LETTERS TO THE EDITOR

Esophageal location of mantle
cell lymphoma

Spyros Michopoulos

Alexandra Hospital, Athens, Greece

We would like to congratulate Drs. Zullo et al on their
publication reporting a rare case of mantle cell lymphoma
(MCL) with esophageal involvement [1]. We strongly agree
with them that, while gastrointestinal tract involvement is quite
common in MCL, the esophagus is an extremely rare location.
Zullo et al mentioned in their paper that the endoscopic features
of MCL with esophageal involvement have been reported in
only three cases, according to their knowledge.

However, for the completeness of their publication we would
like to mention our MCL case with esophageal involvement,
published earlier than the two other cases and probably the
first published endoscopic image of MCL with esophageal
involvement [2]. Our image included in that report was
consistent with the characteristic multiple whitish polypoid
lesions reported by the later publications.

References

1. Zullo A, Cerro P, Chios A, et al. A very unusual cause of dysphagia:
mantle cell lymphoma. Ann Gastroenterol 2016;29:383-385.

2. Michopoulos S, Petraki K, Matsouka C, Kastritis E,
Chrysanthopoulou H, Dimopoulos MA. Mantle-cell lymphoma
(multiple lymphomatous polyposis) of the entire GI tract. J Clin
Oncol 2008;26:1555-1557.

GI Department, Alexandra Hospital, Athens, Greece
Conflict of Interest: None

Correspondence to: Spyros Michopoulos, GI Department, Alexandra
Hospital, Vas. Sophias 80 and Lourou St, 11528 Athens, Greece,
e-mail: michosp5@gmail.com

Received 25 July 2016; accepted 31 July 2016; published online 6
September 2016

DOI: http://dx.doi.org/10.20524/a0g.2016.0080

CALR mutation analysis is not
indicated in patients with
splanchnic vein thrombosis
without evidence of a
myeloproliferative neoplasm: a
micro-review
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The recent discovery of exon 9 insertion and/or deletion
mutations of the CALR gene in up to 80% of JAK2- and
MPL-unmutated essential thrombocythemia and primary
myelofibrosis patients compels the incorporation of CALR
mutational analysis into the molecular diagnostic algorithm
for these myeloproliferative neoplasms (MPN). MPN are
a major cause of splanchnic vein thrombosis (SVT) which
encompasses Budd-Chiari syndrome, portal and mesenteric
vein thrombosis. Up to 40% of SVT patients are diagnosed with
an overt or latent MPN [1]. While the MPN-associated JAK2
V617F mutation is consistently reported in cohorts of SVT
patients, several studies have investigated the role of CALR
mutation analysis for MPN diagnosis in the presence of SVT
with some debate existing [2-10]. Here, all reports published to
date are summarized (Table 1). Briefly, of 944 patients studied
only eight (0.8%) had evidence of a CALR mutation and of
whom seven already had a previous diagnosis of an MPN.

MPN patients with CALR mutations have a significantly
lower overall risk of thrombosis than their counterparts
harboring the JAK2 V617F and this is clearly the case with
respect to SVT. While CALR mutated MPN patients may
develop SVT, summarizing those published studies to date,
routine investigation for these mutations appears not to be
indicated in the diagnostic algorithm for SV'T where no clinical
or hematological features of an MPN are present.
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Table 1 Summary of studies investigating CALR mutation status in splanchnic vein thrombosis

Reference SVT patients JAK2+ CALR+ CALR mutation SVT site MPN diagnosis

2] 209 61/74 (82.4%) with MPN 4 (1.9%) del 52 bp (n=3) / del 34 bp (n=1) BCS (n=2) / PVT (n=2) ET (n=3)/ PMF (n=1)

[3] 144 27 (18.8%) 0(0%) - = o

[4] 29 27/29 (93.1%) 0(0%) - = o

[5] 66 12/66 (18.2%) 1(1.5%) del 5bp Not specified Not specified

[6] 40 9/13 (69.2%) with MPN 0 (0%) - - -

[7] 141 33/44 (75.0%) with MPN 1 (0.7%) del 52 bp PVT PMF

[8] 132 39/45 (86.7%) with MPN 0 (0%) - - -

[9] 83 24/83 (28.9%) 2 (2.4%) del 52 bp (n=1) / Complex (n=1) PVT (n=2) ET (n=1)
MPN-U (n=1)

[10] 100 2/100 (2.0%) 0(0%) - = =

Total 944 8(0.8%)

BCS, Budd-Chiari syndrome; ET, essential thrombocythemia; MPN, myeloproliferative neoplasms; MPN-U, myeloproliferative neoplasm-unclassified;
PME, primary myelofibrosis; PV'T, portal vein thrombosis; SVT, splanchnic vein thrombosis
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