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Abstract

Fraser syndrome is an autosomal recessive inherited disorder with multiple anomalies that have
always been seen with cryptophthalmos. In this study, a 14-year girl with cryptophthalmos, syndactyly of
the upper and lower limbs finger, cardiac and urogenital abnormalities referred to ophthalmology
department of Kermanshah’s Imam Khomeini Hospital in 2011. There was no visual organized globe in
ocular ultrasound examination. Separation of the lens of the anterior and posterior segments was not
visible. On both sides of a large cystic space was seen anterolateral globe. Although we did the
ultrasound, there was no visual potential, but the patient at the time of the photo flash light response
suggests that there is some degree of health of the visual pathway, but these symptoms alone cannot be
the reason for the surgery. Therefore, we recommend preoperative ultrasonography and if the
confirmation of visual potential and organized globe, lid opening can be done to prevent suffering and
unnecessary further surgery.

Keywords: Fraser Syndrome, cryptophthalmos, inherited disorder

J Mazand Univ Med Sci 2014; 24(Supple 1): 279-283 (Persian).

278



Ol s (S} yes— L coald dbSlsa_L

5945 pe p2lin Ollalan g glpl ja ) ju 6 pjaiw 2 g0 Sy yingljS

' 2o U
U JPTen
" BT el
238>

o3I 8L Y pame 5 A8l o ol s e (gla o 5T L o sl o slin oy 1 51 IVt )3 3 s
Bl 5 45, 93 D g 4y 5 Do OLESSH S5 s ¢ o gl g 571 L VF 5 G ol 533 5 0 003
a3 S al e oliile ST et plal Ol e (S edar i 41T Lo 3 o8 sl (5 Y
DS 51 S 5 Ty BB (ol OLS 5 3t odalie gy foily 68 n otir (318 5 3 355 o
(S $am 93 Az pp b 0> O U 51 55 e oSS L G O b 55 a5 3 il
33 3 a4 sls n OLas STy 2 5 4 Ko 4 Ol 3 ey (S e oy ol Jeily 65 e
s il sl G35 o) plal (8151 b3 W15 ol 265 & L8 ol Lol iy s SBT3
iy i 0 5 S 08 5 Sl ol g5 A6 Sy 53 5 3550 (i Jas S S LS s il 4 4o 5
53 6,8 e S5, b o plowl 5 5t ey 316 35 8 pldl &S 05 87 5L

S I (o gl s ST 5 3 ook 16 3ulS sl 09

4o i

ol 3l STt oys 8 5518 le
23 poke =) 5 (Dl odll ol s O s s
l503m 513803 53 V) 50di; g lzm e 53 0/ FY
W5 51 I8 15 g b sk pl Vsmmn (V) A3L e
i S g 3l 5 A 5 el a5 6
SUI lad iy 5 90L (ol o) p g
Sl b ol ot s 8055 gr eslial (oI5
L obes oz 53 ()3 -5 e ploml (5 4 5y s
Gl o iz b S5 o 2 ol el g2

el gl ssmp D b WS) 56 5 &S (65l
5 M8 BBl 5 3 cas 3 s pts e Wl ol s

E-mail:agaei.a@gmail.com

Cl o gdie dleg) st (Gl I )5 3 gy

slre 53 3525 il ol e sdsze b JLogT L oS
Jiss JlosiT b boss b & o gedlil 2 S) Lol
Dlore S L s 3l 5 8l 399 5 (hSTS o
SLsD) 2 ol sler Jila Lol men (Lo
S Blo e il g5l SIS o i (g (S
Golos i 6l (S (6 555T5 (BU S p (g
sl gy Sy o s Vg ame (-F)Cul SLS
ok s 4Bl Ll el i ol Lol
L g oolew 5L o d sl STVAVY JL 51 G0)dil o

j‘})}JY" )}DQ)SUML}ZJ‘;)MJj@&

st plol Ol slocy (I Slihond dnn 5 Al coliile S (S5 e ol toliile 87— BT wlae ighuno —ilgo

Ol olzile 8 coliile 57 Sy pshe okl ¢ ST 53 0082l sl )

Ol coltsla S coltila S (Ssy g she o815 ¢ Sy 0dS8305 ¢85 gkl (61575 (6 gmils Y

Ol coltle S coltile S (S p sle o5 o Ky 0aSils (65 gkl A3 )| bl

WAV YA oy g 056 WAYAY Sl Cgr gl 56 WAY/B/YD 1 2l s sl

1199P sidwl | sl o)3g « @gw § Cayy 8)9s ohsijle (i) eolc olEiils alas



b ety Conds o Sl i (1S 5w N esled p o

é&f‘ﬁ&a&j‘d@)%f@)wﬁ}d

W6 5 il JelS e sadldl gy ST sley L s
S g 1808 5> (35 2l Jeeily S5 2
.Madﬁ‘jjjqubjy)kﬁgﬁou\km

o ’-
(ol slre 333525 b )5 b e ot SIS g b
degflswcdb_gjgh}_?Tcwﬂ‘—é‘ﬁ;)
Lol yon (ol slime &S5 L Otn ol 5 2l 3525

(o i (S ‘u;'}fu'n‘}’T) Lg‘jé)l:"-‘)t@’, JS\.L>

g5 ol OT Yozl ()l e 5 (1 0352 oo
Sl ANl o 0313 L2 il
Vs 5s elS 55 5 p i 3,50 S5 S me Sl

(\T'n\f)u\.&l; O‘Ji‘ BL ng"“':‘ gﬁ.‘ )\ ol LJ::‘)|J? .)_))A

It (20

J= sl ST L ALV F sl
(=S Sy 05es 5l JalS O A by
b s> Sy 4o Uy s OLiSSH ST e
Jlw s (S a5 besS (6 55T) ds sl Y|
e el Ol (Kb ot i 4 WY
Sl s 33 (s 3590 ot 3,5 anrl e oliile S
O s i8Sl JSTs e 03575 o S
e a3 43 8 3 bl Ll sk
S35 S55S 35 ASD ol 5 b S s
Ol laws )3 (g 3550 slow VWA Jlo 35 5 s
3t (I8 5 Eo oLtile S e Ll
s S edalin 5l fewily 58 bl .28 8
s e e A el T il el s
e YV/O 39d> 95 8 b0 by e Lo VY o
o3 o i Dy i 38 o b g3 a0 5 g
S eSS 5 gy B S LS 5 s e
S S o 55 53 i il LS
LS 550 00 0s o8 Iy 1 55 o StS
odb 4 by o s oS 5 0dd o &S5l 03 ¢S5
OV oled p geai) il Sl

ng_fi:)_{,a):ﬂu\\’):)bﬁ%rig-
s b 8.8 15 S 035 Sl ol o
30515 5 508 4 5 Sy 4 o8 s VL)
5453 g 008t S Todon o 5 ys 05
5 &Sy (5wl Cmgr (5,5 s o1 OT 51 oy
R3m) 2 gm0t el (LS bl 5 S5 58
(Y ojled

1199P sidwl | sl o)3g « @gw § Cayy 8)9s

ohsijle (i) eolc olEiils alas



ullSnm g 5all puls 5y0i by

23 Csls 3y s S 6 b o 55T 55 IS
3)\}_AJJJ>'F&/\"):4_:1§L5)_§5TL5J_<L.>4_J‘L~
Bl 0ds iyl &

Sl @l sl 3131l 53 0355 5 oukaa SbsT
Ao VN 5 5 dis o sT doy3 VY5 oS 1658 &
(W)l 59 9 w}JTJ}:MIlid)jST:)|y

sla JlasT as 5 sla JLgT ol 5osde
s o> Ypame 5 S 5 5 sy
p oz 4 s Oyl ST 0 o ba Lo 5T
i U85 5T o 51 (LYo 4 Iyl i 55 55 8
SIS 4 bs 6555T L 5o i ) sl ¢ ok
o o Oyl ol 313 Jlaz | &y 5 @0 .(9)5 55 o0
3550 slam 4S5 Sl Jl= s cpl diw p JLe Ve (YL
YO e e i cplayls LV Lo 518
ol ols 318 GStillbirth) 21565 0 3,090 das s
=lies e 550 53 Cnlodd S5 2> iS55k 4
O3l i e oy ol Lz

Lo ,s YF-10 s Consanguity ¢S s Eow s
O glie Jla g 5l Syl g5 g Sl 0l o058 3,0 4a
Il Sy e 08 s )l LI T
Olalllas 45 ) o Ll 3 ggdin (095505 ,5
D poe I G o 53 6245 S e
Gt b ok 3 yaal <5 0 a4 by po
Sl 4S5 Ol iy 5255 e gl a8
sladnl sl oY (b (gl (el e DI
() 3Y b S5 55 50

Slas ol 03503 2GS Sl b M s
23z Sl by Jedly 355 55 55 4 e ety
Aol gl Joily a5 8 e SIS 55
SIEPPRPHENIUSRE PYU NI RO U
Olas 53 o (5 ¢dis a5 &S 05 gl 4 4 ol
ol oS 55 o Olis 281y iy 5 4 WS 4
ol Ll ol (gl e oD 31 Sl y5 55 )

5 PU (S oo (Sl e (Jluliy sl OIS
(358 o0 0315 jaiis (adS” 5557
LA 3 (ol slme &6 Ol 4 o pedl 52

FEPEY TG W S NG PRL 3-SR PRNWIPLL)
odd 03 35l g8 Loy PY Janéjby(ajéjwj:YV/\‘
5 55T Sopo b otz 655 05 3 pm ple el
R TR W PPR JUSPN LT SH RIS NP
3 5 OB i) 5T Sen (ol 5T s Sn
N EANES PR NS PVINIC IS L VARSERY )

534 Sl Al JlosT o S ls (ST o
OVl 0dds 0y s 55l 50 deo y5 7Y G OF/0

Lo 3 YFIA 5 I&Kay glS dler 51 ULSS JlayT
c&L&;:‘.})JALﬁa:)\yﬁb}:}i@o.ki::)\}«
S iz 53 5 0515 (5T oy 65N et
33l o 5 S g € s s S (g AS 5 S
RCAPIIW

Wl o 558 s pir 4 1y (glew !
Gk 48 65 5b 0 Sl 530 Sl Ol 53 i !
330t 8 35 5a n g 350 p) 3 5 0 olis
Sl JlsT L ol cpl S5 (6 g3l OFINEal O 5
i 48 Sl ol jon b5 Jo 5T ahe 51 600
Ohlass o) (o SV ol (I OT 1850
s el o) 5T 0 gl 1S Sy 4y Y poma
(62518 5 783 3l Sl 4 6 e Sy en
VSD 5ASD 5,1 sla0l 5 Slowls ¢ o SOl 5
Wl ji Lo (g 2 3550 Hle (0N 9o 00 0y
AS o S51,ASD 1

SKan 5 ol e Oljlew opl sls (g 5he Jlo 55T
3yt ¢ o T (g5 30 4y
5t 95 Vb Sy Janisss ol sa b oslamses
(FABN) 3 5h 0dy> anb 2 S Re s

05 b L adS b ss (53T Jals alS” Lo 3T
OTQ}&C;)JJ‘;&M}J*VJ)SQ‘F}

JJ}_AJLA.:{)J.}}_&;AoJ_i)})\}_Au)JVY B

1W9P siduw) | sl 839 « @gw § Culy 8)9s

ohsijle (il eolc olEiils alas



e T S BB ST 05 sy
P01

a5 L s Conl 5ol sl 55 3 ki i o
e Jlags gl (oIt 55 3 oy Sl 4
»J_?u_n ao 5 (il o sdxze o JLe T Lol en
e g e JlasT 40 sl 5 b slaesl s
Gm 6l (13,0 (6l sall g2y ST 0 sea
exslia 3,8 )15 HE s J S oo
Lo les (5 513,5k 4 pll S

Sl iSwlyw
1508 7S e pome o s (658 |
O e g oliile ST as plel (S5 i Ok ley
ol bl dlie sl 5 s 556 25, e 1

.:;Jf@@\:).xﬁjji,‘ux;;

References

1. Thomas IT, Frias JL, Felix V, Sanchez de
Leon L, Hernandez RA, Jonen MC. Isolated
and syndromic cryptophthalmos. Am J Med
Genet 1986; 25: 85-90.

2. Narang M, Kumar M, Shah D. Fraser-
cryptophthalmos syndrome with colonic
atresia. Indian J Pediatr 2008; 75: 189-191.

3. Pe’er J, BenEzra D, Sela M, Hemo I.
Cryptophthalmos syndrome; Clinical and

Ophthalmic
Paediatr Genet 1987; 8(3): 177-182.

4, Bialer MG, Wilson WG. Syndromic
cryptophthalmos. Am J Med Genet 1988;
30(3): 835-837.

5. Ramsing M, Rehder H, Holzgreve W, Meinecke

histopathological ~ findings.

P, Lenz W. Fraser syndrome (cryptophthalmos
with syndactyly) in the fetus and newborn.
Clin Genet 1990; 37: 84-96.

6. Slavotinek AM, Tifft CJ. Fraser syndrome

and cryptophthalmos: review of the

Mo 51555 S5 188 Jlw 53 0ldSl s sl by

Gl b 55 JalS sl ST 5 b ki 4
=3 SERG, Flash VEP &3 o2 e o5 s
oo S s s e 53 (ol e 05 JLESSG
Js 05 GBS s 5 LT 3o w5 L L
Judl 5 &S reconstruction 1 o ¢ ezl 5,1
S Al o) go 3 (AN 313 Laseis Clial 28
015 on s sl ) b o565 05 ol oy
3 St Sy 316 S el &S 05 8 5L 4
5 68 o S5, b Sl ol
(JoSU sl S5 055l 30 sl 8
(1 S Ol an oy S go a3 S i ilesl3T
Lo b ol 5 Vb oSl (5Ll oK) 8 ol
Mustard eyelid switch flap |2 alie /gy IS

‘5—;-0-; &)-:L.&T%W Ll .(ﬂ—\\)g:,-w\ 4_73:‘))‘54_1

diagnostic  criteria and evidence for

phenotypic modules in complex
malformation syndromes. J Med Genet 2002;
39(9): 623-633.

7. Schauer GM, Dunn LK, Godmilow C, Eagle
RC Jr, Knisely AS. Prenatal diagnosis of
Fraser syndrome at 18.5 weeks gestation,
with autopsy findings at 19 weeks. Am J
Med Genet 1990; 37: 583-591.

8. Vijayaraghavan SB, Suma N, Lata S,
Kamakshi K. Prenatal sonographic appearance
of cryptophthalmos in Fraser syndrome.
Ultrasound in Obstetrics & Gynecology
2005; 25(6): 629-630.

9. Saleh GM, Hussain B, Verity DH, Collin JR.
A surgical strategy for the correction of
Fraser syndrome
Ophthalmology 2009; 116(9): 1707-1712.

10. Sullivan TJ, Clarke MP, Rootman DS,

Pashby RC. Eyelid and fornix reconstruction

cryptophthalmos.

1199P sidwl | sl o)3g « @gw § Cayy 8)9s

ohsijle (i) eolc olEiils alas



ullSnm g 5all puls 506 aly

11.

12.

13.

14.

15.

in bilateral abortive cryptophthalmos (Fraser
syndrome). Aust N Z J Ophthalmol 1992;
20(1): 51-56.

Dibben K, Rabinowitz YS, Shorr N, Graham
JM Jr. Surgical correction of incomplete
cryptophthalmos in Fraser syndrome. Am J
Ophthalmol 1997; 124(1): 107-109.

Hing S, Wilson-Holt N, Kriss A, Flieler U,
Taylor D. Complete cryptophthalmos: case
report with normal flash-VEP and ERG. J
Pediatr Ophthalmol Strabismus 1990; 27(3):
133-135.

Khalesi N, Salehi F, Mohamadi-poor A.
Fraser syndrome and cryptophthalmos; a case
report. Iran J Ped 2006; 16(3): 349-353.
Khoury E, Golalipour MJ, Haidary K, Adibi
B. Fraser or cryptophthalmos syndrome: A
case report. Arch Iranian Med 2004; 7(6):
307-3009.

Feldman E, Shalev E, Weiner E, Cohen
H, Zuckerman H. Microphthalmia-prenatal
ultrasonic diagnosis: a case report. Prenat
Diag 1985; 5(3): 205-207.

16.

17.

18.

19.

20.

Gindiz K, Gilnalp 1. Congenital
symblepharon (abortive cryptophthalmos)
associated  with  meningoencephalocele.

Ophthal Plast Reconstr Surg 1997; 13(2):
139-141.

Gattuso J, Patton MA, Baaraitser M. The
clinical spectrum of Fraser syndrome: report
of three new case and review. J Med Genet
1987; 24(9): 549-555.

Hambire SD, Bhavsar PP,
B, Jayakar

Meenakshi
AV. Fraser-cryptophthalmos
syndrome with cardiovascular malformations:
A rare case. Indian Pediatr 2003; 40: 888-890
Mahadevan B, Bhat BV, Sastri AT, Rao S,
Kusre G. Fraser syndrome with unusual
features. A case report. J Anat Soc India
2002; 51(1): 59-60.

Kiyozumi D, Sugimoto N, Sekiguchi K.
Breakdown of the reciprocal stabilization of
the QBRICK/Frem1, Frasl and Frem2 at the
basement membrane provokes Fraser
syndrome like defects. Proc Natl Acad Sci

USA 2006; 103(32): 11981-11986.

1199P sidwl | sl o)3g « @gw § Cayy 8)9s

ohsijle (il eolc olEiils alas



