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0O ABSTRACT 0O

Potter’s Syndrome is the bilateral congenital renal agenesis or the bilateral
multicystic kidneys which leads to the absence of renal function, so this malformation is
incompatible with life, but fortunately it is extremely rare (Till now there are no more
than 400 cases, Mc, Aninch 1992). Pre- natal diagnosis can be suspected by the presence
of Oligohydraminose showed by the ‘Ultrasonography. There is also pulmonary
Hypoplasia due to the deficiency in proline — substance which causes sever respiratory
distress & finally the death. Embryologically there is failure of uretral ridge formation &
genitically the malformation can be transmitted as recessive autosomal pattern, Our
objectives, are to make a more easier pre-natal diagnosis, to detecte the predisposant
factors, how to achieve the preventions and finally to know the positive reflection of the
human genetic map & the human genetic project (HGP) on this malformative syndrome.

* Associate professor, faculty of medicine — surgery department University of Tishreen-lattakia- syria.

94



L] L 1]

:doady
Bilateral Renal (sl calal) il il Ll Ly Potter’s T 54 44 s s el
Multicystic calall A48 3o st 4 <0 LYY IS5 ) gasall Al .2 Agenesis
Bog liadl o 1gll i Jll g ca gana 2000 Ak ) A oAl LS 8y Kidneys [1,2,3]
il oy Gl e i Al oy al Incompatible with life [4,5] slall Jia e 5 g2l
(Jack W., Me. A= /400/ o 3¢ ¥ —1a R [T I S WP 1 Y I
-Aninch 1992) [6,7]
o320l ey Ll 5aY o) U (e g A sl Do D) Al it e e s Y Al b ey
sy Sl Lug @ A o 3, A gl (548 2L el % 22 13 Pre-Natal Suspicion
(Pulmonary Hypoplasia) s iy piuai i o Do) ol sole pouas 5 [8,9] (Oligohydramnios)
Jis—<ill 2S5, Potter’s Facie [10,11,12] s 4isw (Facial deformities) 4a s o o gy
35 8 g c¥lall g0 %50 (b Lgle o lall e €5 a6y sl ol s g ol G5zl sl
Jlariwd (e 2 Y 4l 2y 3ne US4 il g e 5 Blind Ureteral Duct 52 e Al 5l
10 e o) dading 40 Lo gadl) 2a)

ois—< -3 .Angiography e sl sl -2 .Ultra-Sonography s swall 34 )3l gl -1
bl eaill -5 .Isotope study Zadell Uailly 4u) 0 -4 Renal Venography (s si<ll 5 )5l
g =) o 3 geall il 2 gh (5 AT Ay pume s g 4o D) @l 38w A, .Ct- Scan Sosaal
ALl elzaeY) y cpl) (Al gkl 2Uaal
Embryologic Al 4, okall dda jal DL 4@l A plill i Pl ol b <3,
o nay A gl S0 5L e @Had) ozl 585 U8 sy W) Development [13,14,15]
8l 55 s Meta-nephric  blastema : Jul (5510 ac jll Guly zeuay of Jd s 5ks iy
bl (3l culadl 38 cla il b (85 Lasie 5 2080 8 Baneia LS OIS 688 ) AN e

o 35 IS oy Apnpe g blle (g tlall el s 1Y) Ul alall 415 e B e Diia ol
3l Sl e Gaey 1yl Y1 00 pa Colall A8 K0 065 pa e o8 s Ll Ll gl
¥) Wolfstrigel J—8 e 1671 4w 3ia Gije o gl 12 of (30 a2 ) ey <Most profond effect
(1994 51952 fse¥1 iy ¢ 5y I o V) (el ) 5 ) LSy Anige 3y o3
Lo sy (I8l o g3l AN A dhaall 4o gY) agd fiald) e, f6 Jgla 2 WAl
— 385 2 0 ¥ 4l (Unifying Etiology (Fitche And Lachance 1972) saaly i 340
1s &ipa ol 383 401 Jga Controversy Still Exists | jais Gl J13 Y 5 3 Jaa o1 )

' [16,17] o gzl

95



sl dlaniy dlladl daon
e Alladl izaal u"h
ANa400/ ¢ ST RN i e Sy ol an 500 daal) 2a 35 ol 08 1

‘p...n.“ Qn'a_'A..'Li ZMJ;JJM U,..:-2

e ko Wy ol i clal) JS 3 3l gl isad Cya el sl gah e iad Rgaal 36 sy -3
D ged Sasll )3a

Jlasi ! Al gy 135 (5390 0 L s e A 5l) 1585 80y s 280 Gt e Aglaa =1
cJaall 558 (4 A5 geall 348 ) gadl] alaidl) iy )

Mgie 2480 A0Sy Aaa ) leY) A s 4 laa =2
Ll ) e 5 3 —alaal) claniua) ¢ gz 8 Slldy 4o 250 QB o Latall aall & ) kill 45 e -3

.Human Genome Project (HGP) (il cunall g g pdiay (5 iull ansall 431 54l Aa jlal

[18,19] Auliiudl 186, s il y clia @) s | yualy —4

sl ddgyhag disall

A i) i (il g /3] 34 da g ey House wife die 28 Jasd Qi 24/ W jae (una 533l
Generalized abdominal Pain aees il ol o /32/ weeks Lglas (—a 3001y 00 & oY)
S5 aaly daa 35 9 43V 5l Ll g il y Watery Vaginal Discharge 4l ddya <l jiay
Aol L5550 CilSy apnla A0l dal jadly Apdall L g (3 1SSy (i Ma aaila JE2 g0
ol 350 U Ciaa sy 1998 o u3al6 5 didd ey iy 1997 Ul /9] i 5
A Dy b (Sl Dl g el i) a3 e Jaad) Gl (5 ) Ganillyy les e /16/
i3l iyl daall (e 0 ptial) sl Wi g cind) Jga Bl B8 Uy (1S a4
o e sy Viable Fetus, breech Presentation (sasis ¢ sas ga o Cuin 23n g 4 geall 348 z) sVl
g s} o Afgeal) 330 )3V gl del (2 US2) uayinad) JIL ot 33 % Ly gaall (5 all
38 (S S8 e s gize) Bl (35308 3,0 d5my il (9 paiayl 51y Jaal o [28)
Empty 4¢ )i Ay Alay (4 JS2), (3J2)  Bilateal Reinal Cystic Structure culaldl i
Congenital Poly- Cysuc Gilad Slosll sae (SN el # 8 Ly (5 JS2) Urinary Bladder
-[20] Kidney

Hgddl MluhMlqsgj,nmuﬂ\umulSJ

Fundal Height sa 0 b gL )y Olpgs Glilly 2 all ¢ 3 3/0s90/120 bl il
i) B8 gl aassy 35 /5 IS pa ) cilaliy ) gl ke oo cdaal) il i
3pny g pnf3] (M n s gia pa I Gie y BV die Cplind) ol L) ot ady i Yy pliiiay ke IS8
padl loaad (07 A5e38 ) et CulS y &y il Gagaill y jal y (Clear Liquor peal y Jitu

96



el s saly ol sy Gl sty aali S gl GOPD 3 jas 5 Jaiadll Jlad) «JfE 11
Ol cay Sl Sy gisa¥) il B0 pa soka Alls 3 ga gy Cus gl G4 210
Al 0 aa daadl (e e gaud (530 olas L 6f a7, Bi-Parietal Diameter Ssiall Ll

elad) il 4y IS S IS (6 JSA)) Dolicho Cephalic Head

:a.ﬂ.'.i.i]l
Al Gands sdie) Alall y JUbY)y Al al el lasl 38 (e dub il Lol il s,
&l A gleall ol ) pae a1 Ul (yay el (g Tn Dm0 B 8 g i e Pl
305 4ud s s 8T8 41y bt Gy iy gl s 0o pasn S8 26 Fumy sl o5,
A5 g e lelu 6] sy sty il B Jg sl 2 g aly UL s00dal) el 32ay ) gl Ja

suesall .._l.:i“ dzal o po dixdlipll

:Description 4 Plaa) Liay -1

A Small ezl ganid) (e 5 pshnm A 3n 8 of (S Ul LK 5 it 000 30 i ey
e e 4 5lall s Poorly organized cusia JS5 A4l s Mass Of Mesenchymatic Tissue
Tiny Vascular Branches 48l &fle o)) (ol any 3l of (Say [15,20]382 2eS) aliall
(7 Js—) (Achly & Mostofi 1960) —wi) 5518 liy—d jmai Say ¥ 481y . e (e 2571
Gy a gy (i o JalS 0S8 Lle 0% cllall S ol (RIS i g D Y il
add ) bl gl 1Y g sl e %50 e 8l i Complete Ureteral Atresia Al o Rl
Lgsld (Lo SN (e %50 ) 53 3m pams 0l (348 Latic  Poorly Formed wisa JS2 JSi
Fetal Urine (sl Jg 2aud 52 5 01 of 4l Gl capnsy oll3y Hypoplastic pivaill il (5%
.[6.8] Production

:Incidence 34l -2
Davedson & Ross (— J—£ 2251954 ple 8y Ul sy il 13 s oL d Ll LS,
[4,9,16] Autopsies tuaa oyl o ghsall Chin ey i 8 %0.28 Loy Cisliay s 5l 131
sl B in iy i g i Tl Sk g0 s S o Lol
Al Y sl Vo ks e i Y Al g b ey %75 Significant male predominance
Several  flitY) e e genasae o gl L gl 3y e i) Slislaall Yy oY) yee Yy dpua all

s il 134 ezl Ley )y sMono zygotic twins xliaY) suay 25l 4 sy Sets Of Silblings
An autosomal recessive inheritance pattern (Dicker & Coll 45133 ) g4de 4ia 33 s s yal
| 1984) [11,14)

o



:Embryology , Juiad) Laia -3
gy et (58 i ) il () Ty 1S el L ol A e bt
laa o3y Presence & Orderly branching of a ureteral bud ~—laiia (<& dufladl 5olu gl caeli
Gl Ay il Aa il 31 038 ol sy daal) e bl £ sl peaad sl G rak JS
e Al Ay S A Lk callall 585 iy Al ol gl gl (g3 25D (pudi 3 L
ey (g 4l GSall ey iidand) ) illall G dpacaladll 380 dgay aey e l3sy ol AL <Y s
s edln g (palia IS0 (i 5 llall puimg gl Jea gl (g ol (b bl llal 385 s
G A ¥l (o Tt Lonf a5 e il 08 5518 ey 2y Y G5 YD 5 (B
L PR SN PP [ T V-IEN TR ) NN LIPSV g SR DU, N PO -«
At el e ALty A A o n p Sl o3 12,12 S g g
Coloemic alall Cagall 5 aliall 42 ol e Closely Approximated « jldiay sualeia (<2 e 5
3o g AN (S 13Sa y el ol Gl ot Gigaa ol (e dandy A8 gas a4 Cavity

[5,8,10] dpas <l 522

:Associated Anomalies 433 ) <l 4230 —4

Coa ¢ i OSSN U e pany g ge JSGy e Piall o3 (gAY Gy a gl Gy 2l
2 i) ol (85,05 g ofE2500/ 5 /£ 1000/ o ag) e Lmisin 2 340 055 00
il pin iy Char;alcterestic Fascial Appearance 3 j—aall 4a 3l Liass ) d3laVYl 128 a5Y )l
Prominent Folds of the 3l 4ala il g And Heka 5 logh. Al gy i SRV
o) 5y Inner  Canthus Gl Gsall 3 33 Ciai (€2 lisae Ga gty (e JS 38 on f25 Skin
A s g o o A0 diday Qlal Aed o) Al Ll o3 i Las @yie) o4 (Cheek 2a)
2l o e grainl g alisdl aagyg (8 JSA) adase CilY) 045y . S0 dgmy S Lind) 38 i oy
i Qi e Leghliady oL Lo ga'ela an () i (IS i¥) g g5y oMy lind)
e ) ) el (8 S G (A Ui i ) salie) e e ) gt L
clubbed ¢ jaxie Glasill y bowed Gl sie QLI Ukl 6 4% L We y sl Uaia 5 Lyae e
JalS Sy i aaile i) Gkl (5 S Ulaly )0y RSl Jealia sie Cillaadl i aa
035 o 0Say (9) SR Wi 33 g L gea pall skl 330 55508 oy (1 JS2W)completely fixed
o ol Galiaall ) 2gay 38038y aeall Apasilly laa Vi) ol Ll gy extremely  dry  Zailiad L ia Al
aily (11,10,6) claw like (plia JS2y L Ly jo g1 5Sy Alal) Cand ganll gpnsill 280 )
Loe 1 ungaia¥] Jilall 558 (e Aaali Ll 3 jallaal) lliy $ghoa gl Lga g 03 220 oda s sitie)
Ud b oo sl 5 US4 (thomas and smith 1974) dibaal slaeYl 3 4 pone cila y ot
) e %00 (e )OS S s gaa¥) I et Jaad) g R U8 e il J gl
g Aaiiall o gl L) S 3 pady A gl ) o GRISH CLE Gl 138 5 ey 2
oao—d JS paally (598 0 piualll Gaii 494D e LA o ga gall ay Jeall a5 a1 Jal

08



sy Al g (5 aall pailll o as ) G o laina e deali Clagn gall sda of aEiel a8 ulll (K3,
pia b2 ag 4l Lo (o€l Lavie 4kl o3 daay da Lo ol 4y o inadl] Jilud) 5 Al
a-ily (hislop 1979) UL zaall clisall 8y 25 oSl A gall andll 230 aga g pradal g (i da 3R
Jmgal) 38 2 355 Uia 5 clmhs (IS D i g pa (oS3 puimall il (o AL Y la e
S e %10 b s pae s AN (o %43 b Cinasl) U505 pe Jam AL CYl )y el
il sl o Agle Apui Ule Caant 4l cilidl i i e (K2 Carad A PG 038 o e ad Ll e
Al 3 S B sa g of i f 53 paslls e ) pdeal) Al Gl (588 Cua bl Ad gl
gl o3 gn of e Lkl Ao A8 2Lty adle sS f aph eSS SRS S aaEy
%50 (s—tin ol 3 iy g Dy gma Audaa g Auli Adle g 5 Al il 20 Ly Arnold Malformation
.[15,6]

:Diagnosis addil -5

of c—23 Pathognomonic dew s Glade o8 o pal) Ll 5,05 SIS dgha gl 5y Aass 3gng
O—Say sl sl pdaw o olian § ja 200 € Clade 2gay (g 138 co ol S sas Ligan 3
O e AV Aol [24) 0 2y Anuria )30 2sas ol QIS (Gasdil @) gas lga g of Load
Ala G 0580 el 0salg ) JURYY e ol s JS oy L IS (0S5 pae Wlla gas Lga gy
| 120,19] s3la Aguis

Renal Ultra- Sonography s swall 35— 215l 5180 5 paill 5 & of Jdiaall e
B—d ) sa¥ oy (il ypaall iy o1 135 )y 80K0 e pay waad) ) Al g
(el as—aill 5 s 4llé Inconclusive 4ass §als e €13 dagll plac) Ag guall
— Renal Scan p—dall , bl 3 2l L2 e g de Phie 2yny dla g4 sl 53 g g0
o ol i L 5 o oo s 8 4 Bl ) B 5 e s iy A5l 6 jiad
(7 JSA) e g ol Qe g f__s'ﬂlj ol Sl 3B e Aorto gram g! y geai
ca—iizy i Jdalall ) e gle Ly, gl 35 )50 el el Ll Wla
B i e A3 S 2% | 37 4 mesters Jaal Ga BN Sl & By (o= 03—l 12 a
Termination of the pragnancy J—esll slgd) i dan, 54 g o o Yy e sina¥) L
13,7] (Rayburn & Lafera 1986) LIl 352y ate apids (e St a5 L 1y

:Prognosis i) -6

¥ elal Cuaslaall JUkYI by Stillbom ¢ sasle Jibl aa o 28 13y cpbadl JULYY 50 %40 R
e 08 il 5 Bkl dpnill Al Capy lldg 14V Aol /48] 3 301 el 24/ sy (g pteng
.(Davidson & Ross 1954) L [39] & kY aal Leile 5 gl SN padll ol

Fa¥al



1 §-alazilly Zilaliitiadl

Ss Cagas o Tan aghgall gy tun gl ol Y oy i e 330y A o Sl JS 5
plasall y iy M Gaadaill Juimiy ayalil) 30 o oy clagiilla gy Sl 2L aaad A, elu/48-24/
Sl 85500 agay ey Cun ci i s gl A Lagas ¥y Jaall 35 peall 538 213l s el
16,9,13] SIS G adlina b i g2 5 o giall

£l pios ety il daslay (Aol Sleadl (b a5l LS5 038 el s el Sl Ul 2y
O L 138 3 5y ggla 4513 280y Adiay A aa) JEH oo Lyaal) o pliall amy hasd Sl gy
& 33—y (52l pusall 80550 LA Lol ey 2,50 ple B Byaal o)yl e 1gine Y
HGP J 50 i) Geadd

100



S da e 1(1)

Gl Glas Ay e Adia gl
calall e sl K

(el (& ol el 5 ) 5

- R

IKY HOSPEITAL —ULTRALOURG

o G}:l P10
(= Tt

Sl Aol 5 :(3) Jeadl
e de Py s _ﬁyh)ﬂiuuhmwnmww&’\

~.-=.,w_,;ﬁ,.‘:" . 2 - ot kﬁ“‘"&jﬁ » :
LI i Pl : : weall N R R
p T TALLDC. A:BARAKNT i
{7 X
. 3 LR

GAL 12240, ¢

RFD 1 gEpn

.L_.;Lu'q,xs%,s COSE 1(4) S die sl e A28 Al 1(S) Jeal
S R ey s in Yo il Figp de Pliay s (in

101



| |

ovk -
e Ll o
21-pe=-va

sie Jshll b jie ol 3(6) JS2 Ol e el L gaai 1(7) JS3
Jisr da Pliey Clisa ia a8 Aia 4l aly de (g gl
Lt Fa g sl ol pdll e sl
(1992 3l co) cuilad) (Al I

:haY (Liagll e s oo ilall A Gl KN Qe :(8) Jsal
O JS a5 U Al A

Ay i) B 0 Rl sl a1~

sl i Legdl gia ()5S 5 pbadl Lagalass pe (3 (ymisiall sl =2
(1992 jlualS )



ga b g el (9) JS2
S Yy sedanidd) 4a gl -A
ol Legd gra a0 Gabiidl a2 -B

Aaked Lgadaal § ieay jall ool —C

o JS s L Al S e

]y e s

Saadl b lall =D
(1992 jLds ce)




: 200 50l

[TETTETTLEEER RALALAL L LA LA S LA

[1] Abni, E. F., Rodesch, F., and Shulman, C. C.: Fetal uropathies: Diagnostic pitfalls and
management. J. Urol., 134:921, 1985.

[2] Potter, E. L.: Bilateral renal agensis. J. Pediatr., 29:68, 1946.

[3] Potter, E. L.: Normal and Abnormal Developments of the Kidney. Chicago, Year Book
Medical Publishers, 1972, pp. 1-305

[4] Colodny, A. H.: Antenatal diagnosis and management of urinary abnormalities. Pediatr.
Clin. North Am., 34:1365, 1987.

[5] Bernstein, J., and Meyer, R.: Congenital anomalies of the urinary system. II. Renal cortical
and medullary necrosis. J. Pediatr., 59:687, 1961.

(6] Martin, D. J., Gilday, D. L., and'Reilly, B. J.: Evaluation of the urinary tract in the neonatal
period. Radiol. Clin. North Am., 13:359, 1975.
[7] Roodhooft, A. M., Bimholz, J. C., and Holmes, L. B.: Familial nature of congenital
absence and severe dysgenesis of both kidneys. N. Engl. J. Med., 310:1341, 1984,

[8] Woodard, J. R.: Neonatal and perinatal emergencies. In walsh, P., Gittes, B., Perlmutter, A.,
and Stamey, T. (Eds.): Campbell’s Urology. Philadelphia, W. B. Saunders Co., 1986, pp.
2217-2243.

[9] Williams, D. L: Renal anomalies. In Williams, D. I. (Ed.): Urology in Childhood. New
York, Springer-Verlag, 1974, pp. 70-80.

[10] Docimo, S. G., Luetic, T., Crone, R. K., et al.: Pulmonary development in the fetal lamb
with severe bladder outlet obstruction and oligohydramnios: A morphometric study. J.
Urol., 142:657, 1989.

[11] Ambrose, S. S., Gould, R. A., Trulock, T. S., and Parrott, T. S.: Unilateral multicystic renal
disease in adults. J. Urol., 128:366, 1982.

[12] Belman, A. B, and King, L. R.: Urinary tract abnormalities associated with
imperforate anus. J. Urol., 108:823, 1972.

(13] Sty, J. R., Babbitt, D. P., and Oechler, H. W.: Evaluating the multicystic kidney Clin. Nucl.
Med., 5:457, 1980.

[14] Keay, A. J., and Morgan, D. M. (Eds): Craig’s Care of the Newly Born Infant. Edinburgh,
Churchill Livingstone, 1974, pp. 191-262.
[15] Baini, A. D., and scott, J. S.: Renal agenesis and severe urinary tract dysplasia. A

review of 50 cases with particular reference to the associated anomalies. Br. Med. 3z
1:841, 1960.

[16] Avni, E. F.,, Thoua, Y., Lalmand, B., Dedier, F., Droulle, P., and Schulman, C. C.:
Multicystic- dysplastic kidney: Natural history from in utero diagnosis and post natal
follow-up. J. Urol., 138-1420, 1987.

[17] Thon, W., Schlickenrieder, J. H. M., Thon, A., and Altwien, J. E.: Management and early
reconstruction of urinary tract abnormalities detected in utero. Br. J. Urol., 59:214, 1987.

[ 18] Pritchard, S. L., Culham, J. A. G., and Rogers, P. C. J.: Low dose fibrinolytic therapy in
infants, J. Pediatr., 106: 594, 1985,

[19] Cohen, H. H., and Haller, D. O.: Diagnostic sonography of the fetal genitourinary tract,
Urol. Radiol., 9:88, 1987. [20] Puckner, P. J., Sanwlli, T. B., and Lattimer,-J. K.
Urological problems associated with imperforate anus. Urology, 6:205, 1975.

104



