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ctopic pancreas, which is called as heterotopic or aberrant pancreas
as well, is a common congenital anomaly defined as pancreatic tissu-
e found outside its normal anatomic location. It is commonly located

in the stomach and duodenum. Other rare sites are Meckel’s diverticulum,
biliary tract, mesocolon, spleen, liver, mesentery and lymph nodes.1 Jejunal
location and neoplastic transformation of ectopic pancreatic tissue have ra-
rely been reported.1-3

Intraductal Papillary Mucinous Neoplasia
in Ectopic Pancreas Located
in the Jejunum: Case Report

AABBSS  TTRRAACCTT  Ec to pic pan cre as is a com monly se en con ge ni tal ano maly in gas tro in tes ti nal system, but
je ju nal pan cre a tic he te ro to pi a is se en ra rely. Alt ho ugh every pat ho lo gi cal chan ge that oc curs in the
pan cre as can be se en in its he te ro to pic co un ter part, ne op la si a is an unu su al comp li ca ti on. In tra -
duc tal pa pil lary mu ci no us ne op lasms (IPMNs) are tu mors ori gi na te from duc tal epit he li al cells of
the pan cre as that cons ti tu te the ma in pan cre a tic duct or its ma jor si de branc hes and ha ve a low in-
ci den ce. Only two ca ses re gar ding the IPMN in he te ro to pic pan cre as ha ve be en re por ted pre vi o -
usly, but no ne of them were lo ca ted in the je ju num. An IPMN in an ec to pic pan cre as tis su e lo ca ted
in the je ju num in a 62-ye ar-old ma le pa ti ent who presented with ileus is pre sen ted. It is im por tant
to re cog ni ze a tu mor ari sing in he te ro to pic pan cre as in or der to pre vent its mi sin ter pre ta ti on as
me tas ta tic tu mor or di rect in va si on of anot her tu mor. To the best of our know led ge, this is the first
re por ted IPMN ca se oc cur ring in ec to pic pan cre as tis su e lo ca ted in the je ju num.

KKeeyy  WWoorrddss::  Car ci no ma, pan cre a tic duc tal; je ju num 

ÖÖZZEETT  Ek to pik pan kre as, gas tro in tes ti nal sis te min sık gö rü len bir kon je ni tal ano ma li si dir an cak je -
ju nal pan kre a tik he te ro to pi ye na di ren rast la nır. Pan kre as ta gö rü len tüm pa to lo ji le rin he te ro to pik
do ku lar da da gö rü le bil me si ne kar şın, ne op la zi az rast la nan bir komp li kas yon dur. İntra duk tal pa pil -
le ri mü si nöz ne op la zi ler (IPM Nler) ana pan kre a tik ka nal ya da bu ka na lın ana yan dal la rı nı oluş -
tu ran pan kre a sın duk tal epi tel hüc re le rin den kö ken alır lar ve dü şük bir gö rül me sık lı ğı na sa hip tir ler.
Bun dan ön ce he te ro to pik pan kre as do ku sun da IPMN ile il gi li sa de ce iki va ka bil di ril miş tir ve bun -
la rın hiç bi ri je ju num da yer leş me miş tir. Alt mış iki ya şın da bir er kek has ta da ile us ile or ta ya çı kan,
je ju num da yer leş miş ek to pik pan kre as do ku su için de ge liş miş bir IPMN va ka sı su na ca ğız. He te ro -
to pik pan kre as için de ge li şen bir tü mö rün ta nın ma sı me tas ta tik tü mör ya da bir baş ka tü mö rün di -
rek in vaz yo nu gi bi yan lış yo rum la ma la rı ön le mek açı sın dan önem li dir. Bil di ği miz ka da rıy la, bu
va ka je ju num da yer leş miş ek to pik pan kre as do ku su için de ge li şen bil di ril miş ilk IPMN va ka sı dır. 

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Kar si no ma, pan kre a tik duk tal; je ju num 
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Most of the pa ti ents in whom the tis su e is usu-
ally fo und in the sto mach or du o de num are usu ally
asym pto ma tic. It is usu ally di ag no sed in ci den tally
at la pa ro tomy, exe cu ted for ot her di sor ders.1,3

In tra duc tal pa pil lary mu ci no us ne op lasm
(IPMN) has be en re cently des cri bed in the ca te gory
of pan cre a tic exoc ri ne tu mors. It pro du ces mu cin
and grows pro mi nently in in tra duc tal pa pil lary pat-
tern.4,5 This ne op lasm has be en des cri bed to oc cur
wit hin he te ro to pic pan cre as in the Mec kel’s di ver -
ti cu lum6 and gas tric wall7 in the ca se re ports. 

In this ar tic le, we report IPMN in an ec to pic
pan cre as tis su e lo ca ted in the je ju num in a 62-ye -
ar-old ma le pa ti ent who pre sen ted with ileus.

CA SE RE PORT
A 62-ye ar-old ma le pa ti ent had ad mit ted with in-
cre a sing ab do mi nal pa in for two days. The ab-
domen was distended, tender and hard on
examination and the bowel sounds were hyperac-
tive. The spi ral com pu ted to mog rap hic exa mi na ti -
on of ab do men re ve a led the dis ten ti on in the
stomach and thro ugh the small intestines, an air
den sity wit ho ut con trast, and an ima ge si zed 5 x 3
cm com pa tib le with be zo ars in the sto mach and ile -
um. Pan cre as was nor mal. An exploratory la pa ro -
tomy was performed for ile us. In tra o pe ra ti ve
fin dings we re mul tip le ad he si ons among fal ci form
li ga ment, sto mach and an te ri or ab do mi nal wall
sub se qu ent to pri or gas tric ope ra ti on, as well as be-
zo ars, cho le lit hi a sis, in ci den tal ap pen di ci tis and a
sub se ro sal je ju nal, 2 x 3 cm si zed mass lo ca ted 40
cm away from Tri etz li ga ment. The mass was not
related to the lumen. In tes ti nal be zo ar was re mo -
ved ma nu ally and the one in the sto mach was re-
moved through gas tro tomy. Cho lecy stec tomy,
ap pen dec tomy and in tes ti nal wed ge re sec ti on we -
re done. No comp li ca ti ons oc cu red fol lo wing the
ope ra ti on.

PAT HO LO GI CAL FIN DINGS

In the pat ho lo gi cal exa mi na ti on of 5 x 2.5 x 1 cm
small bo wel seg ment, a tan-colored, firm, 1.2 x 1 x
0.7 cm no du le was seen wit hin se ro sa and the mu-
cosa was in tact. The cut sur fa ce of the mass had so -
lid and cystic are as fil led with mu ci no us ma te ri al.

The cysts we re si zed bet we en 0.3 to 0.5 cm in di-
ameter without any nec ro sis or he morr ha ge.

Mic ros co pic exa mi na ti on of the je ju nal no du le
revealed pan cre a tic ducts and aci ni em bed ded wit -
hin the small bo wel, in vol ving the sub mu co sa, mus-
cu la ris prop ri a and se ro sa (Fi gu re 1 and 2).
Lan ger hans’ is lets we re not de tec ted. Ducts we re
cysti cally di la ted and li ned by mu ci no us co lum nar
epit he li al cells. Are as of comp lex pa pil lary struc tu -
re as so ci a ted with nuc le ar stra ti fi ca ti on and cyto lo -
gi cal aty pi a cha rac te ri zed by nuc le ar en lar ge ment,
elon ga ti on and hyperc hro ma si a we re seen (Fi gu re
3-5). No mi to ses we re se en. The re was no evi den ce
of se ve re disp la si a, car ci no ma in si tu and/or in fil -
tra ti ve growth pat tern. Our ca se was clas si fi ed as
bor der li ne IPMN with tho se fin dings.

DIS CUS SI ON
The pat ho ge ne sis of pan cre a tic he te ro to pi a is not
known clearly. It is tho ught to ari se du ring ro ta ti -
on of the fo re gut when frag ments of pan cre as got
se pa ra ted and de ve lo ped in to ma tu re ele ments, or
due to pan cre a tic me tap la si a of en do der mal tis su -
es that end up in the sub mu co sa du ring emb ryo nic
li fe. It is de fi ned as pan cre a tic tis su e that is not
nor mally si tu a ted, has no re la ti on with the nor mal
pan cre as, and pos ses ses its own duct system and
vas cu lar supply.1 Mic ros co pi cally, aci ni and ducts
al ways exis t, whe re as is lets of Lan ger hans’ are only
fo und in one third of pa ti ents.1,6 In our ca se the re
was no Lan ger hans’ is let. Pan cre a tic he te ro to pi a is
fo und bet we en 2 to 15% of all au top si es. The most
fre qu ent si tes of ec to pic pan cre as are gas tric an -
trum (30%), du o de num (30%), je ju num (20%) and
Mec kel’s di ver ti cu lum (5%). Unu su al lo ca ti ons are
co lon, sple en, li ver, bi li ary tract, me sen tery and
lymph no des.1 It is usu ally an in ci den tal fin ding,
eit her at the ti me of la pa ro tomy for anot her di se -
a se or du ring ra di og rap hic or en dos co pic exa mi -
na ti on of the up per gut, but may pre sent with
pep tic ul ce ra ti on or in tes ti nal obs truc ti on.1 Ec to pic
pan cre as may un der go any one of the chan ges that
may be se en in nor mal pan cre as such as acu te and
chro nic pan cre a ti tis, pse u docyst for ma ti on, cystic
dystropy and he morr ha ge. Ne op las tic trans for ma -
ti on has al so be en des cri bed, but is ra re. The re are
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only two re por ted ca ses of IPMN ari sing from in
he te ro to pic pan cre as6,7 and most of the re por ted
ca ses of ne op las tic trans for ma ti on are duc tal ade-
no car ci no mas.1,2,8,9

To do cu ment the ne op las tic trans for ma ti on of
ec to pic pan cre a tic tis su e, the fol lo wing cri te ri a ha -
ve be en pro po sed: 1- The tu mor sho uld be fo und
wit hin or clo se to the ec to pic pan cre a tic tis su e, 2-
Di rect tran si ti on bet we en pan cre a tic struc tu res and
tu mor must be ob ser ved, 3- The non-ne op las tic
pan cre a tic tis su e must com pri se at le ast fully de ve -
lo ped aci ni and duc tal struc tu res.9 Our case
matched all of these thre e cri te ri a.

FI GU RE 3: Ectopic pancreas with acini and ducts adjacent to intraductal papil-
lary mucinous neoplasm (H&E, x100).

FI GU RE 4: Areas of tumor with complex papillary growth pattern (H&E, x100).

FI GU RE 1: Low po wer vi ew of ec to pic pan cre as in the sub mu co sa of the je-
ju num (H&E, x40).

FI GU RE 2: Ectopic pancreas with acini and ducts (H&E, x100).

FIGURE 5: Complex papillary areas showing stratification, elongation and
hyperchromatism of nuclei (H&E, x400).
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Pan cre as may be nor mal or may have si mi lar
pat ho lo gi es that appear in the ec to pic pan cre as. In
our ca se, the pan cre as had no pat ho logy in the
com pu ted to mog raphy (CT) ima ges.

IPMNs are a re cently de fi ned sub set of pan cre -
a tic ne op lasms, com pri sing approximately 0.5-9.8%
of pan cre a tic exoc ri ne tu mors. Ap pro xi ma tely one-
third of IPMNs ha ve an as so ci a ted in va si ve car ci -
no ma.4,5 IPMNs are re la ti vely un com mon tu mors of
pan cre a tic duc tal epit he li al cells that li ne the ma in
pan cre a tic duct or its ma jor si de branc hes.4-6 The se
tu mors are pri ma rily cha rac te ri zed by cystic di la ti -
on of pan cre a tic ducts with va ri ab le deg re es of mu -
cin pro duc ti on, epit he li al pro li fe ra ti on, pa pil lary
for ma ti ons and cyto lo gi cal aty pi a.4-6

IPMNs disp lay a spec trum of cyto arc hi tec tu ral
aty pi a and ha ve be en di vi ded in to ade no ma (low
gra de dyspla si a), bor der li ne (mo de ra te dyspla si a)
and car ci no ma (high-gra de dyspla si a) ca te go ri es.4,5

Nuc le ar en lar ge ment, elon ga ti on, hyperc hro ma si a,
loss of po la rity, pse u dos tra ti fi ca ti on; pro mi nent nu-
c le o li; ir re gu la rity in pa pil lary struc tu res are the fin -
dings se en in in cre a sing deg re es from ade no ma to
car ci no ma. Our ca se was clas si fi ed as bor der li ne du -
e to the pre sen ce of comp lex pa pil lary arc hi tec tu re
as so ci a ted with nuc le ar stra ti fi ca ti on and cyto lo gi -
cal aty pi a cha rac te ri zed by nuc le ar en lar ge ment,
elon ga ti on and hyperc hro ma si a, be si des ab sen ce of
mi to ses, se ve re disp la si a, car ci no ma in si tu and/or
in fil tra ti ve growth pat tern. 

The dif fe ren ti al di ag no sis in this ca se inc lu -
des mu ci no us cystic ne op lasms (MCNs). MCNs
and IPMNs are cystic ne op lasms com po sed of 
mu cin pro du cing epit he li al cells and pa pil lary for-
ma ti ons. MCNs of the pan cre as are se en pre do mi -
nantly in yo un ger wo men and are mostly fo und
in the ta il or body of pan cre as. IPMNs of the pan-
cre as are se en pre do mi nantly in el derly man and
are mostly in the he ad of pan cre as. MCNs are as-
so ci a ted with an ova ri an type of stro ma, but
IPMNs are not as so ci a ted with hyper cel lu lar stro -
ma. MCNs do not com mu ni ca te with the lar ger
pan cre a tic ducts. Alt ho ugh MCNs are al most al-
ways uni fo cal, 30% of IPMNs are grossly mul ti fo -
cal.3-5

It has be en re por ted that the prog no sis is ex-
cel lent for bor der li ne tu mors with thre e to fi ve ye -
ars sur vi vals ap pro ac hing 100%.10

In conclusion, to the best of our know led ge,
our ca se is the first IPMN lo ca ted in je ju nal ec to pic
pan cre as, and the third IPMN ca se si tu a ted in ec to -
pic pan cre as, af ter the ones re por ted one in the gas-
tric wall,7 and the ot her one lo ca ted in a Mec kel’s
di ver ti cu lum.6

Di ag no sing the se pre in va si ve pan cre a tic ne op -
lasms is im por tant be ca u se of the ir ex cel lent prog-
no sis. The re fo re, pat ho lo gists sho uld ke ep the
pos si bi lity of IPMN in mind and be ca re ful abo ut
app lying the di ag nos tic cri te ri a strictly.
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