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A CASE OF A CONGENITAL UNILATERAL MULTICYSTIC
KIDNEY AND A REVIEW OF 126 CASES IN JAPAN

Satoshi Okumura, Yutaka Sucizawa, Seiichi Hirasawa,
Jun Hasecawa, Narumi Tsusor, Hiroyuki Agg,
Kazuhiro Yosuimpa, Taiji NisuiMura and Masao AKIMGTO
From the Department of Urology, Nippon Medical School
(Director: Prof. M. Akimoto)

A 3-year-old boy was admitted to our hospital with complaints of left flank mass
and growth retardation. Examinations with IVP (Fig. 1), retrograde pyelography (Fig. 4)
and cystoscopic examination (Fig. 3) showed a left nonopacified kidney, and right hydro-
ureteronephrosis due to stenosis of the midureter. Two large cystic patterns were found in
the left kidney by ultrasonic scanning tomography (Fig. 2); and, the left kidney was found
to be occupied by a round and homogeneously low density mass by CT scanning (Fig.6).
The left renal artery was not demonstrated on the aortogram (Fig. 5). The patient was
diagnosed to have a left congenital unilateral multicystic kidney, and laparotomy was per-
formed. The left kidney was easily removed, and the part with stenosis in the right ureter
was removed, then end-to-end anastomosis was performed. Grossly, two large cysts (upper
and lower part) and connective tissues were found in the left kidney (Fig. 7), and the vessels
of the renal pedicle were filiform. No luminal formation of the renal pelvis or ureter was
found. The epithelium of the cyst wall (Fig. 8) was deciduated leaving the connective
tissue and smooth muscle, as shown by the histological examination. Histological examination
of the parenchymal tissue (Fig. 9) between the two cysts showed primitive glomeruli and
renal tubules among abundant connective tissue, but no cartilage tissue.

Statistic examination and discussion have been made of 126 cases of congenital multicy-

stic kidney reported in Japan.

Key word: Congenital unilateral multicystic kidney
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Fig. 1. IVP revaeled left nonopacified kidney Fig. 2. Two large cystic patterns were found
and right hydroureteronephrosis in the left kidney by the ultrasonic

scanning tomography

Fig. 3. Cystoscopic findings Formation of the left ureteric
orifice was incomplete
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Fig. 4. Left retrograde pyelography
showed stenosis of the mi-
dureter
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Fig. 6. CT scanning: The left kidney was occupied by
a round and homogeneously low density mass
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Fig. 5. The left renal artery was not demonstrated

on the aortogram

Fig. 7. Gross appearance of the
removed left kidney
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Fig. 8. The epithelium of the cyst wall was deciduated
leaving the connective tissue and smooth muscle

Fig. 9. Primitive glomeruli
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Fig. 10. Diagrammatic presentation of @ [REFEORE| CHETHEVIELTT
gros havscirisics STty o 3 5 L WROMOTRTE), <0k
locular, C: Simple, D: Po- TNBHRORE—HK L% BRI FEG R DD Z &
lycystic _(infantile form), E: b, REOIAFIEIC 3505 REREC L5 b
Polycystic (adult form) ) . L. ~

o & L, congenital cystic hydrocalicosis & i
Table 5. Characteristics of renal cysts (Dainko et al. 1963)
Multilocular Simple Polycystic disease
Characteristic Multicystic disease -
cyst cyst Infantile form  Adult form
Hereditary 0 0 0 Mendelian Mendelian
recessive dominant
Unilateral or Unilateral (bilateral  Unilateral Usually unifate- Usually bilate-  Usually bilate-
bilateral incompatible with ral ral ral
life)
Presence of gross 0 + + + +
renal tissue (Hence all renal
tissue is re-
placed)
Microscopic
Nephrons Embryonal Adult Adult Adult Adult
Cartilage 0 Occasionally Rarely Occasionally ~ Occasionally
Physical sign Abdominal mass Abdominal mass  Usually none  Usually none  Usually none
Shape of kidney No renal configu- Reniform Reniform Reniform Reniform
ration
Size of cysts Wide variation Variable, Wide variation ~ Small, uniform  Variable
loculated
Other anomalies Rarely Rarely 0 Occasionally ~ Occasionally
Cyst communica-  Occasionally 0 0 Occasionally  Occasionally

tion with pelvis
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Table 6. Classification of ranal cystic disease
(Gleason et al. 1967)

A. Renal dysplasia: (1) total; (2) segmental; (3 ) focal;

and (4 ) associated with congenital obstruction.
B. Polycystic renal disease: (1) adult type; and (2)
infantile type.
Medullary cystic disease: (1) the sponge kideny;
and (2) uremic medullary cystic disease.
Simple renal cysts.
Multilocular renal cysts.
Calyceal diverticula.
Miscellaneous cysts of renal originh: (1) retroperito-
neal cysts of nephric origin; and (2 ) dysontogenic
cysts in the renal fossa: a. renal teratodermoids,
and b. endometrial cysts of the kidney.
H. Cysts of other than nephric origin (not necessarily
developmental): (1) pericalyceal lymphangiectasis;
and (2) perinephric pseudocysts.
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