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Reye syndrome after acute enteritis during the neonatal period
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Purpose : The prevalence of Reye syndrome has decreased since late 1980’s. But we report that
recently there were concentrative attacks of Reye syndrome after acute enteritis during the neonatal

Methods : Clinical symptoms and laboratory results(quantitative organic acid analysis, routine chem-
istry, arterial blood gas analysis, serum ammonia) of seven patients admitted at the Samsung Med-
ical Center, Sanggye Paik Hospital, Wonju Christian Hospital and Chuncheon Sacred Heart Hospital,
referred from Jan. 2005 to Apr. 2005, were analysed retrospectively. The major clinical symptoms
were derived from the patients’ clinical records sended with urine samples and quantification of or-
ganic acids were done with gas chromatography and mass spectrometry.

Results : The mean age of seven cases is 18 days and the major preceding symptoms were gastro-
intestinal symptoms(vomiting, diarrhea, refusal to feeding). The major clinical symptoms were cloud-
ed conciousness, repiratory difficulty, vomiting, seizures, and diarrhea. One patient died; that patient’s
serum ammonia was twenty times higher than normal.

Conclusion : The seven patients were neonates. Reye syndrome has been known to be closely re-
lated with upper respiratory infections as a preceding disease and to internal use of aspirin, but in
our study, the major preceding disease of the seven cases was gastrointestinal infection and none of
these used aspirin. (Korean ] Pediatr 2006;49:273-277)
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Table 1. Age, Gender, Major Clinical Symptom, Laboratory Findings of 7 Patients

AST

Pt Major Serum ammonia ~ . . . Serum glucose

No Age(day)  Gender clincal symptom (mmol/L) (ﬁjL/i) Urine organic acid (mg/dL) H

1 34 F Seizure 195 1,340 Lactic aciduria, ketonuria 33 6.98
Diarrhea 1,760

2 29 M Vomiting 286 94 Lactic aciduria, ketonuria 827 7.01
Diarrhea 17

3 13 M Diarrhea 1,163 102 Lactic aciduria, ketonuria 119 6.7
32

4 16 M Diarrhea 745 36 Lactic aciduria, ketonuria 345 6.47
23

5 11 F Diarrhea 77 35 Lactic aciduria, ketonuria 152 6.99
28

6 16 F Diarrhea 53 26 Lactic aciduria, ketonuria 266 6.80
Feeding refuse 16

7 8 M Vomiting 173 61 Lactic aciduria, ketonuria 178 6.93
Diarrhea 19

Abbreviations : AST, aspartate aminotransferase : ALT, alanine aminotransfease
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Table 2. Urine Organic Acid Analysis of 7 Patients

Pt Lactic acid Pyruvic acid 3—Hydroxy Acetogcetic
No (mmol/ (mmol/ butylic acid acid
mol cr) mol cr) (mmol/mol cr) (mmol/mol cr)
1 35,929 468 0 198
2 7,357 47 31,621 6,781
3 48,205 6,482 9,869 859
4 302 48 32 9
5 205 50 83 25
6 402 36 89 18
7 806 285 187 82

“Reference range
Lactic acid 12-150, Pyruvic acid 0-20, 3-Hydroxy butylic acid
2-75, Acetoacetic acid 0-10
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Table 3. Disease Mimick Reye Syndrome

Disorders of ureagenesis
Partial OTC deficiency”
Partial carbamoylphosphate synthase deficiency
Triple H syndrome(hyperammonemia, hyperornithinemia,
homocitrullinuria)
Arginase deficiency
Transient hyperammonemia of newborn
Arginosuccinic acid synthase deficiency/citrullinemia
Disorders of mitochondrial fatty acid oxidation and
ketogenesis
Carnitine transport defect
CPT deficiency "
Translocase deficiency
Long-chain acyl-CoA dehydrogenase deficiency
3-OH-LCAD deficiency
Medium—chain acyl-CoA dehydrogenase deficiency
3-OH-glutaryl-CoA lyase deficiency
beta—Ketothiolase deficiency
Short—chain acyl-CoA dehydrogenase deficiency
Organic acidurias
Adipic aciduria
3-Methylcrotonyl-CoA carboxylase deficiency
Glutaric aciduria, type I and II
Respiratory chain disorders
Methylmalonic aciduria
Propionic aciduria
Isovaleric aciduria
beta—Methylglutaconic aciduria
Biotinidase deficiency
2-Methyl-3-OH-butyric aciduria
Methylmalonyl-CoA mutase deficiency
Glycogen storage I
Carbohydrate metabolism
Fructose intolerance
Fructose diphosphatase deficiency
Pyruvate carboxylase deficiency
Maple syrup urine disease
Miscellaneous
Alpha-1-Antitrypsin deficiency
Delta—Aminolevulinic acid
Ketotic hyperglycemia and diabetes mellitus
Autoimmune hemolytic anemia

"OTC : ornithine transcarbamylase, 'CPT : carnithine palmitoy-
ltransferase, TLCAD : long chain acyl-CoA dehydrogenase

T2 13,315.14 mmol/mol crol ATt I BEFA GA] G 9
(0-20 mmol/mol cr)E& EF ZIsh= FdH36-6,482 mmol/
mol cr)elAaL o2 HX+E= 1,059.43 mmol/mol crol ATt
3-Hydroxybutyric acide= 2% oA E= A4 HHQ-75
mmol/mol cr)ell AL} v x] 5] A= A HAE °l
gy FAE YERWI o599 HwA = 5983 mmol/mol crol
Atk Acetoacetic acid® 1% 3AE AQJstile BF GAA|
(0-10 mmol/mol cr)& Helwth 7H¢] acetoacetic acid®] %

I $32E 1,138.86 mmol/mol cr)ol 1Tt
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