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PHLESTORY AND  INTRODUCTION

Duperv o I8%) presented the firsl case diapgnose:d
durang life aod contfirmed by sutopsy. He proposed (o

dame "Madadie de Roger” , (Cooley and Halliman, 1475).

The term "Mudadie de Roger " or "Rogers" discusce”
15 generally considered synonymous with asmal V.5.L.,

{lowler, 1980).

Tsoiated V.5.D. 1s Lhe most conmon congenital hewurt
defect, oceuring st a rate of slightly vver 2 per 1,000
Pive births und constituting over twenty of wll forms of

congenita] heart discase. (Wells and Lindesmith, 1985},

The effeet of V.S, D, on the patient depoends preinmi-
fily on the size of the defeet, and in lerge conmunicat-
ol on the resistuncee te blood flow through the Tungs.

{Grubmwm et ual., 19Y83).

About 25 % clhitldren with V.$.1). develop symptloms,
nsueily during infaney.  The remainder will be syimpton

{ree through cehildhoud.  Even among the forimer, the pos-
sibilily of w relutive decrcase in size or of spontunous
clasure of the defcet is appreciable, (Diekinson ot al

Ty

19615 .

The high incidence of spontancous closure or re-
duclion 1n the size of the defect introduces wn lutleros-
Ling challenge in Mg 1

infunts and echildren with

2

Central Library - Ain Shams University



venpicicuwiar septal defeet, The phyvsicoine cnoio e |
palivatys often must mateb the risks of developinen.d
putnionney vascular discase, buelerviat endocuydi i

the cisks of surgery itsel{ sgainst the chunees of

tuncous elosure {(Rudoiph, 1978).
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REVIEW OF
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Prevalence und Actio logy

Tlwently percent ot congenittai hoart palients hoave
venticular septal defect us o solitury lesion (Grahan ol

al., 1983).

¥ The incidence of V.S.1. in all live births is
approxXimutely 1.5- 2.5 /1000, The lower the prevulence
found by groups curing for adult with congeni tal heart
dlscases js probubly in large part due to spontdaneous
closure of o signifieant nunber of defoet (UGruhuam ot ul.

Ly83).

* Ventricular septul defeet is found slightly nwre
frequentty in Fenales as compared to mules with the QUpe-
rience of Hoffman and Rudolph representive of most scries

{96 % females 44 % mules) (Hoffmuan and Hudolph, 1865 1,

* Ventricular septul defeet is the nwost conmon

Fesiun i the majority of the describoed Chromos ol syi-
dromes dnceluding the 13- Trisomy, 18- Trisomy end 21-1ri-
SOV oS, Lo the majority of patients with V.S.0. (horo
thup 95 %), the defeet is unnssociated with ohr cowsomn )
abiicrmatlily, and the cruse §is  unknowi. Al tifuctorinld
votiolougy has been assunied in which interaction between
heroditary predisposition and  envivomnental influchees

results in the defect (Nora and Frauser, 14Y74),
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b Chromesonaul Cuuses

* Down syndrome is the Mmost common chromoesomna l

sbnormality.,

The incidence of curdiovasculur mal formation
Lt IXown syndrome is about 40 % V.5.D. makes up AppiroxXi-
mutely 28- 33 % of putients with down syndrome who ure

found to have congenitul heart disease (Spicer 1983).

* Trisomy- 13 aiso shows cardiac maiformution
in about 80 % of patients mostly in the form of dextro-
cardia with V.8.D. and pulmonary hyper tension { Tayier,

1s68) .,

* Mendeiian disorders stili appecar 1o wccount
Por u very smail {3 %) but very important subset of con-

geiilul heart discuse (Nora and Noru, 1978).

Ir- Peimary Fuyviromnental Factors :

T Only 2 % of congenitul heart discuse huve an
envirommentol, daetiovlogy  with very little if Hay pgoenelic
contribution (Nora, 1Y983).

* However, certain environmentual risks have been

implicated.
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L i bl s T il bV esn bl gl seldses s

[ Py
Alcohol, Auphetunntes, sox Dovimones wnd Ul b Do i .
tufections s Hubolla
G Hatelrnal o conditions

as Diwbetes, phenyl ketonuria.
(Nurw und Nora, 1974).

Yeodladtitactorial loheretunce

T oThe wost popular concept regarding vetivliogy is
Lhat cordive defeets aure duce Lo o combinutlion of geactile
witd environinental Intleraction. This multi fuctorial
netiolopy requires w ogenetic predisposition und un enwvi
rotmien bul Turutogen.}u which the susceptible felus is
crposed tnothe vulnerable puriod of cardiogensis.

(Nugent ct al., 1Y86).
¥ The persuned vulneruabie period for terutopgenice

fodluencee on the inter venleiceular septuni 15 between -

1

b duys ol gestation. (Nora, Lus3),
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EMBRYOQCLOGY

The process of sepuration of the ventricles is
intimately related to that of the sortic and pulmonary
erifices ut the distal end of the bulbus, and to the
division of the Truncus arteriosus into puimonary und
nortic channels. 'These processes are so closely inter-
dependent that they must be considered before the sepu-

roation of the two ventricles.

The separation of the two ventrieles from each
other  lesves the right ventricle in conmunication with
the right atrjun and with the pulmonary artery, and the
tell ventricele in conmunication with the left atriom and
the aortis, This involves a series of complex ¢hunges in
which three distinet faselors contribute to the formation
of the adult ventricular scptum- (a) The ventriculur sep-
turm, (b) The proximal bulbar septum, and {(¢) the atrioven-
tricuiar endocurdial ceushions. [(Warwiek and Wil liams, 1973).
At the 6 no stage of embryonic development during the Lat
ter part of the fourth week., The heart hus a cwmon  vent-
rieular chamber. At this stuge It begins to be partitioncd
by a primitive ventricular septum.  Gradually this primitive
septutin 18 trenslormed into the definitive venlricuiar scp-
Ltun., This oceur by the fusion of the primilive seplun shove
with the endocordial cushions and the aorte pulmonnry

sepbut (Pleuth, 1982). Untill this fusion 15 counplelo,nn
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e bap eniE LY hetweond These tan strueteroa, b

Tneerventricular foranen.

lu the process of chliteralion of (he 00

cieulnr formmen, lailure of fusion between Lhe nor

mednry septum and the primordial ventriculor seplw

sults in Type 1 wnd Type 11 defects,

1

I-‘_[ui i-

v

Imperfeet Tusion between the cndocardial cushions

tind the primordiat venlricular septum produces u Type 1711

delect. Faulty Tormation of the primordinl, ventr

seplum results in Type TV defecet {(Cooley, 19758).

Fhe ventriecular septum is considerod us pos
nascvlar und membrunous purtions, the musceular sop

sell s divided into Inlet, frabecular und outl et

Teular

N
i L

EETR TS

drbutur) components,  The itnlet musenlar seplan scpog ot

N

the septla) ceusps of the mitrols and (rievnspid valwe: . (i

tiiondribulae nmiscular seplus seporeies the right o i |

vestracular cutliow traetvs.  The trubecular sopiun,

ivodhe luregest part, sepurnites the fincly {rebeoaln
. N :

ettt ventricular spex from the more coarsely (enboen; 1y

Flght o venlricular apiecanl zone. The membrasions Ui

foosnei b b osirneture that is ddivided into two parts b

fnsoertion of the septlal ienflet  of the trienspid
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s insertion produce an wtlric-voenteiculur and intoer-

ventrieulur compenents . {Soto ot al., 1980).

Yentricular scptal defect varies in ol omni e
location und is best considered in relation te morpholo-
gle land morks of the normal heart. The most important
landmark is the cristay supraventricularis, the nuscular
ridge that separsates the main portion or body of the right
ventricular cuvity from the infundibular or outflow por-
tion. Ventriculur septal delects lie either ubove or be-
low this ridge? Defects that lie above Lhis ridge arc
called supracristal and constitute about 8 % of iscluted
ventricular septal defecet. Such gefects are siluated
inmediately beneath the pulmonary orific (sub-pulmonie)
50 that the valve forms purt of the superior margin of
the Interventricular conmunicution. When viewed from
the left side, the supracristal defect is found just
Below the conmissure Joining the left und right wortic

cusps {Perloff, 1Y78),

Some suthors call these supracristal ventricular
septal defeets infundibular, conal, or sub-pulmonury

{Moss, 1983).

Defevts that lie below the erista arc called in-
fraeristal and iy be located cither 1o Lthe area of the
membhranous 8eptum or the nuscular septum, or an the site

that would be vecupied If the defecet oeeurred ns part
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of un endocurdial cushions mmul formution (Perloff

1978) .

The nost common variety of the ventriculuar scptal
defect is infrueristal , lying below and posteriocr to the
¢rista in the region of the membranous septum. These de-
feets are often partially hidden by the septal leaflct of
the ticuspid valve. When viewed from the left side, they
sre found beneath the sortie valve( subaortic) elose to
the commissure joining the right and non-coronary cusps .
The atrioventricular bundle as it travels from Lhe AV
node to the ventricles, passes along the posterior und
inferior rim of the defecet. Ventricular septal defeets
in this position arc generally reffered to as membranous,

nithough they usuully involve an udjacent por tion of

the muscular septum {Perloff, 1978).

These defects constitute approxinmately 80 % of de-
feets secen at surgery or at sutopsy (Moss, 1983). With
the membranous  defects, there can be uvariable depree ol
na o lignment between the infundibular septum and the int-
crior ventricular septum such as asortic valve uppears to
overrvide the defect. In uddition when the septal commiss:

sure of the tricuspid valve is deficient ut its attachoment
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