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Fig 1. Abodominal ultrasonographic finding of left
kidney demonstrates unilateral renal enlarge-
ment(Rt.:8.4X3.8cm, Lt.:11.6 X5.6¢m) without
distortion of the renal contour, echogenicity of the
cortex and medulla, loss of corticomedullary junction
differenciation, and small cortical cysts.
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Fig 2. DMSA scan : After intravenous injection of
SmCi of *"Tc-DMSA, right kidney shows relatively
normal uptake, but left kidney shows multifocal photon
defect, at entire kidney due to multiple cystic lesion at
this area. Right side uptake is 62.08% and left side is
36.92%, respectively.

Fig 3. IVP : On excretory phase, both kidneys are
visualized simultaneously. No evidence of pelvic or

ureteral dilatation is observed in both kidneys. The
fewer number of calyces of left kidney and leaf-like
enlargement of the calyces on upper and mid pole of
left kidney are observed.



Fig 4. Abdomianl CT scan : Diffuse enlargement but
relatively maintained reniform shaped left kidney are
noticed. On pre-cntrast phase, no evidence of
abnormal calcific density is visualized. In left kidney,
lower density areas are visualized as wedge, band and
round shape. But on post-contrast phase, previously
noticed low density areas on left kidney are still not
enhanced on contrast phase.
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Fig 5. Light microscopy : The Bowman’s space which contains distinct glomerular structure is dilated and forms collapsed

cyst. This section demonstrates cystic structure with desquamated epithelium(H&E, X 100) <A>, and a portion of lining
parietal epithelium which is lined by one layer or, proliferated multiple layers of cuboidal cells forming stratified epithelium

(H&E, x400) <B>. The cyst lined by cuboidal parietal epithelium is demonstrated(H&E, X 100) <C>.
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Fig 6. Electron microscopy : The ultrastructure of
glomeruli reveal dilated Bowman’s space. The lining
parietal cells are flattened and basement membranes
are tortuous and thickened. The underlying stromal
cells have electron-dense body.( X 6060)
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Table 1. Categorization of glomerulocystic kidneys (Ref. 2)

Glomerulocystic kidney disease
Autosomal dominant polycystic kidney disease in young infants
Dominant glomerulocytic kidney disease in older patients
Sporadic nonsyndromal glomerulocystic kidney disease
Familial hypoplastic glomerulocystic kidney disease

Glomerulocystic kidneys in heritable malformation syndromes

Tuberous sclerosis
Orofaciodigital syndrome, type 1
Brachymesomelia-renal syndrome
Trisomy 13

Short rib-polydactyly syndrome

Jeune asphyxiating thoracic dystrophy syndrome
Zellweger cerebrohepatorenal syndrome

Familial juvenile nephronophthisis

Glomerular cysts in dysplastic kidneys
Diffuse cystic dysplasia
Renal-hepatic-pancreatic dysplasia

%7} ke Aoz FeA o & U9 Aee
waoz Wy Yol WA SUY F4el 9
£ AHelAT Az Al Heh BAHoz Al
o Haprt 29 4 gloms Rr1HQ 24 o)
B 23ic,

AFAGRAE $ehtetols 294 nast 18]
vl 9t W$ = Aoz 223k} 93 9%
o2 Aol olEeu WAL YN 94
Al fAbs] AAHeE BAT & Yk A
2 ANEL TAGE Fo2 HAT 104 107799
Foleld WelzAed ade o ATAGHAL
= A9 148 APl o2 wushe upolo,

g EH

1. Taxy JB, Filmer RB: Glomerulocystic kidney:
Report of a case. Archs Pathol Lab Med 100:
186-8, 1976

2. Bernstein J: Glomerulocystic kidney disease-
nosological considerations. Pediatr Nephrol 7:
464-70, 1993

3.1. Dedeoglu IO, Fisher JE, Springatate, Waz WR,
Stapleton FB, Feld LG: A case Report and
Review of the Literature. Pediatr Pathology &
Laboratory Medicine 16: 941-9, 1996,

4.A AN, &R, e E, AL, G 5
Glomerulocystic kidney 1. o &A13Feh3]=] o
251-5, 1990

5. 7%, oAy, $8 L, A, HHY, o]5,
oA, AYF HAE 2HA, olFd: AUl
A A3t Glomerulocystic kidney disease 14].
o} gHA1AEL 3R] 13: 951-6, 1994

6. Vlachos J, Tsakraklidis V: Glomerular cyst: An
unusual variety of "polycystic kidneys": report of
two cases. Am J Dis Child 114: 379-84, 1967

7. Verani R, Walker P, Silva FG: Renal cystic
disease of infancy: results of histochemical
studies: a report of the Southwest Pediatric
Nephrology study group. Pediatr Nephrol 3: 37-
42, 1989

8. Bernstein J, Landing BH: Glomerulocystic
kidney diseases. In: Bartsocas CS (ed): Genetics
of kidney disorders. Liss, New York: 27-43,
1989

9. Melnick SC, Brewer DB, Oldham JS: Cortical
microcystic disease of the kidney with dominant
inheritance: A previously undescribed syndrome.
J Clin Pathol 37: 494-9, 1984

10. Bernstein J: A classification of renal cysts. In:
Gardner KD Jr, Bernstein J, eds: The Cystic



Kidney. Dordrecht. Kluwer Academic Publishers: 147- 8:107-12, 1971

70, 1990 13. Kobayashi Y, Hiki Y, Shigematsu H, Tateno S,
11.Rizzoni G, Loirat C, Levy M, Milanesi C, Mori K: Renal retinal dysplasia with diffuse
Zachello G, Mathieu H: Familial hypoplastic glomerular cysts. Nephron 39: 201-5, 1985
glomerulocystic kidney. A new entity? Clin 14. Bernstein J, Chandra M, Creswell J, Kahn E,
Nephrol 18: 263-8, 1982 Malouf NN, McVicar M, Weinberg AG, Wybel
12. Shokeir MHK, Houston CS, Awen CF: RE: Renal-hepatic-pancreatic dysplasia: A
Asphyxiating thoracic chondrodystrophy: syndrome reconsidered. Am J Med Genet 26:
association with renal disease and evidence for 391-403, 1987

possible heterozygous expression. J Med Genet

= Abstract =

A Case Report Unilaterally Involved Glomerulocystic Kidney Disease

Seung Jin Oh, Jin Won Yook, Ji Hong Kim, Pyung Kil Kim, Hyun Ju Chung*, Myung Jun Kim**

Departments of Pediatrics, Pathology*, Radiology** and The Institute of Kidney Disease,
Yonsei University, College of Medicine, Seoul, Korea

Glomerulocystic kidney disease(GCKD) is a rare form of renal cystic disease defined histopathologically by
containing dilated Bowman's space with variable atrophy of glomerular tufts, which may occur as sporadically or as
familial cases and can be presented as a major component of heritable syndromes. It has not been recognized in Korean
children but only one report of adult case has been reported having GCKD.

We experienced a case of GCKD in a 10-year-10-month-old boy, who was admitted for hypertension. Abdominal
ultrasonography and computed tomography revealed clustered numerous small cysts in left kidney and renal biopsy
findings was consistent with the GCKD showing cystic dilatation of Bowman’ s space with intact glomerular structure.

Key Words: Glomerulocystic kidney disease, Autosomal dominant polycystic kidney disease
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