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.' -- :::rntosis. ptosis. ancl epicanthus invcrsos sl,ndrolDe (BPES) is ao uncomrnondvsniomhic
_- .-.. rr hich primarily allectthe soft tissucs ol'thc tl]id thce.

..,;ro\\'i1ts ofthe eve opening (blepharophimosis)

: :,rirp) e,v"e lids ( pto sis)

.: up* ard lblcl ofthe skin ofthe io\\,ct e),elid nearthe inner comer ofthe cye (epicanthus i[\.ersus)

i:: is an incrcased distance belu,ecn th< rltqr cotner.q ul'the e_\ cs (rci!.ca[thus). Becar]se of these

: .;:l.r]:]ll":ill: 
pillenrs generally maintrrn .r ctrl n rip po.nLre * irtr r.rul hro\\ \ in or.del k) see cleart]....::er a|c unablc to open e) elids contpletely

' ' r:\ IIPES may also hare distincti'e |acial |earures including a br.otrd nasar bridgc. r.*,-set ea*. or.a-r ,lisrance ber\\,een rhc nosc and upper lip (a shoft philtr.urn). and are at; increased risk of
:r_: r isLralsvmptoms |elnted to myopia or. hl.peropia.

"- -: ltd not shorv any abnomalities on slit lamp examination.
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. - ,.:..r. telecanthus and epicanthus inversus x,as repaircd in the lirst
The correction s as done in rl o
stage and ptosjs r.pair donc in

:.jitron is catcgorised into tu'o rypes. T,vpc I being associated u.ith ptimal, orariall failure along \\ irh,.,bnolrnalities,$,hereastheTypellha\ingnosuchs_"-stenicasso;iations.

. . :ei I and II wcre each mappcd on the long ar.m of chromosome 3 to thc FOXL2 genc. Thc FOXLI
. rdes.instnrctioos for-uraking a protein th.rt rs eurrrc in the eSctLrlr rncl oiotrcs.l.hc mutations

': rr open fu11_\. Nlutations that lead kr a conrl,Lere loss ot FOXLI pror";, fi n.",o",rti"n-.ou." ilpit
lI]rll1l1Tfl1"li:l:.1.onnal 

devclopmcnl of musclcs in thc ey,etids. r.csLrlting in malfomcd el,elids

, r.rrtirllnss lerd tr, tsPES n fe l

'r'ron is tvpicalv i llerited in an aurosonar dominant pattern. rvith onry one copy ol the arrercd'j- .'r nj'rr ie,lcJliortrcr

---,-lrdt\\opatients\\,ithblepharofhimosissvndromeagedl0alldllvears.

&,- !<rati|e clinical assessment:

i.rlients presenred at our inslitute \,\.jth coilplaints ofdrooping olupper c)ielids since binl.l. as sraredLrl c\amtnarlon. $,e lound thctn to be hi1\ing bilslErtl ntosis. cpicaothus in\ersus and
- --.rs The Bfl\',\ in case I was 6i9 anrl the r.1ic 2 \.\ rs xt 6 12 rn both er e. Tha ,hi.ri^" ".,r ^,.. ,,_:..-

'- r :arents. On cxamination. $,e li'ound thctn to be havilg bi
eJ,es. Tha anterior and pojtarior

-_j.i1ses\!:creoperatedbythesamesu8eonandasimilarsurgical 
approi,rch alicr proper inibnned

j .r:es u:cre operateo fiy the same su8eon and a simi
--_ ::,rm the parents. Gcneral anaesthesia 1{,as given in boboth the cases



anodrcr stage 6ntondls 1atcr.

Epicxnfial irld and tclec.nthus \\as lcpailed usins the \lustarde' riouble Z plastl appro:rch' T' ' ' -

intendecl mcdial canlhus \\'as a (ed usinq a sterile rnarki g pen xs point A The skin $e: pi: '-
tou ads rnicllinc to oblitemte the epicirnthal lolcland thc existiug nlcdial canthus was n]arkccl as porr:: :r

1\,o rnarks r,crc.joinecl ancl therr midiinc u as bisccted b] tu o shol t lincs at 6ll i om * hich l$ o lll,'-.
djrecledat,l5'wercclr-a\\ntouardsthcinlendcdmedialcanLhus.TlrisZshapcclmarkingpattcrn\1ril:..'-
Llndcmincd and retlacted \1ith s1a), sutures. Thc sLtbcutaneoLLS lissue including the orhicular-is mu:..:
cui to exposc the medial canrhal ten,:lon. Theleatjcr.lhe pcriosteulll Lr\ er lhe nasal bone n'as cxfoseclrr:- : -

caDthal terldon \\,as lied over.thc poste or lacrimal crest \\'ith the help of ,1 0 silk double anned suiln':i '.

tt.ensnasal tvirirguls clonc inboth the ctrscs. The skiu \asthcn closed$ith 5-0 silk sutules. \1hic , -

rcnro!ed ou daV I 0 lostopcrttilel).

Theptosisrel)drisschealrr1cdtoberc1]airedinasecondstauc(,n],nnthslatelb)Frontalisslitlgsulgcll:-.
thecases$eielbllotlcdpostoperatilchandthcamountoftclecrnthusirndrepililccl$ilslnersucdill.].
clal l0alcladrisedtbllo\\ Llp at 3 monfis theleaficr.

B!!qlts!
Bolh thc cases showed good co1_rection offic teleca thLls. as measured posropcrati\ e1)

Disctlssiq!

The fi-catrlent ofblephalophirnllsis s_\ndromc |ccNires a cornbination ofPropel paticut education abc.. :

.liseasc cuLiL\ alonguith supporl tiont pecliatric enclocrlnologi\Ls and gcnelic cousclor-s in the nl._-: -

nrantgc|tcniol rhc iliscase. The surgical ntrnagantcnt IeqLtira a Clcli oculoPlastic apfroach aS this s) nlil

is assiciit.-d $ ith r lr icd cll sDtorphic 1'eatu|cs. Tincll sLrl gical ilrtcn enlion is advised in ordcl to prr.:
Lherisurlrccluiq.clsedclrreaulcadtothedcrelclt rcntofrnthl_lrrpiainse!erecascs.NlanvsutscLrrl::,
Lla).s prclir.r1l.- stlge rcpair ofborh relecanthus. epica|lhus rnd ptosis. This has also slro\t equi'., -

re;Lr1!.s and thLlS thc cholca ofreprir rcsis \\ 1th tltc clinrual.iucllemeDl nnd.xpcrtise ofthc operatirlg stLr!.

CASE I :At presentation. on day I andda-v 10 postoperativcly

I
I

CASE 2: at presentation and Day 10 postoperatively


