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Polycythemia vera and essential thrombocythemia with
monoclonal gammopathy: experience of a single
institution

We studied  the incidence of monoclonal gammopathy (MG)
in  382 consecutive cases of polycythemia vera or essential
thrombocythemia (MPD) and  in 500 normal controls, strati-
fied by age. A  non-significant higher incidence of MG was
seen in the oldest group  of MP D. The occur rence of M G in
such MPD is therefore likely coincidental.

Polycy themia  vera (PV) and essential thrombocythemia (ET)
are clonal diseases of middle/advanced age and may develop
common features including a small potential for transforming
into acute leukemia.  Monoclonal gammopathy (MG) affects old
people too and its etiology remains unknown.  Concomitant cas-
es of  M G with PV or ET  have been described in the literature
(Table 1).

We retrospectiv ely  evaluated the data of  382 patients (170
males,  212 females, 164 P V and 218 ET, mean age 54.75±1.61,
median follow-up 6.83 years),  with a thrombocytosis ove r
5 0 0×1 09/L. The diagnoses were made in agreement with the
Polycy themia Vera S tudy Group criteria1 and all patients with
myeloproliferative disease (MPD ) underwent a bone biopsy. It is
noteworthy  that the diagnostic criteria for ET2 comprehend the
exclusion of secondary causes of thrombocytosis such as hema-
tologic malignancies and in the presence of  MG, which is a
clonal anomaly, the diagnosis of ET may be difficult. F iv e hun-
dred subjects without hematologic pa thologies matched for sex
and age (200 males, 300 females, mean age 53. 28±2, median
follow-up 7.2 years) were used as controls.

The  pa tients and the controls were divided into: group A
(younger than 55 years), group B (55-70 years) and group C
(ov er 70 years). In the presence of  a MG, monoclonal protein (M-
protein) immunofixation electrophoresis was performed,
immunoglobulins and β2-microglobulins assayed, Bence Jones
proteinuria searched for, and bone marrow cytologica l and cyto-
chemica l studies carried out.

An M-protein  was observed in 3.1% of  MPDs, occurring in
3.2% of patients with ET, in 3 % of those with PV,  and in 2% of
controls. T he M protein was detected in 2 patients of group A
(1%), in 6 of  group B  (4.8%) and in 4 (5.8%) of group C and in
4 controls (1.6%) of group A, 4 (2.7%) of group B and 2 (2%) of
group C . T hese prevalences were not statistically different. One
ET patient  with MG had a mild increase of reticulin fibers (less
than 1/3 of the biopsied area)3 while other patients with MPD
had no marrow fibrosis. No ly mphoid aggregates were found in
our patients. The main characteristics of M PDs with M-protein
are summarized in Table 2. 

The general frequency of  MG should be considered to be
about 1% in the adult population4 which increases with the
increase of age, since it occurs in about 4-5 % of octogeneri-
a n s .5

The occurrence of MG in our PV and ET pa tients is similar to
that observ ed in the  general population. In contrast ,
E c o n o m o p o u l o s6 reported  8.2% cases of MG in his group of
patients with MPD with no MG among the 7 patients with ET and
3 in patients with PV.7

The effect of  radiophosphorus and a lkyla ting agents on the
development of acute leukemia in patients with MPD has been
r e c o g n i z e d8 but a relation between such therapy and the occur-
rence of  MG may only be a matter of speculation. 

A higher incidence of  MG in MPD patients than in the con-
trols was observed but without this being sta tistically signific a n t ,
when both patients and controls were divided by age. 

T he development of M G in an individual diagnosed and treat-

ed for ET or PV  is probably coincidental, but perhaps MG could
arise from a separate clone or from the same stem cell as the
megakaryocytes and red cells precursors.9 , 1 0
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Table 1. Summary of the cases of monoclonal gammopathy
(MG)  associa ted with polycythemia ver a (PV) o r esse ntia l
thrombocythemia (ET) published in the last 50 years.

MPD (30 cases) P lasmacell dys crasia Chem otherapy for MPD
before the diagnosis  of M G

7 ET 5 MM 1 3 2P
1 MGUS 4 alkylati ng agents

1 light chains 1 none

21 PV 14 MM 3 3 2P
6 MGU S 0 alkylating agents

1 unknown 13 none

MM = multiple myeloma, MGUS = monoclonal gammopathy of unknown 
significance, MPD = myeloproliferative disorder, 32P = radiophosphorus.

Table 2 . Main charac teris tics  of our  patie nts  with MPD and M-
protein.

S e x A g e M P D M-protein (gr/L) Years bet ween MPD Therapy  for MP D
and M-protein obs ervation

1 F 7 0 P V I gM (1.53) 1 A S A

2 M 4 7 P V IgG (11.9) 1 6 3 2P, ASA, B U

3 F 6 3 E T IgM  (18.3) 0 n o n e

4 F 4 5 E T IgG (5.3) 5 A S A

5 M 6 8 E T IgG  (7.4) 0 n o n e

6 F 7 8 P V IgG  (2.5) 4 ASA, HU

7 M 2 7 P V I gG (1.7) Ig M (3) 3 n o n e

8 M 6 1 P V IgG (2.5) 1 0 ASA, phlebotomy

9 M 6 0 E T I gM (7.97) 0 n o n e

1 0 F 6 6 E T I gG (9.1) 3 n o n e

1 1 F 7 4 E T IgG  (2) 0 n o n e

1 2 M 4 9 E T IgM  (3.2) 1 0 3 2P, ASA, BU

PV= polycythemia vera, ET= essential thrombocythemia, ASA= aspirin, 32P= radio-
phosphorus, BU= busulfan, HU= hydroxyurea, MPD= myeloproliferative disorders.
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