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Dear Editor
Henoch-Schonlein purpura (HSP) or immunoglobulin A 
(IgA) vasculitis is the most common small-vessel vasculitis 
in children, characterized by non-thrombocytopenic 
palpable purpura, arthritis, subcutaneous edema, 
gastrointestinal (GI) and renal involvement. The disease 
has usually a self-limited course with the major potential 
renal complications.1

This retrospective observational study was performed 
by reviewing medical records of 24 children with 
HSP who were admitted to Mofid Children’s hospital 
(a tertiary referral center in Tehran, Iran). The clinical 
presentations, laboratory findings, and severity of the 
disease were evaluated. Plasma factor 13 activity was 
also measured by latex agglutination immunoturbidity 
method. The Diagnosis was made according to the 
European League Against Rheumatism/Pediatric 
Rheumatology International Trials Organization/
Pediatric Rheumatology European Society (EULAR/
PRINTO/PRES) criteria for HSP.2 In addition, a severity 
scoring system was used for determining the disease 
severity. This scoring system is based on a 4-point 
scale (0-3) according to the distribution of purpura, 
joint symptoms (arthralgia, arthritis), abdominal 
problems (abdominal pain, stool occult blood), and renal 
complications (proteinuria, hematuria). The severity was 
classified to mild, moderate, and severe regarding the 
total scores of 1-5, 6-10, and >10, respectively.3

In this study, cutaneous (100%), GI (66.7%), renal 
(37%), and articular (29.2%) involvement were the 
most common manifestations of the disease. The most 
common laboratory findings were as follow: elevated 
C-reactive protein (CRP) (45.8%), elevated erythrocyte 
sedimentation rate (ESR) (37.5%), thrombocytosis 
(29.2%), and leukocytosis (16.7%). The frequency of 
mild, moderate, and severe disease was 45.85%, 29.15%, 
and 25%, respectively. Factor 13 activity in all of the 
24 patients with each each score of severity and organ 
involvement including GI and renal was normal.

A correlation between the severity of the HSP and GI 
involvement, and rapid decline of factor 13 has been 
reported.4, 5 Kamitsuji and colleagues demonstrated a 
significant decrease in factor 13 activity and its antigenic 
determinants with a further decrease in gastrointestinal 
complications. They prescribed factor 13 concentrate 
which led to relief of pain and gastrointestinal bleeding.4 
Furthermore, Henriksson and colleagues reported a 
decreased level of factor 13 in 13 out of 17 children with 
HSP. Treatment with factor 13 concentrate combined with 
the antifibrinolytic drug in one of them controlled severe 
GI bleeding.5 The reduced factor 13 activity may be used 
as a prognostic or diagnostic marker. There are a few 
reports of successful treatment of severe GI involvement 
in patients with HSP with factor 13 replacement therapy.6, 

7 It is noted that decreased factor 13 activity is reported to 
be associated with increased risk of nephritis.8, 9

Iranian Journal of Blood & Cancer

Journal Home Page: www.ijbc.ir

Please cite this article as: Javadi Parvaneh V, Khalili A, Shiari R. Factor 13 Activity in Children with Henoch-Schonlein Purpura in Iranian 
Children. IJBC 2020; 12(4): 143-144.

*Corresponding author: 
Reza Shiari, 
Associate Professor, Mofid Children’s 
Hospital, Shariati Ave, Hosseinieh 
Ershad, Tehran, Iran
Tel: +98-21-22227033
Email: shiareza@yahoo.com

 [
 D

ow
nl

oa
de

d 
fr

om
 ij

bc
.ir

 o
n 

20
26

-0
6-

24
 ]

 

                               1 / 2

http://ijbc.ir/article-1-985-en.html


Javadi Parvaneh V et al.

IRANIAN JOURNAL OF BLOOD AND CANCER144 

We evaluated the activity of coagulation factor 13 in 
24 children with HSP with a variety of disease severity 
in terms of GI, renal and other systemic manifestations. 
Despite previous studies, we did not find any abnormality 
in activity of factor 13 and there was not any association 
between factor 13 and severity of the disease according 
the severity score previously mentioned.3

It could be hypothesized that the race may be a 
determining factor in creating this difference. Also, the 
sample size of this study was too small to reach a solid 
conclusion.
Abbreviations: HSP: Henoch-Schonlein purpura, 
IgA: immunoglobulin A, GI: gastrointestinal, 
EULAR/PRINTO/PRES: European League Against 
Rheumatism/ Pediatric Rheumatology International 
Trials Organization/Pediatric Rheumatology European 
Society, SPSS: Statistical Package for the Social Sciences.

Acknowledgements
We would like to offer our special thanks to the Pediatric 
Pathology Research Center of Shahid Beheshti University 
of Medical Sciences,Tehran, Iran for providing support, 
and methodology and statistical advising.

Ethics and Consent to Participate
The study protocol was approved by the Ethics Committee 
of Shahid Beheshti University of Medical Sciences and 
registered as IR.SBMU.MSP.REC.1398.252 and in 
accordance with the 1964 Helsinki declaration and its 
later amendments or comparable ethical standards.All 
patients’ data were regarded as confidential.

Author’s contribution
VJP study concepts; study design; definition of 
intellectual content; literature research; clinical studies; 
supervision of statistical analysis; manuscript writing. 
AK acquisition of medical records and clinical data; 
literature research. RS guarantor of integrity of the entire 
study; study concepts; manuscript editing. All authors 
read and approved the final manuscript.

Funding: This research did not receive any specific grant 
from funding agencies in the public, commercial, or not-
for-profit sectors.

Conflict of Interest: None declared.

References
1.	 Ueda H, Miyazaki Y, Tsuboi N, Hirano K, Yokote 

S, Kobayashi E, et al. Clinical and pathological 
characteristics of elderly Japanese patients with 

IgA vasculitis with nephritis: a case series. Intern 
Med. 2019; 58(1):31–8. doi:10.2169/ internal 
medicine.1379-18. PubMed PMID:  30101942. 
PubMed Central PMCID: PMC6367074.

2.	 Ozen S, Pistorio A, Iusan SM, Bakkaloglu A, Herlin 
T, Brik R, et al. EULAR/PRINTO/PRES criteria for 
Henoch–Schonlein purpura, childhood polyarteritis 
nodosa, childhood Wegener granulomatosis and 
childhood Takayasu arteritis: Ankara 2008. Part II: 
final classification criteria. Annals of the rheum Dis. 
2010; 69(5):798-806. doi: 10.1136/ard.2009.116657. 
PubMed PMID: 20413568.

3.	 Matayoshi T, Omi T, Sakai N, Kawana S. Clinical 
significance of blood coagulation factor XIII activity 
in adult Henoch-Schönlein purpura. J Nippon Med 
Sch. 2013;80(4):268-78. doi: 10.1272/jnms.80.268.

4.	 Kamitsuji H, Tani K, Yasui M, Taniguchi A, Taira 
K, Tsukada S, et al. Activity of blood coagulation 
Factor XIII as a prognostic indicator in patients 
with Henoch-Schönlein purpura. Eur J Pediatr.1978; 
146:519–23. doi: 10.1007/BF00441608. PubMed 
PMID: 3678279.

5.	 Henriksson P, Hedner U, Nilsson IM. Factor XIII 
(fibrin stabilizing factor) in Henoch‐Schönlein’s 
purpura. Acta Pædiatrica. 1977;66(3):273-7. doi: 
10.1111/j.1651-2227.1977.tb07893.x.

6.	 Al Sonbula A, Noor A, Ahmed N, Al Matair N, 
Jokhadar A, Al Marria M, et al. Successful treatment 
of severe gastrointestinal manifestations of Henoch-
Schonlein purpura and factor XIII deficiency using 
cryoprecipitate transfusion. Int J Pediatr Adolesc Med. 
2015;2(2):84-88. doi: 10.1016/j.ijpam.2015.06.003. 
PubMed PMID:30805443.

7.	 Koshiba K, Muraoka S, Nanki T, Komatsumoto 
S. Successful Treatment of IgA Vasculitis 
Complicated with Bowel Perforation and Crescentic 
Glomerulonephritis by Combination Therapy 
of Glucocorticoid, Cyclosporine and Factor XIII 
Replacement. Intern Med. 2018; 57(20):3035-40. doi: 
10.2169/internalmedicine.0931-18. PubMed PMID: 
29877285. PubMed Central PMCID: PMC6232042.

8.	 Shin JI, Park JM, Shin YH, Hwang DH, Kim JH, 
Lee JS. Predictive factors for nephritis, relapse, and 
significant proteinuria in childhood Henoch-Schönlein 
purpura. Scand J Rheumatol. 2006;35(1):56-60. doi: 
10.1080/03009740510026841. 

9.	 de Almeida JL, Campos LM, Paim LB, Leone C, 
Koch VH, Silva CA. Renal involvement in Henoch-
Schönlein purpura: a multivariate analysis of initial 
prognostic factors. J Pediatr (Rio J). 2007;83(3):259-
66. doi: 10.2223/JPED.1638. PubMed PMID: 17551657.

 [
 D

ow
nl

oa
de

d 
fr

om
 ij

bc
.ir

 o
n 

20
26

-0
6-

24
 ]

 

Powered by TCPDF (www.tcpdf.org)

                               2 / 2

http://ijbc.ir/article-1-985-en.html
http://www.tcpdf.org

