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SEVEN CASES OF CONGENITAL MULTICYSTIC KIDNEY
WITH SPECIAL REFERENCE TO ITS EMBRYOGENESIS
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From the Department of Urology, Hokkaido University School of Medicine
(Director: Prof. T. Koyanagi)
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We have experienced 7 cases of multicystic kidney. The latest two cases, etiologically of interest, are
reported herein with special reference to its embryogenesis.

Case 6: A 4-year-old girl was referred to our clinic for further evaluation of mild azotemia and non-
visualization of left kidney. Left kidney was strongly thought to be multicystic kidney from abdominal
CT, whereas her contralateral kidney exhibited hydrocalycosis resembling infundibular stenosis with
diminished calyceal numbers. Nephrectomy of her left kidney was performed and histological studies
confirmed renal dysplasia (primitive duct, metaplastic cartilage, etc.).

Case 7: A 7-year-old girl was referred to Hakodate Kyokai Hospital for the evaluation of azotemia
and low stature. Her right kidney was not visualized on IVP and her left kidney exhibited hydrone-
phrosis with diminished calyceal numbers. Her right kidney was diagnosed as multicystic kidney on
CT-scan. Pyeloplasty of her left kidney was performed.

Multicystic kidney is a rather rare congenital disease. Association of various anomalies in con-
tralateral kidney has been emphasized as well as the notion that infundibulopelvic stenosis is a linked
in the clinical spectrum extending from cystic dysplasia of the kidney to hydronephrosis. Our last two
cases seem to be included in this category of obstruction theory. As shown by microdissection tech-
nique (Potter), however, severe ampullary inhibition early in fetal life is also an attractive hypothesis.
Diminished calyceal number of contralateral kidneys seen in our recent two cases is compatible with
possibility of ampullary damage. Recent experimental study also showed that renal dysplasia is not
solely caused by simply mechanical obstruction to urinary drainage, even when the obstruction is

imposed at an early stage of renal development.
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Fig. 1. (a) fEf 6 O BF M@ (%
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drainage 3 BIFT, ¥rLABEERBOFLEL TR
FTEFRTH . LA 2T, ZOHOFEEMIC
EHRBASISBEL TV ATREELEERCET, &
THhIES B ERILO T MY 40 TEERVBE L
BLEbLhBW.

ik, TAUSTEREMIEHELRRTTH L
MEVWH, FEFI6, 70XdaNABREY L b
TIEG T BB AEREE S & b ey, & WEERI 7 Tk
BHEEENSET, REEZLIENHT -4 5.D.0
BEEYEL, YHEOEHLLWHONTWIENE,
REEIE, »LOBREMRREY &b ERC
BT HIEA & V2, BRIPEME b EERCERRE
DEEXFETHEFTHS.

KEOFKAEL T, ERIREFHRLETHHS
IBIFEBUCTIL - T B 2 & TIRBICh, B
KR BMERFEOERCEL T, REBBEENE
@-{&Z} &Té%x’_ﬁ‘; %L\S,Q,ll,ls,ls)_ Lﬁ“b, —&’—<
X b Potter 55 | Microdissection EIC X 5 H%E
Ab, AEOFRER, FREDH (8 ~108) kT,
A B ORTI K (ampulla) OEBISRE
NEZVREFOZIERLF 7 v v OFELPT SR,
EABIUELIEIEEREL, RREIERRC D &
v, AT AEER c REOMENFR LIV T, T
LABE « REOHEBIIIREEN LB 2 KA
HELDDEEL TS, KPTEHEHLPH X E
DREGI DR B, BEBIEIREINC 815 RE
HHBRREEN T ORRBTH Y, B« REOMAEL
LRIA, BEOBOEYER, REFoPIMsE kR
T AR BB & R ERRRERENSHE LTE b2
Twhb.

bhbh bOE % Tk, Bl « REOENKRED
FREE 2 Toled’, BRDOAEROALN D HD S
BT &, BRRINE S RHROZCBEN TWB 2 &,
A6, BVWERTAERL ST BHRREL, Thd
5 BOREH S BB RT3 2 R RE PR

95 19844

P RER s ¥ oBRBCERECA LD LR®, R
R BEELD LAMRE L EL DR BFTRER/T
WHZ & LD, Potter W5 kO, AIEDOFEED
TREFIIC 80 5 5B R B Liciin b OREFORE
HEEHRLILDOTHD EELTHIELLBbhS.
ek, EFI6, 7 ORMUBOBRES AN LEE
%25 &, XA B\Th ampulla OEEN b - %
TEEIBFETE W& Bbh 3.

Beck 59 13, SERAW 40 RiBBEEED A
THBEH b N5 BT 55, RIIHE
EhTob X, BERCVCHICBIICRELER
LT, KBEIESNRTLBERETRIEO AR
ETBHELH I, oA THELIBBEEDS
TRAERRELEVW D EELBRS.

& S

I MEELSVRBERRC TR L ERES
BRFEN 2 H®E L.

2. SEEFBRFAUGIOER,, MBI REESHSH
HELi 501, BAMBEIERIREIEY
DTN EEZL BN S,

3. BERREBTHRAE, SRIREIRE, 48
BAEL—ED ARy AR T EEREN K ED LR
5.

4. KL, RE BE B3R EoBBEE
DTFLIFECHEE L IV F, bhbhXREHFED
BEER—KNIERT THB TR Y EL T\ 5.

WERABICHY, EAOHBELEBHFLOILILOIHED
FEWMOREOBRARLET. LBEARXOEEI3H26ME
BABHRR2 S L UH 269 ME RWRERE2ItEES
FRRUBHOTREEL .

X ik

1) Schwartz J: An unusual unilateral multicystic
kidney in an infant. J Urol 35 : 257~263, 1936

2) Spence HM:Congenital unilateral multicystic
kidney : An entity to be distinguished from
polycystic kidney disease and other cystic
disorders. J Urol 74 : 693~706, 1955

3) Il %— « M . Congenital unilateral
multicystic kidney @ 1. WREE 11: 115
~119, 1965

4) BRI RY. BWIREEE 68: 168~
185, 1977

5) Potter EL: Normal and Abnormal Develop-



B - @h - ERUSET REFHEE 1287

ment of the Kidney, Year Book Medical
Publisher Inc., Chicago, 1970

6) Pathak IG and Williams I: Multicystic and
cystic dysplastic kidneys. Brit J Urol 36:
318~331, 1964

7) Greene LF, Feinzaig W and Dahlin DC:
Multicystic dysplasia of the kidney ; with
special reference to the contralateral kidney.
J Urol 105 : 482~487, 1971

8) Griscom NT, Gordon FV and Fellers FX :
Pelvoinfundibular atresia: The usual form
of multicystic kidney : 44 unilateral and two
bilateral cases. Seminars in Roentgenology
10 : 125~131, 1975

9) Felson B and Cussen LJ:The hydronephrotic
type of unilateral congenital multicystic
disease of the kidney. Seminars in Roentge-
nology. 10 : 113~123, 1975

10) Vellios F and Garret

unilateral multicystic disease of the kidney:

RA : Congenital

a clinical and anatomic study of 7 cases.
Am J Clin Path 35 : 244~254, 1961

11) Kelalis PP and Malek RS : Infundibulo-
pelvic stenosis. J Urol 125 : 568~571, 1981

12) Boyce WH and Whitehurst AW: Hypoplasia
of the major renal conduit. J Urol 116 : 352
~355, 1976

13) Cromie W], Engelstein MS and Duckett JW

Jr: Nodular renal blastema, renal dysplasia
and duplicated collecting systems. J Urol
123 : 100~102, 1980

14) EIMER « B AN, - FTEIE—ER - SR -
Bk« PIRE  BRL, REEERVER
BIRET % X8R L 35 MR 8 Bl BRIKHIER
#t. BUWREAEE 75 646~653, 1984

15) Fink AJ, Garlick WB and Stein A : Conge-
nital cystic hydrocalycosis (Unilateral multi-
cystic disease). J Urol 78 : 22~27, 1957

16) Goodyear WE and Beart DE : Unilateral
multicystic kidney in infancy. Am J Dis
Child 76 : 203~207, 1948

17) wtale— - M B« BEFR - RRHRE « M
B3k : unilateral multicystic kidney o 1§]&
T DELE. HUREIE 62:714~723, 1971

18) HRHRE - REBMEAMERREE LITEB OB
BELHEE  FPC BB FREL OBk HWR
&35 741 1493~1508, 1983

19) Beck AD:The effect of intra-uterine urinary
obstruction upon the development of the
fetal kidney. J Urol 105 : 784~789, 1971

20) Berman DJ and Maizels M : The role of
urinary obstruction in the genesis of renal
dysplasia : a model in the chick embryo. J

Urol 128 : 1091~1096, 1982

(19844F 3 A 13 A 3P





