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Polycythemia vera and essential thrombocythemiawith
monoclonal gammopathy: experience of asingle
ingtitution

We sudied theincidence of monoclona gammopathy (MG)
in 382 consecutive cases of polycyt hemia vera or essential
thrombocythemia (MPD) and in 500 normal contrals, strati-
fied by age. A non-dgnificant higher incidence of MG was
seen in the dldest growp of MPD. The occurrence of MGin
such MPD isthereforelikely coincidental .

Pdygthema \era (PV) and esential thrombocythemi a (ET)
are clonal diseases of midde/advanced age and may develop
common features including a smell potential for transforming
into aute leukemia Monoclonal gammopathy (MG effeds old
peopletoo andits eti ologyremains unknown Concomitant cas-
esof MG with PV or B have been described in the literature
(Teble 1).

Weretropectively evaluated the dataof 382 patients(170
mel es 212 females, 164 PV and 218 ET, mean age 54.75+1.61,
median follow-up 6.83 years), with a thrombocytos s over
500%10°%L. The diagnoses were made in agreement with the
Polycythemia Vera Study Group criteria and all patients with
myelopradiferative disease (MFD ) underwent abone biopsy. It is
noteworthy that the diagnogtic criteriafor ET2 comprehend the
exd uson of secondary causes of thrombocytosssuch as hema-
toogic malignandes and in the presence of MG, which isa
clonal anomaly, the diagnosis of ET may be difficult. Five hun-
dred subjectswithout hematologic pathologiesmatched for sex
and age (200 males 300 femdes mean age 53.28+2, median
follow-up 72 years) were used as controls.

The patients and the contrals were divided into: group A
(younger than 55 years), group B (55-70 years) and group C
(over 70years).Inthe presenceof aMG, monaoclonal protein (M-
pratein) immundfixation electrophoress was performed,
immunoglobulins and 2-mi aoglobulinsassayed, Bence Jones
proteinur asearched for, and bone marrow cytological and cyto-
chemical gudies caried out.

An M-protein was obsened in 3.1% of MPDs, occuriing in
3.2% of patientswith ET, in 3 % of thosewith PV, and in 2% of
controls. The M protein was detected in 2 patients of group A
(1%),in6 of group B (4.8%) andin 4 (58%) of group Cand in
4 contrals(1.6%) of group A, 4 (2.7%) of group B and 2 (2%) of
group C. These preval enceswere nat statigically different. One
ET petient with MG had amild increase of retiaulin fibers(less
than 1/3 of the biopsied area)® while other patients with MPD
had no marrow fibrogs. No lymphoid aggregateswere found in
our patients The main characterigtics of M PDs with M-protein
are summarized in Table 2.

The general frequency of MG should be cons dered to be
ebout 1% in the adult population* which increases with the
increase of age, dnce it ocaursin about 4-5 % of octogeneri-
ans$

The occurrence of MG inour PV and ET pati ents issimilar to
that observed in the general population. In contrag,
Economopoulos® reported 82% cases of MG in his group of
patientswith MPD with no MG anong the 7 patientswith ET and
3inpatients with PV7

The effect of radiophogphorus and alkylating agents on the
development of acute leukemiain patients with MFD has been
recognizeck but arelation between such therapy and the ocaur-
renceof MGmay only be amatter of gpeculation.

A higher incidence of MG in MPD pe&tients than in the con-
trolswas observed but without thisbeing statisticaly Sgnifi cant,
when both patients and contrals were divided by age.

The development of M G inan individual diagnosed and treat-

769

Table 1. Summary of the cases of monoclonal gammopathy
(MG) associated with polygthemia vea (PV) or essential
thrombocythemia (ET) published in thelast 50 years.

MPD (30 casy Plasmacd| dgaasia Cremahe apyfa MPD
befaetedagsis MG
TET 5MM 13
1MGUS 4 dkylai ngagerts
lligt dhars lroe
2 14MM 33P
6MAS Oakyetingagats
1 ukon 13roe

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

Table 2. Main characteristics of our patients with MPD and M-
protein.

Sex AgeMPD M-paan(g/L) YearshewenMP  Thegy fa MPD

adMpaendseavaian
1 F 70 PV IO 1 ASA
2 M 47 B G (L9 16 P, ASA,BU
3 F 63 ET I (183 0 none
4 F 45 ET 16 (53) 5 ASA
5 M 68 E I§ (74) 0 none
6 F 78 PV Ig (25) 4 ASA, HU
7 M 27T IV OIG @AM S 3 none
8 M 61 PV IG(25) 10 ASA, phiectamy
9 M 60 ET Igh(79) 0 none
10 F 66 ET Ig Q1) 3 none
11 F 74 F 16 0 none
2 M 49 B Id R 10 P ASh, BU

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

ed for ET or P/ isprobably coincidental, but perhaps MG could

arisefrom a separate clone or from the same sem cell asthe
megakaryocytesand red cell sprecursors910
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