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much ienger and healthier than our grand parents. Yet despite this progress, scoras of health problems remain

to be solved. Efforts are being made all over the world to find answers {0 these unsolved problems by carrying
out research for the benefit of the ailing millions. The fruits of this research and experiences are being shared by
researchers through medical journals and publications. A farge number of journal are published all over the world and
scores of new ones are added each year, yet no journal exists to share the wide experiences of researchers in the
SAARC region, which housed aimost one quarter of the world population with common medical problems and similar
diseases and disease patterns. )

Remarkable changes have taken place in the health delivery systems in the 20th Century and we expect to five

An ocean of scientific and clinical material exists in the SAARC region and the Journal of Surgery Pakistan s ouwr
attempt to tap this information. it has a wider scope as the SAARC Association of Surgeons (Pakistan) has been
joined by International College of Surgeons {Pakistan Chapter) in this Venture. The purpose of this publication is to
bring together all the members of theses two societies on a common platform. As this journal is to be distributed to ali
surgeons and Heads of Surgery in Pakistan, infernationally through international College of Surgeons {Pakistan), as
well as the SAARC countries, it will serve to bring the surgeons of these societies and region closer and will
encourage exchange of knowledge and useful interaction,

This first issue which is in your hands, contains articles on topics of great importance by Pakistani surgeons and we
hope to have the benefit of the experiences and studies of surgeons in SAARC countries in our future issues. We also
plan to introduce a “Letters to the Editor” portion where surgeons will be encouraged to express views on similar
studies and give their comments and observations on published arlicles and reviews.

We may add that a journal of this nature cannot be published and distributed without the active support and
collaboration of the pharmaceutical and other Industry business houses. it could provide a great opportunity to the
pharmaceutical industry to advertise their firm, services and products, besides promoting the cause of surgical
profession. We would therefore welcome advertisements for our future issues.

We are grateful to the contributors to this first issue and the firms that advertised in it

Editor
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A 10 YEARS STUDY OF LYMPHANGIOMATOUS
MALFORMAITON AT N.I.C.H.

JAMSHED AKHTAR, FARHAT MIRZA, SOOFIA AHMED, ASADULLAH KHAN, ABDUL AZIZ.

ABSTRACT

Between 1st January, 1984 and 31st December 1993, 126 cases of the Lymphangiomatous
malformation were managed at National Institute of Child Health, Karachi. Most of the
patients were under 6 months of age. Male domination was noted. Six neonates presented
in emergency with respiratory distress. Ceruvico-facial region was involved in 61.9% of the

cases. Surgery was freatment of choice.

Cver ail

results  were satisfactory. There

were only two deaths in this series which were in non operated cases.

KEY WORDS: Cystic hygroma, Lymphangioma.

INTRODUCTION

Lymphangiomatous malformation is the congenital
maldevelopment of the lymphatic system. It may take
the shape of cysts of variable sizes when it is known
as cystic hygroma. (Fig 1) The capillary and cav-
ernous types of lesions are termed as ilymphan-
giomas. Many modes of treatment have been
described in literature with variable resuits. We pre-
sent our expetience of this malformation over a peri-
od of ten years.

Figure 1 Massive Cystic Hygroma of Head and Neck Region

MATERIALS AND METHODS

Department of Pediatric Surgery at NICH provides
services not’only to people of Karachi but also to the
rest of Sindh and lower Baluchistan. Few cases are

Dr. Abgul Aziz,
Dapt. of Paedriatic Surgery,
Natonal [nstitute of Child Health, Kamashi

referred from up country as well. 120 cases were
admiited as elective cases and 6 cases were admit-
ted in emergency due to variable degree of respi-
ratory distress. Elective cases underwent routine
investigations like complete blood count and X-ray
chest, where indicated. Other investigations were
done according to the site of involvement. When
judged fit enough they were given appointment for
surgery. No case was operated in emergency. In
majority of the cases total excision was carried out.
Conservative surgery was done in 10 cases of huge
cystic hygromas of the face and neck region with
infiltration of the deeper structures. Staged proce-
dures were carried out in 4 cases-2 involved tongue
and 2 involved trunk. Complications noted in post-
operative period included infection, leakage of the
lymph and recurrence. Two deaths were recorded in
our series. ‘

RESULTS

126 cases were studied during 10 years from 1584
to 1993. There were 78 (61.9%) male and 48
female (38.1%) patients. Age distribution is given
in Table-I. Most of the cases were under six
months of age. in the regional distribution cervico-
facial region was the most commeon part invoived.
Tabie 1i. Total excision was performed in 110
cases {88.9%), partial excision was done in 10
cases { 8.0% ) and staged procedure was per-
formed in 4 cases, {3.1%). Post-operative compli-
cations are given in Tabie Il

Journal of Surgery Pakistan Vol.1 (1); April-dune 1886
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Table |

Age Distribution

Age Distribution No. of cases Percentage
Day 1 to 6 Months 42 33.3%
6 Months to 12 Months 14 11.2%
1 Year to 3 Years. 52 41.2%
5 Years and above 18 14.3%
Table lI
Regional Distribution
Regional Distribution No. of cases Percentage
Cervical Region 68 53.8%
Face 10 8.0%
Tongue 2 1.6%
Chest Wall 12 9.6%
Abdominal Wall 4 3.2%
Upper Limb {including Axilia} 16 12.5%
Lower Limb 10 8.0%
FPerineum 4 3.2%
Table it

Postoperative Complications

Early No of cases Percentage
Respiratory Distress 4 3.2%
Wound Infection 4 3.2%

Chest complications 6 4.8%
Transient Facial nerve paresis 2 1.6%

LATE

Contracture 2 1.6%

Facial nerve Paralysis 2 1.6% N
Recurrence 8 6.4%

DISCUSSION

Cystic hygroma and lymphangioma are benign, soit
compressible malformations of the lymphatic system.
Head and neck region is the most common site of
involvement’. These lesions usually appear after birth
but upto 40% can be seen in new born2, Cullen et al
have reported a series of 30 cases of cervical cystic
hygroma diagnosed in the first trimester of preg-
nancy. In the modern era of antenatal diagnosis with
ultrasonography, it is now possibie to arrange for
appropriate means {o save the life in case of huge
infiltrating cystic hygroma at the time of birth*s. This
aspect of management is still lacking in under-
developed countries where lack of co-ordination
among various specialities leads tc high morbidity
and mortality,

The number of cases reported from under-devel-
oped countries is more than from developed coun-
tries. Ricciardelli et al has presented a series of 34
cases in 10 years®. in 10 years period we have stud-
jed 126 cases and a similar number of cases have
been presented by Ninh and Ninh®. The reason for
this difference is population which is much more in
under-developed countries like ours with large
drainage area and because of paucity of health ser-
vices. Another point to be emphasized is the use
of diagnostic technigues like ante-natal ultrasono-
graphic detection of these cases. Complications like
miscarriage in first trimester have been noted by
Turnpenny et al in feluses affecied by this malfor-
mationy. Longo et al has described 5/1000 incidence
of abortion with cystic hygroma®. Abortions on med-
ical grounds with these malformations could be
another reason for the lesser number of cases from
western countries®, Shutman et al have empha-
sized an increased risk of fetal chromcsomal
abnormalities especially autosomal Trisomy’®
Tanaka et ai have reported more than 20% mortality
in post-natal period following deliveries in such
cases’. He advised cesarean section and in utero
endo-tracheal intubation of the neonate {o save life.
Tricoire et al have reported 8 cases of familial
cystic hygroma in 3 families'™. The cystic hygroma
has also been noted in the siblings.

" Miyabara et al have mentioned in their study abouwt

the presence of cystic hygroma in twins with con-
ioined pregnancy. Cystic hygroma has been associ-
ated with certain other abnormaiities. Droste et al
have pointed out its association with Turner syn-
drome'. Achiron et al have described iis association
with congenitat heart defects’. Maclecod et al have
associated this condition with hydrops fetalis®™. Bulas
et al have reported a case of Fryn's syndrome pre-
senting with cystic hygromaV. Gorenstein et al

Journai of Surgery Pakistan Vol.1 (1); April-June 1986
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have described the association of venous
aneurysm with cystic hygroma®.

Rare sites tor cystic hygroma have been mentioned
in the literature and have been noted by us as well,
for example mediastinal cystic hygroma, a rare lesion
reported by Muraskas et al'. Their lesion was inthe
antericr mediastinum  causing airway obstruction,
mediastinal shift and hypoplasia of the lung. We have
noted lesion in maxillary part of the cheek with exten-
sion into retro-orbital and anterior intracranial
fossa. Other rare sites mentioned in lterature
include parotid region® and hone®' etc.

The diagnosis is usually made on history and physi-
cal examination. Ultrasonography, C.T. scanning,
M.R.l. and lymphangiography are useful in delineat-
ing the extent of the lesion. Various modes of
treatment have been described in addition to
surgery. Dickerhoff et al have mentioned the use
of chemotherapy, like cyclophosphamide In non-
resectable cystic hygromas®, Bleomycin and OK-432
have been used by some®#, Recurrence is a com-
mon problem especially in massive lesions. Scally
has reported recurrence in adults®. In our study
recurrence was noted in the case of tongue and trunk
and in two cases involving cervico-facial region.

in conclusion, lymphangiomatous malformations are
not infrequent. If facilities are avaiiable and a ¢ystic
hygroma is suspected in the ante-natal period, even
if of smail size, detailed ultrasonographic examination
and karyotyping are recommended because of its
frequent association with chromosomal defects.

Surgery, either total excision, or staged excision is
the treatment recommended. Recurrence is known in
massive lesions,
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PATTERN OF MALIGNANCY [N CHILDREN

JAMSHED AKHTAR & ABDUL AZIZ

ABSTRACT

Over a period of five years eighty one tumors were seen with varied presentation. No significant differ-

ence was observed as regard to sex distribution. More than 20% of tumors were observed in patients

under one year of age. Wilm's tumor was the most common tumor in this study. Late presentation and

high mortality were the significant features. We stress on coordinated efforts to collect relevant epi-

derniological data so that future planning could be made in order to reduce the morbidity and mortality.

KEY WORDS: Tumor Registry, childhood malignancy.

INTRODUCTION

Incidence of cancer is derived from population based
statistics collected by tumor registries. In our country
and infact in our pasrt of the world such comprehen-
sive data does not exist because of the non-existence
of such organijzations. Prevalence and incidence
rates are frequently used in epidemiological studies
as the basis for planning and evaluating health pro-
grams. As we do not know prevalence and incidence
of tumors in our population, disease patern can not
be evaluated and no future projection can be made. It
is for this reason we conducted a study in patients on
our surgical service to look at the statistics and to
evaluate our results and to make future recommenda-
tions in this regard.

MATERIALS AND METHODS

A prospective epidemiological study was planned and
conducted between 1st. July 1889 and 30th. June
1994 in one of the two umits of Paediatric Surgery at
National Institute Of Child Health, Karachi to collect
the relevant details on childhood malighancies upto
the age of 12 years on a structured proforma. The
subjects included were all those who attended our
syrgical service. Patients sent to us for lymph node
biopsies following diagnosis of lymphoma on the
basis of fine needle aspiration cytology were not
inciuded as they were managed in medical unit, Our
department does not deal with neurosurgical or oph-
thalmolegic malignancies so these cases were

Dept. of Pasdiatic Surgery, NiCH, Karachi

excluded from the study. A total of 81 cases were
seen during this period with tumors involving almost
every part of the body.

RESULTS

During five years study pericd no significant difference
was seen as regards o the yearly distribution and sex
involvement. There were 40 male and 42 female
patients. More than 20% of tumors were seen in infants.
(Table | ). Wilm's tumor was the maost common tumor in
this study, (Table lI}. Follow up of four most common
tumors is given in table I},

Table-1
—_— Age Distribution
upto 1 year 19
Belween 1-5 years 25
Above 5 years 37
Table il
— Types of Tumours L
Tumour MNumber
Nephroblastoma 12
Neuroblastoma 6
_ Ewing's sarcoma 8
Rhabdomyosarcoma 4
Sacrococcygeal Teraloma 9 {(Malignant - 1}
Cervical Teratoma 4 |
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Ovarian Tumor 9 (Malignant - 2}

Testicular Tumor 3
Lymphoma (Abdominal) 3
Adrenal Carcinoma 2
Squamous Cel Carcinoma 2
Ganglioneuroblastoma 1
Ganglioneuroma 1
Chondrosarcoma 1
Csteosarcoma 1
Osteoclastoma 1
Fibroliposarcoma 1
Hepatoblastoma 1

—

Adenolymphoma (parotid gland)

Others 13
Total 81
Table Hi
Followup chart
Tumor NO. On On Follow  Died  Lostio
chemotherapy  up follow up

Wim's tumor 12 3 1 3 5
Neurcblastoma 6 1 - 4 1
Ewing's sarcoma 6 2 - 1 3
Rhabdomyosarcoma 4 2 2 - -
DISCUSSION

In developed countries cancer is second only to trauma

as the leading cause of death in children’.According to
the western studies incidence of major malignant neo-
piasm is 124.5 / 1,000,000 in Caucasian children under
15 years of age® No such statistics are available for
Pakistan, Sporadic reports from various centers can be
found in different periodicals but coordinated studies are

lacking. Zaidi and Jafery’ collected 213 malignant tumors
over a period of six years from southern part of Pakistan.
Almost 50% of tumors were lymphomas, leukemias and
retinoblastoma. Renal and bone tumors comprised 38
cases { 18% ). It has been suggesied that as Wilm's
tumor occurs with the least geographical variation it
should be used as standard of comparison. In another
study from Armed Forces Institute of Pathology,
Rawaipindi, 840 malignant tumors in children under
fifteen years of age were collected in twelve years from
northern areas of Pakistan®. More than 2/3rd of the
cases were leukemias, iymphomas, C.N.S, and eye
tumors. Renal fumors comprised almost 5% of the total
cases followed by soft tissue sarcomas. In a study from

Pakistan institute Of Medical Sciences islamabad Wilm's
turmor comprised 10.3% (49) of the 475 malignant tumors
collected in 6.5 years®. In the above mentioned series
significant male predominance was seen which is not
borne out by cur study. In our study a large number of
tumors were seen in infants under one year of age which
highlights the importance of their inclusion in differential
diagnosis of masses. The most common tumeor in our
study was Wilm's tumor followed by bonhe tumors, neu-
roblastoma and soft tissue sarcomas. This order is also
seen in other studies. We came across different tumors
with varied presentations like Osteosarcoma involving
proximal phalanx of finger, Liposarcoma involving clav-
icle and Chondrosarcoma in supra clavicular region.
These sites are rarely involved and are rarely reported in
literature®”. Cervical teratoma, a rare lesion of which only
212 cases are reported in about 130 years®. We man-
aged four such cases in a short span of time. An impor-
tan! observation made in this study was late presenta-
tion. Most of the tumors were either in stage Il or V.
Looking at the follow up, a large number of patlients
either died or lost to follow up and are presumed dead.
The {reatment plan invoives multidisciplinary programs
that include surgery, chemotherapy, radiation and to lim-
ited extent immunotherapy. Chemotherapy has dramati-
cally improved the prognosis of many paediatric neo-
plasma particularly Wilm's tumor and rhabdomyosaico-
ma®. These drugs are costly and treatment is also pro-
longed so, drop out rate is high and so is the mortality.
Heip from social workers and voluntary organizations in
this regard is to be appreciated.

in conclusion, a paediatric oncology group should be
established ic compile the important statistics. The dala
collected will be of help in future planning including
research. At present more funds should be generated
both for diagnosis and treatment of childhood malignan-
cies.
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NORMAL APPENDICES IN PATIENTS OPERATED FOR

SUSPECTED ACUTE APPENDICITIS

SHAISTA KHAN, FARHAT ABBAS AND HIZBULLAM SHAIKH
Abstract

The morbidity and mortality associated with delays in diagnosis dictates that appendectomy
be done early on strong clinical suspicion. No single laboratory or imaging technigue has
gained specificity for acute appendicitis. In the age group 15-25 years, specially in women,
other clinical diseases may mimick appendicitis to such an extent that the number of appen-
dectomies may rise to an un-accepilable level. In order fo assess our “normal” appendices in
appendectomies rates, we reviewed all the histology specimens of appendices removed
between January 1986 - January 1987, Amongst 60 appendectomies performed during this
period, 34 (80%) were for suspected acute appendicitis, where as 6 (10%] were incidental
appendectomies. Histologically 14 (25%] appendectorndes suspected for acute appendicitis
were reported as normal. This is well within range of normal appendices removed, as
reported in literature. 12 (85.7%) of these 14 patients were females, it emerges, therefore,
that in young females a more intense effort to diagnose acute appendicitis preoperatively
must be made. The use of laparoscopy could be exploited further.

Key words: Appendicectomy, Normal appendix.

INTRODUCTION

Acute appendicitis can be a difficult diagnostic
probifem. Frequently appendices removed on clini-
cal suspicion are reported histologically as nor-
mal®, The morbidity and mertality associated with
delays in diagnosis especially, at extremes of age,
dictates that appendicectomy be done eariy on
strong clinical suspicion. However, specially in
women in the 15-25 years age group, other clinical
syndromes mimic appendicitis®® to such an extent
that the incidence of unnecessary appendicectomy
may rise to unacceptable levels. For these two
reasons it is necessary that every effort be made
to accurately diagnose acute appendicitis before
surgery.

It is considered acceptable to remove 5-25%" of nor-
mal appendices as a safeguard against underdiag-
nosing a potentially lethal condition. An increase
over this range may be interpreted as a sign of
unnecessary explorations and review by individual
hospitals can serve as a basis of quality assurance in
heaith care.

Dr. Shaista Khan, Dept. of Surgery,
Aga Khan University Hospital, Karachi

In order to assess our 'normal appendix’ appendicec-
tomy rates, we undertook the study reviewing all
appendectomies done in a 13 months period, from
January 1986 to January 1987.

PATIENTS AND METHODS

The case notes of all patients who underwent
appendicectomy between January 1988 - January
1987, were retrospectively reviewed. The case
notes of patients with histopathologically normal
appendix and in whom appendicectomy was not
incidental to another operation, were scrutinised.
Age, sex, the clinical parameters used for diagno-
sis {including duration of symptoms, nature and
location of pain, abdominal tenderness and asso-
ciated complaints like nausea, vomiting and pyrex-
ia} complete blood count, urinalysis and the final
diagnosis ware noted,

RESULTS

Between January 1986 - January 1987, a total of
1784 patients were admitted to the depariment of
Surgery ({Table 1). 1663 {93.2%) required surgical
procedures. Of these 60, 3.3%, (30 males and 30
females) procedures were for removal of appendix.

9
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Six patients (10%} required incidental appendicec-
tomy and were excluded from the study, leaving 54
patients operated for suspected appendicitis. The
age distribution was 3.5 to 61 years with mean age
being 25 years. Fourteen patient (26%) were
tound to have histologically normal appendix.
Twelve {85.7%) of fourteen patienis were females,
Their ages ranged from 15-25 years. There was
no appreciable difference in the symptomatology
between groups of patients with inflamed and nor-
mal appendix. Similarly, localized pain in the right
iower quadrant with elicitable rebound tenderness
was noted equally in both groups (Table ).
Leucocytosis was noted to be a poor index in dif-
ferentiating acute appendicitis from non inflamed
appendix, similar to experience by other groups®,
88% of the latter revealing leucocylosis in excess
of 10,000/cmm. Two of the 14 patients {14.2%)
developed minor complicaticons including one
wound infection. Another patient with underlying
Crohns disease later developed sub-acute intesti-
nal obstruction felt to be related to underlying
Crohns disease. Appendiceciomy in this patient
was carried out with uneventful recovery with no
residual enterocutaneous fistula. There were no
deaths. Among 14 patients, eleven (8.5%)
patients revealed underlying diseases adeguately
explaining the cause of abhdominal pain {(Table 111},
The spectrum of disease in our patients was not
too dissimilar 1o the experience in the West®
(Tabie {V},

TABLE ¢

1784
{January 1986 - Dacember 1987)

Mo surgical procedure
management

Other surgical procedures
16861 (96.7%)

60 (3.3%)

ncidental Appendectomy
& (10%)

Normai Appendix
14 (25.9%)

Acute Appendectomy
40 (74%

TABLE 1
COMPARISON BETWEEN CLINICAL PRESENTATION OF
NORMAL AND ACUTE APPENDICITIS

ACUTE (40) NORMAL (14)
PAIN
Typicat 26 (85%) 9 (64%)
AIF 8 (20%) 2 (14%)
Atypicai 4 (10%)
NAUSEA/NOMITING
Nausea TArR) 2 (14%)
27 (7%

- 6 (15%) 5(36%)
FEVER
Above39C . 5 (13%) L 3@R%)
Below 39 C 22 (55%) 5 (36%)
Normat Temp. 12(30%) B (43%)
LOCAL TENDERNESS/REBOUND
Tenderness (@) . 204%)
Tenderness & Rebound 28 {(710%) 12 {86%)

TABLE 1))

PATHOLOGY OF 14 CASES WITH NORMAL APPENDIX AT THE
AGA KHAN UNIVERSITY HOSPITAL

CECAL DIVERTICULUM !
CROHN'S DISEASE 2
INFARCTED OMENTUM

PRIMARY PERITONITIS

SAL?I NGF{I S 15, 5 e

MESENTERIC ADENITIS ) o
CORPUS LUTEUM RETENTION CYST 1
T.B. GREATER TROCHANTER !
DIAGNOSIS NOT KNOWN 1

14

TABLE vV
DISEASES MIMICKING ACUTE APPENDICITIS *

DHSEASE NO. OF PATIENTS

Diagnosis at operation 3z

—
(2]

Surgery required
Meckei's diverticuiitis
Perforated cecal diverticulitis

Perforated cecum by foreign body

Adenocarcinoma of appendix

Leiomyosarcoma of dupdenum

Acuie cholecystitis

Torsion of galibladder

MMMMi,;MMu

Torsion of omentum
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Tarsion of right ovarian cyst 2

Ruptured ectapic pregnancy 1

Surgery not reguired 19
Nonspecific mesenteric lymphadenitis

Blaeading follicular or luteal ovarian cysis

Pelvic inflammatory disease2

Endomeirius:iim 1

Tuberculous ileitis 1

Yersinia pseudotubercuiosis 1

Diagnosis after surgery 10

By investigation

Saimonslia infection

Gatistones_

Acute pancreatitis

Urinary tract infection

Benign ovarian teratoma

u«.\gﬂ_.\gmu

infectious maonoculeosis

-

By second laparotomy

Ischemic colitis 1

T From Lau et al - The American Journal of Surgery, Volume 148 Seplember
1984 {fraproduced by permission),

it emerges, therefore, that young women in the age
group of 15-25 stand a higher risk of misdiagnosis
and hence require more intensive Investigation and
observation before exploration. In this cohort of
patients, taparoscopy has proved helpful in visualiz-
ing 25% ot normal appendices.

DISCUSSICN

Debate has occurred for many years on the accept-
able rate of unnecessary appendicectomy resulting
from inaccurate diagnosis in acute abdomen. The
maijor concerns of a surgecn managing a patient with
acute abdominal pain are the risks associated with a
negative exploration versus the hazards of conserva-
tive management, which may allow an appendix to
perforate, Most studies report a low complication rate
following unnecessary appendicectomy. The compli-
cations are usually minor: wound infections and
haemaiomas. Additional tinancial losses, due 1o
absence from work in patients with continuing symp-
toms, non appendicular in origin, remains a problem.
However, Lau et al in 1984" reported an overali com-
plication rate of 14%. Cn the other hand surgery fol
lowing perforation of an inflamed appendix, continues
to carry significant morbidity and mortality™. In this
context the acceptable rate would vary with the hospi-
tai setting. in a district hospital with limited diagnos-
tic services, the practice would be towards early
expioration to avoid perforation of the viscus. Poor
patient compliance may alsc influence the decision to
manage conservatively. On the contrary, a well

equipped tertiary care cenire should allow a more
accurate preoperative diagnosis and hence reduce
the number of negative surgical exploration. In the
former setting an acceptable rate may exceed 30%,
whereas the latter should restrict the number to 20%
or less. A small percentage of this group may require
further investigations and hospitalization.
Conversely, delayed exploration culminating in perfo-
ration of the organ, increases the morbidity and costs
due to prolonged hospitalization. Charles McBurney's
ciagsical paper in 1898 quoted in®, emphasizing the
need for early appendicectomy to avold perforation
with its ensuing complications probably resulted in a
spate of appendicectomies and instigated Harte™ fo
state that ‘the perfect man is the man without an
appendix’. A review by Richardson® revealed acute
inflammation in only 58% of the patienis following
appendicectomy. In a survey conducted in different
hospitals in United States of America® between the
years 1924 to 1963, of the 64,581 surgicaily removed
appendices, 35,223 (54.5%) were normal and were
labelied by pathologist as ‘prophylactically removed’
or ‘appendicectomy for chronic appendicitis’. In a
comparative study conducted in Northern Europe'™®
the incidence of normal appendices was 40-50%,
whereas, a similar study from Britain'"''® reported
20% rate. This wide discrepancy is probably attribut-
able to different attitudes towards surgical interven-
tion and perhaps also due to availability of medical
services in different countries. Recent surveys™ have
tended to give more conservative figures with a 5 to
27% mncidence of normal appendices.

Looking at the various causes of abdominal pain sug-
gestive of or mimicking acute appendicitig, a review of
the cases at the Age Khan University Hospital reveals
a similarity of experience to that in the West. The
percentage of normal appendicectomies in our ser-
vice (25%) is in the higher reaches of the acceptable
range”®, but has efiected a diagnostic approach to
reduce this figure. The underlying diseases encoun-
tered in our experience display close similarily to
those in other series (Table V). As reporied by oth-
ers, in a small number of patients in our series, the
final diagnosis remained unclear fellowing explo-
ration.

in these patients if symptoms persists, following
surgery, further investigations including serological
tesis, abdominal ultrasound and radiclogical siudies
may be indicated. if these are inconclusive, a regular
followup for several months may uncover an underly-
ing disease process. However, measures to reduce
the incidence of negative appendicectiomias without
risking an increased incidence of perforation should
be evaluated further. The advantages of laparoscopy
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in the fast decade has emerged and perhaps needs
to be exploited further, utilizing it, in order to arrive at
an accurate diagnosis before surgery. Hospitals in
Pakistan should identify the rates of histoiogically
normal appendices, removed on clinical suspicion of
acute appendicitis. This exercise would also bring
about an awareness and improve the clinical acumen
of junior staff, the group generally involved in first line
management of these patients.
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IATROGENIC GASTROINTESTINAL PERFORATIONS

NEELAM JAVID; LUBNA ISHAQ BHATTE JAWAD SHER, ABID QAZ! . IFTIKHAR A JAN .
NAEEM-UZ-ZAFAR KHAN .

ABSTRACT

latrogenic injuries are an unfortunate but significant aspect of any therapeutic intervertion,
contributing considerably to morbidity and mortality statistics. Although the element of
human error may never be entirely eradicated, it can be reduced substantially by taking
meticulous precautions to ensure mistakes are never repeated. We have analysed nine cases
of unusual forms of gastrointestinal perforations in children. The causes of perforations.
modes of presentation, methods of management and the subsequent outcome is discussed,
Most of the cases were managed operatively but in selected cases a conservative approach
was practiced. Only one death occuired in this series and that also due to the late presenta-
tion and extremely moribund state of the patient. '

KEY WORDS: Perforation, Gastro-intestinal Perforation, Iatrogertic injury

INTRODUCTION

There are a host of reasons for gastrointestinal {GIT)
perforations in the paediatric age group. The commonest
cause nowadays may be due to the recent introduction
of endoscopic instrumentation and surgical procedures.
There are well known causes of spontaneocus gastroin-
testinal perforations due to gangrene and congenital
bowel obstruction such as midgut volvulus, intussuscep-
tion, bowei atresia, Hirschsprung’s disease and meconi-
um Heus, where the perforation may be caused in the
proximal dilated bowel.

In our country, there are several prevalent diseases

like enteric fever, severe gastroenteritis and tubercu-
fosis which are also responsible for gastrointestinal
perforation. Recognized late and managed improper-
iy, gastrointestinal perforation leads fo severe mor-
bidity and mortality.

I this paper however, only those GIT perforations in
children are reported which were produced inadver-
tently and were iatrogenic in nature. A total number of
nine cases are reported, whose management strate-
gies and outcome is discussed. These cases under-
score the importance of awareness of the possibilities
of unusual causes of GIT perforations .

CASE SERIES

CASE NO.!

A two day old male, premature born at 32 weeks of
gestation, was admitted with delay in passage of
meconium and abdominal distension since birth. On

Prof. Naeem-uz-Zalar Knhan, Head Dept. of Paedriatic Surgery
The Chidren Hospital, PIMS, Islamabad

physical examination the abdomen was moderately
distended with normally situated anal orifice. On plain
X-ray there was only gaseous distension of the
bowel. A lubricated thermometer was introduced to
check the patency of the anl canal and rectum. This
procedure resulted in sudden deterioration of the
patient’s condition with a tympanitic abdomen. Plain
X-Ray abdomen showed pneumoperitoneum (fig 1. It

Fig 1: Massive pneumoperitoneum with dispiacement of liver towards midiine
as a result of gastlic perforation from vigorous resuscilative efforts following
birth asphyxia.

v
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was obvious that the perforation was caused inadver-
tently by the thermometer. The patient was taken to
the operating room within 2 hours of the accident. At
laparctomy, a sigmoid perforation was noted. FRest of
the bowel was normal. After evacuation of meconium,
the perforation was closed using 4.0 vicryl. Post oper-
ative recovery was uneventiul, On discharge patient
was tolerating oral feeds and had normal bowel
habits. We assumed that defay in passage of meconi-
um was due 10 prematurity.

CASE NO.2
A 6 month oid infant was admiited with signs and

symptoms of meningitis and seizures. Management

included oxygen therapy through nasal tube and
Nasogastric feeding. Inadvertently, the nasogastric
tube was connected to the oxygen cylinder. resulting
in what was presumed {o be gastric perforation with
massive pneumoperitoneum and surgical emphysema
of the abdomen and chest wall. Because of his gen-
eral poor condition from meningitis, the patient was
initially managed conservatively with nasoegastric sue-
tion, parental antibiotics and appropriate fluids. After
initial improvement, the patient's condition deteriorat-
ed with signs of established peritonitis and thus the
patient had to be surgically explored. The whole peri-
toneal cavity was full of bile and the bowel was mat-
ted with fibrinous exudates. A perforation was noted
on the medial side of the junction of the second and
third part of duodenum just above the opening of the
ampulla of Vater and adjacent to the head of the pan-
creas. Because of technical difficulties, only a one
layer closure of perforation with interrupted 4.0 vicry!
was performed and a peritoneal lavage was done.
The patient was treated with broad spectrum antibi-
otics. nasogastric suction and parenteral fluids. He
made an uneventful and complete recovery, both
from the accidental perforation and meningitls and
was discharged after a fortnight from the paediatric
intensive care unit. '

CASE NO.3

A three day old girl, born after full term pregnancy,
was admitted with a history of abdominal distension
and bifious vomiting. Baby was breastfed since birth.
On examination the patient was in shock with periph-
eral circulatory collapse and a tympanitic abdomen.
Plain X-ray showed free subphrenic gas. A working
diagnosis of bowel perforation due to some congeni-
tal anomaly was considered. After initial resuscitation,
the patient was taken to the operating room for
laparctomy. On opening the abdomen a moderate
amount of seropurulent free fluid was drained from
the peritoneal cavity. On examination of bowel. a flex-
ible, wooden splinter with a sharp tip was noted
which was 2.5 cms, long (fig 2) and was protruding

half outside and half within the lumen of the anterior
surface of the first part of duodenum; this was the
cause of perforation with peritonitis. The perforation
was closed with one stitch of 5.0 vicryl, which suf-
ficed to seal the perforation. Postoperative period
was unremarkable and the patient made a complete
recovery. On further enquiry from the mother, it tran-
spired that “ghutti” was given to the baby . it is
assumed that this thorn was one of the components

of the ghutti,
Ghuiti is a form of herbal concoction used commonly in the sub-
continent by illiferate people to clean the bowsl and relieve colic of

the naonaie

Fig.2: 4 years oid chilg (Case 2) sought advice for rhe ﬁn‘sl time because of sudden
enlargament in a sacrococcygeal teratoma presefit since birth

CASENO 4

A new born male was transferred from a local hospi-
tal having had resuscitation for birth asphyxia, which
involved nasogastric suction, use of ambu bag, endo-
tracheal intubation and correction of acidosis. On
agmission he showed signs of peripheral circulatory
collapse, tachycardia and dyspnea with a tympanitic
abdomen. Plain X-ray chest and abdomen revealed
free gas under the diaphragm indicating bowel perfo-
ration, After resuscitation and stabilizing the patient,a
laparotomy revealed generalized peritonitis and a lin-
ear tear of about one cm. In the lesser curvature of
the stomach which was closed in two layers,
Decompressing gastrostomy was also instiluted. He
was ireated post-operatively with a broad spectrum
antibiotic and I/V fluids. Later on, the integrity of
stomach repair was judged by a gastrograffin study
hefore feeding was started. The patient was allowed
home after a fortnight from the neonatal intensive
care unit.

Case No. 5

A full term baby delivered by a Dal (traditional birth
attendant) at home had what appeared to be a case of
difficult labour Vigorous abdominal massage was applied
by a Dai to assist the delivery of the child. On admis-
sion, 24 hours after birth the baby was completely col
lapsed, with dusky cyanosis and abdominai distension,
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marked tachypnea with shallow breathing and profound
hypothermia. He was in shock and acidotic.

A plain X Ray abdomen showed massive pneu-
moperitoneum with displacement of liver and viscera
towards the midline. After initial resuscitation laparo-
tomy was performed and a linear tear of 1.5cms in
the lesser curvature of the stomach was noted which
had resuited in peritonitis with pneumoperitoneum.
The perforation was closed and peritoneai lavage
done. Because of the poor condition of the patient he
was put on a ventilator for assisted breathing, but
despite vigorous efforts the patient expired 12 hours
after surgery.

The actual cause of perforation could not be estab-
lished but it can be presumed that external abdominal
trauma and asphyxia was responsible for the perfora-
tion and the delay in transfer of the patient led to irre-
versible shock.

Case No.6

A nine year old boy with a history of fresh rectal
bleeding intermittently but normal bowel habits was
suspected of having rectal/colonic polyps.
Sigmoidoscopy was performed under general anaes-
thesia to examine and remove the polyp. A juvenile
polyp was noled at the rectosigmoid junction and it
was removed by using a cutting biopsy forcep. The
patient was allowed home.

After four days of the procedure, the patient was
admitted with fever, abdominal pain and distension of
the abdomen. There was generalised tenderness,
most marked in the ieft fower quadrant of the
abdomen. A plain X-Ray showed free gas under the
diaphragm and distension of loops of small intestine
indicating ileus. An ultrasound was done which
showed a small collection in the pelvis. The patient
was treated conservatively with nasogastric suction,
parenteral fluids and infusion of metronidazole and
gentamicin.

His general condition continued to improve and there-
fore surgery was not considered. Seven days after
admission he was passing stools normally and was
taking oral fluids .Fever had subsided. He was
aliowed home on oral metronidazole and Zanitrin for
anothel seven days. On follow up after a fortnight the
patient had completely recovered .In this case the
perforation which was caused by the endoscopic pro-
cedure was perhaps small and sealed by the adjacent
viscera.

A lesson which we can draw is that conservative
management has a definite role in the management
of a perforated viscus especjally if it is localised and

detected late and on close monitoring the patient's
condition continues to show improvement.

Case NO.7
A three year old girl presented with a history of having
ingestion of floor cleaner four months eatlier and had
a 10 cms long irregular tight stricture of the proximal
thoracic oesophagus (fig 3). On ocesophagoscopy and
attempted dilatation with bougies, the cesophagus
was inadveriently perforated resulting in mediastinitis
and right pneumotho-
rax. She was treated
conservatively in inten-
sive care unit with pha-
ryngeal suction, par-
enteral fluids and an
under water seal chest
drain. A feeding gas-
trostomy was placed
afier five days,

She was allowed home
after a fortnight stay in
the hospital. Eventually
after four months a retro-
hilar reverse gastric tube
through a separate
laparotomy and right tho-
racotomy approach was
constructed. She has
remained well six years
after her ocesophageal
replacement.

Fig 3: Esophageal stricture causing complete obstruction to passage of swai-
lowed gastrograftin. These strictures are prone to perforations during
atternpled dilatations.

CaseNo 8

A two year's old boy had middle oeschageal per-
foration during an attempted dilatation of an
cesophageal stricture caused by caustic injury.
This resulted in pneumothorax and symptoms of
mediastinitis {fig 4). He was treated conservatively
with pharyngeal suction, feeding gastrostomy tube
and parenteral fluid. Chest tube was not placed
because of the small size of the pneumothorax,

Subsegquent X-rays showed fluid in the right pleural
cavity and insertion of an underwater seal chest tube
drainage became necessary which yielded frank pus.
The patient recovered without further problems and
after three weeks of admission he was allowed home.
Eventually an pesophageal replacement was carried
out using right colonic conduit.

He is well for the last seven years.
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Case No. 9

A two year old patient was admitted with a stricture of
the lower third of the ocesophagus secondary fo
untreated gastro-oesophageal reflux. An attempted
ocesophageal diatation resulted in a perforation of the
lower abdominal oesophagus. This was recognised
because the patient was developing signs of peritoni-
tis and an X-ray showed free gas under the
diaphragm. Laparotomy was performed and a linear
tear of 0.5 cm was noted on the anterior surface of
the abdominal ocesophagus at Hs junction with the
stomach.

This was closed and reinforced with adjacent cardia
of the stormach. A feeding gastrostomy was placed.
The patient made an uneventful recovery and was
allowed home on gastrostomy feeding after ten days.
Eventually, a colonic conduit was placed as an
oesophageal replacement.

Fig. 4: Post-operative apparance of the patient in Fig. 2. Note the restoration of gluteal

foids and reconstition of ancractal sking

DISCUSSION

One of the most common causes of gastrointestinal
perforations today may be those due o invasive sur-
gical procedures especially endoscopic instrumenta-
tion and the incidence of iatrogenic perforations has
increased with the tremendous growth in the number
of these procedures. Perforations of the cesophagus
are no exception. but other etiologies do exist such
as accidental caustic ingestion, spontaneous perfora-
tions, perforations resulting from foreign bodies and
matignancies. In a report® by Ballesta Lopez C. et al
from the School of Medicine, University of Barcelona
ascertaining causes of iatrogenic cesophageal perfo-
rations, they found that 28.6%, of perforations fol-
lowed hiatal surgical procedures, 19%, occurred after
diagnostic endoscopies, 19%, after endoscopic dilata-
tions and 19% during removal of foreign bodies.

Case 8 exemplifies this inherent hazard associated
with vesophageal dilatations. in our previous study®
this was the commonest complication we encoun-

tered. From our experience it came to tight that vari-
ous factors prevailing in our society militate against
the success of frequent dilatations. Poor patients
coming from remote areas with inadequate realisation
of the tact that reguilar dilatations are an important
therapeutic aspect of strictures, we feel that a defini-
tive procedure of oesophageal replacement, although
a major undertaking, shouid be offered more readily
than the usual criteria laid down for this procedure.
This applies especially for those patients where com-
pliance is poor, and who return only when the stric-
ture is so far advanced that attempts at dilatation
readily produces perforation .

Early diagnosis with expedient management is the
secret of reducing morbidity and mortality. After any
surgical or endoscopic procedure, a high degree of
suspicion and close monitoring will allow early detec-
tion of perforation. One should watch for signs of
shock, pallor, tachycardia, tachypnea, subcutaneous
emphysema, chest pain and fever.ln cases of doubt,
confirmation can be achieved by an cesophagogram
using a water solubie contrast medium.

Outcome depends on the cause, location, size and
the interval between the injuries and the inifiation of
treatment. The site of oesophageal perforation also
determines the extent of sequelae. Prognosis is
worse in thoracic lesions with significant mortality if
treatment is delayed for more than 24 hrs. Selecting
the most appropriate therapy aiso depends on the
aforementioned factors. Although thoracotomy with
reinforced primary repair and mediastinal drainage
has been recommended for cases with manifestations
of mediastinitis™. with the advent of effective antibi-
otics and better intensive care facilities, conservative
management consisting of antibiotics, gastric decom-
pression, parenteral nutrition and thoracocentesis, if
needed, can be appropriate especially in injuries®
resulting from nasogastric tubes.

There may be several long term complications of
oesophageal perforations such as external and inter-
nal fistular formation, mediastinal abscesses and
empyema of thorax.” Gastroduodenal perforations
may alsc be produced in the same manner as are
mentioned for oesophageal perforations. in addition,
in neonates gastroduodenal perforations are aiso pro-
duced by vigorous resuscitative efforts at birth, naso-
gastric tube injuries and congenital distal obstructive
lesions such as atresias etc.

Perforation of the medial aspect of the second and
third part of duodenum produced inadvertently by the
rapid introduction of a large amount of oxygen
through a nasogastric tube in case 2 in our series could
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have been avoided if a strict colour coding of oxygen
tubes and nasogastric tubes are followed. One should
always confirm the length of nasal oxygen tube before
connecting it to the oxygen supply. Ideally one should
administer oxygen with specially designed oxygen deliv-
ery tubes which are fixed on the external nares.

Gastro- duocdenal perforations caused by thorny
material contained in “ghutti”, such as in case 3 in our
series is most unusual and should be taken note of as
a possible complication of local concoctions given to
children at birth as a cultural habit in cur society.
Perforations in the gastroduodenal area are easy to
detect because of a sudden collapse of the patient
and a plain X ray will reveal free gas under the
dlaphragm. The siie of abdominai visceral perforation
however, can only be detected at laparotomy.
Management entails vigorous resuscitative measures
and early laparctomy.A delfay in diagnosis and con-
comitant congenital anomalies are associated with a
high morbidity and mortality.

in neonatal and paediatric age group the most com-
mon cause of colonic perforation is distal obstruction
secondary to atresias, Hirschsprung disease and
anorectal agenesis. However in this series we have
considered only iatrogenic perforations of the colon to
highlight the importance of an avoidable injury.

fatrogenic injuries of the colon can be due to barium
enemas, thermometer and instrumentation®. In case 1
where sigmoid perforation was produced by a ther-
mometer and recognised early, prompt surgical inter-
vention prevented any serious sequelae. Despite its
rarity, rectal/sigmoid perforation occurring during ther-
mometer instillation is one hazard that one should be
aware of and take measures to avoid, particularly
because rectal temperature is a more sensitive indi-
cator of an infant's temperature than an axillaly tem-
perature measurement®. In contrast to the immediate
action employed in case 1, in case 6 the colonic per-
foration went undetected for four days. Here the
bodys defence mechanism sealed the perforation and
conservative management by parenteral antibictics
and intravenous infusion was sufficient. Conservative
management is advocated in those patients with good
bowe! preparation’, for silent colonic perforation,
those with localized symptoms and signs and those
where diagnosis is made eight hours after colono-
scopic injury”. If there is a large perforation, gener-
alised peritonitis or failure to improve on conservative
treatment then surgical exploration is necessary.

In summary, gastrointestinal perforation can be large-
ly prevented if early diagnosis of congenital anom-
alies producing luminal obstruction is entertained.
Similarly iatrogenic perforations which are specifically
highlighted in this article, could also be minimised

with awareness and practice of certain precautions.
importance of early detection of visceral perforation
and prompt action canno! be over emphasised, The
mainstay of deciding which course of action to foliow
is frequent observation and accurate anticipation of
development of symptoms, hence one can obviale
the need for surgery in selected patients.

REFERENCES

1.  Newcomer M.K; Brazer 5.R; Complications of
upper gastrointestinal endoscopy and thair
management. Gastrointest-Endosc-Clin-N-Am.
1994 Jul; 551-70.

2. Ballesta Lopez Z.;Vallet Fernandez J.; Catarci
M; Bastida Vi X; {atrogenic perforations of the
esophagus. Int-Surg. 1993 Jan-March; 28-31.

3. Naeem-uz-Zafar Khan et al: Management
aspects and associated problems of established
esophageal strictures. Pakistan's J. Med. Sci.
Apritl-dune 1893, Vol.8: No.3; 253-260.

4,  Kim Deobald J; Kozarek R.A.; Eosophageal
perforation; an 8 year review of a multispecialty
clinic's experience. Am.J.Gastroenterol. 1992
Sep; 1112-8.

5.  Weber TW. Esophageal rupture and perforation.
In: Welch 1J? Randoiph JG, Ravitch MM, et al..
{Eds). Pediatric Surgery {4th Ed} Year Book
Medical Publishers. Inc, Chicago. pg.727

6. HRowe |.M.; O'Neill J.A.; Grosfield
J.L.;Fonkuisrud E.W.; Coran A.G.; Essentials of
Pediatric Surgery; 1995, pg 419.

7. Ohri 8.K.; Liakakos T.A.; Pathi V.; Townsend
E.R.; Fountain S.W.; Primaly repall of iatro-
genic thoracic esophageal perforation and
Boerhaave's syndrome. Ann. Thorac. Surg.
1993; pp 603-6.

8. Williams S.M.: Harned R.K.; Recoghition and
prevention of harium enema complications.
Curr. Probl. Diagn. Radiol.; 1891, pp 123-151

9. Moriley C.J.; Hewson P.H.; Thornton A.J,; Cole
- T.d.; Aillary and rectal temperature measlil-
elttents in infants. Arch.Dis.Child.; 1992; pp 122-5.

10. HaH-C.; Dorricott N.J.; Donovan LA
Neoptolemos J.P.; Colon perforation during
colonoscopy; surgical versus conselvative man-
agement. Br. J.8urg. 1991 May: 542-4,

11. Kavin.H; Sinicrope.F.; Esker A.H; Management
of perforation of the colon at coilonoscopy.
Am.J.Gastroenterol. 1992 Feb; 161-7.

17

Journal of Surgery Pakistan Vol.1 (1); Aprif-June 1996



ROLE OF FINE NEEDLE ASPIRATION BIOPSY AND
CYTOLOGY (FNABC) IN A COLD NODULE OF THYROID

AND ITS COMPARISON WITH HISTOPATHOLOGY

SHAHIDA AFRIDI, ASADULLAH KHAN, S. WAQAR AHMED, IRSHAD WAHEED

ABSTRACT

This study evaluates the diagnostic importance of Fine Needle Aspiration Biopsy and Cytology (FNAC} in a
palpable cold nodude of thyroid. Conducted at Jinnah Postgraduate Medical Centre, Karacht over a period of
fwo years from January 1992 to December, 1993, this study included 62 patients; 57 were reported as
benign and two as malignand on both FNABC and Histopathology. Two cases reported as “abnormal cells
seen” and “follicular cells suggestive of malignancy” turned out to be malignant on Histopathology., One
case was a Cyst which disappeared on aspiration and did not reoccur/reflll on 6 months follow up. The
accuracy of our result is 95% and 3.2% cases suggesting abnormality, proved to be malignant.

FNABC has an excellent patient compliance, is simple, economical and quick to perform in an out patient
department, to differentiate between benign and malignant conditions.

KEY WORDS: Thyroid cold nodule, Fine needle aspiration biopsy, cytology. Biopsy, FNAC, Thyroid, Cytology.

Aspiration Cytology.

INTRODUCTION

Fine needle aspiration biopsy and cytology of thyroid
nodules is a sensitive and specific tool for detection of
thyroid cancers, thus preventing unnecessary operations,

This technigue has been in use since long. It was first
intreduced for thyroid tumors in America in 1926'. Later

Martin and Ellis in the 1930’s” studied the role of FNABC
on thyroid, lymphnode and breast. Most of the thyroid
nodules are benign and these can he differentiated from

malignant by FNABC’. A solitary nodule is a common
presantation of thyroid disease and may be cold, warm or
hot. Solitary cold and solid nodules have greater chances

of being maligant (5-1 0%) .

FNABC of a cold nodule of thyroid has been used in

Sweden since the begining of 1950° and 8000 FNABC
were carried out during the last twenty years. Lowhagen
et al., (EQ?Q)S also prefered this method in the diagnosis
of thyroid disease. Boey et al. (1979)° recommended

FNABC in every thyroid nodule, regardless of its clinical
nature, whether neoplastic or not. Silverman (1986} and

'DEPARTMENT OF SURGERY
JINNAH POSTGRADUATE MEDICAL CENTRE KARAGHI

Frable {(1978) recommended pre-operative use of

FNABC in a cold nodule of thyroid . FNABC helps in the
operative planning for a definitive procedure based on
tissue diagnosis.

PATIENTS AND METHODS

Patients selected for this study were from Surgical Unit |
and surgical Qutpatient Department of JPMC. History
was taken and general physical and local examinations
were carried out. Thyroid scan was helpful in determin-
ing the functional status of the gland. Cases of coid nod-
ule on thyroid scan were selected for this study.

Material required for FNABC for specimen collection:
1. Spirit swab

2. 22 guage needle with syringe

3. Glass slides

FNABC was performed with the patient in supine posi-
tion with hyperextended neck. After examination and
cleaning, negative pressure was created in the syringe,

to aspirate the celis, with 0.2-0.3 cc air approximate%y“.
The patients were asked not to swallow or talk during
the procedure. The swelling was fixed with one hand
and the other hand was used to introduce the needle
into the swelling. The needle was then moved to and fro
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to get the tissue detached. The needie was then with-
drawn and separated from the syringe; air 0.2-0.3 ¢¢
was sucked and the needle was reattached and the
material was expressed on slides. Examination of slides
was carried out in the Histopathology department, after

special staining [with Hematoxyiiny, Eosin, Orange G-6,
E-A-50, or Eosin Azure-50].

RESULTS

TABLE §

SEX DISTRIBUTION

Total No. of patients 62 Percentage
Femaile 52 83.8
Male 10 ig.2
M:F (Ratio} 1.5.2

TABLE I}

SEX DISTRIBUTION ACCORDING TO AGE

Age (Years) Male Female Number  Percentage
0-10 - - - -
11-20 2 3 5 8.0
21-30 2 15 17 275
31-40 3 25 28 45.2
41-50 1 8 9 14.5
51-60 2 1 3 4.8
TABLE I H]

DISTRIBUTION OF SWELLING ACCORDING TO SITE

Site Ne. of patients Percentage

Right Lobe 15 24.2

Lett Lobe 11 17.2

Both Lobes 26 41.9

Isthroug &s 81y

Right Lobe with isthmus 5 8.1
TABLELV

DISTRIBUTION ACCORDING TO SIZE

Size {crn) No. of patients Percentage
1-3 5 81
3-8 28 45.2

7.9 21 33.9
10-12 6 96
13-15 2 3.2

TABLE V
RESULTS OF FNABC

No. FNABC Resulis Ne. Percentage

1. No malignant cell seen 57 92

2. Malignant cell seen 2 3.2

3. Abnormal cell seen 1 1.6

4. Follicular cef! seen 1 1.6
Suggestive of growth

8. Cyst - Fluid 1 1.6

No abnormal celis seen

TABLE vi
COMPARISON BETWEEN FNABC AND HISTOPATHOLOGY

62 FNABC Result 61 Histopathology Results

57  Benign Muitinodular goiter 31
Sofitary Nodule 21 :I 57
Follicular Adenoma 5

01 Abnormal Celis Papiltary Carcinoma 1

01 Follicilar Cells Foliicular Carcinoma 1

Suggestive of malignancy

02  Malignant Papillary Carcinoma 2

01 Cyst Biopsy not done
Because of complete regression and
Cytoiogy of fluid showed no abnormai cells.

DISCUSSION

Thyroid diseases are quite common in Pakistan and pre-
sent as a swelling in front of the neck, which may be due

to goitre, inflammation, cyst or malignancy etc .There
are no early clinical signs, symptoms or investigations
which can differentiate between benign and malignant
conditions preoperatively except FNABC which is the
only reliable diagnostic {est and which is helpfut in the

subsequent managermem13 of these patients.

Single Non-functioning cold and solid nodule has a 5-

10% chance of being malignant’. it is recommended by
Lowhagen et al. that FNABC should be performed on

4.20.22

every thyroid cold nodule, whether neoplastic ornot ™.

FNABC is sate, simple, economical and time saving tech-
nique, requiring no anaesthesia and has no danger of
dissemination. FNABC has high rate of accuracy in expe-
rienced hands. FNABC accuracy in different series of
studies is shown in Table Vil

Thyroid pathology which can be diagnosed on FNABC
alongwith clinical background includes goitre, inflamma-
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tions, papillary carcinoma, medullary and carcinoma and
anaplastic carcinoma .

TABLE Vil
COMPARISON WITH OTHER STUDIES

Refferences Year No.of Cases  Accuracy
Cohachio et al’ 1980 300 95%
Niazi" 7 1981 50 82.6%
Ackerman etal 1985 420 98%
Silverman et ai 1986 80 95%
Hawkins et al 1987 415 95%
Cusick et al” 1990 307 58%
Larosa etal 1991 as7 87.7%
Alam Saeed” 1991 56 94.4%
Present study 1992-83 62 95%

FNARBC' positive for malignancy’ cases have priority for
admission and treatment with better treatment plan and
single operation.

lts limitations are that it cannot differentiate between fol-
licular adenoma and follicular carcinoma because this
distinction is made on histological criteria, including cap-

Y . prd
sular and vascular invasion .

Cells obtained by FNABC can be subjected to culture
and the effects of radiotherapy and chemotherapy can be
detected. It is also useful for follow up in patients with

carcinorna treated with radiotherapy and chemotherapyza.

Sometimes it is both diagnostic and therapeutic in cystic
swellings. Aspiration of the fiuid is the only treatment in
many cysts, owing to the fact that some thyroid cysts are
deprived of epithelial fining and emptying of their content

often results in regression of the cyst%, risk of missing
intracystic carcinoma is negligible (0.5%) (Gasper and

Bamess)” . Usefulness of FNA can be increased if used
in combination with electron microscopy.

Other lises of FNABC
DNA flow cytometry on the material obtained by FNABC

gives rise to aneuploid peaks in malignancy but not in
benign thyroid pathology’ .

Enzyme Studf’
it can be carried out like for acid phosphates in matastat-

ic carcinoma of prostate. Medullay carcinoma of #hyroid
can be diagnosed by immunoperoxidase staining+for cal-
citonin on the aspiration material.

CONCLUSION

FNABC has an excellent patient compliance, is very sim-
ple, ecnomical and quick to perform in an Out Patient
department and leaves no scar.

it is the only pre-operative diagnostic test that can differ-
entiate between benign and malignant conditions and it
kas very high accuracy in experienced hands.
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BENIGN ORO-FACIAL TUMOURS

NASREEN AMANAT

ABSTRACT

Among the various developmental and acquired causes of facial disharmony, odontogenic
cysts and fumors, dental hamartomas and reactive bone disorders rate the most conunon.
Most of these lesions are discovered fortuitously. These palients either receive no treaiment
or undergo extensive resections. Detailed are four cases of oral pathology ie. odontogenic
tumor {ameloblastomnal, odontgenic cysts [odontogenic keratocysts), denfal hamartoma
{ecompound odontome} and a reactive-bone disorder (central giant cell granulomal, as causes
of facial disharmony and their surgical management,

Key words:
odontogenic keratocysts, primordial cyst.

INTRODUCTION

A patient suffering from benign oral tumor or cyst is
likely to undergo different types of surgical treat-
ments because of lack of consensus as 1o their man-
agement. We present our experience of four such
cases.

CASE NO.1

A seven years old female presented with a painless
swelling on the left side of face, which was noticed 8
months earlier (Fig. ). A gradual increase in the size
of this swelling led to facial asymmetry. Clinical
examination revealed expansion of buccal and lingual
plates of the left body of the mandible from the first
mandibular molar to the central-incisor region with
bowing of the lower border. The sweliing was hard,
well circumscribed and non-tender. Panoramic view
of the mandible revealed a multifocular radiolucency
invelving the teft body of the mandible
Hematological and biochemical indices were within
normal limits. Aspiration biopsy of the lesion was
inconclusive . Under general anesthesia, the lesion
was enucieated through an intra-oral, subperiosteal
appreach. The lesion was non-encapsulated, dark
red in colour, friable and bled easily. The patient
required transfusion of one unit of blood per-opera-
tively. Primary dentition and tooth buds of the perma-
nent dentition were preserved. The lesion was identi-
fied as an osteoblastoma on histological examination.
Since the clinical picture was not consistent with the

“ASSISTANT PROFESSOR ORAL SURGERY
AK.UM, KAHACH

Central giant cell granuloma, ameloblastorna, ameloblastic carcinoma,

histopathological diagnosis, a second opinion was
sought and the lesion was reported to be a central
gtant cell granuloma. HRadiological examination at
one year follow up shows normal bone trabeculae.

Fig. | Facial assymetry with bowing of left border of manditle

CASE NO. 11

A married 22 year old female, presented with a
swelling on the left side of the face. There was a dis-
charging sinus on the left angle of the mandible. The
swelling had first been noticed 14 months earlier with
a gradual increase in size. There was a history of
pain and antibiotics were used on more than one
occasion . Clinical examination revealed a sweliing
consistent with expansion of the buccal plate of the
left mandible from the angle to the pre-molar area
with bowing of the lower border of the mandible .
Intra-orally the left lower first, second and third
molars were missing. Panoramic view revealed a
compound composite odontome occupying the left
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body of the mandible {Fig. H). There was a separate
unitocular radiclucency present distal to the odon-
tome in the mandibular ramus and a green stick
pathological fracture at the angle. Under general
anaesthesia, both lesions were enucieated, via the
subperiosteal appreach, after removing the buccal
plate of the left mandible. The odontome consisted
of numerous discrete denticles . The fracture at the
teft angle of the mandible was reduced and immobi-
lized with eyelets and intermaxillary fixation.
Histopathologically the proximal lesion was identi-
fied as a compound odontome with dentigerous
changes in the follicle and the distal lesion was a
Keratocyst. There was complete resolution of the
asymmetry over an  eight months’ period and there
has been no recurrence of the keratocyst over a three
years follow up.

Fig. I Panorax showing missing teeth, compound odenlome and a
radiofucerncy in the left ramus

CASE i

A 25 year old male presented with a grossly enlarged
mandible of unknown duration.  An aspiration biopsy
had been attempted with inconclusive result. Clinical
examination revealed hard, trregular surface of the
entire mandible. intra-orally the dentition was intact
with a sinus in the right premolar area. The panorax
revealed a large multilocular radictucency from angle
to angle {Fig. Hl). Both canines were lying along the
lower border of the mandible with both the mandibu-
lar tnird molars in horizontal impaction. The diagno-
sis of a keratocyst was made. Since the patient did
not wish to have a dental clearance, the lesion was
enucieated intra-oraily via a subperiosteal incision.
Mandibular canines were removed and apicectomy
and retrograde fillings were done on exposed dental
roots. immediaie post-operative recovery was
uneventful but for a wound breakdown in the area of
the sinus. Pus from the sinus was noticed about
twelve weeks after the surgery. Samples were
taken for the culture and sensitivily and appropriate
antibiotic therapy was instituted . The infection could
not be controlled with antibiotics five months after the
first procedure a recurrence was observed; this was

again enucleated and curettage was performed. Al
this time the right lower third molar was also removed
and the post-operative recovery was uneventful.
Orthograde root fillings were carried out on all
mandibuiar teeth after the second operation. There
has been a gradual reduction of the radiolucency
observed on the panoramic views . Three years afier
the second operation the patient was lost to follow up.

Fig. it Panorax showing radiclucency from (R] coronoid fo the fefi
coronoid, Note all 4 impacted 3rd molars and canines

CASE - IV

A fifty-year old female presented with a massive
growth in the mandibular symphysis, extending from
the right premolar 1o the left premolar region due to
which the patient was unabile to close her mouth
{Fig. IV¥). The growth iiself was well demarcated,
non-lcbulated and hard in consistency with no fluctu-
ation, bruit or tenderness to palpation.

Fig IV Grossly enlarged mandible. Patient is unable 1o close her mouth

Panorax revealed a well circumscribed radiolucency
with a fair amount of interspersed calcification
{Fig. V). A diagnosis of a calcitying odontogenic
tumour or an ameloblastoma was made, Dental
clearance was performed and the lesion was
approached intra-oraily, which was found to be cal-
ciftc, hemorrhagic and well circumscribed.
Segmental ostectomy was performed leaving an
intact lower border of the mandible followed by thor-
ough curettage. Profuse bleeding was encountered
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from the soft tissues as well as from the diseased
bone requiring transfusion of 8 units of whole blood.
At the time of recovery from anesthesia, collapse of
the right upper lobe of fung was observed.
Bronchoscopy was performed to remove the blood
ciots from the tracheo-branchial tree. Subsequent
recovery was uneventful. Histopathology report con-
firmed an ameloblastoma. There was a wound break-
down one week post-operatively which was allowed
to granulate. Eighteen months after operation there
was radiological and histclogical evidence of recur-
rence but the patient had declined further surgery,

Fig ¥ Panorax showing radiolucency interspersed with radio-Cpacities

DISCUSSION

The oro-facial lesions discussed above are all essen-
tially benign and are usually discovered on routine
dental examination or when facial asymmetry
becomes prominent. Pain is rare, unless there s
secondary infection and under the circumstances
a draining sinus may also be present. On radio-
iogical examination these lesions appear mostly
as radiotucencies with variable amount of inter-
spersed radio opacities. Some pathological entities
that commonly present as radiolucency in the jaw are
cdontogenic keratocyst, ameloblastoma, central
giant cell granuloma, cherubisum, odontogenic
myxoma, aneurysmal bone cyst, central hemangioma
and other vascular lesions!. Since there is much
variation in the behavior of the multilocular lesions,
their rnanagement ditfers accordingly. During evalua-
tion of radiolucent fesions of the jaw the possibility of
a vascular lesion must always be kept in mind due to
its potentially serfous implications. All of the lesions
discussed in this report are locally aggressive but
do not metastasize, in contrast to the malignant
tumours of the head and neck, which are not only
locally invasive but spread via lymphatics or the
biood stream. For these malignant tumours exten-
sive surgical resection coupled with pre and post
operative radictherapy is recommended. The role of
chemotherapy still remains palliative in head and

mandible or maxilla can be exposed through an ade-
quately designed intra-oral subperiosteal flap. This
approach not only gives good access for enucleation,
curettage and segmental resection but aiso allows
retrograde root fillings to be done at the same time.

Central giant cell granulomas may occur at any age,
but the majority present between 10-25 years and
occur in the tooth bearing areas of the jaw - usually
the mandible?. The lesion usually presents as
swelling of the bone and facial asymmetry3.
Radiologically it appears as non-corticated radioiu-
cency causing dispiacement of involved teeth and
their root resorptions. Growth is usually rapid and
when the cortical plate is perforated, the lesion may
present as a peripheral giant cell granuloma.
Enucleation and curettage is the treatment of choice.
Recurrence does not occur even if some tissue is left
behind.

The term odontome originaily inciuded all odonto-
genic tumors and cysts. Currently it is used to des-
ignate a non-neoplastic, developmental anomaly
that contains fully tormed enamel and dentine.
Odontome can, therefore, be considered a dentai

hamartoma containing calcified dental tissues® .
Complex and compound odoniomes are closely reiat-
ed malformations, Complex odontomes consist of a
mass of enamel, dentine and cementum which is
haphazardly arranged, whereas compound odon-
tomes consist of a collection of numerous smalt dis-
crete tooth-like structurest. All gradations between
compound and complex odontomes exist, Most
odontomes arise in association with a missing tooth.
Radicgraphically, the compound odontomes show as
a radiolucency with numerous small radio opague
denticles. These lesions are asymptomatic unless
there is a secondary infection when pain becomes
a feature of their presentations. Surgical enucleation
is the treatment of choice. The condition does not
recur and a radical approach is contraindicated .

Ameloblastoma is a benign, locally invasive tumour
derived from the odontogenic epithelium. {t accounts
for about 1 percent of all oral tumours. About 8% of
these tumors occur in the mandible, of which about
70% arise in the molar region and the ascending
ramus. Ameloblastoma is a slowly growing tumor
and is usually discovered in the fourth to fifth decade
of life. Extensicon of the tumor in the soft tissues is a
late feature. Radiologically ameloblastoma appears
as a unilocular or a multilocular radiolucency.
Although most ameloblastomas arise intra-osseously,
extra oral or peripheral ameloblastomas have also

neck malignancies. For benign oral tumors, a more  paen reported’.8. Metastases have been
conservative approach is preferable  The entire reporteds.10.11.1213 but this is still an area of contro-
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versy. Recurrence is 8 common feature in the
muitifocular type of amelobiastoma.

CONCLUSION

Central giant cell granuloma must be differentiated
from brown tumours of hyper-parathyroidism by
radio-immune assay of parathormone. It must not
be confused with the giant cell tumour of the limbs
which is an extensively destructive lesion. Central
giant cell granuloma and compound, complex odon-
tomes are benign, non recurrent entities, which are

adequately treated by enucleation and curettage..

Ameloblastoma and dental keratocysts are both local-
ly aggressive and exhibit a variable potential for
recurrence.  Segmental resection with preservation
of the lower border of the mandible, wherever possi-
bie, minimizes the risk of recurrence . However, since
i0ss of teeth may not be acceptable in younger
patient is enucleation and curettage may be per-
formed, despite the greater chances of recurrence.
Use of cryosurgery after enucleation is recommended
to minimize recurrence. Patients who have under-
gone removal of ameioblastoma and keratocyst must
be monitored post operatively for several years.
Where dental extractions, segmental or partial resec-
tion of the mandible have been carried out, occlusal
harmony should be restored with bone grafting and
osseus integrated implants. Minor facial asymmetry
will resolve under muscle stress. Where occlusion is
intact, orthognathic surgery may be considered as a
second step to resolve remaining facial asymmetry,
The advantages of an intra-oral sub mucoperiosteal
flap is that it does not leave a facial scar and the mor-
bidity is low. i also allows apecectomy as well as
enucleation, curettage and/or segmental resection
through the same approach.
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A STUDY OF CASES OF LARGE INTRA-ABDOMINAL
LYMPHANGIOMAS- A REVIEW OF LITERATURE

IMTIAZ LEWIS QURESHI, JAFFER-UZ-ZAMAN, AHMED SULTAN KHAN,
ABID QAZI, IFTIKHAR JAN, NAEEM-UZ-ZAFAR KHAN.

ABSTRACT:

Intra-abdominal lymphangiomas are rare lesions. In literature different diagnostic modalities
are used in detection of early lesions. But our experience at the P.LM.S. with intra-abdominal
Iymphangiomas has been totally different. All the 6 lesions in the last 8 years presented
with enormous abdominal distentiont and a provisional diagnosis of ascites. Some of these
were even tapped for ascitic fluid analysis. In most cases the final diagnosis was made only
at laparotomy. Interesting features of age, sex, site of origin, type of lesion, and managerment

are discussed in this article.

KEY WORDS:Abdominal neoplasms, Ilymphangiorna, Diagnostic errors, ascites.

INTRODUCTION

Lymphangioma is a benign growth of iymphalic origin
mostly noted at birth?, Whether these are congenital
malformations, hamartomas or true neoplasms is stili
controversial”'™, 95%are seen in the neck, 2-3% in
chest and the rest occur in other parts of the body®.
Intra-abdominal lymphangiomas are rare. The inci-
dence of these has been estimated to range from | in
27,400 to 1 in 100,000 of ali hospital admissionsi™,
This article discusses our experience with the man-
agement of this rare entity and the diagnostic confu-
sicn which we encountered during their management.

MATERIALS AND METHODS

The medical records of all the patients with proven
diagnoses of intra-abdominal lymphangiomas, pre-
senting to the Children’s Hospital, P.1.M.S, islamabad
from January 1987 to December 1994 were reviewed
retrospeciively. All the cases were analyzed from the
standpoint of age, sex, presenting sympioms, physi-
cal examination, investigations, site of lesion, man-
agement and outcome.

RESULTS

During 8 years {Jan. 87 - Dec. 94) we saw 6 cases of
intra-abdominal lymphangiomas. The average age at
the time of presentation was 5.3 years ranging from 3
to 9 years. 66.6% (n=4) were females. Two patients

Prof. M. Naeem-iz-Zafar Khan
The Children’s Hospital
PiMS, Istamabad

had omental iymphangiomas, 2 had mesemteric lym-
phangiomas {(Figure 1), One had a retroperitoneal otigin
(Figure 2) while another arose from the greater curvature
of the stomach {Figure 3) but was not attached to the
cmentum. All the patients presented with chronic
abdominal distention, which in one case increased sud-
denly in size (case#l). In one patient it was also associat-
ed with colicky abdominal pain and occasional vomiting
(Case#4). Every patient had good general health at the
time of presentation. Each patient had a positive fluid
thrili. The provisional diaghosis in 66.6% (n=4} patients
was ascites based on the characteristic history and
physical findings were inadvertently tapped in 2 cases
and showed straw-colored fluid.

Fig. 1: Partly cystic partly solid multilobuiated iymphangioma artsing from the root
of the mesentery extending from the fourth part of the duodenum to proximal
jejunum {Case #4)
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Fig 2: Multicystic lymphangioma densely incomorating the feft kidney. The speci
mean also shows the kidney which had o be sacrificed.

Routine hematologic tests and LFTs in all 6 cases
weare within normal range. Ultrasoncgraphy revealed
large intra-abdominal cyslic masses in 4 cases which
displaced the viscera peripherally but origin of these
cysts could not be ascertained. In one patient the pro-
visional diagnosis of multicystic kidney was enter-
tained due to the presence of multicystic mass in the
renal region on ultrasonography (Case #5). Definitive
diagnesis in these cases ¢ould be made intraopera-
tively which also revealed their site of origin, The
patient who presented with a sudden increase ot
abdominal girth had a lymphangioma filled with dark
black colored fluid - an indication of hemorrhage into
the lesion (Figure #1).

Fig 3. Infra-apdominal lymphangioma from case #1. This large, muitiobuiated,
unilocudar thin walled lesion arose irom the greater curvature of stomach. # con-
tained darkbiack fluid- an indication of hemorrhage.

In one patient the abdominal cavity was full of turbid
fluid with lymphangiomatous lesion on the omentum
and peripheral surface of peritoneum in a large
umbilical hernia (Case#8). These were the remnants
of lymphangioma which actually were ruptured by
needle punctures. These lymphangioma were

excised after careful dissection from the surrounding
tissues except the one which was retroperitoneal in
origin (Case #5). In this case kidney had to be sacri-
ficed because of the involvement of the vascular
pedicle(Figures 2 & 4). The resuits are summarized
in Table #1.

Fig. 4 Muiticystic lymphangioma densely incomorating the teft kidney. The spec-
imen asio shows the kidney which had to be sacrificed.

Table 1
No iAge Sex | Symptoms Provisional | site procedure
I Diagnogis =
1 5Yrs. i M Chronic Abdominal | Ascites Gireater Excision
‘ distention, with Cmentum
suddeningrease | 4 b
2 1aYsiF Ghronic Abdominal | Ascites Greatar Excision
digtention (tapped; curvature
stomach
3 7Yrs. ¥ Chronic Abdominal | Ascites Mesentery Excision
distention
t
4 4Yrs M Crworse Abdominal | Mesenterdc Mesentery Excision
| distention cyst i
5 4MonsiF Loin Mass Multicystic Rertrcperslor;eaig Exeision
Kidney i & Nephr-
» [ actomy
i ! H
& |9V iF Chtonic Abdominal | Ascites Omentsn | Excision
: distention i {apped)

Table 1: Results of management of intra-abdomian! lymangiomas

DISCUSSION
Among the intra-abdominal lymphangiomas it has

 been estimated that 60% are mesenteric, 25% are

omental and 10% are mesoccclic in origin, other
abdominal sites are rare "9, In children, # is report-
ed to be the most frequent tumor of omentum®,
Majority appear in the first year of life. 90% are evi-
dent by the second year of life®. Repcris are aiso
available in which it was detlected at the age of 78
years®. In American population there is a 2:1 female
to male ratioc while in Japanese population the ratio is
reported 1o be opposite®™. Apart from these reviews no
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sex predilection has been observedi',

Numerous theories have been proposed concerning
the origin of lymphangiomas. The important postu-
lates are: disturbance of endothelial secretory func-
tion of the vessels, defects in embryonal organization
of the lymphatic system, obstruction of existing lym-
phatic channels by an inflammatory process or a fail-
ure of lymphatic spaces in embryo to join the venous
systemi4#a Other less plausible etiologies include
failure of the leaves of the mesentery to fuse, local-
ized degeneration of lymph nodes or intra-abdominal
trauma'.

Lymphangiomas are classified primarily on a histolog-
ical basis. The original classification established by
Wegner in 1877 is still considered to be the most reli-
able. it divides Iymphangiomas into simple, cav-
ernous and cystic typesi™#,

These overgrowths are endothelium lined, round,
smooth, thin walled and have clear serous or milky
tiuid within them. They may vary from small growth to
a very large sized lesion. Sudden enlargement can be
due to hemorrhage, vascular obstruction or a super-
imposed infection. These lymphangiomas may be uni
or muititccular with communicating cysts?®®.
Lymphangiomas are histologically benign but two
patients with changes of lymphangio-endotheliomas
have been reported"!,

Lymphangioma may vary In size from a few centime-
fers to a very large iesion containing several liters of
fluid occupying the entire abdominal cavity and pro-
ducing marked distention. in oider children the fym-
phangiomas are generally of large size. This rmay be
owing to the fact that they may have been growing for
a number of years. They may be intra-mucosal, intra-
mural or intraluminal and sessile and broad-based or
pedunculated lesions. Generally there may be an
abrupt transition between the lesion and adjacent
normally displaced tissues. Generally lymphaniomas
are solitary, but they may be multiple. When multiple
lymphangiomas are present the term lymphan-
giomatosis is applied. Histological examination is
necessary for diagnosis because they must be differ-
entiated from angiomas®, In contrast to heman-
giomas they usually do not have blood within the
spaces and do not demonstrate immunoreactivity to
factor Vil related antigen®,

It is reported that the diagnosis is mostly incidental
with the help of lymphangicgraphy, during elective
abdominal surgery, in an acute surgical abdomen or
at post-mortem examination, but some are sympto-
matic. The symptoms are nonspecific and depend

on site and size of the lesion. The most frequent
symptoms being pain, digestive problems, paipabie
soft cystic mass or even externally visible tumors
such as pseudo-ascites. Most remain occuit until
pressure symptioms occur. It can lead to obstruction
of tubuiar structures like intestine, ureter and bile-
duct. Acute abdomen may occur due to inflammation
of the cyst wall, bleeding, torsion or rupture of the
cyst. Galifer has reported that acute abdomen
caused by lymphangiomatous cyst mimicked acute
appendicitis’'%. Occasionaily they may lead to intus-
susception. In rectal lymphangiomas the most com-
mon compiaint is pain or bleeding®,

Although it is rare for lymphangiomas to be huge in
size but all our cases were noted in this category. At
this stage imaging techniques help differentiate lym-
phangioma from ascites®®. On a plain radiograph it

. may appear as rounded sharply outlined soft tissue

mass displacing the adjacent bowel. This sign may be
better appreciated in a gastrointestinal barium series.
Caicification of the cyst wall may be occasionally
noted. On ultrasound it appears as well outlined,
sonolucent transonic abdominal mass. CT scan
demonstrates a non-enhancing near water density
mass ®'% They clinically and radiologically are difficuft
to distinguish from other intrarmmural masses such as
lipomas, lsiomyomas or early epithelial polyp.
Lymphangiomas are generally pliable and change
shape in response to compression. This can be
appreciable both endoscopically and radiclogically.
CT scan is reported to provide the exact
topography”. MR is reported to be superior to CT or
U/8 in diagnosing a large hemorrhagic abdominal
iymphangioma which is reported to clinically mimic a
recurrent hemoperitoneum?™, Protein iosing enteropa-
thy has been reported to be associated with the lesion
which can be cured by resection of the lesion ™"

Effective treatment is surgical removal. Regression is
unlikely®, They invade tissue planes and appear 1o
infiltrate normal tissues but are benign®™, Aspiration of
large cysts lessens the difficuity with exposure during
opsration. If the cyst has invaded an abdominal organ
like small bowel, spleen or tail of pancreas, total exci-
sion of the involved organ is indicated™ . Prognosis is
good and it seldom recurs™™, Internal and external
marsupialization have become obsolete!.
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Sacrococcygeal Teratoma Presenting as a Benign Lesion
in Older Age Group

JAFFER-UZ-ZAMAN, IMTIAZ LEWIS QURESHI, AHMAD SULTAN KHAN, NAEEM-UZ-ZAFAR KHAN

ABSTRACT

Although it is a known fact that high percentage of sacrococcygeal teratoma left untreated
will undergo an early malignant transformation. But recently we have had an interesting
experience with 3 cases of sacrococcygeal teratoma 2 of which were enfirely untreated upto
the ages of 4 and 6 years and third one was inappropriately managed, but did not under-
go a malignant transformation and presenied with obstructive bowel and urinary symp-
toms. Details of presenting symptoms, investigative findings and management is described.

A review of literature is also presented.

KEYWORDS ;

INTRODUCTION

Sacrococcygeal teratoma is the most common con-
genital neoplasm of neonates.lt is most commeonly
observed at birth, only a few cases have been
chserved in older children and adults™® " The inci-
dence varies from 1 in 10,000 to 1 in 40,000 live
births* =2+ 21 There is a fermale preponderance with a
ratio of 4:1 02, | is reported 1o be autosomally domi-
nant with a strong familial tendency U1,

CASES

Case 1

A girl who had a previous surgery at the age of 8 days
for acute wrinary retention caused by intra pelvic cystic
lesion, in another hospital, was admitted in October,
1934 at the age of three and a half years, once again
with urinary retention. On examination she had a large
cystic lower abdominal swelling which was presumed to
be distended urinary bladder. She also had bilateral dif-
fuse deep cystic swelling causing the buttock to buige
out. Ultrasound showed remarkably distended bladder
occupying lower half of the abdomen. There was anoth-

er cystic swelling of 10 cm. circumference deep in the.

pelvis which presumably had caused bladder neck
obstruction resulting in urinary retention. She also had
bilateral gross hydronephrosis. Her BUN was 55. IVU
faited to secrete the dye. X-Ray chest and CT scan did
not show any distant metastasis. Alpha feto protein was
normatl.

-Prof. M. Naesam Khan, Chalrman angd Prof. of Paediatric Susgery

The Children Hospital,
P#ME, tstamabad

sacrococeygeal teratoma, persistent benign nature, teratoma

On exploration through fower transverse abdominai inci-
sion, a large cystic mass in the pelvis was noted (Figure
1). It had displaced the bladder up into the abdomen.
This was excised and it contained whitish smell-less fuid
and culture revealed no growth. The cyst had endothelial
lining and was reported as mature cystic teratoma.
Subsequently, this relieved her symptoms and when she
was readmitted on 22 november 1994 her kidney and
bladder had returned 1o normal size. Her BUN was 24.
She was once again explored from behind after placing
her in jack-knife position and rest of the multi-cystic ter-
atorna aleng with the coccyx was removed. in addition to
cyst there were solid areas containing cheesy material
and loose hair. Once again histology revealed no evi-
dence of malignancy.

Eaw A g
Fig.1: Specimen of Case #1 who had recurrence of inadequately removed sacrgcoc-

cygeal teratoma and on sach occasion presented with acule urinary retention, Artery for-
ceps is pointing to removed coccyx which is an essential step in praventing recurrence
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Case 2

4 years old female consulted us for the first time with
massive swelling of the size of a football arising from the
sacrococcygeal area (Figure 2 & 3). The swelling under-
went repeated uicerations and resulted in physical disabili-
ty as she was unable to sit properly.On examination
there was a broad mass of 25 cm. circumference with
loss of giuteal folds and anterior displacement of anal
canal. The overlying skin was very thick with multiple
areas of ulceration and necrosis secondary ¢ repeated
trauma. The tumor was rubbery in consistency with areas
suggestive of cystic lesions. Plain X-ray revealed paichy
calcification. On barium enema there was evidence of intra
pelvic presacral extension of tumor, but this extension was
not paipable perabdominally. IVU was normal. X-ray chest
and CT scan reveaied no evidence of metastasis. Alpha
feto protein was within normal fimits indicating a benign
iesion At operation a firm large multicystic tumor with
intense fibrosis fat and gluteal muscle was noted. This
resulted in loss of tissue plains. There were scatlered
patchy calcifications of
the cyst walls. With
some difficully it was
excised in its entirety.
Histopathology
revealed tissues of
ectodermal, endoder-
mal and mesodermal
origin. The tissue had
cystic cavitations which
were lined by chondroid
endothelium and neural
tissue was also pre-
sent, No evidence of
malignancy was found
in multiple sections. In
view of histopathology,
prognosis may be con-
sidered good. Post
operative progress was
satisfactory and she
was sent home.

(Figure 4)

Fig 4: Paf{snr managed conservatively following ar esophageal! perforation from attempled bougr
naga for dilatation. Note intercostal chest lube. mediasting! widening is significant due to sdama fiuid,

" Fig. 3. Cut surtace of the removed specimen of sacrococoygeal teratoma in Fig. 2.
The increase in size wis due to hemortiage in the cystic parnt of mature teratoma

Fig 2: A splinter which had
perforated through the first
part of duedenurn was lying
half outside and half within
the lumen. This was the
content of ghutti given to!
the neonate by grandmoth-f
er. it had caused peritonilis.

Case 3

A six years old boy
consulted us for the
first time with com-
plaints of constipa-
tion and wurinary
refention for three
months. He carried
a barium enema
with him  which
showed massive
dilatation of colon
and impacted fecal
matter. His intra-
venous pyelogram showed normally functioning kid-
ney with no distal urinary tract obstruction or
hydronephrosis. With the provisional diagnosis of
Hirschsprung disease he was taken to the operation
room for rectal biopsy. Examination under anesthe-
sia revealed a solid mass displacing the rectum ante-

Fig.5: Lateral view of pelvis of barium enema shows marked arterior dispiacement
of the rectum which is occupied by a presacral intrapelvic sofid mature sacracoc-
cygeal teratoma with predorminantly neural tissue in a § years old child (Case 3}
rierly. The upper margin of the mass could not be
reached with the finger {ip. Examination aiso
revealed bilaterally palpable masses in the glutei with
gluteal asymmetry. Lateral view of the pelvis in bari-
um enema showed a pre-sacral mass displacing the
rectum anteriorly (Figure 5) while ultrasound showed
a 10cms X 8cms solid mass in the pelvis. At opera-
tion a large solid mass arising from the cceceoyx and
the last segment of sacrum was found plastered to
the rectum. H was, with some difficulty, removed
and cocoygectomy was done. Histopathology
revealed a benign sacrococcygeal teratorma contain-
ing neural tissue.
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DISCUSSION

Usually sacrococcygeal teratoma presents as a
bulging mass over the sacrococcygeal region with
variable cystic to solid consistency 5%, Histologically
elements of all three germinal layers may be found® 2,
Most sacrococcygesl teratoma have malignant poten-
tial and with increasing age tendency of malig-
nant transformation increases proportionally. In
neconates frequency of malignancy is approximately
7% whereas above the age of two years it rises to
50% or more ™", In an interesting case a 67 years old
male presentaed with sacrococcygeal teratoma compli-
cated by uiceration and necrosis, histopathology
showed benign nature of tumor 273 Metastasis of
rmalighant tumor may occur in regional lymph nodes,
lungs, liver and vertebrae 4. These tumors are being
diagnosed more frequently in uterc due to the wide-
spread use of obstetric sonography. In fetal life it may
cause hypertrophy of placenta, fetal hydrops, high
output cardiac failure, pre-eclempsia and respiratory
insufficiency % '0.%5-24_ A baby may be born with bilat-
eral hydronephrosis, abdominal distention or failure
to pass meconium . It may aiso cause abortion or
still-birth ™. Associated abnormalities occur in 20% of
the cases, the most common being musculoskeletal,
renal, cardiac, gastrointestinal, central nervous sys-
tem, spina bifida, undescended testis and congenital
hip dislocation 723721 Tumor with large presacral
component may present with weakness or paralysis
of legs, constipation, anal stenosis ¥ and utinary
symptoms secondary to bladder outiet obstruction ¢!,
Sacrococeygeal teratoma in females is often assock
ated with agenesis of corpus collasum and arachnoid
cyst. Males born with sacrococcygeal teratoma may
have leydig cell dysiunction, abnormal spermatogen-
egis or both (192238 31

Routine ante-natal uitrascund examination heips
not only in diagnosing the sacrococcygeat ter-
atoma but ajso determines secondary uropathy
and helps in planning the mode of delivery!?!,
Calcifications, which may be diffuse or in the form
of a recognizable structure may be a heipful radio-
fogical sign but do not help differentiate benign
from malignant lesions. N- acetyl cholinesterase &
has also been measured for diagnosing but the
most useful marker is alpha-feto protein, which dif-
farentiates between benigh and malighant tumors
and can be used as a prognostic factor as well as
a sign of recurrence 2024,

In all cases of this tumor, radical attempt shouid be
made to remove the tumor regardiess of the size of
the tumor and histological stage, as soon as possible
after birth. Unusual delay in surgical freatment may
be associated with malignant degeneration, pressure

necrosis, infection or hemorrhage in the tumor.
Coccygectomy is mandatory to ensure against recur-
rence 2% Incision in this operation is very crucial. An
inverted V-shaped incision has been found to be very
important in maintaining the shape of the gluteal fold
(Figure 4} and reconstifution of the anorecial
sling. Prognosis depends on type, extent, histoiogy
and age at the time of surgery, but interestingly not
the size of the tumor.

Malignant transformation is most likely to occur
between the age of 4 months and 5 years. However,
a few cases have been reported in later ages without
malignant change.
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REVIEW ARTICLE

MINIMALLY INVASIVE SURGERY

[RSHAD WAHEED, KULSOOM JUNEJO

KEYWORDS :

INTRODUCTION

Endoscopic surgery is rapidly becoming a popular
alternative 1o open procedures. its introduction in
the field of general surgery has changed the spe-
ciality forever. The Laparoscope, once used by
gynaecologists for evaluation of pelvic disorders
has emerged as a leading therapeutic tool for var-
ious surgical procedures. The most widely prac-
ficed amongst them is the laparoscopic cholecys-
tectomy, considered as a “gold standard” treat-
meni for uncomplicated symptomatic cholelithiasis.
Others include laparoscopic appendicectomy, her-
nia repair, thoracoscopic treatment of pneumotho-
rax, persistent pleural effusion, ocesophageal disor-
ders, sympathectomy, arthroscopic examination
and jcint repairs. Various urological and gynaaco-
togical procedures have all become accepted
endoscopic procedures.

HISTORY

Lapara is a Greek word meaning fluent.
Laparoscopy is endoscopic visualization of peri-
toneal cavity. The earliest description of endo-
scopic examination was from KOS school ted by
Hippocrates {460-375 BC), the father of modern
Laparoscopy . The one who introduced this was
Jacobeus. He used a cystoscope for examination
of both peritoneal and pleural cavities in 1810 and
used both air and water for distention of cavilies.
Later on the procedure underwent several modifi-
cations as Zollikoier in 1825 introduced the con-
cept of CO2 for insufilation.

ADVANTAGES

Laparoscopy has reveolutionized general surgery.
The increasing demand for minimally invasive
surgery is being driven by a combination of devel-
opments in surgical instrumentation and patients’
expeclations of less pain, shorter hospital stay,
improved cosmesis and eatrly return to normal
activity.

Prof. of Surgery
Jinnah Postgraduate Medical Centre
Karachi.

Minimally invasive surgery, laparoscopy

The advantages of Laparscopy are:

- 8mall incisions,minimal trauma, reduced post-
operative pain, early moblization and virtual
absence of wound infection.

- Minimum handling of gut and rapid return of
G.1LT. functions, therefore less chances of devel-
oping future adhesions.

- Smailer wound size causes less depression ot
cell mediated immunity.

- Surgeons contact with patients’ blood is
decreased therfore,the chances of HBV & HIV
transmission is correspondingly decreased.

DISADVANTAGES

- lmage quality is inferior to normal binocular
vision.

- Loss of depth perception.

- Reduced field of vision.

- Improper location of surgeon’s eyes & hands rel-
ative to visual display,causing misperception of
angidar relationship.

- Minimal access causes organ extraction difficult.

The operating time cannot be ignored because of
less experience and setting up of instruments elc.;
operating time may be prolonged. Therefore inspite
of shorter hospital stay, the total hospital cost is not
raduced because theatre is in use for a longer time
and the instruments, especially the disposables, are
guite expensive.

INSTRUMENTS AND PROCEDURE

It requires full video endoscopic facilifies inciuding
provision of camera, television monitor and insuifia-
tion equipment, Instruments required are needie, tro-
car & cannula, sheath, specialized clamps, clip appli-
cators, retractors, staplers, scissors & specialized
instruments for specific procedures.

Laparoscopy is carried out in operation theatre under
general anaesthesia, observing full aseptic precau-
tions. A pre-operative consent for conversion to open
procedure shouid always be taken. initally pneuoperi-

Joumnat of Surgery Pakistan Vol.7 {1}; April-June 1936

34



T NEEAPT U —

lrshad Waheead

toneum is created. Then laparoscope is inserted
through a sub-umbilcal port and initial laparascopy
performed. The site of placement of poris is different
in various procedures. it ig ideal to have enough ports
to allow the surgeon {o use two handed dissection 1o
avoid ciashing of instruments, ports should not be oo
close to each other,

COMPLICATIONS

Experience in faparoscopic surgery is increasing.
Success depends upon skill and experience. A sharp
learning curve exists for first 25-50 cases and is char-
acterized by longer operative time and risk of compii-
cations . But there is good evidence to suggest that
with adequate training and experience, the incidence
of operative complications will be reduced to a level
comparable to open surgery.

Complications due to introduction of instruments and

pneumoperitoneum include:

- Emphysema.

- Gas embolism.

- Thromo-embolic complications,

- Haemorrhage.

- Haemotoma,

- intestinal perforation.

- Hyper-capnia {eading to respiratory or circulatory
embrassment.

- Hernia at puncture site,recurrence of malignancy
at port site,

- Aggravation of existing hermia.

Due 1o the operative procedure

- Diathermy injury of skin and abdominal wall.

- Diathermy injury of intestine .

- Bile duct injuries.

- Haemorrhage.

- Pelvic sepsis

- Peritonitis.

- Trauma 1o retroperitoneal structures

CONTRAINDICATION

- Cardiac or respiratory insufficiency.

- Extreme obesity

- Advanced pregnhancy or large abdominal tumors.
- Previous surgery {conversion rate is increased).
- Intestinal obstruction.

- Generalized pertonitis.

Most of the contraindications have become only relative
ones as the experience and the confidence of the sur-
geons increases. Thus, acute cholecystitis is no longer
an absolute contraindication.

FUTURE

There is no doubt that laparoscopic surgery is here to
stay, it has been through three evolutionary steps:

1. Diagnosis

2. Minor surgical techniques as biopsy.

3. Removal of large tissue voiumes as nephrectomy
or splenectomy. The currently developing fourth
step is the laparoscopic reconstruction.

The future of laparoscopic surgery should be directed
towards identifying limitations, eliminating source of
operating errors, improvement in skill and experience
and improving existing technology and aiso to make
it economically justifiable. The emphasis should be
on the evolution of proper, accredited training pro-
grams in teaching hospitals.
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LIPOSARCOMA OF CLAVICLE
A Case Report

JAMSHED AKHTAR, FARHAT MIRZA, ABDUL AZIZ

ABSTRACT

Liposarcoma rarely arises in bone but when it does it almost invariably occurs in long bones
of extremities. A case of Liposarcoma arising in clavicle is reported. To our knowledge liposar-

coma of clavicle is never reported in literature.

KEY WORDS: Liposarcoma, Bone tumors.

INTRODUCTION

Liposarcoma is one of the most common malignant
soft tissue tumors in adults but liposarcoma arising in
bone is extremely uncommon’. Although some pathol-
ogists have doubted the very existance of primary
intraosseous liposarcoma, a number of acceptable
cases have been reported®.

CASE REPORT

A nine year old female child presented with a swelling
over left clavicular region which was noticed three
months earfier. History of dull ache at the same site
was also given. On physical examination a hard bony
swelling in the line of clavicle was found. Skin over
ciavicle was normal. Radiclogically, & wel! defined
expanding osteolytic lesion with thinned out cortex in
the lateral half of the left clavicle was found (Fig. I
Soft tissue invasion was absent. No swelling was pre-
sent in other parts of the boedy. Lesion was resected.
There was no local infiltration. Grossly, the tumor was
grevish yellow in cclour and scft in consistency.

Fig. ! Liposarcoma of Clavicle

Dr. Jamshad Akthar
Paediatric surgeon
Dapt. of Paediatric Surgery, NICH

Microscopically, most of the cells had vacuoles in
their cytoplasm. Areas of myxoid degeneration were
also present. No futher treatment was given. Fifteen
months postoperatively patient is well with no recur-
rence.

DISCUSSION

Stewart, one of the first to report iiposarcoma of
bone, discribed three cases in 1931% The tumor is
slightly more commeon in males and may be seen in
patients of all ages. Most common site of involvement
is long tubuiar bones of the exiremities. Femur and
tibia are commonly involved®. Schwartz collected
fourteen cases of proven liposarcoma from literature®.
To establish a firm disgnosis of an intraosseocus
liposarcoma two criteria must be met, the tumor must
have the histologic features of liposarcoma and a soft
tissue origin or metastatic neoplasm must be exclud-
ed’. Our case fulfills both the criteria. It is also unigue
as to #s site, the clavicle, which is never reported
previously.
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TUBERCULOSIS OF PENIS
A Case Report

ABDUL SATTAR MEMON, JAN MOHAMMAD MEMON, ABDUL GHANI SOOMRO

ABSTRACT

A rare case of tuberculosis of penis in a man of 50 years is presented, followed by review of

literature.

KEY WORDS: Penis, tuberculosis, genito-urinary fuberculosis, tuberculosts of the penis.

INTRODUCTION

Taberculosis of penis is a very rare manifestation of
the disease; upto 1971 only 139 cases had been
reported in the literature®. Quite a long ago it was
seen as a complication of ritual circumcision, when
the operator who had open puimonary tuberculosis
used to suck the circumcised penis®. Presently fuber-
culosis of the penis is essentially a disease of adults,
primary or secondary®.

CASE REPORT

A 50 years old male from rural area of Sindh present-
ed with uiceration of glans penis, burning micturation
and pain with low grade fever for 8 months.
txamination revealed pale underweight male of aver-
age buiid; no other positive finding was present on
general examination. Systemic examination did not
reveal any posilive finding. Local examination of
external genitalia reveated uiceration of glans {cir-
cumcised} penis, resembling carcinoma penis. (pho-
tograph [). '

Urine DR was clear, Hb 8 g% ESR 105/hr, X-ray
chest revealed bilateral foci of puimonary tuberculosis
in both lungs and sputum was positive for AFB.
Incisional biopsy under general anaesthesia revealed
it as a typical tuberculous ulcer and the patient was
put on antitubsrculous drugs. He responded weil to
treatment and the uicer healed ( photograph il}. At
present the patient is completely cured.

DISCUSSION

Tuberculosis is a common disease of the developing
countries, however tuberculosis of penis is an
extremely rare manifestation of the disease. Presently
tuberculosis of penis is a disease of adults either pri-
mary from coital contact from disease already present

Dr. Abdui Sattar Memon
assoc. Professor Surgery
Liaguat Medical Coliege, Jamshoro

Photograpti {

Photograph 1

in the genital tract or due to contamination from
infected clothing'®. Rarely peniie lesion may be
caused by re-inoculation from male partner through
an infected efaculate®. Secondary penile tuberculosis
occurs as a secondary manifestation from active pul-
monary tuberculosis.
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The lesion always presents as a superficial ulcer W.B Saunders Company Scientific publications,
of glans, which clinically s indistinguishable from 1976.

matignancy. The lesion can also progress to caver-

nositis involving the urethra®. Rarely lesion occurs 4. Lal, M.M., Sekhon, G.S., and Dhall, J.C,,
as a solitary nodule or as a cavernositis with ulcer- Tubercuiosis of the penis, J. Ind, Med. Assoc.,
ation®’. The diagnosis is confirmed by biopsy and 65: 316, 1971.

responds well to antituberculous chemotherapy.

5. Lewis, E.L. Tuberculosis of the penis. A report of
5 new cases and a complete review of the litera-
ture. J. Urol., 56: 737, 19486.
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ANNOUNCEMENT
INTERNATIONAL SURGICAL CONGRESS’ 96

Karachi -

The Society of surgeons of Pakistan along with the International College of Surgeons and the Society of SAARC
Surgeons was organizing an international Conference on November 23, 24, 1996 in Karachi. But it is now
POSTPONED on the request of ICS Japan and SAARC Surgeons of Sri Lanka because of time clash. New date
will be announced after SAARC meeting at Kandy in September. The theme of the Conference is “SURGERY IN
2025”. The aim of the Conference is to help future surgeons in the SAARC region to develop a sense of directicn
in which to channel their energles during the next 30 years (ostensibly their working life span) such that the health
of their communities is improved. We have chosen for this conference, 5 spheres of influence in which surgeons
may be interested:

® Surgical needs ahd resources. @ Assessment of appropriate technology
& Surgical care delivery, ® Manpower development.
& Research.

We seek participation of leading regional and international authorities in each of the areas outlined. We expect
that experts will outline and prioritize the issues or deal with a specific issue. This couid be followed by discus-
sions involving wider audience participation. It is hoped that concrete proposals will emerge from the presenta-
tions and discussions which will be presented at the concluding session of the Conference. We would hope to
record the proceedings of the conference so they can be of use to health planners, care providers, educators and
surgecns in developing countries.

FOR DETAILS PLEASE CONTACT
Conference Secretary, Dr. Asaduliah Khan,

College of Physicians and Surgeons, 7th Central Street, Defence Housing Authority, Karachi-75500.

or Department of Surgery, Jinnah Post graduate Medical Centre, Karachi. ]I
e TP T TP S P -
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PHOCOMELIA

A Case report

IMTIAZ LEWIS QURESHI, UZMA FARHEEN HASHIM, ZIA-UL-HAQUE, NAEEM-UZ-ZAFAR KHAN

ABSTRACT:

An interesting case of Tetraphocomelia is presented, which highlights the importance
of regular antenatal monitoring of expectantt mothers. In addition, the judicious use of
drugs during pregnancy, with an appropriate knowledge of teratogenic effects thaf they may

produce, is advocated.

KEYWORDS: Tetraphocomelia, antenatal moniloring, teratogenic drugs, phocomelia.

INTRODUCTION

Phocomelia is derived from two Greek words “probe”
meaning seal and “melos” meaning limb". This
deformity is a severe form of transverse Hmb defi-
ciency in which there is a proximodistal developmen-
tal failure. This rare congenital anomaly can involve
the upper or fower extremities or both®. Three types
of phocomelia are identified: complete, proximail,
and distal. In complete phocomelia, the upper
extremity proximal to the hand is absent, and the
hand articulates with the glenoid. Patients with proxi-
mal phocomelia have no upper arm, and the hand
and forearm articulate with the glenoid. In distal pho-
comelia, the forearm is absent, and the hand articu-
iates with the armi® . Similar pattern of deficiencies
may be present in the lower limbs.

Fig. 1

A Child with
Tefraphocomelia

Prof. M. Naeam-uz-Zatar Khan
Head Pacdiatric Surgery
Chitdren's Hos[otad, PIMS, islamabad

CASE

The baby boy was a product of non-consanguineous
marriage, born to a twenty-eight years old G5 440
healthy mother after a full term pregnancy by sponta-
neous vaginal delivery with no complications.The
mother did not undergo any ante-natal monitoring
and there was no history of drug ingestion during the
ante-natal period. The baby had absence of all the
four limbs (Tetraphocomelia) except for a vestigial
proximal hand bilaterally [Figure 11.The iower limbs
were entirely absent, including the digits. There was
no other detectable abnormality including the cardio-
vascular system. With no facilities for special imb fit-
tings, the parents were “reassured” and the patient
was sent home and was lost (o follow-up.

DISCUSSION

Birch-Jensen estimated that it occurred once in about
75000 births!, During the late 1950s and early
1960s, phocomelia became prevalent in Europe as a
result of maternal thalidomide ingestion, when it
affected 60% of the infants born to mothers taking
thalidomide in first trimester". However, cases can
also occur sporadicallyt!.

In Great Britain, “thalidomide babies” often had
besides phocomelia, preaxial defects that included radk-
al club hand or hypopiasia of the radius, thumb, and
index finger. Patienis in this group had an uina, and the
humerus was normal, hypoplastic, or absent. Children
with proximal agenesis of the humerus also had
absence of the shoulder joint. Thalidomide also affect-
ed other systems and has been reported to cause
depression of the nasal bridge, coloboma, microtia,
deafness, hyperhidrosis, and cryptorchidism®.

Phocomelia may be associated with other congenital
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defects ™ as well as syndromes. It is a recognized
feature of Robert-SC phocomelia, ™ 7 & ™ ™ Holt
Oram™ %, Schinzel Phocomelial and Acrofacial
dysostoses syndromes . Cardiac abnormalities are
frequent and may be due to the fact that cardiac
structures are formed at the same time that the limb
structures are formed in embryo ¥,

Eticlogically, role of teratogen like thalidomide! 29,
Valproic Acid™ and Dicyclomine?® has been well-
established while experimental work on mice has pos-
tulated retinoic acid"”, and Cadmium Chloride" to be
of teratogenic nature.

Antenatal routine ultrasoncgraphy can reliably
detect phocomelia prenatally™ . It is also very
important to identify associated abnormalities or syn-
dromes because in cases of Robert-SC phocomelia
Syndrome early neonatal death can be expected.
Other syndromes featuring phocomelia may have
much longer survival®™, Tetraphocomelia has been
detected as early as 17 weeks of intrauterine life”,

Surgicai treatment of phocomelia is limited!" * Mast
surgeries performed in these patienis are
designed to aid prosthetic fittings ™. Decisions must
be adapted to the total disability of the child.
Thus, i one arm is normal, the dysplastic limb
may be more valuable as it acts as a holder, and
steadier than any contemporary prosthesis.
Unfortunately, however, phocomelia is usually bilater-
al; but even then we should remember the adaptive
capacity of the legs if they are normal®, Digital func-
tion may be improved by web space deepening or by
correction of contracture that may facilitate the use of
prosthetic devices™, Deveiopments in prosthetics are
now 50 rapid that these childran should be referred to
special centers within the first 3 months. A recent
development is the use of myoelectric prosthetics in
the upper jimb!"®,
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A NNOUNU CEMENT

A two days symposium of Society of Surgeons Pakistan (Centre) and ICS (Pakistan Chapter) is being organized
on the 2nd and 3rd January 1997 at CPSP, Karachi.

The programme of this conference will include:-

Inauguration

Hamid Memorial Lectre

Symposium

Ltunech

Free Papers

Business meeting and election of new office bearers of Society of Surgeons Pakistan (Centre)

Banquet

2np Day

State of the Art Lectures
Symposium

Lunch

Free Papers
Convocation of 1.C.8

Dinnser and Musical Evening

All Surgeons, specially members of Society of Surgeons Pakistan and Fellows of ICS, are invited to attend and
send papers / abstracts for presentation and full papers for publication in Journal of Surgery Pakistan

Al FICS and Society of Surgecns Pakistan Fellows and Members.

P £ASE SEND US YOUR PRESENT ADDRESS AND TELEPHONE NO. S0 THAT WE CAN POST THE COPY OF JOURNAL OF SURGERY
PAKISTAN TO YOU.
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