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Potter’s Syndrome with Adult Polycystic Renal Disease

— AN AUIOPSY Case Teport —

Hwa Sook Jeong, M.D., Beom Soo Park, M.D.* and Geon Kook Lee, M.D.

College of Medicine,

Potter’s syndrome including bilateral renal agenesis or polycystic renal disease, bilateral
pulmonary hypoplasia and characteristic face was first described in 1946. Although a great
number of cases of Potter’s syndrome was reported, Potter’s syndrome with adult polycystic
kidney disease(Potter type I} was very rarely found. In this report, we described an autopsy
case of Pouer's syndrome having adult polycystic kidneys disease, bilateral pulmonary
hypoplasia and characteristic face in conjunction with multiple hepatic cysis, features of
congenital hepatic fibrosis and a pancreatic cyst. Microscopically, all cysts were lined by
cuboidal epithelial cells, showing positive for epithelial membrane antigen and cytokeratins.
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Fig. 1. Characteristic face of Potier syndrome, small chest
and distended abdomen.
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Fig. 2. Bilateral enlarged kidney with hypoplastic ureter
and renal pelvis. Innumerable small cysts with thick wall
on renal cut surface.

Fig. 4. Dilated wbules surrounding connective tissue (open arrow) and a few matured nephron (solid arrow), (A low
power, B: high power)
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Fig. 5. Proliferation and cystic
dilatation of hile ducis.

Fig. 6. Pancreatic cyst lined by
cuboidal cells.

shatglch febd e ookl =zl JEe] =HAE
a9 TS e, 3 F4 AHalzFHe] Frbs]le]
FAE e 7HA A 4ge 2k Adeg
gk Alglol] v]EE efgen 4l gub slile) =2
F5E Kol ¥ Fels vids b 0
] gigtenz feleld wlndH FEa dags]=
4 el dZ=rh= 44 FPHET, Poers) Osathanondh’
off 2|3 47}A] §38 T A <k Halel] b4



Aibas 2] 290 s gely oAl E Eubg ) ST 365

o] As|glon, A4 Y] FHA, gy e
ohval AfE Fell 2 AwEgla, 7=z e
FHeg Q¥ ghokala ookl =i e] Je] I3t
H A Sol, A Eg B A 399 ohd A
Axghe. deoly g 4 EdgE A f3A
o o]4e] glo] Adud 54 FHE 3= A2
oju] @i #l A4, ol 10T 4 o Ao
2128k PKD 13 PKD 223 8l §A82)d 5o
Hel7} A Jepd FAtle]alm s, g fold
thd4dg 4 WS dojay] o4 FHsE Howm
FHtoll ol gl Hallel] o] 5 =Hele AT 9
th= o] w3}

T THFTE EFEHC dF e, awle =54
5 ok Alabe] FEl4ol) vhd4 Yoz
A & A AMA 71E SFTE Hele A
o & 19461d Poterol] 23 & 7|E=Hd}. o F
e 47l Haxe] glow|, whal dlb = Hub o=
10009 & 0754, A=k 3 A4 5= 000 Tdel
Wy vl oF 301 AER gelel weh feihv
dlells B ooflg Eghsle] 13e¢|7} Rasle] gl
1 2el] gho] o v w55 e Y
549 dF Hddle= 44 dFelg s gkt
ol 4 A= AL FFe] & oldllE Eobd 23
Hlo g gkalv], = yhabsla, ob% F= oldlm
HA qler, €2 #Ha EA=elgls Ankdes
2% Egeg B FedMdx o8t P2 LHE
B "V o] A4 dF &7 A9 TYA
& F54 O, o ddE F odlols] A T
s°| glv 2t e 3 A= gska, =
g A H ok §Fo SR JElE7] wl el
A A4 alwe] f192 ok HaFeg 9lsld]
A dellA2] A&H9 del ghilez Ao
Ho] F&slch A4 dF 2o = s 4] 5
el wo HEA o] ok wiZyl agde] ¥
% oozt 4o] gl B Zdlo4s £ub o
Al ebrol #Ad Azt gledch X F¥5e 9
ole g #Halnta] FEsiA wed AL glew, 7}
E=e] ubdle] sl 4= obF] i=te] el A
FE| 57 #ololl4] trisomy & mosaicismES Ho|i=
XEe] 4 2BY & EaslgiA Ee SFST o4

o432 cdftdde] 9lSF YAHgcl Passarges
o e E dihE e gAaA] o] dell 23t rled
& AlAstglong ol 5ol Had 3ol s 4
Atz 25 A4olglel. B Zdle slESEE glwl
i, o FAE R efolelld] BE A4belgl
ch. RaEl 9 Felg ol F 5 Ey 3F
H 15t 3g e 239 Bl o] HfE 9 ot
A wdle] FubE]i=dl whale], #Hake] o] EwizEl
A5 306 F 20 g, o] A Hzke] glole]
FAHHer FUNAE SHalra] geA glA ek
2 Fels folelld gy ded opdael
Ee] 35 A 38 oA, i 7 A8, A4
AR 9 HE 3 Bk EE F3SeR,
Falaza g Rasle vpe)e},

& 1 & #

1. Potter EL. Facial characteristics of infants with bila-
teral renal agenesis. Am J Obstet Gynecol 1946; 51
BES5-8.

2. Osathanondh V, Pouer EL. Pathogenesis of polycystic
kidnevs, Arch Path 1964; 77: 459.512.

3. ol 2Fah 285 S5 opiy A9FE B
&t Potter 37 12, Ao0}2} 1987; 30: 1282-6.

4. Grantham JJ: Fluid secretion, cellular proliferation,
and the pathogenesis of renal epithelial cysts. I Am
Soc Nephrol 1993; 3: 1843-57.

5. Barisoni L, Trudel M, Chretien N, Ward L, Adelsherg
J, D'Agati V. Analysis of the role of membrane
polarity in polycystic kidney disease of transgenic
SBM mice. Am J Pathol 1995; 147: 1728-35,

6. Zerres K, Micher G, Bachner L, et al. Mapping of
the gene for autosomal recessive polycystic kidney
disease to chromosotne 6p21-cen, Nature Genet 1994,
T 4209-32

7. Passarge E, Sutherland JM. Potier’s syndrome: Chro-
mosome analysis of three cases with Potter’s synd-
rome or related syndrome. Am J Dis Child 1965, 109:
80-4.

8. AT, oltted, 3t F. Pouer 2ETF v Tri-
somy 8 Mosaicism, t¥bsia] §3] =] 1986; 20: 336- 42,



