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Abstract A rare case of myoepithelial hamartoma of theighly differentiated forms have been referred to by vari-
duodenal wall is presented, and previous case repauds names, including incompletely differentiated pancre-
found in the literature are reviewed. Myoepithelial hanas, adenomyomas, adenomyosis, and foregut choristo-
artomas are thought to arise from displaced pancreatias. In this paper, ‘myoepithelial hamartomas’ will be
anlage present along the gastrointestinal tract during arsed to refer to this spectrum of lesions, whereas only in
bryogenesis, which can differentiate into various panctbese lesions with normally arranged pancreas will the
atic elements; the most highly differentiated form is heerm ‘heterotopic pancreas’ be used.
erotopic pancreas. An alternative theory is pancreaticMyoepithelial hamartomas occur most commonly in
metaplasia of endodermal tissues. We describe a #e stomach and small bowel. Thirty-eight cases have
year-old man who presented with abdominal pain ahden reported in the stomach, making it the commonest
vomiting. CT scanning revealed a mass at the head of ldeation [15]. Eighty-five percent of such lesions are lo-
pancreas. A pancreaticoduodenectomy was perfornvated in the antrum and 15%, in the pylorus. Approxi-
for presumed cystadenoma. Histology of the mass meately one-third contain pancreatic acini and/or mucus
vealed a disorderly arrangement of smooth muscle, dilgiands. The small bowel is the second most frequent site,
ed and nondilated ducts, pancreatic acinar tissue and mith 14 cases reported in the English literature. We re-
cus glands. The relationship of myoepithelial hamartpert the case of a 41-year-old man who underwent a pan-
mas involving the small bowel to similar lesions in thereaticoduodenectomy for a mass lesion at the head of
stomach, bile ducts and gallbladder is discussed. the pancreas when fine-needle aspiration suggested cyst-
adenoma.
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Clinical history

Introduction A 41-year-old man with a long-standing history of alcohol abuse
and a recent diagnosis of hepatitis C infection was referred to our

Myoepithelial hamartomas in the gastrointestinal tralftitution complaining of fatigue, malaise, weight loss and inter-
Mmittent episodes of severe mid-epigastric pain, and nausea and

arise during embryogenesis from pancreatic metaplagigiting over the past 2-3 days. He had experienced similar epi-
or, alternatively, from a displaced pancreatic anlage [16ddes of nausea and vomiting several times a month over the past
The anlage is capable of differentiation into normal pafiyears, frequently after periods of heavy drinking. These episodes
creas, which is termed heterotopic pancreas, or into \;ﬁged for 1-2 days. The only serum amylase check made during

: period was on 31 August 1995; the level was minimally ele-
ous abnormally arranged pancreatic elements. The | &d at 135 U/l (normal, 20-112 U/l). No serum lipases were

lesions may show only pancreaticobiliary ducts Sufreasured. Over the past 6 months, these episodes had become
rounded by smooth muscle, or may in addition contairmare frequent and severe with recent onset of increased weakness
disordered arrangement of pancreatic acini and mugﬁl weight loss. Physical examination showed no stigmata of

; : il onic liver disease. Abdominal examination revealed nothing
glands. Because of the histological variability, these | ificant except mild mid-epigastric tenderness without back

pain.
A. Ryan (]) - J.R. Lafnitzegger - D.H. Lin - S. Jakate Laboratory studies showed an elevated white count of
E.D. Staren 14,000 mmi with a normal differential. Serum lipase was 356 U/l
Rush-Presbyterian-St. Luke’s Medical Center, (normal, 50-250 U/l), and amylase was normal. Liver function
Department of Pathology, 1653 W. Congress Parkway, tests and enzymes were also normal as were serum electrolytes.
Chicago, IL 60612, USA CT examination of the abdomen with contrast revealed a large
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Fig.1 CT of abdomen sheing mass in the duodenalall (ar-
row)

arnising betveen the duodemm and pan@as (kg. 1). Ther was
evidence of ymphadenopthy in gastohepatic, celiac and p-cav-
al spaces. fiere was no gidence of duodenal obsiction. Liver,
panceas and spleenefe otherwise nanal. Endoscopic>amina
tion demonstted a submcosal mass adjacent to the ampulla
Vater. Biopsy of the duodenal meosa sheed mild nonspecic
duodenitis with eactve lymphoid nodules, mminent Bunners
glands anddcal gastic foveolar metplasia without eidence of
neoplasia. Chuided needle aspiion of the mass was per
formed: the aspétes contained yperplastic duct pithelium, his
tiocytes and racus sugestive of nucinous gstadenoma without
atypia.

The paient undervent pancedicoduodenectomfor a massta
the head of the pareas pesumed to beystadenoma. At |zarot-
omy, the paéient was bund to hae a lage bulky mass in the péer
ampullay region with no &idence of patoneal irvolvement. he
mass could be palged in the head of the paeas. he tail and
body of the panaeas vere soft, and none of the adjaceliseula
ture was irvolved The mass was esected athe level of the pan
credic nek and the specimen sent tatipalogy along with a lage [
peiipancedic lymph node The pocedue was completed without Fs
complicaions, and the gint’'s postopaative couse was ungent  §
ful. He was disbamged on postopetive day 22 in good condition.

Pathological findings

The esected specimen consisted of distdbpus, due
derum and a pdion of panceas. he pylorus was une-
markable, and the duodenal usosa poximal to the am
pulla of V_ater was 'atte_ned and arular. The ampulla Fig. 2 Gross photgraph shaving diffuse thikening of the duode
was pominent. he perampullay duodenal wll was nal wall

expanded b an ill-defned white-tan mass measng rig 3 Microscopicaly the lesion consists of died ducts sur
6 x 3 cm, which extended into the adjacent paeas and rounded ly whorls of smooth msde. H&E, x2C
sun’ounded'the distal common bile dUCt'. Seqtlon[eg rFig.4 In some aeas pan@aic acini (ower right pat of the
vealed a slighyl trabeculded cut surdce with pinpoints field) and subgithelial mucus glands @rseen. Agas of tansition
and micbcysts measting 0.5cm in gedest cicumfer between ductal githelium and mcus gland githelium ae seen

ence The @peaance vas eminiscent of uténe adene (arrow). H&E, x100
myosis, where the glandularmthelium is slighty more
tan than the swounding wvhite-gey trabeculae of
smooth nusde and potrudes slighy from the cut sur
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Table 1 Cases of mpoepithelial hamatoma irvolving the small bavel in the English liteature (hsnot staed)

Case no. Reference Age Locaion Size (cm) Presenting symptoms
1 3] 64 yeas/M Jejunum 1.0 Incidental fnding & autopsy
2 3] 46 yeass/F Duodenum ns Diarrhoea, éver and adominal pain
3 12] 2 days/F lleum ns Bowel obstuction
4 1] 54 yeas/M Duoderum .0 Common and panetic duct
obstuction
5 4 82 yeas/F lleum 2.0 Intussuscption
6 9 74 yeas/F lleum 4.0 Intussuscption
7 5 9 months/M lleum 1.2 Intussuscption
8 5 79 yeas/M lleum 0.6 Incidental fnding
9 11] 33 yeas/M Duodenum 4.0 Weight loss, wmiting
10 2 5 months/F lleum 0.8 Intussuscption
11 2 3 yeass/M lleum 0.8 Nausea, smiting and adominal pain
12 6 2 yeas/M lleum 1.4 Rectal teeding
13 13] 44 yeas/M lleum 2.0 Intussuscption
14 Present case 41 yeas/M Duodemum 6.0 Nausea, gmiting and adominal pain

face No aeas of haemaonage or necosis were identt
fied (Hg. 2). Histolagically, the mass consisted ofegu-
larly aranged whors of smooth msde surounding
ductal stuctures (Fg. 3). A proliferation of newe tissue
accompanied the smoothusde proliferation. The due
tal stuctures were lined ty columnar cells with basall
arranged unibrm nudei. No g/tological aypia, gpblet
cells or agentafin cells were identifed. Mary of the
ducts vere diladed and in these thepéhelium was cu
boidal and their lumina contained inspigsh maerial.
Small nests of panedic acini were also pesent adja
cent to the ductal sictures in some a&as, tgether with
mucus glands just bentathe githelium of the ducts. In
several areas, a tnsition fom duct @ithelium to nucus
gland eithelium was noted in the same wstiure
(Fig. 4). No pancedic islets were identifed. The lesion
extended fom just belev the nusculars mucosa to the
adjacent paneas. he ovedying duodenal mcosa
shoved reactve dchanges consisting of mildl flattened
villi and mild nonspecit duodenitis. Rsminent Bun-
ner’s glands a also noted in the sulutosa. Tie pan
creas vas histolgically unremakable.
Immunohistotiemicall, NSE, synptoplysin and
S100 outlined the piiferation of newes within the
smooth nusde bundles. Inteestingl, the synatoptysin
and NSE also outlinedggregates of cells thiaresemled
islets also sdtered mndomy within the smooth msde
bundles. hese ggregates were not initially appreciaed
on H&E staining Their islet cell nture was conirmed
with positive staining ér both glucgon and insulin. I€r-
atin stain Cam 5.2 stained the bile dupitkeelium, aci

1). Cases of hetetopic panceas hae been xcluded
The pdients’ gges ange from 2 dgs to 82 ars; 10 of
the cases occred in male and 4 irefale paents. The
most common @sentéon is intussusqaion and intesti
nal or bilialy obstuction, dgending on the lod¢en of
the lesion. In 2 cases, the lesioasran incidentalifid-
ing. Of the burteen cases, 9 t1@ occured in the ileum,
4 in the duodemm, and 1 in the jejum. The lesions
range in siz from 0.6cm to 6.0cm in gedest dimen
sion. They tend to be wll circumscibed and imolve the
subrucosa, with some x¢ending into the msculars
propia. Ony 1 other case containing paadic acini has
been desdbed [3]. Seeral reports have noted squamous
metaglasia and the psence of ghlet cells and ajentaf
fin cells within the ductalpthelium.

Gallbladder lesions efered to as adenoyomas or
adenonyosis ae not pshogeneticaly relaed to this le
sion. Although their histolgy shavs eithelial stuctures
and smooth msde, sud lesions a belizved to aise
from dwerticular disease of theafjbladder and a not
relaed to hetestopic panceas. Lesions occring in the
bile ducts hee also beenefered to as adenoyomas.
Some iwvolve the ampulla of &er [7, 14] and esemle
these lesions histaffically. Those desdboed in the lager
bile ducts [8] difer histolaically in tha larger ductal
structures ae surounded ly smaller ductal stictures. It
is not dear whether these arpahogeneticaly relaed

Anything thd can occur in the paneas can hapen in
heteotopic pancedic tissue induding panceditis and
carcinoma. It is impaiant to ecanize the &istence of
this rare entity in the small hwel, becauselimically it

nar and islet tissueStaining with CEA stained both thecan mimic neoplasia and it maccasionail harbour a
duct cells andfocally, the acinar cells. Staining with am carcinoma.

ylase outlined the acinar cells.

Discussion

Including this eport, 14 cases of yoepithelial hamato-
ma involving the small bavel have been eported with
histolagical desciptions in the English liteture (Table
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