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The Clinical Characteristics of Acinar Cell Carcinoma in the Pancreas

Acinar cell carcinoma (ACC) is a very rare type of pancreatic cancer that makes up less than 1%
of all pancreatic cancers. The prognosis of ACC is very poor and the mean survival interval is
only 18-19 months. The only effective treatment is currently early radical resection.

Materials and methods: To determine ACC's clinical characteristics and the treatment efficacy,
we conducted a retrospective chart review to study the clinical characteristics, laboratory
findings, pathology and treatment responses of 10 ACC patients among 3042 pancreatic cancer
patients who were diagnosed in Severance Hospital and Kangnam Severance Hospital of

Yonsei University, College of Medicine from 1988.01.01 to 2008.12.31.

Results: The 10 ACC patients were 6 males and 4 females. The mean age of the 10 ACC
patients was 53.2 years. The most of the patients (7/10) complained the pain on the epigastric
area and there was no jaundice in 8 patients (80%). Unfortunately, regional or distant
metastases were founded in 8 patients (80%) at the time of the first diagnosis. The initial mean
CA19-9 level was increased to 73.5 U/ml (range: 0.1~350.0 U/ml). Six of 10 patients underwent
radical surgery and 4 of 10, including 1 with open and closure, were treated with conservative
treatment. The median survival interval was 22.4 months with operative treatment and 1.5
months with conservative treatment. The median overall survival interval was 19.4 months. The
median disease free survival was 17 months. The liver was the most common recurrent site (3

cases).

Conclusions: An early radical resection is currently the best and only treatment for ACC, but in
rare cases, post-operative adjuvant chemotherapy shows hopeful results and so this requires

more study.

Key Words : Pancreatic cancer, Acinar cell carcinoma, CA19-9, radical resection,

Adjuvant chemotherapy
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Table 1. Clinicopathologic features of patients (N=10)
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Table 2. Clinical manifestation and radiological findings

Sex
Male 6 (60%)
Female 4 (40%)
Age

Mean (years) 52.6 (range 36~66)

Size | CA19-9

Patient | Age | Sex | CC Jaundice | Location @ | m Metastasis

1 52 | M | EP, Yes | Head | 7 8.9 | Liver,
Weight Duodenum,
loss SMA invasion

2 64| F | EP, No Tail 9 NC | Regional LNs
Growing
mass

3 62 | M | EP, Yes | Head | 9 350 | Liver,
Jaundice Duodenum,

Paraaortic invasion

4 60 | M | EP No Tail 6 12.6 | Regional LNs

Chief complaint
5 41 | M | Diffuse No |Head&| 5 10.4 | Liver, Colon,
Epigastric pain 7 abdominal body Adrenal gland, Lung,
Size (cm) 5.42 (range 2~9) pain Bone
6 62| F | General | Yes Head | 3 | 258.7 | Regional LNs
Location
weakness,
Head 6 jaundice
Tail 4 7 66 | F | Hemoperit | No Tail 6 2.5 | Colon
—oneum
CA19-9 U/mD 735 (range 0.1~350) 8 |36| M |EP No | Tal | 5| 01 |Nometastasis
Metastasis on diagnosis 9 36| M | EP No Head | 2.2 4.5 | No metastasis
Motastasis 3 10 |47 | F | EP No Head | 2 13.9 | Lung,
Omentum,
No metastasis 2 Paraaortic LNs
Operative treatment 6 M, male; F female; CC, chief complaint; EP, epigastric pain; NC, not
checked; SMA, supra—mesenteric artery; LNs, lymph nodes;
Distal pancreatectomy & Splenectomy 4
Pylorus preserving pancreaticoduodenectomy 2 =
FILEE AT FF0l TH(T0%) 2 7P wokor o
Conservative treatment”™ 4 _(;4 iﬂ% Z:! i, z]_g].q..‘i %_ J,] §]IJ— Eo] O]Oﬂ;]. g]—r/]- o ;q
Overall median survival (months) 194 o %—/\] 50](% ] ﬁ o‘r7]' ](80% = §]'DLO] %%Iﬂ 73
o o) 7030 7zlg] o] o w3
Median survival of operative group (months) 22.4 T 224] EE} Eﬂ T ALET ] ]}\1 J&%H N\'—Eq "'g
— ) . T 7 A 28 oA HEE S
Median survival of conservative group (months) 1.5
W 7] A 5.42cm (B9 2.0~9.0cm) ©]3itt #
Median disease free survival (months) 17 -
& e %X]t 71 68 (60%), |47} 4] (40%)
%1 . . . . o
1 case of open biopsy and closure was included in conservative treatment 72 _‘?_lﬂr_oﬂ /\1 ]j EITJ;— O o7 14.]5]. {;].
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Table 3. Treatment modality and results of treatment

SI DFS Post operative
Patient | Operative management | Survival (months) | (months) | recurrence
1 No OP Dead |2.2 No OP No OP
2 DP, Splenectomy, Dead |82.6 72 NC
RTG,R—e—YEJ
3 No OP Dead |1.0 No OP No OP
4 DP, Splenectomy, Dead |4.7 2 Liver
RTG,R—e—YEJ
5 No OP Dead |15 No OP No OP
6 PPPD Dead |224 17 NC
7 DP, Splenectomy, Dead 194 16 Liver,
Stomach
8 DP, Splenectomy Alive |31.5 22 Liver
9 PPPD Alive [4.0 4 No recurrence
10 Open biopsy and Alive |14 NC NC
closure™

SI, survival interval; DFS, disease free survival; OP, operation; DP, distal
pancreatectomy; RTG. radical total gastrectomy; R—e—Y EJ, roux—en—Y
esophagojejunostomy; PPPD, pylorus preserving
pancreaticoduodenectomy; NC, not checked

*Considered as conservative treatment (no radical operation)
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survival) <= 19.470€ (49
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Fig. 1. Incidence of pancreatic cancer in Korea (from 1999 to
2005)"
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Fig. 2. Overall survival curve
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Fig. 3. Median survival of operative and conservative treatment



Z174Al

dgAl 2 @ HEe

MM Z P EQF (Pancreatic Acinar Cell Carcinoma)

e
)
ox
i
N
L
=
4
N
N
ofr
2
=
[t

.
rlo
(O8]
w
SR
o
o
K
=
o
H
!
o

o
=

it AE 717G o Aot
At} & AFINE F&& T2 4F 4EY
(median survival) o] 22.47§€o]|glom F=a}A]
T 15MEE AR F Aol & B $&9]
pIZNKIR=

AREE 7] 2AF AAlEo] 7MY 2 WHoRE 4
9l ° ™, Gemcitabine, 5—Fluorouracil, Adriamycin %
3t & A Ak @ 07 o] 75t
Bz ok e o474 g3t d5E e
AR oS glor dwtdoR & & FohAbA
W Tt Aol i FEE gt gl dAolth
AFoN = T F FATTAEE 19 (3L #8) ollA]
HE] Tt o] BAl= o5 2270 5 Thof| Al 427 Ko
# % 23] Xeloda/Gemtan Z3}8HA 57k AP = gl oLt
A W AAS Ho] o]F 4W¥ 9 5-Fluorouracil,
Leucovorin, Oxaliplatin X 27} # 74 Al = T}, o]

PR YA AL T A 948 Fok o4 1 ol

o]

™ B >l ko o rf o

o] Aoy R F7ke] TA glo] 4] wa Fofl Sitt.
z2 E

B AFolr A g A Lot B4 B
WA AR S G olA] oFE wgkom Xt Tl
7 o= 53.241 2 T 60 tol A eIt  F4
OREAEYR EZ2o0] 70 (70%) & 7HE wokor Aek o
Al grdo] glE 497 thF-E (841 (80%)) 013tttk Wtk &
Al o)7L Q= 47 7o (70%) = T 55 Ak ghA] o] w]
Hol7k Qles & ¢ ik Wk A % CA19-9 & 3
7 735 U/mL (89 0.1~350.0 U/mL) & FAHET} Fo}
AHbA| E ot goko] Aede] Lgo] & A0 7 Kol o W
< SUE B 31 AFvF Basit Wl A= 7

58

7} 6 (60%), BIH-7} 4 (40%) = FH-ol|A]

yom Wl F7]%= Bt 5.24cm ©|QItE Ak & A=
o}k (median survival) < 19.47] €0l +
Q0] BEY FAgkL 22478 €09l on 4614
9 AEY Tk Lo/MEH 2 Aol7h AT
A2 o] FH AL TS5k (median disease free
survival) & 1770 2ol itk AF-$l= 7ol A Akt 4§
7F 3elE 7HE okt oM F AL AAIA 27
PHo® Y7E 1 gloH

ofN O —r

1. 2007 annual report of the Korea central cancer registry: Korea
central cancer registry ministry of health and welfare, Republic of Korea.

2. Chen J, Baithun SI. Morphological study of 391 cases of exocrine
pancreatic tumors with special reference to the classification of exocrine
pancreatic carcinoma. J Pathol 1985;146:17-29.

3. Cubilla AL, Fitzgerald PJ. Morphological patterns of primary
nonendocrine human pancreas. Cancer Res 1975;35:2234-2238.

4. Ordonez NG. Pancreatic acinar cell carcinoma. Adv Anat Pathol
2001;8(3):144-159.

5. Klimstra DS, Heffess CS, Oertel JE, Rosai J. Acinar cell
carcinoma of the pancreas: A clinicopathologic study of 28 cases. Am J
Surg Pathol 1992,16:815-837.

6. Holen KD, Klimstra DS, Hummer A, et al. Clinical characteristics
and outcomes from an institutional series of acinar cell carcinoma of the
pancreas and related tumors. J Clin Oncol 2002,20:4673-4678.

7. Hoorens A, Lemoine NR, McLellan E, et al. Pancreatic acinar cell
carcinoma: An analysis of cell lineage markers, p33 expression, and Ki-
ras mutations. Am J Pathol 1993, 143:685-698.

8. Chang HJ, Lee JG, Kang CM, et al. Prognostic Factors and Survival
Rate of Pancreatic Adenocarcinoma after Curative Surgery. J Korean
Sur Soc 2005,69:153-156.

9. Park BK, Chung HW, Song SY et al. Role of acinar cell in hamster
pancreatic carcinogenesis. Korean J Gastroenterol 2003;41:138-144.

10. MacMahon HE, Brown PA, Shen EM. Acinar cell carcinoma of the
pancreas with subcutaneous fat necrosis. Gastroenterology
1965,49:555-559.

11. BurnsWA, Matthews MJ, Hamosh M,Weide GV, Blum R,
Johnson FB. Lipase-secreting acinar cell carcinoma of the pancreas
with polyarthropathy: A light and electron microscopic, histochemical,
and biochemical study. Cancer 1974;33:1002-1009.

12. Robertson JC, Eeles GH. Syndrome associated with pancreatic
acinar cell carcinoma. Br Med J 1970,2(711):708-709.

13. Chiou YY, Chiang JH, Hwang JI, Yen CH, Tsay SH, Chang CY.
Acinar cell carcinoma of the pancreas: clinical and computed



tomography manifestations. J Comput Assist Tomogr 2004,28(2):180-
186.

14. Tatli S, Mortele KJ, Levy AD, et al. CT and MRI features of pure
acinar cell carcinoma of the pancreas in adults. Am J Roentgenol
2005;184(2):511-519.

15. Kim MC, Kim HH, Jung GJ, Kim SS. Clinical study of acinar cell
carcinoma of the pancreas: Our 5 cases and a review of 5 cases
reported in Korea. J Korean Sur Soc 2001,60(1):97-102.

16. Basturk O, Zamboni G, Klimstra DS, et al. Intraductal and
Papillary Variants of Acinar Cell Carcinomas: A New Addition to the
Challenging Differential Diagnosis of Intraductal Neoplasms. Am J
Surg Pathol 2007;31:363-370.

17. Seth AK, Argani P, Campbell KA, et al. Acinar Cell Carcinoma of
the Pancreas: An Institutional Series of Resected Patients and Review
of the Current Literature. J Gastrointest Surg (2008)12:1061-1067.

18. Samuel LH, Frierson HF Jr. Fine needle aspiration cytology of
acinar cell carcinoma of the pancreas: a report of two cases. Acta Cytol
1996,40(3):585-591.

19. Villanueva RR, Nguyen—Ho P, Nguyen GK. Needle aspiration
ceytology of acinar-cell carcinoma of the pancreas: report of a case with
diagnostic pitfalls and unusual ultrastructural findings. Diagn
Cytopathol 1994;10(4):362-364.

20. Caruso RA, Inferrera A, Tuccari G, Barresi G. Acinar cell
carcinoma of the pancreas. A histologic, immunocytochemical and
ultrastructural study. Histol Histopathol 1994;9:53-58.

21. Ordonez NG, Mackay B. Acinar cell carcinoma of the pancreas.
Ultrastruct Pathol 2000,24:227-241.

22. Kuopio T, Ekfors TO, Nikkanen V, Nevalainen TJ. Acinar cell
carcinoma of the pancreas: Report of three cases. APMIS
1995:103:69-78.

23. Pasquali C, Sperti C, D" Andrea AA, Cotantino V, Filipponi C,
Pedrazzoli S. CA 50 compared with CA 19-9 as a serum tumor
marker for pancreatic carcinoma. Ital J Gastroenterol 1994,26(4):169-
173.

24. Cingolani N, Shaco—Levy R, Farruggio A, Klimstra DS, Rosai
1. Alpha-fetoprotein production by pancreatic tumors exhibiting acinar
cell differentiation: study of five cases, one arising in a mediastinal
teratoma. Hum Pathol 2000,31(8):938-944.

25. Eriguchi N, Aoyagi S, Hara M, et al. Large acinar cell carcinoma
of the pancreas in a patient with elevated serum AFP level. J
Hepatobiliary Pancreat Surg 2000;7(2):222-225.

26. Itoh T, Kishi K, Tojo M, et al. Acinar cell carcinoma of the
pancreas with elevated serum alphafetoprotein levels: A case report
and a review of 28 cases reported in Japan. Gastroenterol Jpn
1992;27(6):785-791.

27.Fabre A, Sauvanet A, Flejou JF, et al. Intraductal acinar cell
carcinoma of the pancreas. Virchows Arch 2001;438(3):312-315.

28.Sun Y, Wasserman PG. Acinar cell carcinoma arising in the
stomach: a case report with literature review. Hum Pathol
2004;35(2):263-265.

29. Colombo P, Arizzi C, Roncalli M. Acinar cell cystadenocarcinoma
of the pancreas: report of rare case and review of the literature. Hum
Pathol 2004;35(12):1568-1571.

59




<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /All
  /Binding /Left
  /CalGrayProfile (Gray Gamma 2.2)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Warning
  /CompatibilityLevel 1.4
  /CompressObjects /Tags
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJDFFile false
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.0000
  /ColorConversionStrategy /LeaveColorUnchanged
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 1048576
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo true
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo false
  /PreserveOPIComments false
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Remove
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 150
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 200
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.00000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages true
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /ColorImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 150
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 200
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.00000
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages true
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /GrayImageDict <<
    /QFactor 0.76
    /HSamples [2 1 1 2] /VSamples [2 1 1 2]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 15
  >>
  /AntiAliasMonoImages false
  /CropMonoImages true
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 600
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.00000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects false
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile (None)
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /Description <<
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000410064006f006200650020005000440046002065876863900275284e8e55464e1a65876863768467e5770b548c62535370300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef69069752865bc666e901a554652d965874ef6768467e5770b548c52175370300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /DAN <>
    /DEU <>
    /ESP <>
    /FRA <>
    /ITA (Utilizzare queste impostazioni per creare documenti Adobe PDF adatti per visualizzare e stampare documenti aziendali in modo affidabile. I documenti PDF creati possono essere aperti con Acrobat e Adobe Reader 5.0 e versioni successive.)
    /JPN <>
    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken waarmee zakelijke documenten betrouwbaar kunnen worden weergegeven en afgedrukt. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)
    /NOR <>
    /PTB <>
    /SUO <>
    /SVE <>
    /ENU (Use these settings to create Adobe PDF documents suitable for reliable viewing and printing of business documents.  Created PDF documents can be opened with Acrobat and Adobe Reader 5.0 and later.)
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020be44c988b2c8c2a40020bb38c11cb97c0020c548c815c801c73cb85c0020bcf4ace00020c778c1c4d558b2940020b3700020ac00c7a50020c801d569d55c002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
  >>
>> setdistillerparams
<<
  /HWResolution [1200 1200]
  /PageSize [612.000 792.000]
>> setpagedevice


