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Congenital true cystic mass of the pancreas
in a young woman: which treatment?

F CREEMOMA !, A CITLLA !, . AGINELLOD ! D FARTNELLA 2, A M. MATORATA 2

Aém, We report a case of congenital teue
pancreatic cyst with high level of enzymatic
activity, varely seen in young and children
which, to the best of our knowledge, ravely
has previously been reported. A young givl
was admitted to our clinic with a history of
abdominal swelling and pain during exercise
far many months. A mobile, smooth, non-
tender mass was palpated an the left side of
the abdomen during physical examination.
Utrasanography and computed tomogeaphy
imaging revealed a not subdivide cystic mass
sized 11.51x8.2 cm.

Metbocds, Sucgical treatment was considered,
but given the young age of the patient, we
declined for fear of complications. There-
fare, TSs-guided percutanesus drainage of
cystic was performed. After a week, at the ul-
trasound check, thanks to obstruction of
drainage, we decided to intervene surgically.
During abdominal surgical explocation, the
pancreatic tail was larger than novmal, and
a pancreatic cyst arising foom the tail of the
pancreas was observed. Tatal cystectomy was
pettormed with distal pancreatectamy.
Resnlis. The postoperative period was com-
plication free and the patient was discharged
on the seventh postoperative day. Mo compli-
cations oocurred during the sixmonth fial-
lrw-up period.

Conclnsion. Early diagnosis and timely in-
tervention have improved the results of sur
gical therapy in this disease. Although it is
extremely rare in children, congenital teue
pancreatic cyst should be diagnostically
oonsidered in cases involving a cystic mass
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neighbouring the pancreas. Ultrasanography,
computed tomography and magnetic reso-
nance imaging is helpful in differential diag-
nosis af other cysts arviginating from neigh-
bouring organs. Total excision with distal
pancreatectomy and splenic preservation arve
advised for distal pancreatic cyst.

Eey womds: Panceeatic neaplasms - Congenital
abnormalities - Cysts - Tltrasonography.

Developmental anomalies of the pancre-
aticobiliary tree are usually detected in
children, congenital abnormalities may be
first found later in life,

Less than 1% of panareatic cysts seen in
voung and children are congenital tnie pan-
creatic cysts and just over 25 cases were re-
ported as congenital e pancreatic cyets in
the literamire !

In young and children (under the age of
tero yearz) ! the symptoms and signs are
often nonspeciic (intermitent abdominal
pain, nausea and occasionally wvomiting)
and diagnosis can be diffoult and frequent-
Iy an emtensive work-up is undertaken be-
fore the correct diagnosi= is made.
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Persiztent but unexplained upper abdom-
inal symptoms, an underlying congenital
abnormality of the pancreatic body, duct or
bile duct should be considered.

In tue cyst, enzymatc activity of cystic
fluid is at normal or lowe lewels: ! we report a
rare case of congenital true pancreatic cyat
with hish enzsmne activity of cystic content.

Althengh the results of ultrasonography
(U3, computed tomography (CT), and
maghetic rescnance imaging may sugzest
the abnormality in some caszes, cholangsic-
pancreatography i= often needed to reach
a defnirive diagnosis and more clearly out-
line duetal anatomy.

Fecognition of congenital anomalies may
aid in surgical planning and prewent inad-
vertent injury.

Case report

A siteen vears old gicl (48 kg) was admitted (o
onr clinic with a history of abdominal sselling, in-
ermitkent abdominal pain, mild navs=a and sormit-
ing feor four months,

O physical exsrnination, 8 mobile, smeoth, non-
ender mass was palpated at the left upper quadrant
of the abdomen.

The laboratory showed that routine blood, liver
fanction tests and urine biochemistry profiles wers
at neorroal levels.

Laboratory sudies including tests for senim li-
pase and amvlase showed no abnoromlities, Toc-
and Loh-rrpe antibodies against oxoplasma, -
bella, cytornegalovins, and herpes simplex wirus
infections were negative,

Cutliers were detected in osome biodhiemical
rarkers such as CEA (549 ng/ml), CA19.9 (450 1/
L) and CALZS 035 U mil); normal valnes for LDH
and M2E.

Abdominal ultrasonography deronstraked 8 not
subdivide cystic lesion sized 11.51%5 .2 cm (rolure:
49,43 cn®), anechoic, lowattenualing nmss typi-
cal of simple cyst (Figure 1), located medial o the
spleen, criginating feown the left midline lying to-
wards the pelvis, nearby the left kidney and spleen.

Abdorminal MR images revealsd that the lefi kid-
ey and the spleen weere displaced toweards the
posteriolateral and superiorn, respectively, by a not
subdivide cystic tmass. The body and tail of the pan-
creas and tissue nterfaces could not be observed.

CT noted  veoluminous  pancreatic oyst (size
llxl %17 o), hyperdense and calcified wealls,
likely t b congenital natare; liver, bile ducts, gall-
bladder, splenic, adrenals, kidneys and bladder of
neormal appearance (Figure 20
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Figure 1—aAbdomiml ultrazonography comtrol shomed
not subdivide oretic lesion sized 11,5182 cm (Grolune:
42475 em® causing abdomiml swelling and pain.

Figure 2. —aAbdominal CT showed wluminous oot sub-
divide pancreatic oyst with hyperdense and calcified
walls, likely to be congenital nature (circle’; oystic lesion
sired 11x11x17 com.

Figure 3. —Fostdrainage-abdamiml] OT revealed oyst col-
lapsed with partially calcified wealle (circle); the arrows
indicate zite of entry and exit of “pigtail” percutanecus
Us-guided drainage.
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Surgical reatroent was oonsidersd, but given
the young age of the patient, we declined for TI5-
guided peraitanecus drainage of cystic (external
drainage pig-tail ultrasound-guided, insered after
lecal anesthesia in abdominal ambsar region), pricr
antibiotic prophylaxis Cintravenous ceftriaxone 2 g,

About 830 il of dear fluids was drained wia
catheter, in the absence of endosoopic or clini-
cal comnplications,

BExamination of the cyslic contents, was =edi-
ment consisting of red blood cells, fewr anphocytes
and some histiocytes, biochemical analysis of the
cystic fluid revealed an anmylase activity of 2300 TAL.

After the percutanecus drainage, the pain sub-
sided drarmatically

Fostdrainage-CT revealed cyst collapsed with
partially calcified walls and rodest free fuid under-
mesocolicn; no enlarged lymph nodes (Figure 3).

The catheter was emoved one week after the
procedure, due to obstruction of the sae, and the
selfsustaining af cyst; there were no complications
ar symptoms after remeoval of the catheter.

After removal | thanks to the return of mild sywnp-
s, e decdded to nterrens surgically, through
surgical exploration of the patient.

This procedure revealed one major oystic nmsse
ariginating fom the il of the pancreas.

This tass was flled with a wellow-oolored cystic
fluid and was slightly adhersnt 1o adipoent stnic-
mires, the tail of the pancreas was obsered o be
wider than usual

Distal pancreatectornty with splenic preservation
and total cystectorny was performed,

The postoperative period was cornplication free
and the patient was discharged on the seventh post-
operative day

Mo complications oocutred during the six-roonth
s up period.

Histopathological exsrnination reveslsd congehni-
tal cystic rass from the il of the pancreas Gaeor-
tral cytologic and histologic Agures), this mass was
embedded in the pancreatic tissue and coated with
cubnidal epithelial tissue,

The follow-up (on-going), up o now, showed
to requrrence of the pathological and no complica-
ticns, nmking sure the authors of the efficacy of the
surgical eatrent

DHscussion

Important factors in the dewvelopment-
prometing congenital ancmalies of the pan-
creaticobiliary ductal system are Famniliarity,
emnbryological and environmental factors;
to date, the exact eticlogy for development
of a cyat is unknowin,

Tue congenital pancreatic cyst (derived
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from an abnormal zegmentation of the
primitive ducts of the pancreas) frequently
appears as solitary, uniloaalar, nonenzyrmat-
ic, sterde and fuid-Alled, usually from tail,
as in owr case report, of neck of the pan-
creas in 62% of caszes, head of the pancreas
in 32% of cases in literatarel,

Pancreatic cysts can be either of six types:
congenital-developmental  cysts, retention
cyats, duplication cysts, pseudocysts, neo-
plastic cysts (hurther subdivided into serous
cystadenomas, mucinous cystc heoplasms,
intraductal papillary mucinous neoplasms
of lymphoma), and parasitic oysts (eching-
COCOLE Cystl.

The frst three types are also knowmn as
e cysts and these cysts have true epithe-
lial cormponents on their walls, inthe most
frequently seen posttrawmnatic pancreatic
paeudocysts, the walls of the cystz do not
contain epithelial components.

Izolated-zingle congenital tue cyst of
the pancreasz s extremely rare event (as in
olr patient), in many cases the congeni-
tal wue cysts of the pancreas are multiple,
unilocular or multilocular, usually range in
zize from microscopic to 5 cm, and are as-
zociated wiith genetic disorders that inwolve
cystic dizeaze in other organs, including
adult polyoystic kidney disease, von Hip-
pel-Lindau diseaze and cystc Abrosis or
al=o associate writh mubular ectazia, polydac-
tyly, anorectal malformation, and asphysdiar-
ing thoracic dystrophy

These cysts may also ocour as solitary le-
zions, and are usually small and may either
diffisely inwvclve the pancreas or localize
to one region, the number of cysts varies,
but, typically, pancreatic involverment iz less
than the cystic change zeen in the kidneys
and liver.

Rarely, pancreatic involvement may pre-
dominate and concomitant hepatic and re-
nal involrement facilitares diaghosis when
cyats also are =een in the pancreas.

In owr case, the prezence of cyst, showe
ing continuity towards the taid of the pan-
creas was evaluated az indicators of ductal
dewvelopmental anomaly Purthermore, the
epithelial component on the cystic weall wras
indicarive of a tue cyst
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Generally, symptoms of congenital pan-
creatic cysts are seen in patients under the
age of tro years, in opposition writh symp-
toms of pseudocysats, most common during
the fourth and Afth decades corresponding
to the peak incidence of pancreatitis.

Congenital pancreatic Cysts are gener-
aly asymptomatic, symptoms of abdomi-
nal pain, nausea and vorniting wreizht loss,
jaundice (secondary to pancreatitis and cysat
compression of the common bile duct and
peri-ampullary region), fever, diarrhea, he-
materneszis, melena, perceived abdominal
mass, phy=ical Andings of tenderness and
an palpable abdominal mass are the com-
mon hallmarkes of the diaghosis.

In our patient, ewvident symptoms re-
lated to the cystic mass had not been ob-
zerved, except for abdominal distention
and pain during exercise.

It i= difficult to distinguish post-trawmaric
oyt from congenital e oyst only with the
clinical, diagncstic and histopathological
feamires, interwvenes to help the enzymatic
activity of the cyst

In congenital cpstic fluid lowr enzymaric
activity is cbaerved senerally!, whereas en-
zyratic activity of pseudocysts is consider-
ably high (1000-3000 U/L).

In our patient, cystic fluid had an amylase
activity of 2300 U/L, hicher than the normal
lirnits; thi= activity i= the value expected for
A retentict Cyst.

For an accurate localization of the ab-
dominal masses (occasional Ondings of
pancreatic cystic lesions are found in ap-
prozimately 1% of all abdominal scans),
there is necessity of computed tomogra-
phy (CT), magnetic resonance (MR) imag-
ing or ultrascund (writh EUS guided cyat
aspiration); these techniques show detailed
information, includine the characteristics
of the wrall, septarm, internal srructure and
aurounding tissues, the =zame techniques
in cyetic Abrosis, sequent calciicardon and
chronic dizease show progressive dilararion
of the acini, fatty replacement of the pan-
creatic parenchyma and dilated remnants of
the pancreatic ducts with secondary Abrosis
and pancreatic atrophy

The relationship betereen a cyst and s
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rounding tissues, and extensions of a cyat
can be demonstrated wiith MR imagine (due
to its multiplanar capacity) than with CT
We believe that for evaluating extensions
and the nature of cysts in pediatric parients,
MR imaging is a zood choice.

Howrever, the authors beliewe in ultra-
zonography (EUS) az rapid and reliable
technique used for cystc evaluation, its
differentiation in the abdomen and other
zide; the ultrazound method is wery helphal
in ewvaluating the patent who has an con-
genital abdominal mazs elevated amylase,
trauma of episode of pancrearitis.

The only limitation of the endoscopic ul-
trascund technique is that & is only indica-
tive of a nonsolid mass.

EUS technique-gnided Ane needle aspira-
ton (FIAY of these cystic lesions has led
to their better cytology detection, molecular
analy=iz and characterization.

Cysat fluid can be further studied afier as-
piration in order to analyze cytology, wis-
cosity, extracellular mucin, taumowr markers
(for example (CEA CA 19-9 CA 15-3 Ca 72
47, enzymes (amylase, lipase), DA analysis
[quality/content of mutaticnal).

The diagnostic acouracy of EUS alone
for detection of malignant or premalisnant
cysta reaches 95902, although it has impor-
tant limirtations for the differential diagnosis
of benion and malionant cysts weith overall
accuracy rates of 40 to 93% oyst contents
and sampling of the cyst wall or septa, as
well as mural nodules?,

Rare diseaze that is commonly misdias
noszed preoperatively is “epithelial cyst in
an intrapancreatic accesscry spleen” (often
mistakken as congenital pancreatic Cyst).

Serions complications secondary to nip-
ture, inflammation/infection, or hemorrhage
into the e congenital pancreatic cyst are
rare, but may occur and they bring diffculey
in diaghosis, studies indicate that ruptare
was associated with a &% mortality, hem-
orrhage with a 17% mortality, and inflam-
mation/infection writh a 21% mortality 2

The literature emphasizes several points
in the reatment of congenital cyst

External drainage procedures appear to
be related to an increasing awrareness of the
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criteria for individualization of treanmnent,
the zame may be defnitive, or show need
for additional approaches.

Internal drainage methods (cyst-gastros-
tomy, cyst-jejunostomy of cyat-ducdenosto-
myy should be the preferred treatmnent for
zmall to medium zized cyst in the pancreatic
head, body or tail not drainable externally
20 resolutive (a weell formed cyst membrane
iz necessary for internal drainage), if it is
not poasible, the surgical procedure is total
excision, particularly if the cyst is located in
the distal pancreas and is small cyst

Close relationship to the ducdenwmn or
stomach and  contiguous  association to
these organs i= a prerequisite for anastomao-
zis at these zites,

A Roux-en-Y jejunal anastomosis can be
used if the cyst is not attached to the duc-
dermam or stomach, or if this is the more
eazily accomplished procedure, provided
that the cyst is not infected and that it does
not hawve a thin friable capsule.

Other procedures are often associated
with the internal drainage, or other type
of drainage, =uch as cholecystectomy or
choledochoduodencstomy

In our padent, total excision with distal
pancreatectomy - and splenic prezervation
was petformed for the distal pancrearic oyst.

The cost effecthveneas of different strate-
oies of manasement was siadied in asymp-
tomatic pancreatic oystic neoplasms?, the
zmdy has farther emphasized the urdity of
FUSzuided FIIA wiith cyst Auid analysis.

Literamire compared three approaches
in solitary asymptomatic pancreatic cystic
neoplasms.

The approaches were. 1) no specific in-
terventicn, 23 an agoressive surgical inrer-
vention, 33 EUS-suided FIA writh oypst fluid
analy=iz approach, the results showeed that
the latter approach vwielded the highest
quality adjusted life years with an accept-
able incremental cost effectiveness rato?

Conclusions

The authors believe in rarity of the pres-
entation of this congenital diseasze.
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Young and children wreith symptoms may
undergo  extensive diagnostic  ewvaluation
and computed tomosraphy, ulrascund and
maghetic resonance imagine studies can
help, in combination writh biochemical tests
(=uch as amylasze assay).

Because a cystic maszs of the pancreas
iz not alwrays a pseudocyst, percutaneous
drainage should be followed by cytologic
analy=iz of the aspirate.

A biopsy of the wrall of the cystic mass
may alzg be necessary.

Early diagnosis and dmely intervention
hawve dmprowed the results of therapy in this
dizeaze,

The authors beliewve strongly dn the sur-
oical weatment of congenital cyst of the
pancreas, that if done accurately can lead
to cure, without forgetting the alternative
treattnents, such as percutanecus drainage
EUZguided, espedally in young patients.

In condusion, weith tmie pancreatic cyst,
enznanc activiy of cyetic fluid can be
hisher than would be expected (likke in cur
patient).

For srzical treatmnent, total excision writh
distal pancreatectomy and splenic prezerva-
tion iz preferred.

Riassunto

CisH pancraziicg congenita in wna plovane dorna:
Feizhe trattamento?

Dbisttivo. Biportismo un caso di cist panoreatica
congenita con alke livello di attivitd enzimatica, rama
fei giovani e nel barobini, rArAmente riportata in
l=tteranica.

L nostra giovans paziente & stata riooverats nel-
la neostra clinica con storia di gonfiore addeomin e
e dolore durante l'esercizio Asioo, della durata di
ol s

All'esame obiettivo era evidente una massa liscia
sul lato sinistro dell'addorme,

Lecogralia e |3 tomografia computerizzata hanneo
rivelato la sovraciiEig mEssa cistica, non setoris liz-
zat, di dimensioni 11,51 x 5,2 cm.

Metodo, I trattarnentn chinrgion & stato conside-
rateo, A data la giovane eta della pazients, abbigmo
optato per un A tanento mens chiento, pel paua
di complicazioni.

Pertanto, & statd eseguita una techica drenante
scoguidats peroatanes.

Dopo una settinsnd, al conrollo ecograficn, a
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causa dell'ostrizione del drenaggio, abbiarms deci-
=0 di intervenine chinirgicarnertbe.

Turante l'esplorazicne chinirgica dell'addorme,
abbigio notto una coda pancedtica pid grande
del normale, ed & sata notata Morigine cistica nella
coda pancreatica. Abbiaro eseguils una cistecto-
tmia otale associale 8 pancreasectomia distale.

Riswlgztd, I perindo postoperatonio & stao libero
da cownplicanze = il paziente & stato dimesso in set-
tirr| Qiornata post-operaboria.

Messuna complicazione & interremita durante |
==l rresi di ollowup,

Conchesione La diagnosi precoce e il Empestivo
intervento hanno migliorate il isultale erapeutioo
chimirgico di questa malattia.

Ecografia, TC e BM sono metediche utili nella
diagneosi differenziale delle cisti addorminali.
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Lescissione wotale della cisti, 18 pancreassctomia
distale e la conservazione splenica =ono da conside-
rarsl come lideale tattarme e,

Parole chiave: Turmeon pancreatici - Ancnalie con-
genite - Cisti - Ultrasonografia,
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