WARACEL 57 1 193-197, 20114F

193

IR T IV F AT YRE TR Z R L7z

T S SE PR P ZE 1 EOR R

BOEFOMERE', SER BIEL' AN IEBT
[T SYANN N
URURRRE R B

FIED 1
EL G

=2 08I B!
e YN N

PSEUDOHYPOALDOSTERONISM TYPE 1 IN AN INFANT WITH BILATERAL
PRIMARY OBSTRUCTIVE MEGAURETER : A CASE REPORT

Yuki MAKINO', Akihiro KANEMATSU', Masaaki IMAMURA', Kojt YOSHIMURA',
Hiroyuki NisH1vaMA', Tohru Yoriruji* and Osamu OGawA'
" The Department of Urology, Kyoto University
*The Department of Pediatrics, Kyoto University

A 35-day-old male infant was referred to our hospital for bilateral hydroureteronephrosis on postnatal

ultrasonography.
with bilateral primary obstructive megaureter.

presented with dehydration and showed hyponatremia and hyperkalemia.
examination led to a diagnosis of pseudohypoaldosteronism type 1 (PHAL).

He was born at 37 weeks and 2 days of gestation, weighing 2,765 g. He was diagnosed
During observation, at 3 months and 2 weeks of age, he

An endocrinological
After bilateral percutaneous

nephrostomy, PHAI resolved. He underwent bilateral ureteral tapering and ureteroneocystostomy at 5

months and 3 weeks of age.

Since PHAI recurred after removal of urethral catheter, urethral catheter and

bilateral double-J-stent was kept until 8 months old. He was followed-up until 3 years old with no signs of

PHAI recurrence.
and hyperkalemia, PHAI should be considered.
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For an infant with obstructive uropathy or vesicoureteral reflux showing hyponatremia

(Hinyokika Kiyo 57: 193-197, 2011)
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Fig. 1. Abdominal ultrasonography showed bilateral hydroureteronephrosis. (A)
Right: SFU grade 3, Left: SFU grade 4 hydronephrosis.  (B) Right ureter: 7

mm, Left ureter: § mm in diameter (arrows).
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HERITHRFE 2 L.

ABERERAFT R WBC 18,500/, Hb 9.4 g/dl,
PLT 17.273/pl, Cr 0.8mg/dl, BUN 23 mg/dl, Na
136 mEq/1, K 4. 7mEq/l, Cl 110mEq/l, CRP 0. 6
mg/dl, IfiH Ald 7,370 pg/ml, IM4EL = ¥ iFM 27.4
ng/ml/hr.

BRI A7 AT 5L pH 7.41, pCO, 20.8 mmHg,
pO2 80.5mmHg, BE —10. 1 mmol/l, HCO3  12.9
mmol/ml.
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Fig. 2. Bilateral percutaneous nephrostomy and
antegrade pyelography.
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Fig. 3. Clinical course is shown along with plasma aldosterone level.
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0.6mg/dl & & HIZHHE L, KEFED grade 2 |ZHEAL
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Fig. 4. TFunction of aldosterone in the collecting duct.
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OHE IR, K X o TIRIBEHZE OB
P D, £ OFERITIE, EERICUG L THEHE BN
ICERBEDIERLL, SEIRDZEE L0 BIIISERE
bIERE 2 %, EMAD, BETFREOD RN
PHAl THAEBBETHIETEZLEENEL L, Tk
HIFCH D, AU B - LRI I E AR IR
FEREDSRIT, Na HIIGEDS RV & RIZH D
ERbID, FFOZEERBL T, biItbia
M L 2 72R Y A TO PHAL O#EFIZED S
Lnolz.

FORREE, — MRS EEA 7~8 mm Pk
DbOEEL, AEMERRE, SmEERRE,
BZEME IR E KR IS S 0 525, HICE K
JRE &5 2 XEREAERERIRE (POM) % EKT
L. EIRE LTI, IREEIEGC L A52, MEE, MR
B ENBEFONLH, UL IFEEY I EEREEICER
ENBIFEFDL . POM ORI EE & HIHK
Bl Fro#Is & 2 2EGIED RO T, AW
IIIRBEET 2 L9 1A TETWDEY . BEER
&, MRV ZIahETc7ru—7y 7L, BikkE
TR, JREEREG % 4 0 R R, REIFRDSHE S
BAEERIZ: EDIFAREIS & S NnBTY . T %R
PREE T Ui & VIR L 72 02 D IRE B ERT A 4l % 47 9 A
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