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Association of Cystinosis with Duane Syndrome: A Cease Report

Bagheri A, MD*; Pakravan M, MD; Behdad B, MD; Fateh Moghadam H, MD

Ophthalmic Research Center, Shahid Beheshti University of Medical Sciences, Tehran, Iran
*Corresponding Author: abbasbagheri@yahoo.com

Purpose: To report a case of cystinosis and idiopathic intracranial hypertention associated with Duane
syndrome type 1.

Case Report: A 15 years old girl and a known case of nephrotic cystinosis presented to eye clinic with
complaints of lid fissure changes on horizontal gaze and headache since 6 months ago. She was obese and
had short stature. She had history of kidney transplantation 6 years ago. On physical examination both eyes
were orthophoric in primary position but limitation of movements in abduction, globe retraction and
narrowing of the palpebral fissure in adduction was present slit lamp examination revealed deposition of
cystine crystals in the conjunctiva and corneal stroma of both eyes. On fundus examination both optic discs
had blurred margin and were edematous. In lumbar puncture (LP) intracranial pressure was high. One
month after starting acetazolamide, the papilledema was decreased significantly and her headache
improved. After 3 months the patient passed away because of metabolic problems in neurologic ward.
Conclusion: Herein we report a rare case of concurrent cystinosis, bilateral Duane syndrome type I and
idiopathic intra cranial hypertention.

Keywords: Cystinosis, Duane Syndrome, Renal Failure

e Bina ] Ophthalmol 2013; 18 (4): 459-463. Received: 23 February 2013 Accepted: 6 June 2013

(3590 W31 35) g3 o yoins b (o 3 g (B g0
r,e..\aoz.s@ KWK O Jotg oylg 5 “Q‘”Sl.g oxo 55O "‘6,§Q vbe 5SS

S0y olper S G (90 gyt 5 3he S Silgaaal ()lid i 4 e Jlan S )55 180
Jlws 7 5 0di e Do (S90S (6505 )0 b G jaiones 00l 4B Lil 590 a5 0y glall 1O 230 lay 1yloay (B yxe
JBole £ 50,0 g g gy 5l ile leolSs jo Sy BISS Ol s 5l ColSi b aS 09y aid )3 1,8 alS Wgw 9,90 JuB
odalis dozils g 4P )3 (e SloJlin S Slguw; (b dislao ;0 39 9B 6ligS 5 Gl (60,8 (90,5 x> e
008 iz 0,5 gunS 13y g 00l S5 (S B 3l 43 ol )0 g 00gy Sguzme )5 A i 90 0 IS > D ge
S S e oy ) e yo0 S A pygie g ALDI goe Sgam olin Ceas iz 90 8 (ugaisd dnlee ;0 A e
Sl i Sl S35t 9,0 5 (ol cras pol aneVgilial 9,5 5l m ole S 3g Al (B she SIS JLaS

Al O olasl s pae A 5 Splie O by cnzlie ) ey ol d Lo
Jo et ali 858 o T s ab )b 90 (599 pyis 5 e jgiions U 6 lons a0l 00 Allie () o 16 S At
e S e g 2o 5 lgn B ogd aiSlid Sog5 4z 2 (alies (al a5 Conl () b arogs 0l (355 SShaal sae
25 & pS sl gl

FOA-FEY F o Lads VA 0,90 AFAY Ly Sijai almo e

(email: abbasbagheri@yahoo.com) s ,8b wle S 195 Gwly @
IV acal O allie cdl yo g e (S pale oSl — Sl gy et —oliwl -

o1


www.SID.ir

yay uL......»U) ¥ o)Lo..i': -\A 0,90 -l k.'a’i‘“)"w PIEN

VWAY ols, 18 allie agls

Sl S (S gy pole oKadls - Sbp etz Lo -Y

i Dladod 35 0 =YY SO (ool pl ool GLLS) 03Il Ll —otd Gliawgs =0y =] 45 ol

P 3l aS 0,0 5l (69 g0 dxzl e alize 2ol )5 ] il
Clle CulSs 3 00l £4,5 8 ole

O S 43 0ligS" 03 g MoON Face g 3l Lo ool 0
G5lS” @le)b o 4 (S A s 50 iy 0 S5 4y (50l
DS 0 S 5|y oy s 5 55 G lidp

Dgad o Bpas |y 15 cloglo Lo dszlin laj yo
Lystagon «(Cellcept) 890 OYo 8550 ¢ yo—Tgiid
woslojs B ecmmaglel oralitn 595 d(gadg ) Crmmloly],
iy g8 D (el aiidly S 9503550 «J5lo]
)Lo.u u.nA.”s ‘§O|yb MLMA )») UMLM o).]a.g 9 u—‘-‘l*-“)b)j:ﬂ
S8 solS olw)b S (S il g aw e j0 e
Aoy 00,5

30 iz 90,2 09 VoV C)L.a\)'| EIPE PN SRR
u,u.JLnl &‘..{03&_?:/: Lol 5&5»)5.3 Ls)5.95.:)‘ Wg )») 9)4.35) aQ o5
Sy SIS 0l Sl 5 iz 0,5 (gemST, g iz g0 2
() pgead) 092 Sgpiin i 93 12 10 (pid o 4y oSS )0

99 )_Q 4_»))3 6LA3)M| 9 doilo )») k_«AJE_MLMJ‘ L: ML&A )o
B e Sy 4y Ko S ol ol S Sl bl
Oy ‘5'.».».‘9 GA‘.AS uLciw a_:la.sl.uo )JLw (Y }:5@) Og odalive

dodio

Ol 05 &5 Sl ;3 wglis po3551 (5 )lom S i
-\sv%b ANV psises,S olisS 595k (59, (CTNS)

ael el pezd e ) St Sdglie S
3 OUloz g8 (lolie 98w r g w3 oo &5 Lpgiend 5O Gt
5 NpsS L Sig s L (lolies 55 095 o0 ol (il
b gLl S @eaS b olyen (552l 00y, i (o)l
bLE plw g 4 slog il cosdile ;0 (ritunns Sieg Sy
S oS PLST llezgi g9 50 09b o0 patie iz
5 3 blor 4B Sy Ojgo (ool (655,05 039
Dbl etz (67558 sl (ol (S5 4 vl Gl
2l roe )5 9929 (9 lS PS5 009 18,55 5 650
Lo o (sdmmg g ol )0 235 L G joiin
Sobos gl @ atsly Sobs (lSSL (2l )b Jre IS
=550 9 &b P Gliges ((IKagihnlsiln Jio oS
D3 j9055 9 (B9 5T ey gemlSainadS i (35 p0 (o otimnns
Sl o 555 5y

ol e u joimns 0l ABLD 8590 Gyl 315 50
Bedn (e adybed | i g pjain b

o (9 p20

5 Sl GBI Sl st 5l cglSs Ly glalls V0 s

% ay

Sy BIL ol SG,b 5 oolS (ST, 5 iz 90 o STl Cusgase (r8)b 4 oS 50 5 L ys855 )] g a9, 4 oS 0 ) gl

w‘ ‘>9-€r“~'°"‘

i


www.SID.ir

OlsS i b e joiimns (o8l y00 =5 8L ulie 115

Sy g0 o lggh Sl (V' j9a) sy o0 S5 41 gilool 5 e
Aoy el aiSS Blibl s g 0g o

&_PaMC)hauaMszanstCﬂbbyb
45)_1950 &...._3.0 !a)}: L: o‘;o.b 45)1950 | w ngo £y )LM
o paaia bawg e « Sapd py58 Sle (ais Sgzr oy
Sl 10 330 MRI g Sl CT (g5 (gl a5 0l ablen Clacl 4
59095 ) Sl 09 (b 90 ;e )3T Aot g s S
Magnetic Resonance Venography (MRV) ¢ g ,5lS g
459‘3; )|).9 LP y‘;r.'i)'.s 99 )Lo.,.s Oy ‘5'.»4.]4 LW W‘P)Q
e g Sl JLud AP jogs slezel LB ogzg b jLgo o
REEY

3 =isb> pol (piiz 95 4o (Cirrus OCT) eae o OCT o
Csly mir NFL (650l (g0 Cld g ol 0l Sl S

W' e
(¥ pgal) 0l (555 05,5 YV o pidr 9 9,500 TFY

a8 )0 phiie Oygo 4 Sy Sy sla i S Dligas, =Y g3

(Afferent Pupilary Deffect APD) L5 o35S ,le o0 0

ailee )0 05 srnb odgaote (8wl 50 jo JLld g i
W 90 B 4O u_L:.u‘ &Mﬂ\) Sgd> g O alad Ln.\.n ‘(.}’”5"\';55

f— e

RNFL Thicknoss Analysis:Optic Disc Cube 200x200 0D @ | @ OS

(loys Jham oo Coom 5 0loys 5l I Consly Ceos) Loy £905 5l dmr g 8 uas 5w OCT =0 5 ¥ 5l

\rdl


www.SID.ir

(\V%Y ULWU) ¥ o)Lo.w—\/\ 0,99 —Lu.: éw).;w 41,7:,4

Ll a8 g0 050 013 VO 50 g Jaold i g (6 0
OS50 e lS g ST, (90 pydis 9)l5e saled (Shg
5 diwd STl Cosgaze S0 olilews 0ad co Jeli |y M50
Lgd llen o iSTaijls 095930 954, oG 50 gl j5b
ol oz sl ;Sae Wilder Vanck g0 g ,lesalS p 0w alo>

P e ol b

povim b it (8l yen Ll
Sl 00id (5158 eiSE (390

ceas w08 o 4 aSTal Cosgase a5 culls 4z g Wb
0400 dozmax >l jlid Joli 8l ojle o jo aS a8 s pilils
Al ol jes STl o S B ol38l b wilgh oo 99 o0
4z S (nlpbas Conss ol pon STl )3 i (9eST5, L (s
8 51 L (s ablyisn e (358 990 (31,381 a0
M s oLl

Lol ol (STys5 52975 comjgmimmns (5 ko Gloyo
S5 @adS Vo pesls ol o 05 S cge Loy ()
Obeyd 5 9mmgpd slagssyse (Sle 4 ks Ghals g 0,
ONE U BRI F PRI S )
Joizl G2als g 0,0 5l GialS a8 Gl S Sligay o515
.Yvo}:,d oolazwl 4,8 slaps; olx
S59,8 ohlen yee Jsb 03,5 SYsb crge addS Wgn
G390 sl Ohlo (ml )3 S Wig S9d o0 o jeitan
33 Ot 2025 Lol OIS 0 098 (G 4dS )0 (5 Lo 9 el
5 o o 31 hens Bl e 5 4zl adls] locdly L
(S Eob 2FU (Slsid) B o3 ((298559) L5
Wy e (e Sobo (2598 2l D)L slacs Lo
3 ey S Jlys e b5 sl o Ll
39095 (53951 (90lSeinS) (635 10 (oma piasms (65550
5 -d9e S s 3975 b 58 e 33,5 e (ke IS
slael 6,50 Jdo an il 5 o slagls glgil 5l oolan]
O 50 358 Jlom ol Su g jalen S D8 0,5 Db il
S5 9 69 oolails 10 (6 ey s sasolid ol [l
2Bboe (eels slaglyssl sl (5 ks
30 slem aS (68)lsw 0 Ldd > leys (590 pyiw o
«(Face Turn) &ye—o (s o 4l Bl ol 9,09, 4 oL
3424 ol ; Down Shoot, Up Shoot Ly zsly oS ygunsT s

Ol o9y pae Jds 4 oad (Byre Lo 50098 o0 plonil 3l

Szo e 0ad pladil LP 5l ole S sgus cldS 5
69 J=J0 e 4y 0l SUT g 050 s Dol o383
A aLP Ko LSy g elo )l Slacl g jhe masie 4 loaze
(o adon TV-) 3,5 555 WL s5m 318 L8 o
SIS e 9wl i85 a0 s s giliul b leys jlew sl
g5 s o5 dazme dblre o (loyd 5,0l ole SO
Sy e 3l jlen )3 g S e 9 LS9 St
A e ailawlio s ol ¥ ol o 65 0,0 (O poad)
0,5 D8 Clacl g jre Gidw ;0 Sdgle SN o

o7}

Jlo JLad Sebgpaal (l3l y e jeiitanss )l 4w 5o
723 0lies ) e a8 e 10l (5590 pai 5 (S5
9) 5 3 (Sl A g Yoo e L5 Yeonns
55 s5mhe 5l b Sl GaliEl sl 1 »
RCCON PN [N EDAPUNUN SO PSR 29K SRUARIE JICIN PR
i e T ailige (555 i 4 e Lol ao 3 1-F oS
09k Ve 5ol ) puild bl 398 VLl oS 5 L
Ol 38 g g a e Sl j5bo 4 Wlgi e 5
'\“’“i’L.’ O39S podiw 9 Sime J3I0)LaS Sl

roeysn Lo gl a5 aileols (lis il Slalllas
(Shes 0,kas slag s (nysemalSon (olgson i)
5 Jlad Sebganl (Rl sl GenS 95990 9 D el
s Lo slenr 8 T inh go Cgmina a3 Jalse i
Sgedo B pas S gyiged 9D (el

Wl o a5 Sl S ol )b K00 4l )le (SLglsS1eS yn
Mol (11H) Sbgran] s5—e J315 (57,085 Sl
4z ) 5 9l Loy joesy wzse (dgas
S Sl Jlad Gl el po 9 CSF ier Pl
.\Fb}iatsn

5 O%lsS oliws bl S S 5o i et 4z )5
S o wlgior (Jy b oo e JLigwiledeSis ) slagk

VWVA .
OS5 gy o jre ekl g Siie g )eS

sl g olawal U 5t 5o e g0zt 45 0,10 352

SLad (al5 8l e g 0iS co (5,25 5l CSF 29,5 5l ansiST)]
.\39.:;‘;69 Sixe J=lo

(Seolygl) 2SS Ojyg0 @ 0)lge o 25T 50 (g0 o0

i =) el LI po3e3l g a0 lge ds 0 B-YV e 0 g

f2Y


www.SID.ir

O3S p o b ot 8l yam =58k e 135

o i Wl e (9SS (SOl WS gae iz 650
Dgd Hlaws S o b ad Slals

S S dxs

Solom O b (Blrad 9550 S BT ed GE kg
drogi dozex J3Io JLad (58l 5 (550 p ik 5 e joeianns
e S az e oleyd g CELd S Wb o wiS
S50 50 Jlais a5 ol emd e pladl oad ;58 (6 Lo
L (ol ilem a5 oloodlgils 5 ohg 4 (Lald slaglss]
il yeo dan sl asls |y o)ls 025 welie & )les

&bo

1. Dogulu C, Tsilou E, Rubin B, et al. Idiopathic
intracranial hypertension in cystinosis. / Pediatrics
2004;145:673-678.

2.  Gahl W, Kuel EM, Iwata F, et al. Corneal crystals in
nephrotic cystinosis: natural history and treatment with
cysteamine eye drops. Mol Genet Metab 2000;71:100-
120.

3. Pakravan M, Pakbin M, Aghazadehamiri M, et al.
Peripapillary retinal nerve fiber layer thickness
measurement by 2 different spectral domain optical
coherence tomography machines. Eur J Ophthalmol
2012 Nov 23:0. doi: 10. 5301/ ejo. 5000167.

4. Friedman DI. Pseudotumor cerebri. Neurosurg Clin N
Am 1999;10:609.

5. Tychsen LT. Infantile esotropia: current
neurophysiologic concepts. In: Rosenbaum AL,
Santiago AP (eds). Clinical strabismus management
principles and surgical techniques. Philadelphia WB
saunders (1999) chap 8: 117-138.

6. Derespinis PA, Caputo AR, Wagner RS, et al. Duane’s
retraction syndrome. Surv Ophthalmol 1993;38:257-288.

7. Cruz OA, Fogg SG, Roper-Hall G. Pseudotumor cerebri
associated with cyclosporine use. Am J Ophthalmol
1996,122:436-437.

8. Bulens C, De Vries WA, Van Crevel H. Benign
intracranial hypertension: a retrospective and follow-up
study. J Neurol 5ci 1979;40:147-157.

9. Rogers AH, Rogers GL, Bremer DL, McGregor ML.
Pseudotumor cerebri in children receiving recombinant
human growth hormone. Ophthalmology
1999;106:1186-1189.

10. Walker A, Adamkiewicz J. Pseudotumor cerebri
associated with prolonged corticosteroid therapy:
report of four cases. JAMA 1964;188:779-784.

11. Amrani Y, Terriza F, Moreno C, Casado A.
Pseudotumor cerebri caused by vitamin excess due to
intake of milk enriched with A and D vitamins. Rev

\fal

AT A S .
. y‘.%).i’u)yaf|)>'n‘.\5|¢)|5a

bl 0 (S )30 999—w) (S j—ro ©3LS joags
oY gibinl b (SThe s leys 4 (95 4 Ygare e joiiinse
OEU P PO S EPUURRCHUN BN IO < JARUP S

CSF )y )l_> 99 (= ‘)4) Sl o‘).o.m i L;LQLSJL"’“'

z2ls e 5l jlon &5 oolSim LS 5 wis aiS 5ee JLaS a8

Wl asdoo ol Jlad roli sl s ST colSs (gae Hlad ol
at Courdg bais 4 Cailyd oo Al pl Fog; clis ayli

58 e 555 LS (5t S o L3 2005 b ol
o A Siliwger ol g Loty Sl Coandy 4y ax g
45 Ghlem 50 15 Sl Jlapl b il s (slooyg0 50 0329

Neurol 1996,24:1304-1305.

12. Raghavan S, DiMartino-Nardi ], Saenger P, et al.
Pseudotumor cerebri in an infant after L-thyroxine
therapy for transient neonatal hypothyroidism. /
Pediatr1997;130:478-480.

13. Casserly LF, Reddy SM, Dember LM. Venous
thromboembolism in end-stage renal disease. Am J
Kidney Dis2000;36:405-411.

14. Sussman J, Leach M, Greaves M, et al. Potentially
prothrombotic abnormalities of coagulation in benign
intracranial hypertension. / Neurol Neurosurg
Psychiatry 1997;62:229-233.

15. Ross DL, Strife CF, Towbin R, et al. Nonabsorptive
hydrocephalus associated with nephropathic cystinosis.
Neurology 1982;32:1330-1334.

16. Jonas AJ, Conley SB, Marshall R, et al. Rosenberg
Nephropathic cystinosis with central nervous system
involvement. Am J Med 1987;83:966-970.

17. Nichols SL, Press GA, Schneider JA. et al. Cortical
atrophy and cognitive performance in infantile
nephropathic cystinosis. Pediatr Neurol 1990;6:379-381.

18. Vogel DG, Malekzadeh MH, Cornford ME, et al.
Vinters Central nervous system involvement in
nephropathic cystinosis. / Neuropathol Exp Neurol
1990;49:591-599.

19. Engle EC. The genetic basis of complex strabismus.
Pediatr Res 2006;59:343-348.

20. Engle EC. Oculomotility disorders arising from
disruptions in brainstem motor neuron development.
Arch Neurol2007;64:633-637.

21. Parks MM, Mitchell PR. Cranial nerve palsies. In
Tasman W, Jaeger EA. (eds). Duene’s clinical
ophthalmology. Philadelphia, ]B Lippihcott. 2008:19:1-
17.

22. Elenberg E, Cystinosis, Emedicine. Medscape.com,
2013; May 13.


www.SID.ir

