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Autosomal Dominant Polycystic Kidney Disease
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BRAT REZERE

- ZHEMEBHMEE |2 multiple simple renal cyst
- IRME M7 > K—2 X renal tubular acidosis
- ZEEIE multicystic kidney
(ZERMEEFEAE multicystic dysplastic kidney)
- ZEMBER multilocular cysts of the kidney
- BEE TR % E medullary cystic disease of the kidney
(HEM= 7 0 juvenile nephronophthisis)
- ZERBLERE (BXETEREBESE) acquired cystic disease of the kidney
- BRBHEL ML FHEMEERTE autosomal recessive polycystic kidney disease
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The PKD1I gene is located on the short (p) arm of chromosome 16 at position 13.3.
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The PKD?2 gene is located on the long (q) arm of chromosome 4 at position 22.1.
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https://jessfleming.wordpress.com/my-research/introduction-adpkd-research/
Bataille et al. BMC Nephrology 2011 12:57
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Everolimus in Patients with Autosomal
Dominant Polycystic Kidney Disease
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Randomized Clinical Trial of Long-Acting Somatostatin
for Autosomal Dominant Polycystic Kidney and Liver

Disease CLINICAL RESEARCH | www.jasn.org
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J Am Soc Nephrol 21: 1052-1061, 2010



12 12 P
Cr(mg/dL) 1.1 1.1 1.1 1.2 0.56
GFR(mL/min/1.73
) 68.1 64.6 70.8 65.7 0.98

Cr GFR

J Am Soc Nephrol 21: 1052-1061, 2010



CAMP

V2R

V2R AMP



V2R

PCl1x PKD1x
PC2x PKD2x

/

Tight
junction —.!?

\

Collecting duct,
Intracellular ? principal cell
vesicle v
PJAQP-2 :

}

Impaired tubulogenesis
Cell proliferation —-——

Increased fluid secretion

Interstitial inflammation

J Clin Invest. 2014:124:2315-2324



Tolvaptan in Patients with
Autosomal Dominant Polycystic
Kidney Disease

N Engl J Med.2012 December 20;367(25):2407-2418.
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Cr -2.61(mg/ml)t vS -3.81(mg/mi)?
P 0.001
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RS

2%

Na 150mmol/I
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ALT
Bil

23% 13.8%
4.0% 1.4%
2.9% 1.4%
4.9% 1.2%
0.9% 1.9%
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eGFR 15mL/min/1.73

1 60mg 2 45mg 15mg
1 1 90mg
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15mg 2600
>1H60mg #10400 15 A T#9312000
>1H90mg #315600 1/ B T#9468000
>1H120mg #720800 15 A T#9624000
1 60mg
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Cr
eGFR

10 5 5
56.4+ 10.4
1817.6+ 1023.2mL
1.43%+ 0.63mg/dL
44,9+ 20.84mL/min
7.8+ 4.3
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Na

Na>145mEqg/L
Na>150mEqg/L

4864.4+ 1039.6mL/day

140.7+ 1.6mEQ/L —
1415+ 2.4mEqQ/L—
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