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The incidence of congenitai heart disease was underestimated by earlier studies, as
it is now apparent that it occurs in about 1 ‘~i~ of live-born infants. Transposition of the
great arteries (TGA) is one of the most frequentiy occurring forms of cyanotic congeni
tal heart disease, and is the most common form of fatal cyanotic heart disease in the
first year of life. According to the New England Regional lnfant Cardiac Programme
(Nadas et ai 1973), lO.8Ç~ of 1,564 infants studied with congenital heart disease had
TGA. In this paper we report our experience with TGA and outline our present
management policy for treatment of various forrns of T(;A.

TGA +Jntact Ventricular Septum

About 5O~ of the patients with TGA have an intact ventricular septum (IVS)
and owe their survival eirher to an atrial septal defect or a patent foramen ovale. Our
policy is tu perform Rashkind’s bailoon atrial septostomy (Rasbkind et ai 1966) at the
initiai cardiac catheterisation in every patient with T(,A and IVS (Table 1).

Table 1
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If the child improves, he is carefuliy followed up. Recatheterisation and angiocar
diogram are performed at the age of 3-4 months. An intraatrial redirection of venous
inflow (by Mustard or Senning operation) (Mustard 1964; Senning 1959) is then
scheduled for the age of 8-12 months. lf the child does not improve following .atrial
septostomy, recatheterisation is performed to ensure that the septostomy is adequate
and also to exclude additional cardiac lesions. If arterial oxigen saturation remains low
(less than 20-25mmHg) and metabolic acidosis is present, a Mustard or Senning
operation is performed without deiay, irrespective of age or weight of the patient. The
sarne policy of early intraatrial redirection of venous return is applied for patients who
deteriorate after an initial improvement following septostomy.

The alternative form of eariy management wouid be surgical septectomy (Blaiock
and Hanlon 1950. The disadvantage of surgical septectomy is the mortality associated
with the procedure and the fact that in some infants even a resection of a large part of
the atrial septum does not improve mixing. This is presumabiy the result of a similar
diastolic compliance of the two ventricles, the pressure difference between the two atria
being too small to allow bidirectional flow. Surgical septectomy will also cause adhe
sions which may increase morbidity at subsequent corrective operations.

The hospital rnortality rate following the Mustard operation for TGA+ IVS has
been reported from various centres and these results are shown in Table 2. Currently, a
90-95’Á survival rate can be expected. The risk of the Mustard operation in the first
year of life is no higher than the risk in older children, and in our experience this has
been even lower (Table 3. In the small group of sick infants who require operation on
an ernergency basis, the operation carnes a high risk (Alfieri et ai 1977; Subramanian et
ai 1973; Stark 1973).

Tubic 2

Mniiard fiperalion fir !ranllm.lilu?ll o! lhe J~rea! arlerlel
and ililaci i’eniriciilar .repluiu

,~utll,,r Yc r No Da-d

Trusier e~ ai 9 1 9] 1 1 1 1 ‘4
(kIcrt ei ai 9 7 21 1) —

Turiey e ai 19 R 51 1 7’Á
Zas’anviIa c ai 19 8 1 i 1 9’Á
( ,rcat Orm~ncI Sircei 19 8 107 27

‘IahIc 1

Me iard operalinil for i ran i jir~ ,ii,,n oJ lhe ~ real a rierle 1

and inlacI teu! l1L li/ar e/ti/mi ( lirtl ;‘ear of /ije)

A~nI \ Y~r~r 01 I h~ouI I

AiÍicri ~ ai 977 2% 5 i%’,/
Ou iey ei ~i 976 27 (1 —

IiarrurBctycs 1971 17 2 1 2’Á
Ocicr ei ai 977 26 (1 —

Sark 977 80 5
Zavaiieila ei ai 197% 1 .1



TRANSI’OSITION ()1 THI (,RI~A1’ ARTI Ril~S 47

During recent years, there has been a reviva1 of the Senning operation. Quaege
baur and coileagues (1977) presented an impressive series demonstrating rhat the high
risk of this operation in earlier years was probably due to the selection of parients
rather than the operation itself. Their results, as welI as. those of others (Table 4)
compare favourably with the best series of Mustard operations. One advantage of the
Senning operation is that only living cardiac tissue is used for repair, increasing the
effectiveness of the atrial contraction, compared with other techniques, Another
reported feature of the Senning operation has been the low incidence of dysrhythmias.
Our oWfl experience with the Senning operation is limited to 19 children. Currently, we
are using both techniques and plan to restudy and compare both groups of patients.

Tabh

Sen,u,zg opc.ratiofl for T.G.A.

AorI,ur NLI,nhcr I)wtI

Quaegcbcur ct ai 977 20 2
Parenzan ct ai 1978 21 O
Pacifico 197% 8
Stark 1979 19 2
Tool 71 5

7’GA + Ventricular Septal Defect

A ventricular septai defect (VS1)) occurs in abour 25~ of patients with TGA.
Pulmonary vascular disease develops eariy in patienrs with TGA+VS1) (Newfeid et ai
1974; Stark er ai 1970; Wagenwoort 1968) and, therefore, operation shouid be
performed at an eariier age than in patients with simple TGA.

Our current management poiicy for patients with TGA+VSI) is iiiustrated in
Table 5. In ali infants with TGA+ VSI), bailoon septostorny is perforrned ar the time of
initial catheterisation. 1f, after septostorny, congestive heart failure is controiied, the
chiid is resrudied ar three rnonths of age. Patienrs with a puirnonary artery pressure iess
than 1/3 systernic are treated in the sarne way as patients with TGA+ IVS. if, howcver,
rhe pulrnonary artery pressure is more rhan /3 systernic, an intraatriai redirection of

(Mustard or Senning operation) and closure of the VSI) is performed
before the age of six rnonrhs.

Patients who remam in severe heart failure foiiowing septostomy, constitute a
difficuit grou~) whose treatment is still a matter for discussion. l’ulrnonary artery
banding or early correction are the possible alternatives. The results of correction
during the first rnonrhs of life are unfavourable, when rhe mortaiity rate of pulmonary
artery banding is about i2~ (S~ark et ai 1970. We, therefore, considcr puimonary
artery banding in the first 2-3 rnonths of life. The subsequenr managernent of patients
with a banded pulmonary artery is controversial. Intraatriai redirecnon of the venous
fiow (Mustard or Senning operation) pius closure of the VSL) and debanding of the
pulrnonary artery can be done ar rhe age (>f 12-1% months. Alternarively, a Rasteili
operation (Rasteili et ai 1969 can he perforrned later.

The operative rnortality for patients with T(~A+ VSL) is higher than for simpie
T(,A (Table 6). The risk depends partiy upun the position of the VSL)-and its relation
shi ~ tu the trictispid and mitral vai ve, and a iso on the degree of pu 1 mona ry vascip lar
.lisease.
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Tc;A ÷ VSD÷ Lc~fi Vc)l/rjc~’//,,r 01//fiou T~ict Ohstrnction

The (Ï)Iflbiflatiofl ~>f TGA+ VS[) and Ieft venrricu1~Ir outfI(>~v tract obstruction
( LVOTO) rcmdins rare, oCCurI-ing in only ().67~X of thc paticnts w.ith congenital heart
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disease revit~ved by Keirh .11k1 c~Iieagties in 1 97~. H ‘ever. si~nificaiu obsti-uction
occurred in 31 ~ of rheir patieiits wih 1( À + VSL), au incideiice wlNch •~rees with
fii~ui-es re or~..d bv oher cent les ( Vau l’raat.~h eI ai 19771. lhe catises of obsrructions
ai-e mukipie and m~i lkcur ar varlous leveis. hbrous tuniiel ber~veen the venruicular
septal defect and rhe ptim~i~try vaive ring. fibrous diaphragm. hyperrrophied intraven—
tricular seprum. abnormal inserrion ,ind or .ibnormai movement of the mitral vaive,
accessorv librotis tussue associated witii the mitral vaive, aneurysm of the n~einbr~inous
ventricular septum or tricuspid v.iive tissue and, ri rel~’, puimon.iry vaive stenosis h.ive
ali been described as causes of i.VOT() ç.shrivastava er ai 1976; Silove er ai I97~; Vidne
er .~l l9~(~). l’he surgicai teliei oi some of these is difficuit (fibromuscular wnnei 1, or
impossible çabnormaiities nf the mitral vaive) •und can resuir iii irreversibie dumuge to
rhe .idjacent structures such as the bundie of His or rhe mitral ~‘alve. I~arly atrelilpts to
combine the Musrard procedure with ciosure of the VSI) and resecrion of 1_VOTo were
mer with disappointin~ resulrs (1)anieison er ai 1971 ; Breckenridge er ai 1972). Iii 1969,
Rastel Ii and h is associares deveioped a n a na tom ica 1 correcrion h )P tu is combina tu in of
lesions Rasteili er ai 1969). The principie of rue operarion consists of redirection of
biood ar ventricular levei throut~h the VSL) in such a way that the left ventricie empries
inro the aorta. The puinionary ar rery is then li~ated, or divided and oversewn and the
contimuiry berween the righr ventricie and puimonary artery reestabiished with an
external vaived conduir. Horh physioio~icai and anaromical correction is achievcd since
rhe ventricles and great arteries become concordant.

Our currenr approach for patienrs with T(;A. VSI) and LVOTO is iiiustrared in
Table 7
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Builoon at riul septostomy is performcd ut the time of cardiac catheterisation as ifl

ali orher infants with J( A. Shouid cyanosls or polycythaernia increase, II IS our policy
lo pcrform a sysrcmic Lo puimonary shunt. Besides carrying a iow risk, rhe shunr
enables us (o deiuy the R,tsrelli procedure until the patient is 4-5 years oid, when an
aduh size conduit can 1w used. Our first choice is the Bialock—laussig anastornosis Ofl
the sitie opposite to rhe side of the iorncurch. Using mugnification, microsurgical
tcchniciues and m()bilization of rhe lnnominate and carorid arteries, the operation can
he performed even in rhe first day or life. in parients in whorn the anatomy is not
suit.tbie for Bluiock-Taussig shunt, one can either perform a Waterston anastornosis
(Watcrston i 962) or use a (ore-tex prosthetic graft. Oiir experience with the use of the
Gorc—tex prosthetic graft has been encouraging. In this operation, rhc fiow is controlled
by the diameter of rhe suhclaviun artery, thus a 5 or 6rnrn graft can be inserted
irrespective of the age of rhe patient.

The rcsults of the Rasteiii operation as reported from severui centres are shown
on Tabie 8. There has been a significant reduction in rnorraiity rales during rhe iast few
yeurs. Early cleaths were mainiy related lo unfavourable anatornic features, conduit
compression and superimposed sepsis. Consicierable late rnorbidity and mortality has
been reported foliowing the Rastelli operation. Marcelletti et ai (1976) reported a iate
mortaiity of 8.5Ç1 . in our series, seven children died in a group of 37 eariy survivors
(late rnortaiity rate of 17.1 ‘X . The iTiain factors contributing t() iate morbidity and
rnortality werc residual ventricular septal defects anti ínfections.

Iublc 8
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Marcclkii et ai 1972-75 25 2
( ;~ Ormond Strect 197 1 -76 28 1 ‘Á
(rcat Ormond Strccn 1977-78 1 (1 1)
Hcck er ai 1972-77 9 (1 1)
NÓrwo~ uil ~t ai 1972 —76 7 (1 1)

TGA+1VS÷LVOTO

The causes of LVOTO in patienrs with intact ventricular septum are the sarne as
those described for patients with T(;A, VSD and LVOTO. However, a pressure gra
dient between the left ventricle and pulmonary artery in a patient with T(;A and IVS
does not necessarily mean that an anatomical obstruction is present, as the gradient
rna.y be due to an increased blood flow across the lefr ventricular outflow tract. Flow
gradients up to lOOmmHg were abolished, or significantly reduced~ following the
Mustard or Senning operation.

Our current policy for patients with TGA, IVS and left ventricle to pulmonary
artery gradients depends on the underlying cause of the obstruction (Table 9). If no
anatomical reason can be identified on angiocardiography, a Mustard or Senning opera
tion is performed using the sarne criteria as that outlined for patients with simple TGA.
If an anatornic obstruction is diagnosed, the approach will depend on its anatornical
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Yr~ IÍ c-uiupke ur iiear cuI1~I)Ietc. relief ul (h ubstrtiutiugi Is tu be expcc.ted ai.
Iiuil (fibruusshe Ií. ~tneurysnt ul tíw membr~iiiuus intr.ivcntricular septum), we fuIluw
thc s.tiïic CliteFla tisc_cI lsir p tieiits wii.h simple ‘I( A. Ai. the time uf infli;w currection,
the uI)st rtic (II) is rcsectcd t h ri ugh a pu 1 m~ mary ~i rIem )(( my ( )r, ( iccasli na! Iy, th r ugh a
sh r( lefi vei ii ricu Iui i in~ y.

II sttrgic.il reliel uf LV( )l() is likely tu difliculi. (fibruiriuscular tunnel ) ur impussi—
ble (abi irm~ilities uf che miti.iI v.IIVC) the uperatiun is delayed. Shuuld cyanusis and/ur
pulycythJemi.l iflcre.lSC, a systemic tu ptIi~t~try shunt is perfurmed. If there is any
d( >ubt ab >u É the eificieiicy (>1 a bal h x ui ai. riu! sepo s n )my, su rgical sepwcn )rny rnay 1w
recJuire(I ai. he tinw uf the shiint ()perati()n, as ii. is impurtant rhat au adec1uurc intraat—
rial commullicatiun is preseiit iii such patiencs.

lf relief uí the ubstructiun scems inipussible, ~>r ií after atteinpted relief the
pressure in thc Icít ventricle rem~tins supra-sysrcniic, with a pulmunary urtery pressure
lcss th~tn ~OmmHg, a lefi. ventricle tu pulmunary artery conduir (McGuun 1976; Singh
ei. ai 1 976 is considercd. II the Ieft veiil ricuLt r and pulmunary pressures do flui. mcci.
this criteria, au infhiw currectiun amue is perfuri~ecl In uur experience, we have
ubscrved thar residual pts~u~~ ~radients were well tulcrated clinicaliy up tu 12 ycars
ufrer uperatiun, and ai. repeut cardiuc carhetcrisatiun the gradients usually ,,dicl flui.

increase.
Table 9
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To opcrat~ve mortality of p&Itlcnts wirh T( A, IVS and l.VOT() is highcr than iii
simple T(A (ldriss .il 1977). Bcrwecn 1971 and 1978, wc opcratcd upon 26 paticnts
with TGA, 1VS and LVOT() with four dcaths ( 1 5~’~ mortalicy ratc). Bctwccn 1971 and
1979, nin~ chiidrcn wirh T(;A, 1VS and l.VOT() had Mustard or Senning operations
pctormcd. and iii addition thc insertion of a lctt ventricle co pulmonary artery conduit.
Thcrc were thrce carly and (>flc iate dcachs.

•7’~,1 + Pulmonar; ~ Oh.ri,wcti,t’ DiscasL’

Patients with T.GA are known co dcveiop puImon~iry vascular obstructive disease
(PVOI)) ar an cariy age (Wagenwoort cc ai 1968). Tbe coexistence of a iargc ventricular
septal detcct and/ or pa teor ductus a rtcriosus accelera tes che development of PVO[),
and a substancial number of paticncs ~vith chese associated lesions wiil have a fixed high
pulmonary arteriolar resiscance by che end ot che first year of life (Newfeid cc ai 1971).
Alchough much iess common, PVOI) does occur even in patients with TGA and IVS
during che first year of life (Lakicr cc ai 1975).

lo carlier )‘cars~ the Mustard operation in patients with severciy elevaced pulmo
nary arteriolar resistance (Rp) rcsuited in a high mortalicy, or chese patients were
considered inoperable (Mair cc ai 1971). Furcher progress of PVO has been observed
after the Mustard operation (Mair et ai 1976).

The face of children wich TGA, VSI) and PVOD was rnuch irnproved by che
concept of the pailiative Mustard operation introduced by Lindesmich in 1972 (Lindes
mith ec ai 1972). The intraarriai redirection of venous inflow is performed, but the VSD
is ieft open, The principie of the pailiative operation can be extended to patiencs with
T;A, IVS and PVOD, as reported by us (Stark et ai 1976). A Muscard operation is
performed and a ventricular septal defect created in the apical portion of th~ interven
~ricu1ar septum.

Our present po~icy for patients with TGA and PVOD is as foiiows: lf the Rp is
more than 8 units. m, a pailiative Mus~ird operacion is performed (if there is cio VSD,
an apicai VSD is created). If the Rp is less than 6 units. m, a Mustard or Sennin~
operation is performed and the VSD ciosed. Patients with Rp between 6 and 8 units. m
are assessed on an individual basis. The age of the patient, the appearance of the
pulmonary vesseis on angiocardiography and lung biopsy resuits are factors that can
affect the decision on whether or not co dose the VSD.

The resuits of pailiative operations have been good. Not only has che hospital
mortaiity been iow (Tabie 10) bur che ciinicai improvement in most patients has been

Table 1(1

Pa//,~gj,,c~’~ opL’ra!ion for tOln.1j50.r!Iioll of lhe gleal allerie.r uith .rezele

pll/mon~,1) ia~~u/ar ohiiiiiciije dise~,.ie

,~iI,,,r ~

I.indesmjth 975 1) 1) O
Bernhard 976 3 1) 1)
Mair 976 8 1) 1)
Oelert 977 8 12’,’
(;reut Orrnond Streer 197$ *1*

In,j~,I~s O ~ s, T( ,A.IVS
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remarkable. To date, our own experience with the pailiative Mustard operation consisxs
of 38 patients, 32 of whom had a VSD and six had IVS. One patient out of 32 with
TGA, VSD and PVOD died (39v). There were two deaths among six parients with
TGA+IVS who had a VSD created.

Good resuits achieved with the pailiative Mustard procedure should, however, not
diminish our efforts to diagnose and trear ali children with TGA eariy, i. e., before
severe pulmonary vascular disease deveiops.

Complications and Late Results of Miistard Operation

Several complications have been reported afrer Mustard operation. These include
systemic venous obstruction, puimonary venous obstruction, tricuspid vaive incompe
tence, arrhythmias and. right ventricular maifunction (Mazzei er ai 1971; Stark et ai
1972; Tynan et ai 1972; Ei-Said et ai 1972; Jarmakani er ai 1974).

Vena caval pathway obstruction, usuaily superior vena cava, has been repeatediy
reported. in our own series, obstruction of the vena cavai pathway was rnuch more
common in patients in whorn a Dacron patch was used (3O~ ) cornpared with those ifl
whom pericardium was used (5~ ). Obstructions of the inferior vena cava is very
unusuai, especialiy if pericardium has been used for the atrial partition.

In the iast few years, ir was recognised thar obstructive complications were
mainly due to faulty operative techniques. Some technical modifications were intro
duced, and since we started using pericardium cur into the trouser-shaped patch, as
described by Brom (1975), the incidence of obstructive complications have decreased
sharply. During the period 1976-1977, we perforrned 69 Mustard operations in our
unir. Of 52 hospital survivors, oniy two deveioped obstruction and were successfuiiy
reoperated. We prefer the right thoracotorny approach through the 5th intercostal
space when perforrning an operative revision for systemic or puirnonary venous
obstruction (Szarnicki et ai 1978). The sarne approach is also used for reoperations for
trictispid. incornpetence or residual VSI).

Tricuspid vaive regurgitation is another reported complication after the Mustard
operation. In 1972, 17 of 17 survivors of the Mustard operation performed in our unir
had some degree of tricuspid incompetence, bur oniy in three patie~ts was it judged to
be severe. Two of these three patients had abnorrnal rnyxornatous vaive cusps. lEi
patients wirh TGA .tnd VSI), retraction or detachrnent of the septaí cusp of the
tricuspid vaive rnay .be a contributing factor. We are very careful when retracting the
~aive and never detach ir.

Arrhythrnias foiiowing Musturd operation have iong been recognised as an
important factor in postoperative rnorbidity and rnortality. (Ei-Said er ai 1972; Isaacson
et ai 1972; Breckenridge et ai 1972). ir is .now considered that only 24 hour rnonitoring
can evaiuate such arrhytmias, and even then ir may be difficuit as some of the patients
may possibiy have arrhyrhrnias preoperativeiy. M~.Iifications in operative techniques
were introduced by many surgeons iii order to reduce the incidence of postoperative
arrhythrnias. [)irect d~mage to the atrioventricuiar node should obviousiy be avoided.
Carefui use of intra~ardiac suction, especialiy around the coronary sinus is recom—
mended, as w~ii as/piacement of the superior vena cava cannuia. weii away from th~
sinus node. injur)/to the SiliuS node artery shouid also be avoided.

L)eteriorarion in righr ventricular funcrion has been reported in some patients
after the Mustard operation (Jarm~kani et ai 1974; Hagler er ai 1977). It is stiii
unknown what proportion of patients with T(;A are likely to develçip this compiication
and, if So, the degree of sevcrity.
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Lwzg- Term i’?es,tlis

Reports on the iong-term results of the Mustard operation vary frum pessimistk
(Hagier et ai 1977), tu optirnistic Charnpsaur et ai 1973): The Iate results ar Tbe
Hospital for Sick Children, reviewed in 1976 (Schmitz et ai 1976) showed rbat therc
were 25 iate deaths (1 5’~ in a group of 161 patients stlrviving tbe operatiun peformed
during the period 1965-i971. 78~ of tbe patients reviewed were normaiiydeveioped.
attended normal schooi and enjoyed the sarne activities as their peers.

To evaluate the exercise tolerance of patients after Mustard uperation, a study
~~‘as conducted in our unir (WeiIer et ai 1978) un 44 asymptornatic patienrs operated
upori between 1965 and 1971. Only patients who had little (>r nu subjective exercise
limitation and were living normal iives were studied. The study sbo~~ed tbat many of
these patients had achieved a normal working capacity, bur as a guup rbere was a
sraristicaliy significat reduction whcn compared bealrhy children ( P<O.O() 1). Tbere was
no significam difference between the group uf parienrs who had Musrard uperation in
infancy and those operared upun later.

1 ulnre 7 rends

Airbuugb intraatriai redirecriun of vcnuus return ( Mustard or Scnning uperation)
lias enhanced long-rerm survival rates and functionai capacity, ir iacks rhe achievernenr
uf a trucanatomicai currecrion. As previousiy stated, tbe long—rerrn results are stili a
matter for discussion and analysis, and scriuus doubrs exist as to rhe capability of tbe
rigbr ventricie and tricuspid valve tu sustain a systemic pressure for a iong time. Becu er
ai (1975) repurted rhe~ uf congenitaiiy maiformed rigbt ventricular muscuia
rure and a high incidence uf abnurmaliries uf the tricuspid vaive rnecbanism in speci—
mens wirh T( A. ()ne possibie answer tu rbis prublem may be retransposirion of tbe
greur arteries wirh rbeir coronary supliy tu rbe apprupri~ite ventricles. 1 n 1975, Jatene
and bis culieaguesacbieved rhe first successfui survival hy grear artery reversai, modify—
ing a techniciue previuisiy descrihed hy Baffes ~ind cuiieagues in 1961. Since rben, tbe
sarne te~hnique lias heen occasiunaliy appiied tu patients with T( A and IVS (Mauck er
ai 1977). The rnortaiity rate associaced with tbis uperation remains bigb (jarene cr ai
1976). An interesting approach has l)eefl suggesred and pracrised hy Yacuub. Parienrs
wi rh T( A and 1 VS ti nde rgu ba nd i ng uf tbe pu 1 m~ aia ry a rtery anti a jatene opera ti( in is
perforrned a few muntbs later ( Yacuub i977.. If this operatiun can Lw performed wirh a
iower risk and rhe iung—term results prove acceptabie, ir inay becume the uperatiun uf
choice.

Anuther pussibility ((>111(1 l)e au aiiatumicaily cirrective uperatiun descrihed mdc—
pendenrly hy Kaye, l)amus ~ind Stanscl iii 975. The pulmunary artery is rransected and
irs ~ purtiun anasrumused cml tu side tu the ascending aorta. he continuity
hc~ts~een tbc right vem ride and che distai pu imunary artery is then reestabi ished hy the
i nsertiun ( f an ex t racard iac vai ved c( mdiii t . Th is ii lipri ach is 5( mewba É iess a ~ip~1 ii
as ir requires thc insertiun uf a cunduit in evcry patient with T( ;A.

R ES ( J MD

TRATAMENTO CIRÚRGICO E RESULTADOS NA 1I?ANSI’OSIÇÃO DOS GRANDES VASOS

Pensava—se que a incidcncia de cardiupatias congénitas era baixa mas sabe—se
actualmente tjiie ocorre em cerca de 1 “~ cicis nados—vivos.

A traflSpOSiÇ~o dos grandes vasos (TGV) é uma das mais frequentes cardiopatias
congénitas cianosantes e é a mais comum entre as que sito mortais no 1 . ano dc vida.

Neste artigo descrevemos a nossa experiência com T( V e aprcscntamusaiorma
de tratamento que p~reieriinos nas suas diversas v~iriantcs,inatómicas.
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Constituem cerca de 50’ dos doentes com TGV, e devem a sua sobrevi~ência a
uma comunicação inter auricular (>1? a um «foramen ovale» patente. Nelas se ~ a
indicação terapêutica primária de septostomia de Rashkind ao mesmo tempo que se
realiza o primeiro cateterismo cardíaco. Se o resultado obtido é bom a criança é seguida
até à idade de 3 ou 4 meses, altura em que se repete o cateterismo. Entre os 8 e os 12
meses de idade realiza-se então uma intervenção cirúrgica venosa intra e irdíac

Descrevem-se as alternativas de terapêutica cirúrgica nestes casos.
Mencionam—se oS resultados e a mortalidade da operação de Mustard descritos cm

vár~~s Centros.
Recentemente a operação de Senning tem de novo passado a usar—se e os resul

tados obtidos são favoravelmenre comparáveis com OS da operação de Musrard.

TG V+ Coiiiiinica~~7o inter- i cal IiCu/~1 r ((.11

Em 25~ dos casos de TGV existe uma CIV. Nestes doentes aparece precocemente
doença vascular pulmonar e por isso a operação correctiva deve ser realizada mais cedo.
A mortalidade operatória em doentes com TGV+CIV é mais elevada do que nas TGV
simples.

TGV+-C1 V+Ohji,w~7o da caniara dc Salda Lio 1(111 1./CHIO L’.)

Este conjunto de malformações ocorre em 0,67’ dos doentes com curdiopatias
congénitas. No entanto, em 3 1 ‘.í destes doentes a obstruçào da câmara de saída do
ventrículo esquerdo é significativa. As tentativas de ressecçao da estenose ventricular
esquerda sempre deram mortalidade alta até que. em 1969, Rastelli et aI. descre~ eram a
correcção anatómica deste conjunto de lesões, dirigindo o sangue do ventrículo esquerdo
para a a i rta através da CIV e liga nd ‘~ e n tr ícu h cl irei to à a rté ri a pu 1 m )na r pt r
intermédio de um conduto valvulado.

.1 c; I/+ 1*,cn~a 3 oscular ~u/m o no i:

Depois de se ter considerado esta associação como simónimo de inoperabilidade,
passaram a obter-se bons resultados operatórios com a técnica de operação de Mustard
paliativa, descrita por Lindesmith, em que não se faz o encerramento da CIV.

Descrevem-se em seguida os resultados a distância das correcções cirúrgicas das
TGV e revêem-se as possibilidades futuras de técnicas descritas recentemente como a
operação ou de SWITCH arterial.
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