[ Downloaded from jssu.ssu.ac.ir on 2025-12-28 |

Journal of Shaheed Sadoughi University of Medical Sciences 33 (Do wed Kby pole oIS ingh oode dlxe
Vol. 18, No. 6, Jan-Feb 2011 ‘ P VFAR widwl § cpo 1 osked VA 0590
e =& — L, b
J}! ;Af&ﬁ::d"/ll//)‘ag)u
Pages: 570-577 . d oY+—oYY :axio

o
St

Senior Loken p yoiw 8 390 &
pEESR
05 (SBedo dnged (Kb pole olSails (il 4dS (aasi 59« A3 09 Lokl )

VEAAN <)+ oy gl VEAAIVIYY il s & s

( o..\.&.g\

0375 Sy ] (o 9925 & (65 s (5305,5le SIS 5 5 5 Slae ot 52 S e Lagor Jo Vo 5 (9 &S (1050 S
&) NPHP-MCKD (Nephronophthisis-Medullarycystic Kidney Disease) ,.SkaS Jsic ot alS’ Jog— 5 sl low 3l

Wb i 5 o0 byl 0)l5e 00,0V 0T e NPHP (5 5loy 595 o0 00 2 pU (58539 ,8 — (555 y0 SloansS L allS
Cypat oz oS o LS Leld 550lS 7,5 SN NPHP (¢ )ans 10 LS 4 sl (llszsi g boaz o als
Ol 5 (guS jg,med (SENIOr lokeNn o o)l j gy Coudy o 03 Saile e (Cogan Syndrome) .o ,e oS liws
elise 257y & (SIS

5| 9sd IS 5 g pslaly il 4y azgi by ot by 5lliogen o 45 adlS oo arbun,b b ol Lo VY ey Lo
ST )3 45 (59 ,8l93 )0 4S5 (peje (SLa sl 0g2g (92,0 ugeSlinss g [igieSly Sy Jold otz @B (S
Vs mitiesordi (6)lom dm M Jlo vy o0 S5 55 p3be 5 0y (heold lgosl g el oud @Bly alST ig 99
VI

- J

Sl b~ paie 4 pion (2l - o 5895985 (6 low —SeanS (Y gde — e 8939 ,40 (6 Lo 1 slS (slaelg

drfngjafi @SS.8C.11 :(Sig Sl Cny = ¥OV-AVY N ¢ w2 ules o YOVmAYY E e o o8 200al5 ¢ Jgfne 00 55


https://jssu.ssu.ac.ir/article-1-1336-fa.html

[ Downloaded from jssu.ssu.ac.ir on 2025-12-28 |

Bavy

i 4l 8

00> Vgae ay a8 Jlail 4l o (pgady (S obx
b = Fad peied (G988 ogSug e b (Fe))ogd oo
S5 e olale b Vil 5 s ralS = S
g8 Bl Ol LY 5o 5 (pLS 055 e 0y
Jukig] (sledshos 0aeld )3 (ppizman 355 oo sy Cedlg ucd
(DS oo iy trss BB Gial33l Lslodleds Soo I

5l o5 e NPHP-MCKD oS oS oSS slaasles
—> oS — el bl &,08 els — sl -6yl b
9 > O 6,1 Glesams (Loazn j0)a; Pz
Vi )5

Codre poiesl o) &)l ag ady b NPHP (g )ley )0
S5 Jslams 4w o alds atdyig 5 ege b )l g Sl
2 SlS B e Leoges (rizmen (Fil)al oo 3liS]
A pg395] O ygmar (5 ko MCKD o aSlll> (o a5 )ls 0429
MCKD1,2 glgsl ;0 ESRD asy josw, ley duoy oo &)l 4
33 e ool (S YV 5 PV pw (80Le 0 ool 5 @
A5 5 5525 6515 7,5 YIS 6 lows £55 0

lwlis wlul o (Nephronophthisis)sdss s, )8

(%—\A)w‘ R @L...:L..w (3)5 4 5‘5l) 6%9....»[)9.0

doddo
SlacanS L S (s Lam)NPHP-MCKD .SLeS
5 Iy Sl Sleslen 5l (2955 4 (b9 4 — 535
S e Sluogas (g K 45 S5 00 485 4l S
J el &yle S e Sliogas ) S0aS )l plete s
=8y 5 a8l S jae Ly cnnd bads ojluil assy]
Sy o Al A i o g e (ol )l Al e 4 (5 5les

sl e 55 adg) sk 41 s )] S5 Lnals
Lose 00 5l o B0 5l LT ol g duses @dly Yoo g ,28
Solome (Saboled Bds 4 (VDowdlioe yioplee 1210 i
Ll Yead )b je boay alS ()5 maw 0aiS g
Sltdsis 5 Jlmss ooz o 50 Jsmgd 5l LS Liia
oo 50 LS (1ol e Yoo 0a S goz (gylmo
Syl S o0 SB 4 g 09 b e pall (5 Lo (2l
amo)¥ LS 0525 Cplpls (V) oo (5l
T S

~S5 o S L ads 6 Le)NPHP- MCKD oSLeS

o8l Jogs b olpsle (Saudly oo 5 (m juideig yii
I ohpele cosliis aals 1 iblis g phiiel coslius
3,5 sldobe gl il adS” o i3l Jo 5 ls 3525 Jougs

5 s 2951 eimred 3,00 S92y (6 pSeiin j5pd g

o 8939, (6 ke (S 1) Jou

" e ol yod 5l o yiws
Sylo il 53} OeP 9 a5 35 ey o o2 B e,
oo pgjel NPH1 . 5 ) Senior-Loken 0w
g pejeil NPH2Z/ 9 (Sl o o
Al NPYED INVS Y ls 5,5
w“":”’w ‘Qs;i NPH3 ¥ o i VA lyr s Senior-Loken s,uc.
w”’:”’w ‘Qs;’; NPH4 i 93 ¥ e i s> Senior-Loken ,ac.
“’“*”‘:”’” ﬁﬁ;i NPH5/IQCB1 D g i > Senior-Loken s .
oo pgjel Senior-Loken s s
NPH6/CEP290 F & |
5 wolie ot il Joubert » ..

IWAR asdwl g oo il 0 lould cpdazed 090

O3 (Dguo el Giloyo — cdlugy Gloas g S pole oIS alxo


https://jssu.ssu.ac.ir/article-1-1336-fa.html

[ Downloaded from jssu.ssu.ac.ir on 2025-12-28 |

Py 0550 Sy AYY

O 0dsd Sl

13g) D ygo (s S al> e slatles] s

Fe= 120 pg/di ESR=45  CRP(-)
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TIBC=250 pg/dl PTH=76 pg/ml
HBSAg(-) HCVAb=(-) HIVAb(-)
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CASE REPORT

Senior Loken Syndrome
F. Najafi(MD)*
Department of Nephrology, Shaheed Sadoughi University of Medical Science, Yazd, Iran

Received: 14 Oct 2009 Accepted: 30 Sep 2010

Abstract

The etiology of ESRD under the age of 20 almost is the inherited kidney disease or congenital disorders of
urinary tract. NPHP/ medullary cystic disease includes a group of tubulo- genetic kidney disorders.

NPHP is the cause of 15-20% ESRD in children and adolescents. The extra renal manifestations include:
oculomotor Apraxia(Cogan syndrome), mental retardation, retinitis pigmentosa, (Senior- Loken syndrome)
liver fibrosis and skeletal disorders. Recently, on the basis of genetics and type of the protein product of
these mutations, NPHP is divided to 6 types. The presented case is a 17 year old boy with end stage renal
disease that he has been managed with hemodialysis. As the patient has polyuria and disturbance in vision
from childhood and on physical examination he had retinitis pigmentosa and horizontal nystagmus with a
history of chronic kidney disease in his 12 years old sister, and familial marriage between his parents, we

suggest NPHP4 for the patient.

Keywords: Senior Loken Syndrome; Medullary cystic kidney disease; Kindney Faliure, Chronic
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