another
study of 136 adult patients, who were followed up for
an average of 5.5 years, 13% of the patients needed
dialysis, and in 25% of them serum creatinine values
doubled, while 16% of the patients had proteinuria
with normal serum creatinine levels (15).
Histopathologic findings in adult age groups can
also be different than those detected in the pediatric
age group. Various studies have shown that chronic
findings stand out in adults. In a study (16), Shan Lu
and his associates asserted the presence of a correlation between age and chronic findings. Indeed when
compared to the pediatric age group, chronic symp-

toms were statistically found at higher frequencies in
adults. For the pathologic categorization of the HSP
nephritis, ISKDC classification is used and most frequently patients are in the 3a-3b group (focal and/or
diffuse mesangial proliferation with <50% crescents).
Frequency of 3a-3b varies between 40 and 50%. Our
patient was classified in group 6, with an incidence of
less than 3-4% in all pediatric cases with HSP nephritis. There is no adequate information pertaining to the
same topic in adult age groups.
In the treatment of HSP, most of the time, supportive treatments such as hydration, resting and
analgesics are applied. In cases of major organ system involvements, such as GIS and kidney, mainly
and firstly use of glucocorticoids and immunosuppressive agents such as cyclophosphamide is recommended. In medical literature, there is no sufficient
data on the treatment of a patient with group 6 HSP
nephritis. Even though our patient had not crescentic
findings, he had serious active diffuse endocapillary
proliferation, which is why he was given cyclophosphamide in addition to steroids. Clinical response to
therapy was outstanding during the follow-up period.
In these patients, steroids and cyclophosphamide can
be an efficient treatment option.
In conclusion, HSP nephritis, even though rare,
may present with manifestations of severe nephrotic
syndrome. In patients with rash, HSP nephritis should
be considered in the differential diagnosis of severe
nephrotic syndrome.
REFERENCES
1. Lie JT and members and consultants of the American College
of Rheumatology Subcommittee on Classification of
Vasculitis: Illustrated histopathologic classification criteria
for selected vasculitis syndromes. Arthritis Rheum 1990,
33:1074-1087.
2. Levinsky RJ, Barratt TM: IgA immune complexes in HenochSchönlein purpura. Lancet 1979;2:1100-1103.
https://doi.org/10.1016/S0140-6736(79)92505-4
3. Watts RA, Carruthers DM, Scott DG: Epidemiology of systemic vasculitis: changing incidence or definition? Semin
Arthritis Rheum 1995;25:28-34.
https://doi.org/10.1016/S0049-0172(95)80015-8
4. Rigante D, Castellazzi L, Bosco A, Esposito S. Is there a
crossroad between infections, genetics, and HenochSchönlein purpura? Autoimmun Rev 2013;12:1016-1021.

161

Tepecik Eğit. ve Araşt. Hast. Dergisi 2017; 27(2):159-162

https://doi.org/10.1016/j.autrev.2013.04.003
5. Yang YH, Yu HH, Chiang BL. The diagnosis and classification of Henoch-Schönlein purpura: an updated review.
Autoimmun Rev 2014;13:355-358.
https://doi.org/10.1016/j.autrev.2014.01.031
6. Trnka P. Henoch-Schönlein purpura in children. J Paediatr
Child Health 2013;49:995-1003.
https://doi.org/10.1111/jpc.12403
7. Trapani S, Micheli A, Grisolia F, et al. Henoch Schonlein
purpura in childhood: epidemiological and clinical analysis
of 150 cases over a 5-year period and review of literature.
Semin Arthritis Rheum 2005;35:143-153.
https://doi.org/10.1016/j.semarthrit.2005.08.007
8. Ghrahani R, Ledika MA, Sapartini G, Setiabudiawan B. Age
of onset as a risk factor of renal involvement in HenochSchönlein purpura. Asia Pac Allergy 2014;4:42-47.
https://doi.org/10.5415/apallergy.2014.4.1.42
9. Kang Y, Park JS, Ha YJ, et al. Differences in clinical manifestations and outcomes between adult and child patients
with Henoch-Schönlein purpura. J Korean Med Sci
2014;29:198-203.
https://doi.org/10.3346/jkms.2014.29.2.198
10. Pillebout E, Thervet E, Hill G, Alberti C, Vanhille P, Nochy
D. Henoch-Schönlein Purpura in adults: outcome and prognostic factors. J Am Soc Nephrol 2002;13:1271-8.

162

https://doi.org/10.1097/01.ASN.0000013883.99976.22
11. Chang WL, Yang YH, Wang LC, Lin YT, Chiang BL. Renal
manifestations in Henoch-Schönlein purpura: a 10-year
clinical study. Pediatr Nephrol 2005;20:1269-1272.
https://doi.org/10.1007/s00467-005-1903-z
12. Blanco R, Martínez-Taboada VM, Rodríguez-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;40:859864.
https://doi.org/10.1002/art.1780400513
13. Kellerman PS. Henoch-Schönlein purpura in adults. Am J
Kidney Dis 2006;48:1009-1016.
https://doi.org/10.1053/j.ajkd.2006.08.031
14. Uppal SS, Hussain MA, Al-Raqum HA, et al. HenochSchönlein’s purpura in adults versus children/adolescents: A
comparative study. Clin Exp Rheumatol 2006; 24:S26-30.
15. Coppo R, Andrulli S, Amore A, et al. Predictors of outcome
in Henoch-Schönlein nephritis in children and adults. Am J
Kidney Dis 2006;47:993-1003.
https://doi.org/10.1053/j.ajkd.2006.02.178
16. Lu S, Liu D, Xiao J, et all. Comparison between adults and
children with Henoch-Schönlein purpura nephritis. Pediatr
Nephrol 2015;30(5):791-796.
https://doi.org/10.1007/s00467-014-3016-z

