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A Case of Neonatal Bartter Syndrome

Jeong Min Ryu, M.D., Joo Hoon Lee, M.D.
Hye Won Han, M.D." and Young Seo Park, M.D.
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Department of Pediatrics, Asan Medical Center, University of Ulsan, College of Medicine,
Department of Pediatrics’, Eul Ji University, School of Medicine, Seoul, Korea

Bartter and Bartter-like syndromes, which include classic Bartter syndrome(type III), neona-
tal Bartter syndrome(type I, II or IV) and Gitelman syndrome, are autosomal - recessively
inherited renal tubular disorders characterized by hypokalemic metabolic alkalosis, salt wast-

ing and normal to low blood pressure. Neonatal Bartter syndrome is characterized by intrau-

terine polyhydramnios, premature delivery, life-threatening episodes of fever and dehydration,
subsequent failure to thrive, and severe hypercalciuria with nephrocalcinosis and osteopenia.

It is caused by mutations in NKCC2(type 1), ROMK(type II) o
diagnosed and treated early, the progression to renal failure can

r BSND(type 1V) genes. If
be prevented and catch—up

growth and normal development are achieved. We report here a 6 month-old infant with ne-
onatal Bartter syndrome who presented with hypokalemic metabolic alkalosis, polyhydramnios
and premature delivery, persistent high fever and dehydration, failure to thrive, hypercalciu-
ria, and nephrocalcinosis. He received indomethacin and potassium chloride per os and show-

ed catch-up growth and normal developmental profile at 19 months of age. (J Korean Soc

Pediatr Nephrol 2005;9:255-262)

Key Words : Bartter syndrome, Neonate, Hypokalemic metabolic

alkalosis, Hypercalciuria
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Fig. 1. Renal ultrasonography of the neonatal
Bartter syndrome patient shows multiple calcifi-
cations in medulla.

Table 1. The Serial Measurement of Serum
Electrolytes of the Patient with Neonatal Bartter
Syndrome(Unit : mmol/L)

Na K (1 pH PCO: HCO;

6 Mo HD#l 133 22 92 755 331 291
HD#2 138 30 99

HD#7 138 2.8 101 746 40.1 29.3
HD#11 145 45 110

7 Mo 142 37 107

8 Mo 143 37 107

12 Mo 139 36 102

19 Mo 142 42 105

Abbreviations : Na, sodium; K, potassium; Cl,

chloride; Mo, months; HD, hospital day
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Fig. 2. The growth curve of the patient shows increase in
body weight and catch-up growth after indomethacin admin-
istration.

Table 2. Genetics of Bartter Syndrome

Syndrome Inheritance Gene loci Symbols Gene product
Neonatal Type | AR 15g15-21 SLC12A1(BSCl, NKCC2) Na-K-2Cl cotransporter
Type 11 AR 11g24-25 KCNJ1 Renal outer medullary potassium
channel(ROMK)
Type IV AR 1p31 BSND Barttin( 8 -subunit of CIC-Kb)
Classic Type III AR 1p36 CLCNKB Renal chloride channel(CIC-Kb)

Abbreviation : AR, autosomal recessive inheritance
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