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Adenocarcinoma arising in
villous adenoma of the ampulla
of Vater with synchronous
malignant gastrointestinal
stromal tumour of the duodenum:
a case report

An association between ampullary adenoma
and adenocarcinoma has been reported
previously." However, we believe that this
is the first report of the synchronous occur-
rence of adenocarcinoma of the ampulla of
Vater and a gastrointestinal stromal tumour
(GIST).

A 41 year old woman was admitted to our
hospital for the evaluation of jaundice. Her
liver function tests were as follows: alanine
aminotransferase, 37 U/litre (normal range,
0-31); aspartate aminotransferase, 32 U/litre

:
Figure 1 Computed tomography (CT) showed

a solid mass, located inferiorly to the pancreatic
head and uncinate process. The mass enhanced
similarly with pancreatic parenchyma at the
early arferial phase. Preoperatively, the mass
was interpreted as being Y:)cqred in the
pancreatic head. CT images were evaluated
retrospectively with the findings at surgery and
two different lesions were diférenﬁofed
(arrows).
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Figure 2 Grossly, a polypoid tumour is
located at the duodenal ampulla (black arrows)
and an another solid subserosal tumour is seen
in the second portion of the duodenum (white
arrows).

Figure 3 Histological examination of the
ampullary tumour revealed moderately
differentiated adenocarcinoma; haematoxylin
and eosin stain; original magnification,

x100.

(normal range, 0-32); alkaline phosphatase,
598 U/litre (normal range, 0-240); total
bilirubin, 203.2 mg/litre (normal range, 1-
11); direct biluribin, 151.6 mg/litre (normal
range, 0-3).

Ultrasonography, computed tomography,
and magnetic resonance imaging studies
showed intrahepatic and extrahepatic bile
duct dilatation. Termination of the com-

Figure 4 Tumour cells showed a diffuse and
strong positive immunoreaction for CD117 in
the gastrointestinal stromal tumour; original
magnification, x100.

mon bile duct at the distal end by a mass
was noted (fig 1). The initial radio-
logical differential diagnosis included pan-
creatic head tumour and periampullary
carcinoma.

Endoscopic procedures
formed before surgery. Pancreaticoduo-
denectomy, cholecystectomy, and distal
gastrectomy with lymph node dissection
were performed.

Grossly, there was a polypoid tumour
(1.5 x 1.5 x 1 cm) at the duodenal ampulla
with a solid subserosal tumour (3 x
3 x2cm) in the second portion of the
duodenum (fig 2). On cut section, there was
no transition between these two different
tumours and no invasion of surrounding
tissues and pancreas.

Histologically, the tumours showed a mod-
crately differentiated adenocarcinoma asso-
ciated with a villous adenoma, which was
limited to the ampulla of Vater and a GIST
(figs 3 and 4). The GIST was sharply
demarcated from the surrounding tissue
and it was mainly located at the serosa and
muscular layers. Cytologically, the tumour
cells had spindle shaped, blunt ended or
oval nuclei, with evenly distributed chroma-
tin and moderate pleomorphism; the cells
exhibited a fascicular or storiform growth
pattern, and had invaded the submocosal
layer. Nine atypical mitotic figures for each
10 high power fields (HPF) were present.
Immunohistochemically, the tumour cells of
the GIST showed diffuse and strong positive
immunoreactivity against CD117 (T595; 1/20
dilution; Novacastra, Newcastle, UK), CD34
(QBEND/10; 1/50 dilution, Dako, Glostrup,
Denmark).

Stromal tumours involving the small intes-
tine are far less common but seem to have
greater malignant potential.” The expression
of CD117 has emerged as the most important
defining feature and probably the gold
standard for diagnosing GISTs.” High mitotic
index (more than five mitoses/10 HPF) and
larger tumour size (> 5 cm) are generally
accepted as the best indicators of malignancy
in GIST.” Despite the small size of the
tumour, nine atypical mitotic figures/10
HPF, submucosal invasion, and mild pleo-
morphism of the tumour cells were present in
our case.

The possible cause of multiple malig-
nancies include: reduced immunological
competence, constitution, genetic factors,
chemotherapy, radiation exposure, surgery,
or smoking.” In our patient, a family his-
tory of malignancy and other risk factors
were not present. It can also be hypothe-
sised that the duodenum was influenced
by the same unknown carcinogen, result-
ing in a simultaneous proliferation of dif-
ferent cell lines (epithelial and stromal
cells).*

The literature includes case reports of
gastric collision tumour composed of GIST
intermixed with adenocarcinoma, synchro-
nously occurring GIST and carcinoid tumour,
GIST and lipoma, and GIST and mucosa
associated lymphoid tissue lymphoma.*’
To our knowledge, our case is the first
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report of the synchronous occurrence of
adenocarcinoma of the ampulla of Vater
with a GIST.
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Intra-abdominal fibromatosis of
the jejunum and mesentery

A 24 year old woman presented with a
painless abdominal lump of six months’
duration. She had no history of colonic
polyps. A mobile, non-tender, globular
mass was felt in the umbilical region. A

Spindle cell neoplasm infiltrating the
muscularis propria of the jejunum.

Figure 1

Figure 2 Bland spindle cells and many thin
walled vessels forming the neoplasm.

Figure 3 Spindle cells with tapering ends and
oval, vesicular nuclei.

computed tomography scan showed a
homogenous, non-enhancing mass, possibly
arising in the small bowel mesentery.

The tumour was resected entirely with a
loop of jejunum. The tumour measured
14 x 12 x 10 cm and was intimately related
to the bowel wall. The cut surface was tan,
whorled, and firm, without necrosis, cystic
change, or haemorrhage. Microscopy showed
loosely and haphazardly arranged spindle
cells with bland, oval nuclei and minimal
cytoplasm (figs 1 and 2). There were also
plump spindle cells with tapering ends with
oval, vesicular nuclei and moderate amounts
of eosinophilic cytoplasm (fig 3).

There were many thin walled vessels of
varying calibre (fig 2). There were no cells
with epithelioid features, inflammatory cells,
calcification, osseous metaplasia, necrosis, or
mitoses. The tumour infiltrated the muscu-
laris propria and had infiltrating margins.
The tumour cells were negative with anti-
bodies to CD117, S100, CD34, and smooth
muscle actin (Dako, St Louis, Missouri, USA;
dilutions of 1/200, 1/200, 1/50, and predi-
luted, respectively) and positive for desmin
(Labvision, Freemont, California, USA; 1/200
dilution).

The patient has no evidence of disease 16
months after surgery.

The differential diagnosis of a bland
spindle cell tumour involving the gastroin-
testinal tract and mesentery includes
gastrointestinal stromal tumour (GIST),
fibromatosis, and inflammatory myofibro-
blastic tumour.' Inflammatory myofibroblas-
tic tumours are more common in children
and are characterised by a dense inflamma-
tory cell component among a myofibroblas-
tic proliferation. GIST was considered an
unlikely diagnosis because of the whorled

1119

appearance on cut surface; histological
evaluation confirmed this. We made a diag-
nosis of fibromatosis of the jejunum and
mesentery.

Intra-abdominal fibromatosis, in its classic
presentation, as a mesenteric mass, does not
pose a diagnostic problem because of its
distinctive gross and microscopic features.
However, when it presents primarily as an
intestinal wall tumour, the diagnosis of GIST
may seriously be considered. Importantly, as
many as five of 13 cases of bowel wall
fibromatosis in one series had been labelled
initially as low grade sarcomas, whereas 13 of
25 in another study mimicked GIST.*’
Distinguishing between the two entities is
important because of the different treatment
protocols and biological behaviour. GISTs are
malignant neoplasms that may be treated by
Imanitib mesylate if they are unresectable
or if there is a distant metastasis.* They are
soft, lobulated, and fleshy on cut surface.
Epithelioid cells, skeinoid fibres, mitoses, and
necrosis are common.'” Fibromatosis is a low
grade neoplasm that may recur but never
metastasises. Recurrence is often related to
incomplete excision. Tamoxifen has been
used in the management of a recurrent or
unresectable tumour.” GISTs usually express
CD117 and often CD34 also, whereas fibro-
matosis is always negative for CD34 and
may or may not express CD117."” How-
ever, fibromatosis is essentially a haema-
toxylin and eosin diagnosis. The gross
appearance—that is, a fibrous mass without
necrosis or haemorrhage—gives a clue to
the diagnosis.
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CORRECTION

Distribution of constitutive (COX-1) and
inducible (COX-2) cyclooxygenase in
postviral human liver cirrhosis. N A
Mohammed, S A El-Aleem, H A El-Hafiz,
et al. J Clin Pathol 2004;57:350-4. The second
author’s name should have been S A Abd
El-Aleem.
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BOOK REVIEWS

Zoonoses: infectious diseases
transmissible from animals to
humans

Edited by H Krauss, A Weber, M Appel, et dl.
Published by ASM Press, 2003, $79.95 (paper-
back). ISBN 1 55581 236 8

We are constantly being bombarded with
advice on how to ensure that we lead a
healthy life—eat less, drink less, and take
more exercise. Reading this book adds to this
litany in that we are exhorted not to crack
chestnuts with our teeth, to avoid eating ants
and, of course, not to apply raw chopped
frogs to our wounds if fasciolopsiasis, dicro-
celiasis, and sparganosis, respectively, are to
be avoided.

Despite their acknowledged importance,
zoonoses are often tucked away at the end

www.jclinpath.com

of standard infectious disease textbooks
almost as an afterthought, and there have
been few texts devoted exclusively to this
group of infections. This book, the English
language version of the third edition of a
book originally published in Germany, is
intended to redress the balance. The quality
of translation is very good and there are
only occasional reminders as to the book’s
provenance—for example, we are told that
the main means of transmission of many
zoonotic pathogens is through “smear
infection”.

The authors take an essentially organism
based approach to the topic, with descriptions
of the epidemiology, clinical manifestations,
diagnosis, management, and prevention of
each infection. Given the sheer number of
zoonoses, this means that space that could
have been devoted to a more in depth
discussion of the major zoonoses is taken
up with sections dealing with spectacularly
rare conditions, such as lagochilascariasis.
Furthermore, several conditions, which have
questionable zoonotic origin—such pneumo-
cystosis—are considered, sometimes at
length.

Although the book is crammed with
painstakingly collected information, it is still
not clear to me how the book is intended to
be used. Although the A-Z compendium of
common and not so common infections is
useful, many potential readers would have
appreciated at least one chapter that adopted
a more syndromic approach to the patient
with unexplained fever. Moreover, a more in
depth discussion of the problems in treating
zoonoses arising from antimicrobial resis-
tance would have been beneficial. Similarly,
clinicians and jobbing diagnostic laboratary
workers are unlikely to find page after page
of polymerase chain reaction primers for the
reverse transcription polymerase chain reac-
tion of oropouche, colti, and other viruses
of much value. These are more the province
of the research or reference laboratories,
which will turn to the primary literature
for this information. Those who like text-
books to take a view of the subject in the
round might also have appreciated a section
dealing with the epidemiology of zoonoses
and the profound influence that the climac-
tic, geopolitical, and socioeconomic changes
of the last 50 years has had, and will continue
to have, on our risks of acquiring these
infections.

Nevertheless, this book would be a
worthwhile purchase for any departmen-
tal library and would be a useful refer-
ence for pathologists and clinicians alike.
Chopped frog vendors, however, may beg
to differ.

K Kerr
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Histopathology Specimens: Clinical,
Pathological and Laboratory Aspects

Authoredby D C Allen, R | Cameron. Published
by Springer, 2004, pp 518. ISBN 1 85233 740
0

When reviewing a book of this nature it is
difficult to be critical because there are
several different methods of specimen hand-
ling and processing. The method used is often
dependent on personal preference and
accepted protocols in individual laboratories.
As the authors state in the preface, there is no
one correct method; however, irrespective of
the method used, maximum information
must be obtained from the macroscopic and
microscopic examination.

In an era where great importance is placed
on the information obtained from macro-
scopic examination of the specimen and
optimal processing of tissue for histological
examination, a book to guide pathologists is
welcome.

This book covers specimens from 11
anatomical regions, each including numerous
specific sites and one miscellaneous section.
Each section covers anatomy (including
lymphovascular supply, where applicable),
clinical presentation, clinical investigations,
pathological conditions (both non-neoplastic
and neoplastic), clinical aspects of surgical
pathology specimens, and laboratory aspects
of surgical pathology specimens. The sections
on laboratory aspects of surgical pathology
specimens provide extensive coverage of
specimen types, points to consider in the
description of specimens, appropriate selec-
tion of blocks, and the essentials of an
adequate histopathology report. The last
chapter on miscellaneous specimens and
ancillary techniques discusses needle core
biopsies, fine needle aspirations, cytospin
and liquid based cytology, specimen photo-
graphy, specimen radiography, frozen
sections, immunohistochemistry, flow cyto-
metry, in situ hybridisation, electron micro-
scopy, cytogenetics, molecular genetics, and
proteomics.

Although there are references to fixatives
in specific sections, future editions would
benefit by the inclusion of sections on
fixatives and optimal fixation, decalcification
of specimens, lymph node identifying fluids,
and transport media for immunofluorescence
biopsies.

The authors intended to provide a book
based on their current practice protocols “to
educate and better equip all those involved in
the histopathology specimen process”, and
this they have achieved.

D Govender
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