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Fig. 1. This photograph shows the swelling of both
firstmetatarsophalangeal joints in 13 year old girl. (case 1)

Fig. 3. Ultrasonography shows small kidney(7.61 cm)
with homogeneous increased parenchymal echogenicity
in 13 year old girl.(case 1)

Fig. 2. Foot radiograph shows the marked soft tissue
swelling with central erosion and narrowing of both first
metata-rsophalangeal joint spaces in 13 year old girl. (case 1)

[ e e — e |
SN D »’ 2 e Ce m RB T g
= 5 o . 7

L \(),\\ e ’ " f~2 ~
- > . |
. L - $- T e
e ~ 0 e o Ve T
-~ ‘ s L ; v2 9\‘ s AN '
! . e Tw Nt I ~ TN }
~ . . S Ly [}
L AN ov
. ¢, - . X .
{ ) NI N = L ¥ 1
N b (\[@ou . N . [ CLd
/”J_ o ) ‘\ k‘ '"/n /e 5 K \]
i Sud elams e Yol
' s £
‘Ir R & Q) RSN < Q=
% ST Sy * [N -
b, ?; ﬁ‘::ﬁ 8.0 Be 9,@ doc g PN
\ ()an )' ) s?p . ® (gz,m'
')'ar\v k V b '.(5 'L,‘]
V\\m. :l; S’?A 8% ¢ 8, L

Fxg. 4. The interstitium is infiltrated by lymphocytes
and tubules are atrophic. (case 1)(PAS stain, x 100)
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Fig. 5. Interstitial fibrosis is moderate and is associated
with focal tubular atrophy.(case 1)(Masson-Trichr-ome
stain, x 100)
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Fig. 6. The glomerulus reveals reactive capillary wall
wrinkling without cellular proliferation or mesangial
widening.(case 1)(Hematoxylin-Eosin stain, x 100)
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Fig. 7. Crystals of uric acid within renal tubules shown
by polarizing microscopy. ( case 1)
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Fig. 8. Uric acid crystals within the degenerated cortical
tubules and mild interstitial chronic inflammation. (case 2)

Fig. 9. Refractile crystals of uric acid examined by
polarizing microscopy. (case 2)
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=Abstract=

Two cases of Familial Juvenile Hyperuricemic Nephropathy

Jin-Ho Park, Bo-Hwa Choi, So-Young Lee, Eun-Sil Yoo*, Young-Seo Park.

Deparmment of Pediatrics, Diagnostic Pathology*, Asan Medical Center, University of Ulsan,
College of Medicine, Seoul, Korea

Familial juvenile hyperuricemic nephropathy is an autosomal dominant disease characterized by progressive renal
disease and hyperuricemia or gout, affecting young people of either sex equally. There are two biochemical markers of
this disorder. The first is hyperuricemia disproportionate to the degree of renal dysfunction; the second is a grossly
reduced clearance of uric acid relative to creatinine, dispropotionate to age, sex and degree of renal failure.

We experienced 2 family members with hyperuricemia. One family member , a 13-year-old girl who had suffered
from tophaceous gout and chronic renal failure. Her younger brother also had hyperuricemia and moderately reduced
renal function. Their urinary excretion fractions of uric acid(FEurc «ia) were reduced and renal biopsy specimens showed
interstitial fibrosis with tubular atrophy and interstitial urate crystal deposition.

We have treated these two patients with allopurinol but we have done renal transplantation because she progressed to
end stage renal disease at 16 year old age.
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