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mographic differences [3]. We evaluated the prevalence of H. 
priori infection in children belonging to different ethnic popu- 
lations living in the same area. We used a last generation 
serological ELISA test (MALAKIT, Biolab, Belgium) to com- 
pare the frequency of H. priori infection in asymptomatic Bel- 
gian and immigrants' children. We studied 512 children, aged 
1 month - 17 years, who were admitted for elective minor sur- 
gery. All children were born in Belgium: 472 originated from 
Belgium, 29 were children of parents who originated from 
Mediterranean countries (Tunesia and Marocco), and 11 of 
parents from central Africa. The frequency of H. pylori sero- 
positivity was 4.0%, 17.2%, and 18.2%, for those from Bel- 
gium, the Mediterranean countries and central Africa, respec- 
tively. All individuals studied were of middle to upper class 
socioeconomic status. The difference in H. pylori infection be- 
tween Belgian and immigrant children is statistically significant 
(P < 0.01; Student's t-test), whereas no statistically significant 
difference was found between the immigrant populations. 

This study demonstrates that there is a significant differ- 
ence in H. priori seropositivity between children of different 
ethnic origins, despite the fact that all investigated children 
were living in Belgium since birth and that they were all of 
comparable socioeconomic conditions. 

Consequently the question arises whether the statistically 
significant difference in seropositivity between ethnic Belgian 
children and Mediterranean or central African children is due 
to an still unknown (genetic) predisposition. Subsequent 
studies will have to be performed in order to elucidate this 
question. 
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A hydratase deficiency, patients with X-linked cardiomyo- 
pathy, neutropenia and normal or abnormal mitochondria, 
Iraqi Jews with optic atrophy and spastic paraplegia, and pa- 
tients with dysmorphic signs, congenital malformations, severe 
retardation and cerebellar dysgenesis [2, 3]. The group of "un- 
specified" patients consists of a variety of phenotypes exhibit- 
ing lactic acidaemia, severe psychomotor retardation, neuro- 
logical involvement, and focal hypodensity in different areas of 
the brain. In this group 3-MGC aciduria may only be a marker 
for another metabolic disease [1, 2, 3]. 3-MGC acidnria has 
been detected in 3-hydroxy-3-methylglutaryl coenzyme A lyase 
deficiency, carbamoyl-phosphate synthetase deficiency [3], a 
mitochondrial respiratory chain defect [1], and glycogenosis Ib 
[Trefz unpublished results]. We now report a patient with 3- 
MGC aciduria and Pearson syndrome. The girl was the first 
child of healthy, unrelated parents. In the first weeks of life she 
developed severe aregenerative anaemia. Subsequently she 
exhibited exocrine pancreatic insufficiency and neutropenia ac- 
companied by recurrent infections. At 7 months, she began to 
refuse food intake and vomited recurrently. Intestinal biopsy 
showed partial villous atrophy. Ultrasound investigation re- 
vealed enlarged kidneys with increased echogenicity. In her 
2nd year, the patient was of short stature and exhibited wavy 
erythematous lesions on her arms suggestive of photosensitiza- 
tion. Recurrent electrolyte derangements appeared. At 3 years 
of age she was admitted to the hospital somnolent and hypoglyc- 
aemic and became comatous. Based upon antibody titre and 
CT scan results, herpes encephalitis was diagnosed. In the 
course of this crisis, lactic acidaemia was first noticed. Six 
months later she was seen at our hospital. At that time she was 
on a low-protein diet because of chronic renal insufficiency, 
exhibited hypotonia, and ptosis. Carnitine deficiency was diag- 
nosed. Under carnitine supplementation the hypotonia im- 
proved. One month later she died during an acute episode of 
electrolyte imbalance and acidosis leading to cardiac failure. 
Laboratory findings during protein intake of 0.9 g/kg per day 
included: elevation of plasma lactate (3.9 mmol/l; normal < 1.8) 
pyruvate (0.22mmol/1; normal <0.15),  3-hydroxybutyrate 
(0.22mlnol/1; normal < 0.07), and acetoacetate (012 mmoI/1; 
normal < 0.036); thrombocytopenia (45 000/mm 3) and Fanconi 
syndrome. Levels of urinary organic acids (mmol/mol creati- 
nine) detected were: lactate (9830; normal <25),  pyruvate 
(894; normal < 12), 3-hydroxybutyrate (19.2; normal <3) ,  
acetoacetate (30.4; normal < 2), 3-MGC acid (86; normal < 9), 
and 3-methylglutaric acid (23; normal <7)  [normal values 
from 5]. 

The clinical symptoms described were indicative of a mito- 
chondrial cytopathy and corresponded exactly to those de- 
scribed in Pearson syndrome [McKusick 26056; 4]. Analysis of 
the patient's leucocyte DNA demonstrated two populations of 
mitochondrial DNA, one normal and one carrying the 4977 
base pair deletion described in Pearson syndrome [4]. We con- 
clude that patients with 3-MGC aciduria and symptoms 
suggesting a mitochondrial cytopathy as described above may 
harbour a mutation in a gene important for mitochondrial me- 
tabolism, which may be encoded in the nuclear or mitochond- 
rial genome. 

R e f e r e n c e s  

Sir: 3-Methylglutaconic (3-MGC) aciduria (McKusick 250950) 
has been classified into two subtypes and a group of "un- 
specified" patients [3], or four subtypes and a group of "un- 
specified" patients [2] including 3-methylglutaconyl-coenzyme 

1. Bakkeren 3AJM, Sengers RCA, Ruitenbeek W, Trijbels JMF (1991) 3- 
Methylglutaconic aciduria in a patient with a disturbed mitochondrial 
energy metabolism [letter]. Eur J Pediatr 151:313 

2. Chitayat D, Chemke J, Gibson KM, Mamer OA, Kronick JB, McGill J J, 
Rosenblatt B, Sweetman L, Scriver CR (1992) 3-Methylglutaconic 
aciduria: a marker for as yet unspecified disorders and the reIevance of 
prenatal diagnosis in a 'new' type ('type 4'). J Inherited Metab Dis 
15 : 204-212 

Abbreviation." 3-MGC = 3-methylglutaconic 



3, Gibson KM, Sherwood WG, Hoffmann GF, Stumpf DA, Dianzani t, 
Schutgens RBH, Barth PG, Weismann U, Bachmann C, Schrynemac- 
kers-Pitance P, Verloes A, Narisawa K, Mino M, Ohya N, Kelly RI 
(1991) Phenotypic heterogeneity in the syndromes of 3-methylglutaconic 
aciduria. J Pediatr 118 : 885-890 

4. R6tig A, Cormier V, Blanche S, Bonnefont JP, Ledeist F, Romero N, 
Schmitz J, Rustin P, Fischer A, Saudubray JM, Munnich A (1990) Pear- 
son's Marrow-Pancreas Syndrome. J Clin Invest 86 : 1601-i608 

5. Sweetman L (1991) Organic acid analysis. In: Hommes FA (ed) Tech- 
niques in diagnostic human biochemical genetics: a laboratory manual. 
Wiley-Liss, New York, pp 143-176 

A 

RIGHT EAR 

1 /~v 

lO rn seo. 

379 

B 

RIGHT EAR 

Acute sensorineural deafness 
following herpes simplex infection 

R. Pratap Chand I, A. Jan 2, and H. Vyas 2 

1Department of Medicine (Neurology), 
College of Medicine, Sultan Qaboos University, Oman 
2Department of Paediatrics Royal Hospital, Muscat, Oman 

Received: 1 July 1992 / Accepted: 20 August 1992 

Sir: We describe a child with acute sensorineural hearing loss 
in association with herpes simplex infection. A 3-year-old male 
born of a full-term normal  delivery with normal mental  and 
motor  milestones developed a mild febrile illness with no other  
associated symptoms that lasted 3 days. A week later it was 
noticed that he had become unresponsive to sounds like the 
ringing of the te lephone or  when talked to by the parents. 
There  were no symptoms of vert igo,  tinnitus or vomiting. He  
had not been  given any ototoxic drugs and had not  had any 
other  relevant  past medical  illnesses. There  was no family 
history of deafness. Examinat ion  showed a pleasant child of 
normal stature and weight. He  was unresponsive to verbal  com- 
mands and loud noise. Auropa lpebra l  reflex in response to 
loud noises was absent. He  had no nystagmus, ataxia, nor any 
other  neurological  deficits. Apar t  f rom hearing loss, the ear,  
nose and throat were normal as were the o ther  organ systems. 

Investigations revealed normal  haemogram and blood bio- 
chemistry. Serological tests for Toxoplasma, rubella,  cyto- 
megalovirus and syphilis were negative. However ,  IgG and 
IgM to herpes simplex (HS) were positive. Two months later 
the IgM was negative,  but IgG was positive. Brain stem audito- 
ry evoked response at 105dB showed (Fig. 1) no response. X- 
ray films of the skull were normal.  He  was not co-operat ive for 
audiometry.  

He  was treated initially with prednisolone 2 mg/kg  (40 mg/ 
day) without response;  by the 5th day, after obtaining the posi- 
tive serological test for HS, he was started on oral acyclovir 
200 mg five times a day. A week later he started responding to 
calls and started answering questions. Oral  acyclovir was con- 
t inued for 10 days. Repea t  brain stem auditory evoked re- 
sponses were done at monthly  intervals and showed progres- 
sive improvement  though the response was still not  fuIiy nor- 
mal and had low amplitudes of the wave forms (Fig. 2). Fol low 
up 6 months later showed the patient to be hearing and re- 
sponding to normal  conversat ion though not as well as before  
the illness. He  was doing well at school and earning good 
grades. 

Acute  sensorineural  hearing loss can occur as a complica- 
tion of viral illnesses like mumps and herpes zoster [3-5]. 

Abbreviation." HS = herpes simplex 
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Fig. 1. A Shows bilateral absent response in the brain stem auditory evoked 
responses at 105 dB at initial presentation. B Brain stem auditory evoked re- 
sponses at 105 dB, 3 months later shows partial return of the response albeit 
of low amplitude 

Deafness in the neonate  may occur as a consequence of intra- 
uterine infection from maternal  HS or neonatal  encephalitis [1, 
2, 6]. The  present  case is interesting in that deafness occurred 
after a recent  HS infection (as judged by the positive IgM and 
IgG serological tests) and responded to acyclovir therapy. We 
would like to highlight that this treatable condition should be 
searched for in patients with acute hearing loss. 

References 

1. Corey L, Whitley RJ, Stone EF, Mohan K (1988) Difference between 
herpes simplex type 1 and 2 neonatal encephalitis in neurological out- 
come. Lancet I : 2-4 

2. Hutto C, Arvin A, Jacobs R, Steele R, Stagno S, Lyrene R (1987) Intra- 
uterine herpes simplex virus infections. J Pediatr 110:97-101 

3. Maltox DE, Simmons FB (1977) Natural history of sudden sensorineural 
hearing loss. Ann OtoI 86 : 463-468 

4. McLean DM, Larke RPB, Cobb C, Griffis ED, Hackett SMR (1966) 
Mumps and enteroviral meningitis in Toronto. Can Med Assoc J 96: 
1355-1361 

5. Rowson KEK, Hinchcliffe R, Gamble DR (1975) A virological and epi- 
demiological study of patients with acute hearing loss. Lancet I : 471-475 

6. Whitley RJ, Nahmias AJ, Visintine ARM, Fleming CI, Alford CA 
(1980) The natural history of herpes simplex virus infection of mother 
and newborn. Pediatrics 66 : 489-494 

Pseudohyperkalaemia in Kawasaki disease 

W. L. M. Robson t, A .K.C.  Leung I, A. M. Kabani 1, G. H. Fick 2 

Departments of ~ Pediatrics, University of Calgary, 
Alberta Children's Hospital 300, 10601 Southport Road S.W. Calgary, 
Alberta, Canada T2W 3M6 
2Community Health Sciences, University of Calgary, Calgary, Alberta, 
Canada T2W 3M6 

Received: 17 September 1992 / Accepted: 1 November 1992 

Sir: We read with interest the report  by Shimizu et al. on 
psendohyperkalaemia in children with Kawasaki disease [2]. 
These authors suggested that this relationship was previously 
unreported.  We studied the relationship of serum potassium to 
platelet  count  in children and determined that for every eleva- 


