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A Literature Review on Acute Onset of Organic Acidemias in Japan
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Abstract

A literature review on acute onset of organic acidemias was conducted to develop insights into
their prevention, as well as appropriate guidance and education for patients’ families who provide
daily care. Research papers published between 1977 and August 2017 and available in the Ichushi
Web Ver. 5 database were examined. Among the 126 papers identified, 9 addressing acute onset
of organic acidemias were analyzed. The analysis revealed that such onset tended to occur in the
presence of infection. Further studies should be conducted, involving patients with an acute onset
after diagnosis and those without apparent symptoms, to examine medical services used by them
when their physical condition is poor, the status of daily care for them, and how to prevent acute
onset in daily life, in order to clarify their challenges, and discuss the details of guidance and
education to be provided in medical institutions.
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Daisuke Fujisawa,  Clinical features and
Kimitoshi Nakamura, management of organic
Hiroshi Mitsubuchi, asidemias in Japan

et 1) (2013)

In 2009, questionnaires were sent to institutions who confirmed that they had
diagnosed and/or treated. In 2012, we conducted follow-up research. 119 cases
were eventually included for analysis. The survival rates at 20 years of age in
vitamin B12-unresponsive methylmalonic acidemia(MMA), vitamin B12-
responsive MMA and propionic acidemia (PA) patients were 69.8%, 94.4% and
95.8%, respectively. We advocated that avoiding failure to thrive due to too
restricted protein diet, hypoglycemia and pancreatitis associated with mortality
lead to improve outcome, especially in vitamin B12-unresponsive MMA patients.
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