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Clinical Imaging

Congenital nephrogenic diabetes insipidus presenting with
bilateral hydronephrosis and dilatation of the ureter and

bladder

A 21-year-old man was admitted to our emergency depart-
ment with complaints of dysuria. Computed tomography
showed bilateral hydronephrosis and dilatation of the ureter
and bladder (Fig. 1). Blood laboratory data indicated mild
renal dysfunction (creatinine 1.18 mg/dL). His medical his-
tory included polyuria and polydipsia. His symptoms
improved dramatically after urine drainage. Treatment with
hypertonic saline and desmopressin failed to increase urine
osmolality. Considering these results and his family history
(his uncle and nephew were already diagnosed with nephro-
genic diabetes insipidus [NDI]), he was diagnosed with con-
genital NDI. Congenital NDI is a rare disorder resulting in a

decrease in urinary concentrating ability that results from
resistance to the antidiuretic hormone. A mutation in the x-
linked vasopressin V2 receptor (V2R) gene is the most com-
mon cause of congenital NDI (approximately 90%)."
Patients with hydronephrosis resulting from congenital NDI
are rare in the emergency department.””
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Fig. 1. Computed tomography scans of a 21-year-old man diagnosed with congenital nephrogenic diabetes insipidus, showing bilat-

eral hydronephrosis and dilatation of the ureter and bladder.

© 2020 The Authors. Acute Medicine & Surgery published by John Wiley & Sons Australia, Ltd on behalf of

Japanese Association for Acute Medicine

1of2

This is an open access article under the terms of the Creative Commons Attribution-NonCommercial-NoDerivs License,
which permits use and distribution in any medium, provided the original work is properly cited, the use is non-commercial and

no modifications or adaptations are made.


http://creativecommons.org/licenses/by-nc-nd/4.0/

20of2 K. Sueyoshi et al.

Acute Medicine & Surgery 2020;7:e579

Registry and registration no. of the study/trial: N/A.
Animal studies: N/A.
Conflict of interest: None.

FUNDING INFORMATION
N O FUNDING INFORMATION provided.

Koichiro Sueyoshi, Takaaki Kawasaki,
Yukari Miyoshi, Juri Inoue, Yasuaki Kumakawa,
Tomohiro Kudo, Chika Maki, Yuji Takeuchi,

Miwa Suginaka, Yuki Nakamura, Kensuke Murata,
Tadashi Ishihara, Yohei Hirano, Miki Morikawa,
Yutaka Kondo, Shigeru Matsuda, Ken Okamoto, and
Hiroshi Tanaka
Department of Emergency and Critical Care Medicine,
Juntendo University Urayasu Hospital, Urayasu, Chiba,
Japan
E-mail: sueyoshi4897 @ gmail.com

REFERENCES

1

Bockenhauer D, Bichet DG. Pathophysiology, diagnosis and
management of nephrogenic diabetes insipidus. Nat. Rev.
Nephrol. 2015; 11: 576-88.

Zheng K, Xie Y, Li H. Congenital nephrogenic diabetes insipi-
dus presented with bilateral hydronephrosis and urinary infec-
tion: A case report. Medicine (Baltimore) 2016; 95: e3464.
Yoo TH, Ryu DR, Song YS, et al. Congenital nephrogenic dia-
betes insipidus presented with bilateral hydronephrosis: genetic
analysis of V2R gene mutations. Yonsei. Med. J. 2006; 47:
126-30.

Sohn YM, Lee C, Kim PK, Yun DJ. Congenital nephrogenic
diabetes insipidus with bilateral hydronephrosis: indomethacin
in treatment of nephrogenic diabetes insipidus. Yonsei. Med. J.
1980; 21: 116-22.

Ten Bensel RW, Peters ER. Progressive hydronephrosis,
hydroureter, and dilatation of the bladder in siblings with con-
genital nephrogenic diabetes insipidus. J. Pediatr. 1970; 77:
439-43.

© 2020 The Authors. Acute Medicine & Surgery published by John Wiley & Sons Australia, Ltd on behalf of

Japanese Association for Acute Medicine


https://orcid.org/0000-0002-4414-2663
https://orcid.org/0000-0002-4414-2663
https://orcid.org/0000-0002-4414-2663
https://orcid.org/0000-0001-7790-4655
https://orcid.org/0000-0001-7790-4655
https://orcid.org/0000-0001-7790-4655
https://orcid.org/0000-0002-0858-8596
https://orcid.org/0000-0002-0858-8596
https://orcid.org/0000-0002-0858-8596
https://orcid.org/0000-0001-5321-9258
https://orcid.org/0000-0001-5321-9258
https://orcid.org/0000-0001-5321-9258
https://orcid.org/0000-0002-1298-5228
https://orcid.org/0000-0002-1298-5228
https://orcid.org/0000-0002-1298-5228
https://orcid.org/0000-0003-1072-7089
https://orcid.org/0000-0003-1072-7089
https://orcid.org/0000-0003-1072-7089

