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Abstract

Background: Non-syndromic unilateral renal hypoplasia is a congenital condition associated with one small kidney (hypoplastic) that
generally has normal residual parenchyma but smaller calyces. A transmission of unilateral renal hypoplasia from a parent to offspring
has never been described in the literature.

Patients and Methods: A boy with unilateral renal hypoplasia whose mother also had the condition suggesting an autosomal dominant
inheritance is described.

Results: A boy whose mother known to have unilateral renal hypoplasia was hospitalized at about the age of 18 months because of a
gastrointestinal infection presented with vomiting, diarrhea, dehydration, and an elevated urea level of 86 mg/dl. Serum creatinine was
2 mg/ dl. Correction of dehydration resulted in rather rapid lowering of blood urea to normal. However, abdominal ultrasound showed
right renal hypoplasia.

Conclusion: The first case of non-syndromic unilateral renal hypoplasia transmitted in an autosomal dominant fashion is reported.

Keywords: autosomal dominant, Non-syndromic, unilateral renal hypoplasia, Iraq

Introduction
Me 16710786
12144105

Non-syndromic unilateral renal hypoplasia is a congenital

condition associated with one small kidney (hypoplastic) that g o0 =
generally has normal residual parenchyma but smaller calyces. o el
The size of the hypoplastic kidney is less than two standard
deviations below the expected mean. Clinically, the condition
may be asymptomatic or presented with infection tract infections
and/or kidney stone formation. Diagnosis of unilateral renal
hypoplasia is typically made with ultrasonography. A
transmission of unilateral renal hypoplasia from a parent to
offspring has never been described in the literature.
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Patients and Methods

A boy with unilateral renal hypoplasia whose mother also had the
condition suggesting an autosomal dominant inheritance is
described.
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Results Fig 1A: The left kidney was normal in size and position

A boy whose mother known to have unilateral renal hypoplasia was

hospitalized at about the age of 18 months because of a
gastrointestinal infection presented with vomiting, diarrhea,
dehydration, and an elevated urea level of 86 mg/dl. Serum
creatinine was 2 mg/ dl. Correction of dehydration resulted in rather
rapid lowering of blood urea to below 20mg/dL.After re-hydration
all laboratory tests were normal. However, abdominal ultrasound
showed unilateral renal hypoplasia. The left kidney (Figure-1A) was
normal in size (71 x 37 mm) and position. The outlines, echogenicity,
and the pelvi-calyceal system of the left kidney were also normal.

The right kidney (Figure-1B) was in normal position, but was
hypoplastic, and its size was 38 x 20 mm. The cortical thickness
of the right kidney was reduced (8 mm), but, its echogenicity was
normal. The pelvi-calyceal system of the right kidney was also
normal.

The patents of the mother and the father of didn’t have any
problem
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Fig 1B: The right kidney was in normal position, but was hypoplastic

Discussion

The occurrence of non-syndromic unilateral renal hypoplasia has
been known early during the 1900s 1. Tafio Pino et al. (1996)
reported two brothers, not twins with unilateral congenital renal
hypoplasia with vesico-urethral reflux. In both, the diagnosis was
made at about the age of 24 years and without any urological
history, they presented with a dysuria-pollakiuria syndrome 2,
Cain et al. (2010) emphasized a genetic basis for the condition [,
but the transmission of the condition from a parent to offspring
has never been reported. Autosomal dominant non-syndromic
unilateral renal hypoplasia has not been reported in Iraq nor in
any other country [28l,

Conclusion
The first case of non-syndromic unilateral renal hypoplasia
transmitted in an autosomal dominant fashion is reported.

References

1. Kaser H. Hypertension in unilateral renal hypoplasia. Ann
Paediatr 1956; 186(5):257-70. PMID: 13340415 [Article in
German].

2. Tafo Pino FJ, Galbis Palau F, Monllor Gisbert J, Rodriguez
Arteaga PR, Quintana Dominguez R. Hipoplasia renal y
reflujo vesicoureteral familiar. Una rara asociacion [Renal
hypoplasia and familial vesicoureteral reflux. A rare
association]. Actas Urol Esp. 1996; 20(1):68-71. PMID:
8721003[Article in Spanish].

3. Cain J, Di Giovanni V, Smeeton J, et al. Genetics of renal
hypoplasia: Insights into the mechanisms controlling
nephron endowment. Pediatr Res. 2010; 68:91-98. Doi: 10.
1203/PDR.0b013e3181e35a88

4. Al-Mosawi AJ. The etiology of chronic renal failure in 54
Iragi children. Pediatr Nephrol. 2002; 17(6):463-4. Doi:
10.1007/s00467-001-0774-1. PMID: 12162275.

5. Al-Mosawi AJ. Chronic renal failure in Iragi children: 14
year experience of a single center. Journal of Nephrology
and Renal Transplantation (JNRT). 2008; 1(1):32-40. Doi:
10.5281/zeno0d0.3875727

6. Al-Mosawi AJ. Clinical genetics and dysmorphology: A
unique pioneering experiences. 1% ed., Saarbriicken; LAP
Lambert Academic Publishing, 2020. (ISBN: 978-620-2-
68085).

7.

www.radiologyjournal.in

Klinische Genetik und Dysmorphologie: Eine einzigartige
bahnbrechende Erfahrung (German Edition). Verlag Unser
Wissen, 2020. (ISBN-10: 6202646780, ISBN-13: 978-
6202646789).

Genetica clinica e dismorfologia: Un'esperienza pionieristica
unica (ltalian Edition). Edizioni Sapienza, 2020. (ISBN-10:
6202646756 ISBN-13: 978-6202646758).

19



