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Case #1The images associated with this case are fromdenately enlarged spleen in an individual with a@/@&unt greater
than 150,000. The flow cytometry profile showed fopulation to express CD13, CD33, and CD117.e8a% the morphology
and flow cytometry, the best diagnosis is:

Answer: C. AML AML involving the spleen replaces the red pulphink of the spleen as a large lymph node wherélbed
and lymphoid tissue meet. Lymphomatous processebto start in the white pulp and spill over itite red pulp, and leukemia
tends to start in the red pulp before spilling awto the white pulp. This is the first place tars when evaluating the spleen.
Ask the question, “is this a red pulp process, whéde pulp process?” Then consider entities endappropriate category first.
This case of AML shows red pulp predominance bisceith granulocytic features. They appear aresi@ly in the maturation
seguence, raising the suspicion of an acute leukereér CML. Helpful stains include CD34 (immatunarker), CD117,
myeloperoxidase, Tdt, and B or T cell markers. sehghould help differentiate an ALL from an AML.

Case #2A 4,000 gram spleen was removed from a man anthieasistology presented for this case on the web$Special stains
were performed. The cells of interest were posifor CD68 and negative for S-100, CD1a, and PB8sed on these findings,
the best diagnosis is:

Answer: B. Histiocytic Proliferations (Lipid/Ceroid Histiocytosis and Gaucher Disease)lCeroid is a general term used to
describe benign histiocytic proliferations. Theseliferations develop secondarily in several agi ITP is one of the more
common, and is due to the accumulation of lipid-meembranes as the histiocytes phagocytose pwteRiL, light chain
deposition disease, and inherited lipidoses ared@lser causes. Gaucher disease is similar tadckistiocytosis, but the spleen
is often much larger (mean volume 19.8 times noymilis due to a defect in lysosomal glucocerelase. In ceroid
histiocytosis, histiocytes will react with acid fasains and PAS/d, but in Gaucher disease the stlin for iron. (Sternberg™4
Ed., p. 863-864)

Case #3The images for this case come from a 60 year @ld with an enlarged spleen and a hilar mass. Basé¢le
information, the best diagnosis is:

Answer: D. Hodgkin Lymphoma (HL) is much less common to be diagnosed in the spéeky because staging procedures
are much less common. The diagnostic criteridifoiis the same in the spleen as it is in the lympde. It is important to
remember when staging a spleen for HL, the numbeodules of HL is important prognostically. Careeds to be taken when
grossly evaluating the spleen because some learerss small as 1mm. Five nodules appears to epamtant cutoff number
for the number of nodules involved by HL. Subcdifdsation of HL in the spleen is optional, and st consideration in
treatment. (Sternberg"£d., p. 860-861)

Case #4The images for this case come from an elderly feméth a history of an autoimmune disorder. Thkeen was 1,500
grams and noted to have “tumor nodules”. Basetherindings, the best diagnosis is:

Answer: C. Kaposi's Sarcoma (KS)s a rare vascular tumor in the spleen. KS is nov8t commonly associated with patients
with HIV. There is an additional association withVV8. Morphologically, KS is characterized by s cells in short fascicles

with red cells present in slit-like spaces. Théofit activity is usually low, and there is litiiypia of the cells. A minor infiltrate
of plasma cells is also common. In comparisontbeiospindle cell soft tissue tumors, KS will mavith vascular markers (when
the vascular component is difficult to recognizé$ternberg, 4 Ed., p. 72-73)

Case #5Images for this case come from a spleen in a 80 glel male with a ruptured spleen. Special stalimaved positivity for
CD20, bcl-1, and CD43. Based on these findings st diagnosis is:

Answer: B. Mantle Cell Lymphoma (MCL) has some similarities to CLL/SLL, including exmies of CD5 and CD43 (think
of CD43 as a surrogate to CD5). MCL does not Ugeaipress CD23. In addition cyclin D1 is positaed supports the
underlying genetic alteration, t(11;14). Tricksémember are that bcl-1 is the same thing asrcipdi, and not all cases will be
positive for cyclin D1 (a nuclear stain). Almodt@ases are positive by FISH. The typical morplggl of MCL is of small
lymphocytes with dense chromatin and irregular @icmembranes. The blastoid variant may look rikeean ALL or
sometimes even a DLBCL (pleomorphic variant). Tisighy we do a large panel of immunostains. (gterg, 4' Ed., p. 854-
855)
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Case #6These images are of a 1,000 gram spleen fromienpatith multiple episodes of hemolysis resistansteroids. Based
on the images and the patient’s history, the biegfbsis is:

Answer: A. Splenic Congestion secondary to autoimune hemolytic anemia The spleen can become engorged with RBCs in
hemolytic processes. One may also see extrameglhllenatopoesis within the sinuses. In passivgestion from cirrhosis or
other process, the extramedullary hematopoesistipresent, and there is often increased retidiliosis. (Sternberg,"4Ed., p.
861-862)

Case #7These images are from the spleen of a 30 y/o preégratient. The spleen weighed 2,000 grams.nStar AFB and
fungi were negative. The best diagnosis is:

Answer: E. Necrotizing Granulomatous SplenitifNGS) NGS is a somewhat non-specific finding.eyare well described in
patients with lymphoproliferative disorders (chitdid AML) and infectious etiologies (Bartonella Hela®, other bacterial and
fungal infections). It is important to remembeatthegative stains do not rule out a disease catedgogood note to place on the
diagnostic line that infection must be clinicallyctuded.

Case #8The images for this case are from a 1,000 gragespirom a 75 year old man. Special stains wesdipe for CD45 and
CD20, but negative for CD3 and CD15. Based oretffieslings, the best diagnosis is:

Answer: A. Diffuse Large B-Cell Lymphoma (DLBCL) is a common primary lymphoma of the spleen. Simib Hodgkin
lymphoma, but unlike other small cell lymphomas (M®1ZL, CLL/SLL), it often produces discrete massé&hey can also arise
out of a background of a lower grade lymphomaerg8terg, &. Ed., p. 858-859) This case is an example ofrantinoblastic
DLBCL. The immunoblastic morphologic variant isachcterized by >90% of the cells having a singleredly located
nucleolus. Centroblasts represent <10% of the.céldditionally, stains may be necessary to déffitiate these cases from a
plasmablastic plasma cell myeloma. (WHO, 2001,72)1
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Notes for question set:

! pathMD strives for the highest quality and accyradowever, thePathMD: Board Review Lettés for review purposes and not
meant for clinical decision making. It should betused in place of review of primary referencestexd the current medical
literature. If inaccuracies are identified, pleaséfy us so that a correction may be publishedo@PathMD.com)
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