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A Case of Septo-Optic Dysplasia Resulting in Central Diabetes Insipidus and
Nonobstructive Bilateral Hydronephrosis

Jong Hyun Kim', Kwang Bok Lee, Jeonghun Lee', Soo Min Nam', Kang-Woo Lee', Eu Gene Hwangz, and Geon Gil®

Departments of 'Internal Medicine and ZUrology, Daejeon Sun Medical Center, Daejeon, Korea

A 27-year-old male with nonobstructive hydronephrosis was referred from the urology department for polyuria evaluation and
management. The patient was hospitalized for urinary tract infection and cystostomy was performed due to neurogenic bladder of
unknown origin. The patient was of short stature and had visual impairment. From the interview, we discovered he had been
suffering from polyuria and polydipsia for more than 20 years. Urine output was 13 L/day and urine osmolarity was 85 mOsm/kg.
The results of a water deprivation test were consistent with central diabetes insipidus. Septo-optic dysplasia (SOD) was observed on
brain magnetic resonance imaging (MRI). SOD is a very rare condition characterized by agenesis of the septum pellucidum or
corpus callosum, which may cause optic nerve aplasia or hypoplasia, midbrain abnormalities and/or hypopituitarism. After
desmopressin treatment, polyuria and hydronephrosis were improved. We report a case of a 27-year-old male diagnosed with SOD
including diabetes insipidus, resulting in nonobstructive hydronephrosis. (Korean ] Med 2014;87:209-214)

Keywords: Septo-optic dysplasia, Central diabetes insipidus, Hydronephrosis
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Table 1. Results of combined pituitary function test
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Basal Hypoglycemia 30 min 60 min 90 min 120 min
Glucose, mg/dL 131 60 1494 199 160 130
GH, ng/mL 0.06 0.46 0.4 0.43 0.39 0.36
ACTH, pg/mL 17.9 200 66 39.8 359 31.4
Cortisol, ug/dL 6.89 19.3 15.98 13.81 12.23 10.4
TSH, uU/mL 224 13.93 10.9 8.26 6
Prolactin, ng/mL 12.1 52 36.2 53.8 42.6
LH, mIU/mL 6.24 39.05 355 324 29
FSH, mIU/mL 9.19 18.47 20.94 21 20

GH, growth hormone; ACTH, adrenocorticotropic hormone; TSH, thyroid stimulating hormone; LH, luteinizing hormone; FSH, follicle

stimulating hormone.
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Figure 1. Abdominopelvic computed tomography findings at presentation (A) Bilateral hydronephrosis (B) Diffuse bladder wall
thickening.

Table 2. Results of water deprivation test

0 hr 1 hr 2 hr 3hr 1 hr after vasopressin injection
Urine osmolarity, mosm/kg 85 75 67 71 187
Serum osmolarity, mosm/kg 296 300 296
Hourly urine, mL 850 700 600 650 150
Body weight, kg 82 82.2 82.4 82.3 81.5
Serum Na, mmol/L 148 145 143

Figure 2. Brain magnetic resonance imaging (MRI) findings at presentation (A) Absence of septum pellucidum (arrow). (B) Suspected
hypoplastic change of optic chiasm (arrows) (C) Normal-sized pituitary gland (arrow).

5440 TUL, % el 10 mgdL, A el 06 meldl, gl A28 el shich el 2zl
A4 H‘E—?J‘ 294 mOsm/kg©] ATt HbsAgs 24, HbsAbe 9F AFEQFS. 75 mOsmkg, H|= 1.005 o3}, Qthlle 2Ajo]qd
/goI AL anti-HIVOl| gt @7 HAF =3 /40130t I Al J1HfE Alopofl A wHE L7} 30-507] = R I

31 FAF A3t PT 12.8%, aPTT 302% = 7@%0]211:]'. 2 SEE ZA AA: AN 252 R 3.0 mIUL (A
2 126 mg/dL, G M A= 7.5%, 55 C-HE = 3.15 9: 0.30-4.98), F-2E]EA] 1.40 ng/dL (AHEY: 0.85-1.7),
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HATEE 004 ngimL CPAPES): 0-5), Q1%
A1 125 ng/mL (AP 79-384), Z22hel 1443 ng/mL

A

(HAPEQ): 2.7-13.0), Z2E|< 6.89 pg/dL (FAHE Q) 5-25),
B AATEEE 357 pgml (FAPHS): 20-80), FEAT
T2 712 mUmL (ZAPES): 1-8), FHFAEZE 10.5

Figure 3. Ophthalmic examination. (A) Small-sized optic disc,
consistent with bilateral optic nerve hypoplasia was observed on
fundus photography. (B) Visual field test showed bilateral, mul-
tiple arcuate scotoma indicating completely degenerated visual
activities.
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Figure 4. Abdominopelvic computed tomography showed improvement of bilateral hydronephrosis and bladder distention after treat-
ment with desmopressin.
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