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INTRODU' I'IO\

I:]l:]l:..ir,-lll.llt-, rLlr r,r._rHs5r i\. s.111on),rltous $.rth Francois dlsccphetic srnt1L0nr.. \.1:-r-j\uorr)nr('. L r ! r rrj r lre\ rJL,hll.r svndrolne. ocul(nnandibulo lacial svnrlionrc or oculorlrniir ..J'..c,rr r r .l , . .'r.

Tt is r :r nJror[c rr rtIr rIL lr1rr r i,r:c rital ahnonnalitics \ hich attccts lacc. skLlll. hcir. cves. teerh and (]\ :..ll-'r. \\lh.,rLIJc\e. ..rr. rlc..bo'r rr-lc...rJ tc ).1(., r..rl.t.i:r.orr1,. r,,. :n, ........
ha\ c been repolted $ orld$ tda.

]]1J-1,'.'let]1-r.9 
LL 'c..,1 hi'.\nLlrlrrncrncludcanaslrrmehicsecorrdbranchiaiarchclcfectrhatarisesdurr:_. orr, \.,t.,t.,t.., \.-..1 r...,<. I r.l r c..i.,rr..,rr .\pu.-r.J.tLl.r <r., .r._c. \1. . ..r,e.. ..,.. ,\n.r,o.o1.,l doi.... ,,t .,he..n-.....,"o..,...'..,n. .,.:..,r... "c.; -,.,i, '.. 

"_'
-\onrcl'epollshavesuggestcdptrs\ihltrrofaLrtosoutalrccessileinhc tancc.,
GcncralFeatues I'
P;ricnrsgcner.lh|re\ent\\1rh\rl.rrbrrdriklr'.Lcics.aLreaJ<shupccinoserthichispinchedandlapcIinurrir::
t1.,l,l..kr'.i-nr-.'r.<Jlrr'ic'\ r. r.r.. . -. I . r.,\(..r,,., 

'.1 ,l ,..,, oc.c,cl,r,.rl .^,. j. rt..llu.t.rtt. H...rt,(. t..ll\ ,prr..c p:r. i. .i -,. ri .,,....t.ft..\..I..ll..tc,rrr1,rricto.i,r'., 
.

_,,1'1...,. 
lr.; rl.r lr\(.., l<(rlr: rtJ.crr.a_ r ,-. ...i.rr ...S,.i, .,.,,i.... ..ccr in:(..r . 

:l]1( r]rdr\ r.LtrLr :.\\ l 11:-\ iprufurlionate chlarisnrl Thc|e mav bc nrusculoskcletal ancl cl.tri,l -.Lhrror]li lrtr!-s. Nl(,\t lrdt\ iduiils hrrc nor.nral intelligcncei ho\\c\.ar l5_-l(J,t.i, hare some rlcgrec o1 ir,,i:: 
_

i.ltl:1,:l-.) n1)-pr., .,i..r.rr.,.r,:.. .'ir,r..,".,. pe,ir .(,, . I i. ,.c . ,i.^ Jl, r.; .r .t-,r .

-..e.'r .,r1..'l'c.t: . il'(\ trl.r\. tll...lcet. ano(.r.,r, rcrc:.t(,1.(.p r.-r. r.1 .r.ic r,r . .,t.1,.ar,1,, -.
Ophllulrrological l'eanrIcs'

!L:l]: l,"lll:l:lll,ln.:\ " 
r.c ,r .* i,rr.|rub enr rvidr thc .rost common ocu tar. tearures bcirls .i icrophrli:r i::.' rL rr'. . I . 

..\ I I. I rt(fr..c, i. ,0oo olHrr p.rl (trt. I ot :c)t.. I..rmt:.1:. . o.r(olLrJr'rr.rll.r...lcr'r..tc. ',1 ll\\ ( .' rr l-..,rrerr 1 - 
. , r , , r t . . , . t . 

. : .. tJ\. .rot...,t.(., t.. .,.tpt ,ephakia.othcrophthalmicrcaniresiniluLrer,1.t,"g-i".,t*rri*i.,ilr"ii"ril'i"a"r,.roco.)c.r r..
abnolmalities include spase eyclashes .rtd'er.-_bro\ \. 5kl1l xtrotllt\. frttr,,r,f.,rl" of lact.tmri - l
.l.n, r )).'li i. . ,olr. 1iun. n,,,i,. l.. r.r lr.l , .', ,rrr : , ...tJ 0.... r,' .i t,tl,.. I-io..ftr-f ,. ,
ltn, rr,r,.'\lrcl_I :) \(ntc.. . . oc.rl. lt. 1e t(t,.tn...- Jrt(o .: .prt."f,..,t,.i..ti*....
rr'..ril\.It...r,lJr.l(:..rct.J ., ..t.t..rI.,l.'.)...t i-Crr,r..l.orncrl.tr.,r,.iop,.i,rc.

I,. 9, !,.' i,. .ria;r ",c. ,,' ,l-r. .o-dr,., 1r!.rJc .r,.u.,.,1..rro0,.-rr.,, J...1....:.'\.o,lU.t..cl..Ll,\.". 'ir Jr .o. o. . Iro--,r ,rnn..rlc o.,,Ec,.r.l .i ,. "lt..
I'HE CASE

\ ln-\.r.ol,l It.rl.tr .ctf1.( I jii. tl.t..er.c,r rl. pooli.r.,r n ,.r1.<.
'I.'',Irolr.':rr..J 'ull renr l.rcgn rr c1 i, .. t,.r ,.,.nrq r.;,i.tc.,,r. .rt.rrrtr.. :
\ oIPenr.:.. c.rl.'_,lc' J tl'. lge u, one r.r,.,t .t rr,J rc.t.e. oir._r $ -. Jn rc ,, I n
rolral.r. el,.......ri..l't.oh,.nd.H..f!en(t..,,pp.,rn...,r u"r,t -r.,t,,.,1 .,
lr.t'.i rHSS,lii l, ln( (\^..ron,,raber irrlr.t..,n.Shc,r.,,l,
r iLl .rcnt.rl ('r.'d:rr',,n. \lt( tr. J r. icrophtr j l. o.. r i.,..,nre.,. r r rI cor .rtcd\_\r :t..rclt D nrr!ltr er.r.r., [ .rurrirr: t ,,.. .] . .

l,.d\\ n r..l6I)i.,1.c.;),r...* .hcco iljLa|01,. rc:.d rei.,L,-- -.hli.r.r'o.'c.uenr:or.ol'.qir.lLur.,natou.o1-,..r,rop.,,. .
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. ::rplentation \\'as plalined in |ight e1e. tsioDlctry sho\\'cd sholt a\ial
:.,::iinrrrclialrbcrdcpth(,1.3Jmm).Corncalcunaturemeasured50Dioptcrs

, --:.., i. IOL po\\,e1 calculaled $as plus 30 Diopler\. Thele r,,as no 1iL'\icfrol- - ..:.!i:r,,ieIl glucd IOL inrplantition undcr pcIibulbaI anacsdlcsra. ClLred IOL
- - .: ... .r h.-r'c in poslerior chimber IOL is implanted $ ith the Lrse o1'tibrin gluc.

.::..:"..rll ilirps \\crc constructed e\ilcll) l30 diagona1ll apa 1ollo\ved bv sclcrotorn\

.,lrtiincr' \\'as uscd. Anteriol \ ilrectom_v 11 as done. Sensar- 3 piece acr) lic lbldable IOL
... Tlrin sclela should b. kcpt in mincl nhilc choosing thc positioning of{iaps. An

- -.:lrlcaIci.)mealincisio.Firsi.thclcadiughapticandsLrbse.lLrenll)'lhetrailiDghaptic\\:rs
.- ::irr .rrc1 glipping ll G miclo rheris lorccp' (\licro surgical tcch.ologl. LSi). Bolh

' . -r ] iLlik.Ll inro d1e intaltrrncllar sclcral tunnel made u ith l6G neei-1le ir tlie becl ofsclelal tiaps
:rii: \\!-r-c sutured and lhe sclelel llaps $crc g1ucc1 olcf usirrs tibrin gLlle (fisseei, Baxler.

. ..r.ii\a o\.er sclera 11aps rvcrc closecl uith 10 0 rrouolilament nylon. Corneal $,ouncl *as
-.::raloscdafterremo\ingtheanleliorcharrbc|maintaincr.\tthccndofsurger).\\,ellcenlered

- ..'.itglLLed)lOLl\'asachicved.

-:'-:.::r\ecLrursc\\'asuncl:cntlul.HervisioninlproYedlo6,l(r(urlcorrecled\isualacuit).)atthccndof6
--.. 1r rrue leal l'crllo\ up, \ision relnaincd thc samc: lOl \\,as r,cl] ccntcred. stable \\iLh no

: -hurodoncsis: haptics lr er-e iu position * ilh rto extrusion.

: i:lO\
' . ir.liicil)li]lal) applonch ma! bc |cqui|ed t() trckle dle nlultiple disolders of HSS paticnts. '-"

_ r:r.rlnrologists have i lrlitor role !o p1a) as thc paticnts prcscnt $,ith nrultiplc pr-oblcms related to e,,es.
]i\ barng congcnital cataract or rDhakia in liter lilt (eitherdue to,spoilaieous absorption of lcns.or
.lrcr.rrrlofcrtrr'.rct,rui cni) SfccialattentioDshoLlldbcfei.l.lln-ingsurcicaltcahrent.Carelu

I !rrL nrLnJsrErl[ r\ irecJcd. 1OL srzing as \\'.11 ns high plus po\1,er IOL coLrld be an issuc in smal]
Shen et al lilc rcpoltcd piggl back JOL ini palient \\ ith iiSS.'

r:i aiood risual outcolrc was achlc\,cd in our pxtient rlhich |clieved hcr from aphrkic glasses and

-:nlll!dnlly rrprovcd hcl qualitl oflile. Houere1. catei.rlple opel alive planning. ileticulous surecn'ancl
,,. f osl operati\ e 1b11ow r.lp ar c nccdcd.

'. ihorl ere axjs and thin sclera need cautious hanclling cluring surgcn. Thcv pose r r:L ul fu\t , rlrr.rri\ !
: lL,toll\:. c\udati\ c rclinaldetachment and choroidal dell1chlrlenl. Ca.ies $ ith exudative |ctinal dclachnenr

-'r .peraLmg cataract in I ISS paticnts halc bccn repofied. ' Surgcon slrould kccp in mind sclerecloml il
. r.l a1.rscs. A vitreorelinal selLillq should be a\'ailabl!-.

.. rr rll) llxcd (glucd) IOL is a sale ancl elltcti\ e oplion ibr p1o\ iding \ isLrai rehabilitati(m in paticnts $ilh

:t :i lrkc trcics. dcmatroph) of lace, pinched nose.
_ .r::ril.1r h\ Foplasia. bluc sclera- microphthaimos.

ht_otlichotic patch on scalp. sprrs.

!'



Figue 2r a) Side p|o1i1c of lace; h) Beakerl n,lse. microphthalmos. blrc scicrr:d),\bnormal dcnrition. nticrognathia.
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