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Interest in congenital heart disease has
freased in recent year due to advent of better
fods of diagnoses (such as cardiac catheterisa-
B and angiocardiograms), and the spectacular
ces 1 surgical treatment for correction of
fiac defects.

In the past Rheumatic heart disease was
eved to be the most common form of cardiac
e in children. Recently, however, it has

= obvious that in the West congenital
 disease is the more common of the two.
Keith(3) cites a 20:1 ratio for congenital
cumatic heart discase.

‘The first account of congenital heart disease
672 when a case of cyanotic heart disease
g tetralogy of Fallot was reported by
en. A hundred years later, in 1777,
wrote an account of a child who

paroxysmal dyspnoea which occurs
i€ heart disease.

5 Peacock published his book on
disease.

8 Etienne Fallot reported a series of
larified the syndrome bearing his
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The brilliant work of Helen Taussig from
1930 onwards led to the first heart operation—-the
Blalock—Taussig shunt m 1944. Later it was
followed by other heart operations.

The major therapeutic problems in pediatric
cardiology are confined to early infancy, since
serious cardiac malformations and mortality are
comparatively high 1n the first year of life.

According to Taussig, a large number of
malformations can be delineated by careful
analysis of history, physical examination, X-ray
studies and electrocardiogram. In some cases
additional studies are required, such as cathe-
terisation and angiocardiograms.

There 15 scarce information on the incidence
of congenital heart diseae in children alone
especially in Pakistan. as most series published

include adults and children. Autopsy series show

more serious lesions while clinical diagnoses
favour others, and differ according to the
experience and clinical acumen of the physiciarn
who examines the case.

Material and Methods

190 cases of congenital heart disease were
studied in Unit-T of the Children’s IHospital,
Jinnah Postgraduate Medical Centre, from
July 1968 to June, 1974, a six year period. This
is purely a clinical study and no autopsies were
performed.
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A detailed history was, taken on adrmssmn,

including preﬂa‘{al hsstory “uch 'as intake of

drugs by the mother, infections, toxaemia of
pregnarcy, hydramnios and othef conditions! of
etiological significance.

Clinical examination of the case was done
by the' same paediatricians and‘all complicated
cases were also seen by a cardiologist.

Standard 12 Lead Electro-cardiograms and
chest X-Rays in three positions (P.A., Left
lateral’and right anterior oblique) were done on
admission’ i ‘all cases except” those seriously ill.
‘They were repeated in ‘complicated cases-as and
when necessary.

Age, 'presenting  symptoms, *¢clinical signs,
investigations and’ follow-up 'in the ‘ward were
recorded in all cases.

Five cases had cardiac catheterization; three
with cyanotic heart disease and two of the poten-
tially cyanotic group.

In the younger age group (Under one year)
cyanosis' may occur in other conditions such as
pulmonary disorders and intracranial lesions;
therefore only those cases with obvious:clinical
signs of heart disease were included in this'study.

Results

During the period of this study. the total
admission in the ward were 7480, and cases of
congenital heart disease were 190, i.e. of the
2.59%, admissions (Table I); of these approxima-
tely 699, were acyanotic and potentially cyanotic,
and 319, were of the cyanotic group. There was
a preponderance of males over famales-109 males
(57.39%,) to 81 females (42.7%,).

Tablel Congenifal HeartDisease, Paediatries
Departm(:’:t Unit-1' JPME. “Karachi.

July, 1964 to June, 1971.

Total Admission. 7480
Total Number of Congenital Heart
Disease Cases.

190-+2.59%

-Acyanotic and Potentially Cyanotic | Cyanotic.

131
(63.94%,)

39nais
(31.06%)
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The incidence of consanguinous (first cousin)
marriages was very high i.e. 71.29, compared to
about 45%, in the general population. A positive
corrclatlon has been reported between advariced

‘maternal age and incidence of congenital heart

disease, but this was not found in our study.
A higher incidence has also been reported in
premature mfants, but this could not be con-
firmed as most mothers did not know the bu‘th
weights of these children.

In the acyanotic and potentially cyanotic
group the three most common defects seen were
ventricular septal defects 39.46%,, patient 'ductus
arterious=12.19%, and’atrial septal defect=7.9%,
(Table IT).

Amengst the 59 cases of cyanotic congenit
heart disease (Table III), 14.73%, cases of Fallot”
tetralogy were seen; 7.62% cases were undia
gnosed, the majority (11 cases) of these havin
expired within 48 hours of admission.
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arachi.

2

menger’s Syndfome ) (407

4

2 105

OT1 Lio.529z01
1 -k0.509%

! 1.05% -

'-‘f_ 75 30.46%
— 23 12,109,011
18 7,909
m Primum Defeét b5 —2.63%
Pulm. Venous Return. 29— £05%

/o Cases were under one year and-

sase-each of transposition of the great,
 and Fallot’s tetraolgy were also noted inc

with Down’s syndrome though, Berg
. Iljates(l) ‘have reported that trans-
L of the great vessels is not found i
#sm and that tetralogy of Fallot is seen!
guently than in controls, ’

ole V shows thgt over half the cases with”

ﬂ Y "'58.'54% .

ander two vears of age. The incidence dec.” -
increasing age as seen in Table IV. 21

there were six cases’of Down’s isyndrome;
2d ostium primum defect and two had VSD.

——

ie D and S dstinm  phinaig | defect presentediwith
- failure to thrive and respiratory infection. OF
~ 1the 28 cases of Fallot’s tetralogy 17 were brought

~ for cyanosis and- five with- growth- retardation;
one case had associated hemiplegia,

~Clinically (Table VI) the majority of cases
presented with cardiomegaly, murmur¢] and
signs “of cardiac failure. Only “three “cases of
Fallot’s tetrology had cardiomegaly and cardlac
failure, However, in the cyanotic groupefthe
31 casesother than F. allot’s tetralogy,

16 camewich

Roentgenologic find ings (Table V’Il)uerc
consistent with the diagnoses ‘made, as were
the ffﬁdings on electrocardiography (Table'VIIY).
Onecase of dextrocardia was seen a§n01f§ét the
28/cases of Fallot’s tetralogy. One case of - VSD
had ™ complete “Heart block: - Paroxysmalatrial-

sdachyeardia was found jin. one case swith an
~ostium-primum-defeet,and auriculaz fibrillation
- Was'seent in one case of Ebstein’s anomaly.

LHUENAE |

- 'I“_‘gablgl_II%Qongenital HeartDisease. Cyanotic.

Department of Paedlatncs,jPMC:fi'.a;:,ch: ‘

14.73%
410 2.10%
5 65%

2 E5%
3
)

Fallot’s Tetralogy 28

Transposition G.V.

Tricuspid Atresia
Truncus; Arteriosﬁs.
Single Ventricle i 1.88%

Ebstein’s Anomaly

5%

me with respiratory infection and 15 wit'h?:_ -
& €ue to cardiac-failure. Cases of ASD.

Undiagnosed ]5 762%
Total:,, ; 59 31.06%
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Table IV Congenital Heart Disecase-Age Incidence. Deptt. of Paediatrics, JPMC, Karachi.
Diagnosis 0-6 6 Mnth 1-2 2-4 4-6 8-12 Total
Mnth. 1 Year Years Years  Years  Years

Coarctation — — — — 1 — 1
BS — - - — i — 1
Y s 28 19 12 7(2M) 5 4 75
PAD) =AY 6 3 4 4 3 i 23
A.S.D. 2 5 4 o 1 —_ 16
Ostium Primum 1(M) I 2(1M) 1 — — 5
Fibroelastosis 1 - 1 — — 2
Anom. P.V.R. — — — 1 1 — 2
Eisenmenger’s — — — 2 2 o 4
Fallot’s Tetralogy 5 7 3 6(IM) 6 1 28
Transposition G.V. 2 IM) 1 o — ma 4
Tricuspid Atresia i3 | I — — — 5
Single ventricle 2 1 - — — — 3
Truncus Arteriosus — 2 e — — 2
Ebstein’s Anomaly o — — 1 — 2
Undiagnosed 10 = 2 — — 1
Total: 60 47 30 26 6 190

Percentage: (31.50) (24.73) (15.78) (13.68) (11.05) (3.71) (100.0)

Table V Congenital Heart Disease: Symptoms. Deptt. of Pacdiatrics, JPMC, Karachi.

Failure Retar
Diagnoses Cyanosis o Dyspnoes  Murmur  Res. Inf. ded Total
Thrive Gromth

Coarctation — — — I — o 1

. — — — i — — 1
V.S.D. — 8 15 S 45 2 75
PDA. e e 4 2 17 e 23
A.S.D. — 9 — 1 S i 16
Ostium Primum — 4 — — 3 — S
Fibroelastosis — - 2 e — — 2
Anom. P.V.R. — 1 1 — — 2
Eisenmenger’s — — 2 — 2 — 4
Fallot’s Tetralogy 17 2 — 4 = 3 28

(HEMIPLEGIA)

Transposition G.V. 2 I 1 — = == 4
Tricuspid Atresia 3 — 1 —_— 1 — S5
Single Ventricle 1 1 1 e -— — 3
Truncus Arteriosus — 1 1 — — — 2
Ebstein’s Anomaly — — 5 — — 3 2
Undiagnosed 8 2 3 e 2 — 17
Total: 31 29 34 14 73 9 190
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1 Congenital Heart Disease-Clinical Signs: Deptt. of Pacdiatrics, JPMC, Karachi,

e Clubbing  Enlarged MURMUR Loud Total
Fingers Heart Sys Dias CCF B2

lut i I g = — 1
= 1 1 — — — i
o 45 5] 8 25 26 75
— 14 23 23 14 15 23
—_ 6 16 3 — 13 16
um — 3 5 2 3 3 5
e 2 — == 1 — 2
R. e 2 2 — 1 2 2
T’s — 4 4 - — 2 & 4
alogy 20 3 28 == 3 — 28
tonn G.V. 2 4 2 — 2 2 4
Atresia 2 3 4 — i — D)
Ventricle 1 1 3 — 1 1 3
s Arteriosus 1 1 1 — 1 — 2
Anomaly — 2 2 — 1 — 2
nosed — 10 12 2 10 5 17
26 101 170 38 65 71 190

VI Congenital Heart Disease. X-Ray Chest. Deptt. of Paediatrics, JPMC, Karachi.

“' 05es Enlarged  Absence  Pulmo Pulmo-  Other Changes Toral

Heart  of Pubm. nary nary
Conus  Plethora  Qligaemia

1 — — — (1) Rib Notching - 1
v Stenosis 1 — — — —_ 1
35 — 15 — — 75
16 — 14 — (10) Pulmonary 23

Conus--
7 — 7 — (4) Pulmonary 16

Conus+-
imum 4 —— 4 — (3) Pulmonary 5

Conus--
2 — — 2
2 — 2 — £2) R.A--(Fig. of Eight) 2
4 —- 4 4) Pulmonary 4

Conus--
alogy 8 28 - 28 (1) Dextrocardia 28
n GV, 4 — 3 1 (3) Narrow Pedicle 4
esia 5 5 e 5 — 5
cle 2 — i 2] (2) Globular Heart 3
Eriosus 2 2 - 2 (2) Broad Pedicle 2
omaly 2 — — — (2) RA+ 1
10 3 6 6 (2) P.C.+ 17
103 38 56 20 190
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_Of the total- hzﬁﬁxber- oF-ensen- studiéé- 119_'
improved (62%) 'and 71 cases (38.5%) were'

referred to the Heart Clinic for further investiga-
tions and possible surgical treatment (Table IX).

“'Dr. Razia 7. Rahimitoola, Dr: Ismat Majid, Dr: Hamid Shafgat:
and Dr. Asma Fauzia Qureishi

‘These were chiefly cases of cyanotic heart dis- !

ease and PDA ‘and VSD, who had come with

complications. Of these, Z7 died, chleﬂy due to

Tabie Vi Congemtal Heart Disease. E.C.G. Changes Deptt of Paediatrics, ]PMC Karach: 1

—cardiae failure and. respitatory infections. Of
the ‘17 ‘undiagnosed cases also, 11 ‘expired.
~ This gives a total mortality of 20% (38 cases).
The cases that left against medicai advise ;
(10%) were mostly in a serious condition amnd'
this ha§ probably lessened the mortahty m‘i

this study

Voki13 No. 2|

i

’

Dz'agﬂo:es i Normal

‘ Taml

R". V.H. L. V.H.  Biventri Ot-ixer‘
S ] Cular  Changes: i
Coatctation —_ — 1 e _— ST
PS'j — I L = Lz £ 2007 |
V.SD - 29 - 10 N ) b Rt e
BRI = . e Heart Block S
PD.A. - — 16 5— = 23
ASD. . 1g50 12 ll * X gent sl Ietiood®O 11V 1651
- 5 R e S ~— inconp: BRBGRD
Ostitm Primum - 3 (5) s — ee s
Q Left Ax:s&RVH o) ' Paroxysmal
: s e “Tachycardia. 3
Fibroclastosis *"* """ © — o 2 — St
Anom. P.V.R. — 1 (2) = = o
it RAH & RVH A0
Eisenmenger’s ; . 4 = i 2 4.
Fallot’s Tetralogy - 3 25 = L) L 28
Transposition G. Vil — 2 — 2 - mridisad
Tricuspid Atresia — e 5 = E= i
Single Ventricle ... — — ol - ) . P 3 "J
A s Bizarre '
Truncus Artetiosus - = 2% o) L 2
Ebstein’s Anomaly, — — — — (2) 2 2
Undiagnoses 2) 110 2 3 (P)2imas i 35
' Aur, Fibrill
Total —— 70 50 24 == 190
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£ IX Congenital Heart Disease. Results. Deptt. of Paediatrics, JPMC, Kara_tch:i. e

gses Improved " Poor *LAMA  Expired Total Referred
; _ Resulrs SF e 2 : 3 to _Heart
_ .‘ P ‘C linic
fion = 1 e S 1 l
‘ e 1 — — 1 1
) i 62 — 5 8 75 34
19, e S sl te i b i
14 e 1 1 16 6
m Priium Defect 4 == L == ¢ 1 5 Y
elastosis — s — 2 2 e
P.VIR. ( 1 — 1 e 2 rindl)
EmEnenger’s 2 — - 2 4 9
s Tetralogy 12 11 2 3 28 16
osition G.V, 1 — 1 2 4 1
uspid Atresia — ce 1 g 2 5 [ 217
ke Ventricle = — 1 2 3 —
s Asteriosus () © il = 1 g 1 D a9
m’s Anomaly — — 1 1 2 —
gnosed 4 e 2 n i 17 {.P2%
119 14

(62.63)"-" (7.36)"

Azainst Medical Advice. 0.5 00.¢

due to lack of facilties for detailed and
sticated investigations. Taussig’s(7) des-
ms with X-ray  and Elec;mcardiog:an}s
Wilowed in the clinical assessments of the
No antopsics were performed.

8is study of congenital cardiac discase has
that VSD is the most common defect en-
2d, and that amongst the others, Fallot’s
i PDA and ASD make up 8-15% of
d aumber of patients with congenital

[S.

" =

Exact ’Elié{gnoses ‘were not possible in all’

o)

(10.0) " 0.0y (100'0) '(35.90)

¢

Table X shows the incidence in ‘our series
as compared to studies carried out in the UiS. A
U:K.land Finland. There is also one study 'from
Karachi which includes both children and adults.
The incidence of pulmonary stenosis and' coar-
ctation of the norta was very low, 0.529, each,
in-our study. This is in contract to & 1515%,
incidence of pulmonary stenosisin Dr. Shafaqat(6)
(Heart Clinic) series which, is similar to Paul
Wood’s and Nadas(4). Our incidence of VSD,
on the other hand, is higher than in any 'of  the
other series. It is possible that cases of VSD
living in poor socio-economic conditions get
respiratory infections more frequently and are
brought to the hospital at an early age. While
Pulmonary stenosis do comparatively well in the
paediatric age group. '
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Table X Congenital Heart Disease. Comparative Percentage. Deptt. of Paediatrics, JPMC,

Karachi
Diagnosis Paul Nadas  Keith’s  Abboty’s  JPMC  JPMC Fin-

Wood’s Series Series Series Karachi  Karachi Land

Series (3786) (380) (1000 Paed Heart (777-

(748) PM). (190)  CL (200) PAM)
Pulmonary Stenosis 12.00 11.97 7.00 3.50 0.52 15.50 e
Coarctation 9.00 4.99 6.00 8.50 0.52 1.00 9:5
Fibroelastosis — — 1.00 — 1.05 — 5 8
V.5.D. 9.30 19.97 22.00 6.20 39.46 21.00 1313
BEDA. 15.00 1231 17.00 10.50 12.10 12.00 6.05
ASD. 21.50 10.04 7.00 3.30 7.90 16.00 9.1
Ostium Primum Defect — 3.94 2.00 e 2.63 — 6.5
Anom. P.V.R. — — 2.00 4.00 1.05 — —
Eisenmenger’s 3.00 — 3.00 — 2.10 1.00 —
Fallot’s Tetralogy 11.10 14.55 11.00 11.50 14.73 16.50 5.9
Transposition G.V. 1.00 3.96 8.00 4.90 2.10 1.50 13,1
“Tricuspid Atresia 1.50 1.24 3.00 1.60 2.63 1.50 2.8
Truncus Arteriosus — — 1.00 2.0 1.05 1.00 9.5
Single Ventricle — — 2.00 2.70 1.58 — =
Ebstein’s Anomaly 1.00 = 1.00 - 1.05 — ==
Undiagnosed 3.70 11.30 de 37.40 8.94 — 8.4
(Miscellaneous)
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5 series while the incidence of transposi-
# the great vessels is high in the saries from

Be incidence of truncus arteriosus has been
&d to be high in Asia but comparison shows
(E3at our incidence is similar to those in
S from the west. Perhaps more cases
€ diagnosed after cardiac catheterisation
Bgiograms are more freely available.

S 0o true population studies of the preval-
¢ incidence of various congenital heart
55 in Pakistan are available, this study
IS to give the breakdown of Various con-
‘Acart diseases as seen in one large pedia-
mter. While such a study cannot accurately
ancidence or prevalence ag in a true
Hon sampling but will still reflect the true
- ©0 some extent and provide g Wofking
in the absence of definitive works.
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