S390 JIIF

Saigy @ ykiw g Jalig 55095 4 Wino jlows SU (820

3 5,83 50 P ol e 53S0 L adila cluludlakel S0

85/LU1L o iy o = BAIOTI23 3l ps oyt

Slag i Ojyemo a4 el g0 s (DDS) Denys Drash s o .l (LS55 10 a S oo j5ags op = ld jobis jog

Slogs Jols a5 cwl (5,00 o aiw 55 (FS) Fraisier s acw .0gi oo ciy y25 1o po O3 pudg,8le 1 ¢ j0lig 59055 5 Diffuse mesangial sclerosis

11P13 pg5909,5 ,o &8lg WTL (5 50 i ol Sl Eg8 p o 90 .0l oo Logiusdlgalisd 5 ils po L3S pu 9,8l 10 o FoCal segmental G.N

WS oo (5,505 aoliS g loa IS eSS o oo (sloptigy a5 wiil oo

g3 S 18 gl cood jalig jaeg aneidd b g 0,5 anl e g i pydi g ooSl 0393 L 4T 00 5 o By slanle Vo Lo dslllas pl o

5 SS9, oyt modle olo diz SLBdE 1 Ly 5 05 Ay il 4y palie jlay g ,hi e judis . cusls Minimal change o jso 4y &l s @ldS o

1 JalS el 5 5,005 4SSl )l 6,65 Sl 5l e Sl ol b 3 s 8 (b s lew @YU s Las

\YA Q\Im-gl.? HV4-0Y) &J‘"ﬂ’: eJ\a.f» sr-h.\?ah JL-« u\:ﬁ};‘ éﬁ&}; 4.1;54

09131432465 ol jas’ 5als 085128224000-9 1t 3o dnged Ol o — 53 (il Ly poT

(¥) cloass (5155 Glezr puili s 50 (55lom 2151850
Slye > F oS Cewl i cnl pAL ola e Sl
SLass 93,5 oo gmaie slnly 5z oo JSU
sl o Diffuse Mesangial sclerosis &ys.o 4y lel DDS
ol o gearly onset S_sg, a5 m,0w &40 4y ol
Y ogaz 0 0lewe ;38T o Colys 0d S crl oilg, i
WS o (0 5F oY) 885 soddst Slo)l @ e Sl
Ol S o, 3 a S ol g e b 55 JlolseS
as ks")L“"J B aS L;b B S| 4310).0 g_)olf MOj)BLc}lb

(Y #) ol

douds

Fraisier Syndrome 4 Denys — Drash Syndrome (DDS)
g Wah iy yas L8 Jlu Y 9900 oS aits ol pjane 9
Jels FS a3 5 o end-stage renal failure c>so 9o ;o
39,8l 0 5 Focal and segmental glomerulosclerosis
(V) 2l LogadlygalisS 5 wlo o 315

Diffuse Mesangial <404 Slog,a Jolis DDS
obig j5085 g aild po LIS a9 ,8le 0 ol en 4y SClErOSIS
B VY Jlw o U i o 0 (Y) 3o

V0« L 98T oyley of 5l g o o ya3 23l em g Denys

. .. ) . & - . PO \
(J pime 0k 53) Sy Seke dgd Sl malg ol 5 Sa Ul.p s&ils JUibl Ol s 5 O35 el G0 — O35S sla (g len Ll
Sy Seke dgd Sl malg ol 5 Sa Ul.p o8 JUbl sl gyl s S Laass (53— 085S sla L;)L.,.;.:)L::l;.dl"

v


http://www.abbyy.com/buy
http://www.abbyy.com/buy

o 025 38 (LSl dldype D (caidily whblulglac] iS>

Ommemlol ol L lays 5 il (rolpdl lag ls oo alSisles]
Sy Az g e S 9 9 (BT R0 LSS 4 a2 gil)
o> 99> g (6 ko SIAQE @ dz g5 L.l dalol oy lolandglSw
azin YY il 5l my i plosl (glinol, T 355l o0
o5 Ol CT g (SIS gigm ol alad Loy (Gloys (e (lojo
8 ailan g o oo L e o w09 Jlo b e il
4 Jol5 cds yo ol > 10 6 S Jlo § 5l g g s

O yiss

&

s

e |y 6 ylowm i) Kan g DENYS N APV Lo jo )b s
Mo jobis 5055 o Ambigus genitalia « by, 45 45" Woges
8,90 ¥ 5w il 5o g Drash Vav- Jlo ;o o7 51 o (1) 052
o 0V 39 (V0) 0,8 LS ) edle et L e
a5 Wal (Byre Sleogas ul b olles 5l Solie o Case
Sgo & oig i gk bl aes Loy po olen <ol s>
ads SLu,b Lol s GFR oy i codl (Sosg i p i
5 6L 8yls—s 2 s 35T 85k 1) 05—
(5—oksg 9—03) Logiuwdlig a5 4 e incomplete DDS
o8t 5o JIS 31 (rrmg il K00 (sgms 51 (Y 50 5F) wings
w098l (T Sl 53 o8 0,5 oaalie oo ;3 Jbeis
VO 9SS 398yt (Byme loj 51 (F) sl ails o LIS
3 e 45 sl 0 I35 ol el 5 5 Lo PS50
as J._S‘OJH WT1 L)) L U"'—P J._AL> )55..\_o u‘)L‘W %ﬂ?
(¥) ool Missense ol 28 Gie ppd (ot

by o LS098 50 Gebig jeg g Sig e jaie (ol pen
Jow il 58 4l s59)gtn FS el DDS i a0 i
DDS S 51,5 45" Diffuse Mesangial sclerosis <l s
s¢ Minimal change & eea olyiss ash ol las |y el
o (=l 5o 09bse oS FS (SliglspeslS adsl slajls ) oS
E9y= g adle Vo jlogaS ol anS gloy S ,ad p o
el 00l U..A)‘;fu FS soxio 61.% case B ‘_g)}u.i.:j).\ O¥09)
1o (1) Kalo 1) [0 0,50 SO (VY 1Y) (Kabo ¥V 50 590 ¥
o0 (y9—ign Lz (Swf L) ()
(V0 51 F 51Y5)) 5)) wisg

5 Les FS o ol &) adS sloyb Com & o o ol 5o
Oyl Wl adS Loyl Coons a4y (S Vo 5l L3 oS 550

Comw 4 juw (68,90 g ;0 9.(V09 VFg V1 g)) Conl 00l

g

S8 oy 99 ol S3l9la g e w0 Seislo Slalllas
WTL 05 50 S5S05950 (it podim 99 38 )3 Cawl 00l
Sl Jgas 05 0l 2518 9929 11P13 pg5905, 5 1 By

(A) @l i oolS g laads JolSs jo a5 coul ola iy p

slass (8 2

2005 00,5 asxlie oSl 0395 b oS g slaale Vo 5o ey
) ez 5l 55 ol Y-A Slaf Ly (sloss s Slilas
S atiee sl Ly g STl ons 5 90 (IS sisw ;5 0 boe
31 @8l B d oS flade OV-VO 8 @y o (g ne S,
336 Sl CT Lawgionss (a5 (515 a3k o0 4l s
0XuS g s BESNS 2l 3 Byl g0 slaa JS IVP o0l
o oled Flad caalia Y B az o 59,805,000 b o Cons
Iy ezl g 00,8 e Jawg Lo 5l aS ad oo 0030 5,5 0045
el oS ales 40 1090 00,5 B youie Sl
s Jlayig (s Jlouss olSius S gigms 13 5 092 Jlos
ks sse08 Siedsl )2 285 B o (e R Cod e
PGS JouoS 5l a5 08 S5 stage 1L g o S9> £9
ands (Sl CT ol Wl SLlS jgags ils> Jg a8,
T S 50 rimed 09 Slilie I Stdle A
Minimal change &40 4 Ol i oz adS Jlyg0g5 e
S ol 5eeS gapi 5l B oo plaml wliglesl jo ol o)
oys) 127 p s CF 24 (o,o) cyutin s UIA |5 155 & e ol &
5 JgydlS L5-17 = o CragdT BPZNYIVO B0 = o
Wl pol e dnles 0 g 0gr a8l iolidl oy e g
Vol e Sslanz «Sidgyhi pydins ey (o) Sdz
(7- mglkg ;| i) 0« MY24h lie 4 45w plowl azeles
s 4l 5l e eizan ad 3155 (A K= ey 39)
sl minimal change @l a5 <8 )5 & jgo o

U3 Sl g osdaron (o 5l Sk i Gleys sln
el grwly a5 0l oolatwl aan ¥ gl oSG 3Y 5l Jle YL
S HTN ols stz 5l gy e o0l dolol s ;s VUl Laié azin ¥ 5|
Sg s i podle (bl (605 SlS Lo (555059 2

D @dad s 9 28l 2l il Lo slagls g 0 B3k
Jds ol plondl 5 (@l SgeS «Sog i pynae (leys e 5o
Sl gl i VY wlasl jo lagylo 590 Jlo SO p5 o
O laly 0Tl Cags iz o cails (69l 280 45 s logiS]

p—ly&éws)l_wu_wwl)_ell_)wjd_weow‘


http://www.abbyy.com/buy
http://www.abbyy.com/buy

Sgyis pysins 9 jebg y9095 4 Mine Jlow G (B yne

Lol 5 (CmmmlogiiST sla an s loly 0T 51 ool alls’

il o Lo JolS (s390e

References:

01.

02.

03.

04.

05.

06.

07.

08.

Fraisier S, Bashore RA, Mosier HD.
Gonadoblastoma associated with pure gonadal
dysgenesis in monozygotic twins. J Pediatr 1964;
64: 740-745.

Drash A, Sherman F, Hartman W, Blizzard RM. A
syndrome of pseudoherma- phroditism, Wilm’s
tumor, hypertension and degenerative renal
disease. J Pediatr 1970; 76: 585-593.

Coppes MJ, Huff V, Pelletier J. Denys — Drash
syndrome: relating a clinical disorder to genetic
alterations in the tumor suppressor gene TW1. J
Pediatr 1993; 123(5): 673-678.

Eddy AA, Mauer SM. Pseudohermaphroditism,
glomerulopathy, and Wilm’s tumor (Drash
syndrome): frequency in end-stage renal failure. J
Pediatr 1985 Apr; 106(4): 584-587

Schumacher V, Scharer K, Wahl E. Spectrum of
early onset nephrotic syndrome associated with
WT1 missense mutations. Kidney:Int 1998; 53(6):
1594-1600.

Heathcott RW, Morison IM, Gubler MC, Corbett
R, Reeve AE. A review of the phenotypic
variation-.due to the Denys-Drash syndrome —
associated -germline WT1 mutation R362X. Hum
Mutat 2002 Apr; 19(4): 462.

Mueller RF. The Denys-Drash syndrome. J Med
Genet 1994; 31(6): 471-477.

Little M, Wells C. A clinical overview of WT1

gene mutations. Hum Mutat 1997; 9; 209-225.

oYy

ST (V) ccl aslas sy >y S VIO 5l LS alds Slo)b

(V) dtyso ool @ 50 b poes b pgo am2 5 e
P 5l 6,00 St (ol ien Lo (ol 0 dzgs LB 4SS
byl oo 4 Glod (cord i g selig joag b SC5,8

09.

10.

11.

12.

13.

14.

15.

Jensen JC, Ehrlich RM, Hanna MK. A report of 4
patients with the Drash syndrome and a review of
the literature. J Urol 1986: 141(5): 1174-1176.
Pritchard JK. The Wilms tumor gene, WTL, in
normal and abnormal nephrogenesis. J Pediatr
Nephrol' 1999 Sep; 13(7): 620-625.

BarBaux S, Niaudet P, Gubler MC, Grunfeld JP,
Jaubert F; Kuttenn F. Donor splice-site mutations
in. WT1 are responsible for frasier syndrome.
Nature Genet 1997; 17: 467-470.

Barbosa AS, Hadjiathanasiou CG, Theodoridis C,
Papathansiou A, Merksz M, Gyoravi B. The same
mutation affecting the splicing of WT1 gene is
present on fraisier syndrome patients with or
without Wilm’s tumor. Hum Mutat 1999; 13: 146-
153.

Demmer L, Primack W, Loik V, Brown R,
Therville N, McElreavey K. Fraisier syndrome: a
cause of focal segmental glomerulosclerosis in a
46, XX female. J Am Soc Nephrol 1999; 10:
2215-2218.

Koziell A, Charmandari E, Hindmarsh PC, Rees F
, Scambler P, Brook CGD. Fraisier syndrome, part
of the Denys Drash contimuum or simply a WT1
gene associated disorder of intersex and
nephropathy? Clin Endocrinol 2000; 25: 519-524.
Buzi F, Mella P, Pilotta A, Felappi B, Camerino
G, Notasanjelo LD. Fraisier syndrome with

childhood onset renal failure. Horm Res 2001; 55:

77-80.


http://www.abbyy.com/buy
http://www.abbyy.com/buy

