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Abstract

Hemolytic Uremic Syndrome (HUS) is a thrombotic microangiopathy characterized by 
hemolytic anemia, thrombocytopenia and microangiopathy. This article is a literature review 
of hemolytic uremic syndrome, emphasizing diagnosis and treatment. Papers from the past 
15 years were studied, by searching in Uptodate, Scielo, Google Scholar, New England and 
PubMed using the keywords hemolytic uremic syndrome, diagnosis and treatment. Hemolytic 
syndrome is a disease whose primary affected organ is the kidney. It mainly affects children 
less than 5 years-old and has a history of infection of the gastrointestinal tract by Escherichia 
coli with Shiga toxin release. It can be classified into typical HUS, which features diarrhea, 
elevation of lactate dehydrogense (LDH), indirect bilirubin, BUN and creatinine, and atypical 
HUS which usually affects patients with tumors, glomerulopathies, and malignant hypertension. 
Typical hemolytic uremic syndrome usually resolves spontaneously and requires only clinical 
support measures. In case of persistent disease or severe neurological disorders, plasmapheresis 
should be considered. In hemolytic atypical uremic syndrome, the use of Eculizumab has 
gained prominence and is considered the first choice of treatment. The literature is quite 
convergent on the subject, especially with regard to the means of diagnosis and treatment. 
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Resumo

A Síndrome Hemolítica-Urêmica (SHU) é uma microangiopatia trombótica que se caracteriza 
por anemia hemolítca, microangiopatia e trombocitopenia. Neste artigo, é feita uma revisão 
de literatura sobre a SHU, com ênfase no diagnóstico e tratamento. Foram utilizados 
artigos científicos dos últimos 15 anos através da busca no Up to date, Scielo, Google 
Acadêmico, New England e PubMed utilizando os descritores síndrome hemolítica-urêmica, 
diagnóstico, tratamento. A síndrome hemolítica-urêmica é uma patologia cujo principal órgão 
acometido é o rim. Acomete principalmente crianças menores de 5 anos e tem um histórico 
de infecção do trato gastrointestinal pela  Escherichia coli  com liberação da toxina Shiga. 
Pode ser classificada em SHU típica, que apresenta um quadro diarréico, elevação de LDH, 
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bilirrubina indireta, escórias renais, e SHU atípica, acometendo normalmente pacientes 
portadores de tumores, glomerulopatias, hipertensão maligna. A Síndrome hemolítica urêmica 
típica normalmente tem resolução espontânea e necessita apenas de medidas de suporte 
clínico. Em caso depersistência da doença ou alterações neurológicas graves, a plasmaférese 
deve ser considerada. Na síndrome hemolítica-urêmica atípica, o uso de Eculizumab tem 
ganhado destaque, sendo considerada a primeira escolha de tratamento. A literatura é bastante 
convergente sobre o tema, principalmente no que tange aos meios de diagnóstico e tratamento.
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Referências

1. James NG, Lawrence LKL. Diagnosis of thrombotic thrombocytopenic purpura-hemolytic uremic syndrome in adults. Blood.2000;96:1223.

2. Conedera G.Verocytotoxin-producing Escherichia coli O157 in minced beef and dairy products in Italy. International Journal of Food Microbiology. 
2004;96(1):67-73.

3. George JN. Clinical practice. Thrombotic thrombocytopenic purpura. New England Journal of Medicine. 2006;354(18):1927-1935

4. Michael M, Elliott EJ, Craig JC, Ridley G, Hodson EM. Interventions for hemolytic uremic syndrome and thrombotic thrombocytopenic purpura: a systematic 
review of randomized controlled trials. Am J Kidney Dis. 2009;53(2):259-272.

5. Vaisbich MH. Síndrome Hemolítico-Urêmica na infância. Jornal Brasileiro Nefrologia. 2014;36(2):2095.

6. Avner ED. Hemolytic-Uremic Syndrome. In: Behrman RE, Kliegman RM, Jenson HB: Nelson textbook of Pediatrics. 18th ed. Saunders: Elsevier. 
2007;2181-2.

7. Tserenpuntsag B. Hemolytic Uremic Syndrome Risk and Escherichia coli O157:H7. Emerging Infectious Diseases. 2005;11(12):2. 

8. Loirat C, Fremeaux-Bacchi V. Atypical hemolytic uremic syndrome. Orphanet J Rare Dis. 2011;61(6):60.

9. Monnens L, Molenaar J, Lambert PH, Proesmans W, Van MP. The complement system in hemolytic-uremic syndrome in childhood. Clin Nephrol. 
1980;13(4):168-71. 

10. Noris M, Remuzzi G. Atypical hemolytic-uremic syndrome. N Engl J Med. 2009;361(17):1676-87

11. Dragon-Durey MA, Sethi SK, Bagga A, Blanc C, Blouin J, Ranchin B. Clinical features of anti-factor H autoantibody-associated hemolytic uremic syndrome. 
J Am Soc Nephrol. 2010;21(12):2180-7.

12. Palmeira P, Carbonare SB, Guth BE, Carbonare CB, Pontes GN, Tino-De-Franco M.  Acquisition of serum antibodies reactive with enterohemorrhagic 
Escherichia coli virulence-associated factors by healthy Brazilian children and adults. Pediatr Infect Dis J. 2009;28(12):1089-94.

13. Bitzan M. Treatment options for HUS secondary to Escherichia coli O157:H7. Kidney Int. 2009;75:S62-S66. 

14. Kagan KO, Wright D, Maiz N, Pandeva I, Nicolaides KH. Screening for trisomy 18 by maternal age, fetal nuchal translucency, free beta-human chorionic 
gonadotropin and pregnancy-associated plasma protein-A. Ultrasound Obstet Gynecol. 2008;32(4):488-92.

15. Moron, AF. Medicina Fetal na Prática Obstétrica. 1ª edição. 2003.

16. Brewer CM, Holloway SH, Stone DH, Carothers AD, FitzPatrick DR. Survival in trisomy 13 and trisomy 18 cases ascertained from population based 
registers. J Med Genet. 2002;39(9):e54.

17. Imataka G, Nitta A, Suzumura H, Watanabe H, Yamanouchi H, Arisaka O. Survival of trisomy 18 cases in Japan. Genet Couns. 2007;18(3):303-8.

18. Hsiao CC, Tsao LY, Chen HN, Chiu HY, Chang WC. Changing clinical presentations and survival pattern in trisomy 18. Pediatr Neonatol. 2009;50(4):147-
51.  

19. Uehara S, Yaegashi N, Maeda T, Hoshi N, Fujimoto S, Fujimori K et al. Risk of recurrence of fetal chromosomal aberrations: analysis of trisomy 21, trisomy 
18, trisomy 13, and 45,X in 1,076 Japanese mothers. J Obstet Gynaecol Res. 1999;25(6):373-9. 


