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A

15-YEAR-OLD white girl presented with a his-

tory of acute, left upper quadrant abdominal pain that developed while she was performing gymnastics. She had no history of
trauma or pancreatitis. An abdominal computed tomographic scan revealed a large mass in the tail of
the pancreas. The differential diagnosis based on the computedtomographic scan included pancreatic pseudocystand
papillary cystadenoma. An endoscopic retrograde cholangiogramandpancreatogramshowedaJ-shapedstomachconFrom the Division of Pediatric Pathology, James Whitcomb Riley
Hospital for Children, 2536, Indianapolis, Ind.

sistent with extrinsic compression, an inferiorly displaced
main pancreatic duct with a smooth, tapered narrowing, and
nofillingofthepancreatictail.Therewasnoevidenceofcommunication of the pancreatic duct with the mass. The cholangiogramshowednoabnormalities.Exploratorylaparotomy
showed a large mass involving the pancreatic tail and adherent to the splenic artery and vein. A distal pancreatectomy and splenectomy was performed; the gross specimen
showed an 11-cm-diameter mass that markedly distended
the pancreatic tail (Figure 1). On cut section, the mass had
a multicystic, hemorrhagic, and necrotic appearance
(Figure 2). The tissue was examined histopathologically
(Figure 3).

1 cm

Figure 1.

Figure 2.

Figure 3.

ARCH PEDIATR ADOLESC MED/ VOL 153, JAN 1999
89

©1999 American Medical Association. All rights reserved.
Downloaded From: http://archpedi.jamanetwork.com/ on 05/26/2016

Diagnosis and Discussion
Solid and Papillary Epithelial Neoplasm
Figure 1. Surgical specimen shows the tail of the pancreas markedly
expanded by the tumor and adjacent to the spleen.
Figure 2. Cut section of the tumor has a hemorrhagic and cystic appearance
that mimics a pseudocyst.
Figure 3. Microscopic view shows solid sheets of tumor cells admixed with
pseudopapillary structures (hematoxylin-eosin, original magnification
3100).

T

he patient presented with the uncommon finding of a pancreatic mass in an adolescent. Radiologically, the differential diagnoses included
pancreatic pseudocyst and pancreatic cystadenoma.
Grossly, the lesion consisted of a well-circumscribed mass
with a thick fibrous capsule and a diffuse, soft, hemorrhagic center that resembled a pseudocyst; however, the
patient lacked a history of trauma or pancreatitis.
Histopathologic examination showed a solid and papillary epithelial neoplasm of the pancreas. These are uncommon tumors, accounting for 1% to 2% of all exocrine
pancreatic neoplasms.1 They predominantly occur in adolescent and young adult women.2,3 Although seen in all
races, some studies have shown a predisposition in blacks.4
Clinically, these tumors usually present as palpable masses,
but abdominal pain has also been reported.3,4 The onset
of pain occasionally correlates with a history of trauma.1
These large, solitary tumors have no preferential location
in the pancreas and rarely cause jaundice even when located in the head of the pancreas.1,5-7 Grossly, they often
have large zones of hemorrhage and necrosis that mimic
a pancreatic pseudocyst.1,8
The tumor derives its name from the microscopic
appearance of epithelial-like cells arranged in a variety
of patterns. The periphery of the tumor is usually composed of solid, monomorphic areas that give way to pseudopapillary structures associated with more central hemorrhage and cystic degeneration. Individual tumor cells
are uniform, polygonal to elongated cells that surround
delicate fibrovascular cores. These tumor cells have eosinophilic to vacuolated cytoplasm, nuclei with fine chromatin, and, frequently, nuclear grooves.
A pancreatic neuroendocrine tumor was strongly considered in the microscopic differential diagnosis because of
the overlap in architectural patterns and cytologic features. Although uncommon, 1% to 5% of insulinomas occur in the first 2 decades of life. Immunohistochemistry
helped make the distinction. The tumor cells stained diffusely positive for vimentin, had patchy but intense positivity for a1-antitrypsin, and were focally positive for cytokeratin, which is the characteristic immunohistochemical
profile of this tumor.3-6 The tumor was negative for neuroendocrine markers chromogranin, insulin, glucagon, somatostatin, and gastrin. Interestingly, solid and papillary
epithelial neoplasms have shown immunohistochemical and
ultrastructural evidence of both neuroendocrine and acinar/
ductal differentiation that suggest origin from a multipotential stem cell.3

Most patients with this tumor do well after limited
resection; however, cases of metastatic lesions have been
reported.3,7 It has been suggested that angioinvasion or
perineural invasion are indicators of malignant behavior.1,7 In this tumor, residual, compressed islets in the fibrous tissue resembled vascular invasion, but this was
easily dismissed by the immunohistochemical stains. No
perineural invasion was present. Criteria for predicting
malignant behavior have not been definitively delineated, and these tumors should probably be regarded as
borderline neoplasms even in the absence of aggressive
histologic features or metastasis.1
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1. Solcia E, Capella C, Klöppel G. Tumors of the pancreas. In: Rosai J, Sorbin L,
eds. Atlas of Tumor Pathology. Series 3. Washington, DC: Armed Forces Institute of Pathology, 1997:120-129.
2. Lieber MR, Lack EE, Roberts JR, et al. Solid and papillary epithelial neoplasm of
the pancreas: an ultrastructural and immunocytochemical study of six cases. Am
J Surg Pathol. 1987;11:85-93.
3. Matsunou H, Konishi F. Papillary-cystic neoplasm of the pancreas: a clinicopathologic study concerning the tumor aging and malignancy in nine cases. Cancer. 1990;65:283-291.
4. Friedman AC, Lichtenstein JE, Fishman EK, Oertal JE, Dachman AH, Siegelman
SS. Solid and papillary epithelial neoplasm of the pancreas. Radiology. 1985;
154:333-337.
5. Morohoshi T, Kanda M, Horie A, et al. Immunocytochemical markers of uncommon pancreatic tumors: acinar cell carcinoma, panceatoblastoma, and solid cystic (papillary-cystic) tumor. Cancer. 1987;59:739-747.
6. Stömmer P, Kraus J, Stolte M, Giedel J. Solid and cystic pancreatic tumors: clinical, histochemical, and electron microscopic features in ten cases. Cancer. 1991;
67:1635-1641.
7. Nishihara K, Nagoshi M, Tsuneyoshi M, Yamaguchi K, Hayashi I. Papillary cystic tumors of the pancreas: assessment of their malignant potential. Cancer. 1993;
71:82-92.
8. Boor PJ, Swanson MR. Papillary-cystic neoplasm of the pancreas. Am J Surg
Pathol. 1979;3:69-75.

Submissions
The Editors welcome contributions to Pathological Case of
the Month, Picture of the Month, and Radiological Case
of the Month. Those who wish to contribute should send
their manuscripts to Dr Gilbert-Barness (Pathological Case
of the Month), Department of Pathology, Tampa General
Hospital, University of South Florida, Davis Island, Tampa,
FL 33606; Dr Tunnessen (Picture of the Month), The
American Board of Pediatrics, 111 Silver Cedar Ct, Chapel
Hill, NC 27514-1651; or Dr Wood (Radiological Case of
the Month), Department of Radiology, Childrens Hospital Los Angeles, 4650 Sunset Blvd, Los Angeles, CA 90027.
Articles and photographs accepted for publication will bear
the contributor’s name. There is no charge for reproduction and printing of color illustrations.

ARCH PEDIATR ADOLESC MED/ VOL 153, JAN 1999
90

©1999 American Medical Association. All rights reserved.
Downloaded From: http://archpedi.jamanetwork.com/ on 05/26/2016

