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megakaryocytes, thus ruling out megakar-
yocytic hypoplasia(11). Iron deficiency and
megaloblastic anemia have been impli-
cated to cause thrombocytopenia and/or
defective platelet functions(12,13). Pres-
ence of disseminated intravascular coagu-
lation might explain occurrence of throm-
bocytopenia in some of the cases(4).

The results of this study show that in
PEM even in absence of acute infection,
mild thrombocytopenia and some abnor-
malities of platclet functions exist. Though
no clinical evidence of bleeding was no-
ticed, these abnormalities render the PEM
cases more prone to bleeding with some
other additional insult to hemostatic
mechanisms.
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Gastric teratoma is a rare benign tu-
mor, found most frequently in boys. World
literature yields only 55 reports of gastric
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teratoma since 1922(1) of whom only three
cases are in girls(2-4). The most extensive
recent review is that of Matias and
Huang(5) published in 1973 in which they
tabulated 30 cases. In 1986, 4 cases were
reported by Meerabai(6) in the 8th Con-
gress of the Asian Association of Pediatric
Surgeons. Our series of five children is per-
haps the largest in literature and takes the
total number of cases to 62 as two cases of
this series have been reported earlier(7,8).

Case Reports

The details of the patients and their
outcome are summarized in the Table. All
the tumors were large of varying shapes,
lobulated and variegated in consistency.
Cut section showed cystic spaces with clear
fluid, mucoid material, bone and cartilage.
Histologically they contained tissue derived
from tridermal components (alimentary
epithelium, respiratory epithelium, glandu-
lar structures, fibrofatty tissue, cartilage,
new bone). Case 2 contained female gona-
dal tissue and Case 4 neural tissue and
~ choroidal layer of eye ball. All tumors were
benign histologically.

Discussion

Gastric teratoma is usually a discase of
the male child though teratoma in other
sites (sacrococcygeal, gonadal, mediastinal
and retroperitoneal) are more common in
females. In our series, 4 of the 5 cases pre-
sented before the age of 1 year, consistent
with earlier observations (37 out of 47 pre-
sented before 1 year)(2). Cases have been
- reported in newborns(3,9).

Abdominal swellings were the common
modes of presentation in our series; Purvis
et al.(2) reported that 39 out of 47 cases
presented with such swellings. Rapid dete-
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rioration of general condition, pallor, mal-
nutrition and fever were other modes of
presentation(2,5). The tumor also pro-
duced difficulty during child birth(5)9).
Gestrointestinal bleeding, fever, vomiting -
and respiratory distress were also noted in
younger patients(2,4,9). - |
Calcifications were found in 4 cases.
Huge conglumerate calcifications diagnos-
tic of teratoma were found 1 2 of our
cases, and in 60% of cases reported.
Excretory pyelography was performed
in 3 cases. It was normal in 2 cases but
misleading in Case 2(8) which was pre-
operatively diagnosed as Wilms’ tumor.
Most teratomas were diagnosed after
laparotomy, though abdominal calcifica--
tion in plain X-ray was suggestive. Upper -
abdominal masses need differentiation
from necuroblastoma, nephroblastoma,

‘omental or mesenteric cysts, teratoma and

duplication cyst(4,10). Preoperative diag-
nosis is difficult if, as in our series, facilities
for ultrasonography and CT scan are not
avaitable.

The sites of origin of all but one of the
tumors were the greater curvature of the
stomach, one took origin from the lesser

. curvature. They were usually large in size

(10-20 c¢m in diameter), arising from any
portion of the stomach (endo or exogas-
tric). Case 2 in our series was exogastric.

The operative procedure consisted of
local excision with closure of the defect in
the stomach wall. Enuclcation from the
gastric wall was done in Case 2, and sple-
nectomy required in Case 3 due to exten-
sive adhesion of the tumor with the spleen.

Partial gastrectomy has been reported
in 10 cases, total gastrectomy in onec(2,4),
and no surgery in 3 cases due to associated
anomaly and complications(2,5).

Out of 62 patients, 56 patients recov-
ered, 3 died after surgery(5,8). The high
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mortality in our series was due to misdiag-
nosis and associated complications.

All our cases were benign histologi-
cally. Malignant changes have not been re-
ported in literature either.
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Kostmann syndrome, which was first
described in 1956, is a group of closely re-
lated disorders characterized by congenital
or infantile neutropenia resulting in fre-
quent episodes of fever, skin infection,
boils, aphthous stomatitis and other infec-
tions presenting in early life(1,2). Most of
the cases described were autosomal reces-
sive(1) and hence consanguinity was com-
mon. About 50 cases have been described
in the literature so far with no case report
in Indian literature. We report a young girl
with Kostmann syndrome seen by us at the
age of 7 years.

Case Report

) &A girl aged 7 years, belonging to Chris-
tian family from Goa, was referred to us
for recurrent infections. She was a product
of consanguinous marriage and born full-
term by Cesarcan scction. At the age of 3
months, she developed first episode of
fever with otitis externa. Since then, she
developed frequent infections affecting
skin, ear, throat, mouth, gums and urinary
tract at regular intervals. She had sponta-
neous abscesses at three occasions needing
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