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Nesidioblastosis: Ultrastructural
and Immumohistochemical |
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Although hypoglycemia is a frequent
occurrence in the newborn, persistent
hypoglycemia due to hyperinsulinemia is
rare. An carly diagnosis goes a long way in
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preventing brain damage and subscquent
mental retardation. A casc of nesidioblas-
tosis with complete eclectronmicroscopy
and immunohistochemistry is reported in
this communication. The hypoglyccmia was
resistant to diazoxide but responded to
subtotal pancrcatectomy. This is, to the
best of our knowledge, the third reported
case from tl.c Indian subcontinent(1,2).

Case Report

‘A 5-day-old term LGA malc Muslim
ncwborn of nonconsanguinous parcnts pre-
sented with generalized tonic and clonic
scizures. The birth weight was 4000g and
the vaginal dclivery prolonged. A previous
term LGA sibling had cxpircd on day 15 of
an uncstabliscd causc. Random blood
sugar levels were persistently low and a
continuous infusion of 12.5% dcxtrose was
necessary (0 maintain normal blood sugar
level. The serum insulin level by RIA was
70 IU/ml (N = 3-35 1U/ml) with a simul-
tancous blood sugar Ievel of 16 mg/di. The
insulin/glucose ratio was 44 (N = 0.5).
Scrum Ca, Mg, P, Na, Cl, K, NH, and
blood gases were within normal limits.
Conscrvative trcatment with glucagon and
diazoxide at 15 mg/kg/day which was sub-
sequently increased to 30 mg/kg/day failed
to increase blood sugar to acceptable levels
hencc a decision o carry oul a subtotal
pancrcalectomy was taken on day 35. Alicer
some initial fluctuations in the sugar levels
and an cpisode of infection, the blood
sugar level stabilised to above 80 mg/dl
Despite an carly diagnosis and successful
surgical intcrvention, this child is unfortu-
natcly ncurologically damaged.

Pathology

No discrete nodule was palpable in the
rcsceted pancreas. Few 3 mm bits from
parts of the body and tail were fixed in 3%
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buffered chilled glutaraldchyde, and the
cntire specimen blocked in paralfin and
serial scctions stained by H & E. Immuno-
histochcmical stains were carricd out.
(courtesy Professor Julia Polak, Ham-
mersmith Hospital, London).

Sections showed prescnce of small clus-
ters of islet cells intermingled with acinar
tissue scattered all over. Some of the islet
cell clusters were in the centre of the
acinus, suggesting an origin {rom cen-
troacinar cells. Islet cell clusters could be
sccn budding from the larger pancreatic
ducts within fibrous scpta (Fig. 1). Im-
munostaining {or ncuron spccific enolase
sharply dccorated the increased endocrine
ccll population, For identilication of ccll
composition of the cxocrine Ussue, im-
munostaining for insulin, glucagon, soma-
tostatin, pancreatic polypctide, glycentin 1
and 2, and amylin were performed. The
most striking featurc was the staining for
insulin, where positivity was demonstrated
in numcrous groups of cclls throughout the
pancrcas (Fig. 2). Glucagon was also -
strongly positive but clearly Iesser than in-
sulin. The staining pattern of pancreatic

. polypeptide, glycentin and amylin was simi--

lar to glucagon but to a much lesscr inten-
sity. The gluteraldehyde f{ixed tissuc was
stained with uranyl acctate and lead citrate.
On clectronmicroscopy all lour endocrine
ccll types A,B,D and PP were identified on
basis of granule morphology. An occa-
sional amphicrine or composite cell was
detected. Endocrine cells were demon-
strated in ductules having lumen lined
by microvilly, i.e, the centro-acinar ccll of
the terminal branch of the pancreatic duct
system (Fig. 3).

Discussion.

Nesidioblastosis originally‘dcscribcd by
Laidlow(3) as diffuse duct endocrine pro-
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Fig. 1. Pale staining cells are seen within the acim and also budding off from the centrl duciule
(I & X x 200).

Fig. 2 Inununoperovidase stain for insalin reveals numerous small 1o mediuem sized clusiers of beta
cells intimately mived with the exociine lissue | %80).

liferation, is an cntity associated with sc-  with other endocrine tumors such as

vere infantile hypoglyeemia duc 1o organic  multiple endocrine neoplasia Type 2. Two
hyperinsulinism(4) und is occasionally scen  basic types of lesions are associated with
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Fig. 3. Ductule lined by microvilli and presence of endocrine cells in the wall (= 4000),

persistent neonatal hyperinsulinemié hypo-

glycemia, a diffuse and a local form of nesi-
- dioblastosis(5). Bishop et al.(6) postulated
that a substantial fall in somatostatin,
which is a potent insulin inhibitor, might
contribute to the development of excessive
insulin release. In the présent case D cells,
containing somatostatin werg substantially
reduced. Electronmicroscopy study showed
the presence of composite, or amphicring
cells, a finding uniformly reported in litera-
ture(7). Gould ef al.(7) suggested the term
nesidiodysplasia to include maldistributed
or malregulated endocrine and amphicrine
cells, accounting for hyperinsulinism.
Infants presenting with hyperinsulin-
imic hypoglycemia and having morphologi-
cal leature of nesiodioblastosis. are often
cured by -subtotal pancreatectomy: This
15 borne out by our casc and similar ones
reported in the literature. The practical
dilemma facing the surgeon is the extent
to which the pancreas must be respected.
Nesidioblastosis «¢annot, be diagnosed on
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frozen sections of the pancreas, In the ab-
sence of a detectable adenoma, a subtotal
resection (80-85%) should be performed

¥ as in our case. This may be curative or may

lead lo better control with dimzoxide. If
desirable results are still not obtained, then
a total pancreatectomy may be necessary,
Wilson et al(8) have rcported that
carcfully monitored subcutancous usage
of somatostatin analoguc (SMS 201-995)
has been useful in the long term treatment
of recurrent hypoglycemia after subtotal
pancreatectomy.
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Paraplegia Following Ciste,rha_l
Puncture in Thoracic
Osteochondroma
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Solitary spinal osteochondromas are
rare lesions. They grow slowly and usuaily
manifest in the second and third decades of
life. Recently we came across a case of soli-

* tary thoracic osteochondroma who devel:
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oped paraplegia following a cisternal punc-

ture for myelography. Because of its rare
occurrence and rarity of this complication
in bony tumor, it 1s being reported.

Case Report

A 14-year-old male patient was
admitted to the ncurological service of the
hospital with complaints of difficulty in
walking and weakness of both lower limbs
of 20 days duration. There was no history
of backache or root pains. He dcmed any
history of trauma.

On examination, higher functions, cra-
nial nerves and upper limbs were normal.
In the lower limbs, tone was increased.
Power was Grade IIT at the hips and Grade
IV.in all other groups of muscles. Deep
tendon jerks were exaggerated. Ankle
clonus was present, plantars were bilater-
ally extensor and abdominals were absent.
No deficit was found in the upper thoraco-
cervical region. Hemogram, ESR and uri-

- nalysis were normal. Plain X-ray showed

scoliosis of thoracic spine and mottled

- calcification on the left side at D2 level.

Lumbar myelogram revealed an extradural
block at D3 level (Fig.) while cervical
myelogram onc weck later through lateral
cervical approach revealed the extradural

_block at D2 level. Following lateral cervical
" myelography, he developed complete loss

of power in both lower limbs and graded
sensory loss up to D4. D1-3 laminectomy -

‘revealed a bony mass arising from D2
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