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Cysts and tumors of the mediastinum
may originate from any of the structures
contained therein or as a result of a deve-
lopmental abnormality and are rarc in
childhood(1). Willis(2) defined a teratoma
as a true tumor or ncoplasm, composed of
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multiple tissues of kinds foreign to the part
in which it arises. The components are de-
rived from all three embryonic layers and
may contain mature or immature skin,
hair, tecth, bone, cartilage, CNS, respira-
tory or alimentary tissue.

In our case, the teratoma contained
pancreatic tissue, which is an unusual find-
ing(3). Also, in the last 'decade, although
few cases of teratomas have been reported
in Indian literature(4-7), to our knowledge,
there has been no case report of a media-

stinal teratoma containing pancreatic tissue
in a child.

Case Report .

A 3-year-old boy, weighting 8 kg, was
admitted with complaints of dry brassy
cough and progressively increasing breath-
lessness since last one year, with exacerba-
tion of symptoms for the last 15 days. Clini-
cal examination revealed a conscious, well-
oriented child with heart rate 140/min and
respiratory rate of 64/min. There was no
flushing of the face, dilated veins or edema
of head and neck. On chest examination,
we noticed a marked left sided precordial
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bulge with apex beat not well visualized.
The tracheca was shifted to the right side
and pulsations were seen in the right paras-
ternal region. Percussion revealed a dull
note in the anterior left hemithorax, ex-
tending from the 2nd to 6th intercostal
space, right upto the anterior axillary line.
The left border of the heart could not be
delineated, and on the right side the dull
note extended upto 1 cm parasternally.
Heart sounds were normal, but heard on
the right side of the parasternum. Other
systems were normal. The development
milestones were normal. |

Chest roentgenogram revealed a large
mass in the left hemithorax with a media-
stinal shift to the right (Fig. I). Two-dimen-
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Fig. 1. Chest
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sional echocardiogram showed a large cys-
tic echoluscent mass in the anterior medi-
astinum, not continuous with the cardiac
chambers. CT scan thorax conlirmed the
diagnosis of a cystic mass in the superior
and anterior mediastinum in the lelt
hemithorax (Fig. 2).

An exploratory thoracotomy was done
and 350 ml of gelatinous yellowish fluid
was initially aspirated from the mass, to
enable its total rescction. Post-operative
peniod was uneventful. The histopathology
of the mass showed fcatures of a mature
benign cystic teratoma, with tissues includ-
ing gastric epithclium, respiratory epithe-
lium, squamous cpithelium like skin and
hair, cartilage bits and even well formed
pancrealic Lissue.
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f"r:E_,'. 2 CT scan chest showing cyslic mass i l':ﬁ'
anterior hemithovae

Discussion

In the mediastinum germ cell, tumors,
wiz,, dermoid cysts and teralomas are
second in frequency to tumors of neuro-
genic ongin, viz., neurolibromas, gan-
ghnecuromas, neurilemomas, ganghoncuro-
blastomas and neuroblastomas(1). Other
tumors found in the mediastinum include
thymic tumors; cysts such as bronchogenic,
enteric and pericardial; lymphomas; and
hemangiomas(1).

Among the teratoid tumors, the benign
cystic teratomas are more common than
the solid ones and are often situated in the
anterior mediastinum(8). Teratomas may
reach enormous size. The symptoms mosl
frequently encountered are chest pain,
cough, respiratory distress, hemoptysis,
dysphagia and weight loss. Remarkably
enough, a large number even when large,
arc asymptomatic and are only incidentally
found on chest roentgenograms(1). As with
other mediastinal tumors, discovery 15 the
indication for their removal, because con-
tinucd tumor growth leads Lo serious symp-
toms from pressure and displacement of
mediastinal structures. In addition, infec-
tion of these tumors or erosion into other
structures may produce dangerous conse-
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quences and greatly complicate operative
removal(9). Until either infection or malig-
nant degeneration has occurred, teratomas
are quite readily removable. The criteria of
malignancy are somecwhat uncertain in
view of the bizarre admuxture of various
elements. Perhaps 20 to 25% of the solid
teratomas have been malignant(1).

The presence of adrenal, renal and
pancreatic tissue in teratomata is uncom-
mon(10). Berry et al.(10) in their review of
91 cases of teratomata in childhood from
1934 to 1969, found that the most frequent
site of origin of tcratomas is the sacrococ-
cygeal arca (63.7%), followed by the
gonads (18.7%), mediastinum (5.5%), with
less frequent sites being intracramal
(3.3%), thyroid (3.3%), stomach (22%),
palate (2.2%) and retroperitoneal (1.1%).
None of their 5 mediastinal teratomas
showed any pancreatic tissue. Honicky and
de Papp(3) were the first to report a
benign insulin-producing teratoma of the
mediastinum. This 3-year-old boy had a
chest roentgenogram done for dry cough.
Preoperatively random blood glucose
levels varied from 38 mg/dt to 63 mg/dl.
Plasma insulin level was 45 ¢U/ml (normal
1 to 30 uU/ml) at the time hypoglycemia
was documented. This asymptomatic hypo-
glycemia was later explained by presence
of well formed pancreatic tissue in the
excised teratoma.

In a child with an anterior mediastinal
mass, a low blood glucose level might be a
clue to the diagnosis(10). In our case, we
did not document any hypoglycemia pre-
operatively. Random blood glucose levels
were normal. Also, the presence of pancre-
atic tissue was revealed on histopathology 8
days after excision of the teratoma. Since
plasma insulin levels even if raised earlier,
would have returned to normal by this
time, this expensive test was not done.
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Our child on follow-up, 2 months later,
is doing well. Long term results following
complete surgical resection in benign ter-
atomas, as in our case, are excellent(10).
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Wilson’s Disease: Initial
Worsening of Neurologic
Syndrome with Penicillamine
Therapy
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Wilson’s disease was " described in
1912(1). It results from expression of a
locus on chromosome 13(2). Interpretation
of diagnostic tests often pose problems es-
pecially in heterozygote detection. D-peni-
cillamine, the gold standard of therapy was
introduced by Walshe in 1956(1). This was
proved quite dangerous at times as exem-
plified by this report.

Case Report

A 10-year-old girl presented with neu-
rologic deterioration in the form of un-
steady gait, worsening of handwriting and
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speech over two years. She had no prior
history of jaundice or neurological dis-
order. On nervous system examination, she
had dysarthria, slurred speech, inco-ordi-
nation, unstcady gait and brisk tendon
jerks. There were no involuntary move-
ments, focal deficits or cranial nerve pal-
sies. There was no hepatosplenomegaly. A
Kayser Fleischer ring was detected uni-
laterally and confirmed on slit lamp. Serum
copper (Cu), ceruloplasmin, and urine cop-
per values were 50 ug/dl (n 70-160 pg/dl),
0.032 OD (n 0.25-0.49 OD) and 401.85 ug/
dl (n 40 u/day) respectively. Liver func-
tions and tests for renal tubular involve-
ment were normal. The patient was put
on 250 mg six hourly of D-penicillamine
(40 mg/kg/day) with a diet restricted in
copper.

- The child had an acute neurologic

worsening in the form of loss of sensorium,

speechw.and all higher functions and fre-
quent vomiting within 15 days of instituting
the above therapy. Biochemical para-
meters, cerebrospinal fluid examination
and CT scan of the brain failed to reveal
any abnormality. She slowly recovered with
mannitol, dexamethasone and oral glycerol
therapy given to treat cerebral edema. D-
penicillamine was omitted during this time
and restarted after 15 days in a low dose of
125 mg 12 hourly (10 mg/kg/day) with a
daily dose of 100 mg pyridoxine. A similar
episode occurred again within 12 days of -
restarting D-penicillamine and the child
improved with similar treatment. D-peni-
cillamine was reintroduced in the dose of -
25 mg only (1 mg/kg/day). It was gradually
increased to 250 mg 12 hourly (20 mg/kg/
day). Urine copper was closcly monitored .
and this dose was tolerated well.

Discussion

D-penicillamine acts by promoting
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