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CONTEXT

« Kidneys are a rare but serious site for
Extramedullary hematopoiesis (EMH)
with myeloproliferative neoplasms
(MPNS)

OBJECTIVE

* Review cases of EMH affecting the
kidneys, focusing on demographics,
clinical manifestations, treatment and
outcomes.

DESIGN AND SETTING

* We reviewed the literature for studies,
case series and case reports that
reported on renal EMH with a primary
or background diagnosis of
MPNs from 1990-2020

RESULTS

* Forty-three patients (79 % males)
were retrieved.

 Mean age of the cohort was 65 years
(range 49-87years).

« Most of the cohort was white
Caucasian 91 %.

* The type of MPNs was mostly MF,
seen in 35 patients (81.4%), while
PV was seen in 5 patients (11.6%),
ET and CML were seen in 2(4.7%)
and 1 (2.3%) patient, respectively.
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RESULTS (CONTINUED)

The most common renal
manifestation was renal failure and
nephrotic syndrome in 39.5 % of the
cases, followed by renal failure alone
37.2 % and nephrotic syndrome only
In 9.3 % and interestingly a renal
mass was found 9% .

Average duration to developing EMH
from time of diagnosis was 7.8 years
(0- 20 years). Four patients developed
EMH post-transplant, 3 of them
allogenic while one autologous.

The JAK mutation was reported in 7
patients and CALR mutation in one
patient.
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RESULTS (CONTINUED)

« Patient were treated with different
medication including diuretics, anti-
hypertensive (mainly ACE inhibitors)

and steroids. However, for MPNs 25 %

received HU, 14 % recelved
Thalidomide or Thalidomide analogue
while 16 % received JAK inhibitors;
Ruxolitinib. The CML case was treated
with Imatinib.

« The average duration of Follow up was

19 months with 42.5% death rate by
the end of follow up.

* Kidney function improved in 31 % of

patients, with Ruxolitinib administration

correlating with improved kidney
function and survival (6 out of 7
patients).

CONCLUSIONS

* Unexplained Increase in renal
function or proteinuria or kidney mass
In a setting of MPNs, should raise the
suspicion of this diagnosis.

* There Is currently no consensus or
guidelines on management of such
cases.

* Ruxolitinib with the limitations of the
small numbers treated may offer
some benefit, however further studies
and exploration of this drug and
others in well-constructed prospective
studies Is needed.
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