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Implication for health policy/practice/research/medical education:

Renal involvement is the main predictive factor of long-term outcome in children with Henoch-Schönlein purpura (HSP) . Different immunosuppressive medications have been introduced for the treatment of severe HSP nephritis to prevent subsequent renal impairment.
Therapeutic effect of mycophenolate mofetil and its implication have been discussed in this
editorial article.
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enoch-Schönlein purpura (HSP) is the most
common primary systemic vasculitis of
childhood (1). It is generally considered a
self-limited disease, and majority of patients improve
completely (2,3). Short- and long-term outcomes
of HSP are generally favorable, and predicted by
the severity of initial manifestations and renal
involvement (1,2).
Henoch-Schönlein purpura nephritis (HSPN) is the
major cause of mortality and morbidity in children
with HSP (1), which occurs in 30%-80% of patients
during the first three weeks of the initial presentation
(1,4).
Majority of patients with HSPN have a mild disease,
presenting with hematuria and/or low-grade
proteinuria. A small percentage of patients present
with nephrotic syndrome or renal impairment (1).
However, severe renal involvement is rare in children,
compared that in adults (3).
HSPN accounts for 1.8%–3% of children with chronic
kidney disease (5), and chronic renal failure might occur
in 11%–38% of patients with severe manifestations
and pathologic changes (4).
Severity of initial manifestations and histopathologic
lesions have been considered the best prognostic

factor of HSPN in children (1,6). Accordingly,
older age at presentation, hypertension, crescentic
glomerulonephritis, significant glomerulosclerosis and
tubulointerstitial changes, increased serum creatinine,
massive proteinuria, nephrotic or mixed nephritic–
nephrotic syndrome have been suggested the major
risk factors of future renal impairment (1,2), and imply
for aggressive treatment in patients with HSPN (5).
There is no absolute consensus for the best
management of severe HSPN and the most effective
treatment remains controversial (5-7). Early aggressive
immunosuppressive drugs such as cyclosporine,
cyclophosphamide, azathioprine, steroid pulse therapy,
IV-IgG, rituximab, methotrexate, plasmapheresis,
chlorambucil, tacrolimus, and mycophenolate mofetil
(MMF) have been suggested for treatment of severe
and rapidly progressive HSPN (2,6,8).
There are limited data regarding MMF in children with
severe HSPN. It is an immunosuppressive drug, which
inhibits B and T cell proliferation, decreases antibody
production, prevents glycosylation of adhesion
molecules and intercellular adhesion to endothelial
cells, inhibits mesangial cell proliferation, and induces
apoptosis of activated T cells. It has been reported a safe
and effective treatment for inducing and maintaining
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remission, reducing relapse rate and improving kidney
function in frequently relapsing idiopathic nephrotic
syndrome, with steroid sparing effect and minimal
complication rate (9).
MMF have been successfully used for decreasing
massive urine protein excretion in patients with IgA
nephropathy. Based on the similar pathologic changes,
MMF has been suggested to improve proteinuria and
renal function in patients with HSPN (6,10).
There have been some conflicting results about the
therapeutic effect of MMF in HSPN. Some studies
showed no significant difference in urine protein
excretion between MMF and azathioprine treatment. In
addition, therapeutic effect of cyclosporine and MMF
in children with severe HSPN remained unclear (11).
MMF have been recommended in severe cases of
HSPN with nephrotic syndrome, acute nephritis, mixed
nephritic/nephrotic syndrome, or steroid resistant
nephrotic range proteinuria (6), with steroid sparing
effect. It has been a safe and effective treatment for
inducing and maintaining stable remission (12), along
with improving glomerular cellularity and extracellular
matrix deposition in patients with severe HSPN (2).
It has been a valuable and promising alternative agent
for the treatment of complicated HSPN with steroid
resistance, steroid dependence, and steroid side effects
(2,5). Therapeutic effect of MMF associated with low
dose prednisone has been as equal as full dose steroid
treatment, with more than 70% remission rate (4).
It has been useful for improvement of renal function
in severe acute nephritis with decreased glomerular
filtration rate (10). Remission rate occurred earlier in
MMF treated, and proteinuria improved significantly
after the first month of treatment (4). In addition,
MMF had less side effects and relapse rate compared
to the other immunosuppressive drugs in the majority
of studies (1,4,6).
In conclusion, MMF treatment have been recommended
for the treatment of severe HSPN, with favorable
outcome and low complication rate.
Authors’ contribution
AN and MS wrote the manuscript equally.
Conflicts of interest
The authors declared no competing interest.
Funding/Support
None.

References
1.

Nickavar A, Mehrazma M, Lahouti A. Clinicopathologic
correlations in Henoch-Schonlein nephritis. Iran J
Kidney Dis. 2012;6(6):437-40.
2. Nikibakhsh AA, Mahmoodzadeh H, Karamyyar M,
Hejazi S, Noroozi M, Macooie AA. Treatment of severe
henoch-schonlein purpura nephritis with mycophenolate
mofetil. Saudi J Kidney Dis Transpl. 2014;25(4):858-63.
3. Zaffanello M, Brugnara M, Franchini M. Therapy for
children with henoch-schonlein purpura nephritis: a
systematic review. ScientificWorldJournal. 2007;10(7):2030.
4. Han F, Chen LL, Ren PP, Le JY, Choong PJ, Wang
HJ, et al. Mycophenolate mofetil plus prednisone for
inducing remission of Henoch-Schönlein purpura
nephritis: a retrospective study. J Zhejiang Univ Sci B.
2015;16(9):772-9. doi: 10.1631/jzus.B1400335.
5. Nikibakhsh AA, Mahmoodzadeh H, Karamyyar M,
Hejazi S, Noroozi M, Macooie AA, et al. Treatment
of complicated henoch-schönlein purpura with
mycophenolate mofetil: a retrospective case series
report. Int J Rheumatol. 2010;2010:254316. doi:
10.1155/2010/254316.
6. Du Y, Hou L, Zhao C, Han M, Wu Y. Treatment of
children with Henoch-Schönlein purpura nephritis with
mycophenolate mofetil. Pediatr Nephrol. 2012;27(5):76571. doi: 10.1007/s00467-011-2057-9.
7. Nickavar A. Treatment of Henoch schonlein nephritis;
new trends. J Nephropathol. 2016; 5(4):116-117. doi:
10.15171/jnp.2016.21 .
8. Andersen RF, Rubak S, Jespersen B, Rittig S. Early highdose immunosuppression in Henoch-Schönlein nephrotic
syndrome may improve outcome. Scand J Urol Nephrol.
2009;43(5):409-15. doi: 10.3109/00365590903164480.
9. Nickavar A, Safarzadeh AE, Sotoudeh K, Otukesh H,
Hooman N. Mycophenolate mofetil for treatment of
idiopathic nephrotic syndrome in children. Iran J Kidney
Dis. 2012;6(5):346-9.
10. Muzaffar M, Taj A, Sethi N, Kaw D. Rapidly progressing
glomerulonephritis secondary to henoch-schonlein
purpura treated with mycophenolate mofetil: a
case report with atypical etiology and presentation.
Am J Ther. 2010;17(5):e163-6. doi: 10.1097/
MJT.0b013e3181b0a713.
11. Hahn D, Hodson EM, Willis NS, Craig JC. Interventions
for preventing and treating kidney disease in HenochSchönlein Purpura (HSP). Cochrane Database Syst
Rev. 2015;7(8):CD005128. doi: 10.1002/14651858.
CD005128.
12. Ren P, Han F, Chen L, Xu Y, Wang Y, Chen J. The
combination of mycophenolate mofetile with
corticosteroids induces remission of Henoch- Schönlein
purpura nephritis. Am J Nephrol. 2012;36(3):271-7. doi:
10.1159/000341914.

Copyright © 2017 The Author(s); Published by Society of Diabetic Nephropathy Prevention. This is an open-access article
distributed under the terms of the Creative Commons Attribution License (http://creativecommons.org/licenses/by/4.0),
which permits unrestricted use, distribution, and reproduction in any medium, provided the original work is properly cited.
104

Journal of Nephropathology, Vol 6, No 3, July 2017

www.nephropathol.com

