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with enlarged livers, the procedure is recommended.

CQ 14. Is peritoneal dialysis recommended for patients with ADPKD?

CQ 15. Is unilateral or bilateral nephrectomy recommended during ADPKD
kidney transplantation?

Recommended Grade: C1
Peritoneal dialysis is recommended for patients with ADPKD.

[Summary]

Peritoneal dialysis is not considered appropriate or suitable in ADPKD
patients because of the limited peritoneal space due to enlarged kidneys.
However, according to the recent European Renal Best Practice Guidelines,
initiation of dialysis with peritoneal dialysis should not be considered a
contraindication. Which of the two modalities, hemodialysis or peritoneal
dialysis, is better for patients’ long survival? Although there have been
several studies concerning this question that examined different populations
and situations of dialysis patients, there is no definite conclusion or
consensus on this matter. The dialysis modalities, hemodialysis or
peritoneal dialysis, should be decided by patients themselves according to
the suitability of the modality for the patients.

Recommendation Grade: C1

If native kidney enlargement seems sufficiently massive to jeopardize
accommodation of the donor kidney, unilateral or bilateral nephrectomy is
recommended.

[Summary]

Renal transplantation for ADPKD patients proceeds routinely as it does for
other patients, including incorporation of immunosuppressive therapy.
Posttransplant survival is more favorable for ADPKD than for other ESRD
patients. However, patients should be monitored postoperatively for possible
complications such as thromboembolism, hyperlipidemia, postoperative
diabetes onset, and hypertension. Careful screening is required to ensure that
any kidney from a living donor is free of ADPKD. If the patient has a cerebral
aneurysm, treatment is preferable prior to renal transplantation. If native
kidney enlargement seems sufficiently massive to jeopardize accommodation
of the donor kidney, unilateral (or rarely, bilateral) nephrectomy is
recommended. However, there is no professional consensus on issues such as
nephrectomy timing (simultaneous or heterochronic), scope (unilateral or
bilateral), or method (open or laparoscopic).

5. Autosomal Recessive Polycystic Kidney Disease (ARPKD): Disease
concept/definition (etiology and pathophysiological mechanism)
ARPKD is a hereditary cystic kidney disease and inherited as an autosomal
recessive trait. It is characterized by cystic dilation of renal collecting ducts
and varying degrees of hepatic abnormalities consisting of biliary
dysgenesis, and periportal fibrosis and bile duct proliferation in the liver.
Generally, the hepatic lesion in ARPKD is clinically called congenital
hepatic fibrosis if it presents alone, and is associated with the histological
feature called ductal plate malformation. ARPKD is caused by mutations in
PKHDI, located on chromosome 6p21.1-p12, and linkage analysis indicates
that this disorder involves a single defective gene despite the wide
variability in clinical presentation. It is found that causative gene proteins
in three human PKDs (PKD1, PKD2, and ARPKD) are associated with
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primary cilia and the related structures, and it is inferred that structural
abnormality and dysfunction of the primary cilia cause disease, and it is a

theoretical rationale for the common pathophysiological mechanism of
ARPKD and ADPKD.

6. ARPKD: Diagnosis (symptomatology, symptom, and examination finding)
Renal ultrasonographic findings and a sibling with a history of ARPKD are
important for the diagnosis of ARPKD. Cysts are usually small, and have
mainly diffuse dilatations rather than a round shape. Renal
ultrasonography demonstrates markedly enlarged echogenic kidneys, not a
hubble-bubble low-echogenic appearance, and this recognition is important
for diagnosis. Sonographic features of ARPKD may manifest in the second
trimester but usually are not apparent until after 30 weeks’ gestation. Many
diseases present with kidney cysts, all of which can be differential
diagnoses. Among hereditary cystic kidney diseases, ADPKD is an
important differential diagnosis. Occasionally, even in ARPKD, dilatation of
the collecting ducts is not detected and macrocysts are present, which is a
feature to notice. In advanced cases of ARPKD, it is sometimes difficult to
morphologically distinguish ARPKD from ADPKD. Although ARPKD
presents in infancy in most patients, a subset presents later in childhood
and even adulthood, with abdominal distension related to renal

enlargement or splenohepatomegaly.

7. ARPKD: Epidemiology and prognosis (incidence, prevalence, and
treatment outcome)

The incidence of ARPKD is inferred to be 1 case per 10,000-40,000 births.
Prognosis is difficult to assess, although now it becomes clear that survival
of all but the most severely affected neonates who demonstrate pulmonary
hypoplasia is possible. It is expected that the prognosis will be improved in
the future through improvement in the treatment of end-stage renal failure

and disease management in infants early after birth.

8. ARPKD: Prenatal diagnosis

In ARPKD, considering that patients often show severe clinical features
early after birth, the prenatal diagnosis is useful in disease management.
Prenatal diagnosis involves fetal ultrasonography and MRI, and there is no
doubt of the clinical significance of performing these diagnostic imaging
methods when required in present conditions of perinatal medical care.
However, the precision of imaging techniques such as ultrasonography is
low, and cysts of ARPKD are usually inapparent until 30 weeks’ gestation.
Prenatal diagnosis of ARPKD by genetic analysis is established technically,
and its enforcement is considered when a sibling is diagnosed with ARPKD.
However, the request for a genetic examination from an overseas laboratory
as an option may be subjected to genetic counseling because the

enforcement of prenatal genetic diagnosis in Japan is difficult.

9. ARPKD: Treatment and management of complications (treatment of
disease including adjunct therapy, supportive therapy, and prophylaxis)

CQ 16. Is peritoneal dialysis recommended for the improvement of the vital
prognosis and quality of life (QOL) of patients with ARPKD?

Recommendation Grade: C1
Peritoneal dialysis may be considered for the improvement of the vital
prognosis and QOL of patients with ARPKD.

[Summary]

Peritoneal dialysis is considered for the improvement of the vital prognosis
and QOL of patients with ARPKD. End-stage renal failure is often seen in
ARPKD, and a replacement therapy for the kidney is required for those
cases. Generally, hemodialysis is often unsuitable for children, and
peritoneal dialysis is recommended when there are no special
circumstances. It is a consensus that peritoneal dialysis is recommended for
the improvement of the vital prognosis and QOL of patients with ARPKD

considering the present conditions in the medical care of renal failure.
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CQ 17. Is solitaryor simultaneous transplantation of the liver and kidney
recommended for the improvement of the vital prognosis and QOL of
patients with ARPKD?

Recommendation Grade: C1

Solitary or simultaneous transplantation of the liver and the kidney may be
considered for the improvement of the vital prognosis and QOL of patients
with ARPKD. However, its adaptation should be decided carefully according

to individual cases.

[Summary]

Although solitary or simultaneous transplantation of the liver and the
kidney should be considered for the improvement of the vital prognosis and
QOL of patients with ARPKD, its adaptation should be decided carefully
according to individual cases. In ARPKD, because patients often show
severe renal failure early after birth, a replacement therapy for the kidney
is required. Generally, the best replacement therapy method for the kidney
in children is thought to be renal transplantation, and its early enforcement
is recommended. When the management of portal hypertension or recurrent
bacterial cholangitis is difficult in the case of liver disorder in ARPKD
patients, liver transplantation is considered. Although solitary or
simultaneous transplantation of the liver and kidney should be considered
for the improvement of the vital prognosis and QOL of patients with
ARPKD considering the present conditions of transplantation medical care,
its enforcement does not necessarily result in the improvement of vital

prognosis and QOL in each case.

CQ 18. Is antihypertensive therapy recommended for the improvement of
the vital prognosis of patients with ARPKD?

Recommendation Grade: C1
Antihypertensive therapy improves the vital prognosis of patients with
ARPKD.

[Summary]

Antihypertensiire therapy improves the vital prognosis of patients with
ARPKD. Therefore, it may be considered a management option for ARPKD.
Hypertension is often found in infants and subsequent childhood in ARPKD,
and it can be the only symptom. Hypertension is also seen in patients with
normal renal function and is manifested in almost all children with ARPKD.
If hypertension is not treated effectively, hypercardia or congestive heart
disorder may occur. The pathogenesis of hypertension in ARPKD is
unknown. It is a consensus that antihypertensive therapy should be
considered for the improvement of the vital prognosis of patients with
ARPKD.
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Diagnostic criteria and definition of nephrotic syndrome
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EEZEBETUEICE DS REBDIRER & 2 #’L BIME7 V7 2 EOETREZMDT, 35

FESET V7S v IEE (R IEE) 6 & 0N % g/day LEOREEDH 2HETH S,
B e T BIERRCH 5. BOROBBICE L TK
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Epidemiology of nephrotic syndrome in adult and elderly Japanese
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: Others
E : Sclerotic glomerulonephritis

[ . Endocapillary proliferative
glomerulonephritis

[ : Mesangial proliferative
glomerulonephritis

[ : Crescentic glomerulonephritis

B : Membranoproliferative
glomerulonephritis (MPGN type I/10)

: Membranous nephropathy (MN)
: Focal segmental glomerulosclerosis (FSGS)
: Minimal change nephrotic syndrome (MCNS)
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