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TREATMENT OF WALDENSTROM'S MACROGLOBULINEMIA BY PLASMAPHERESIS*
Paur J. Scawas, M.D.,t ano Jouwn L. Fauey, M.D.}

BETII ESDA, MARYLAND

ACROGLOBULINEMIA of Waldenstriim is a

disease of the reticuloendothelial system charac-
terized by a marked increase in the serum gamma
macroglobulin concentration. It occurs most fre-
quently in elderly men, whose principal complaints
are usually weakness, dyspnea, weight loss, bleeding
tendency and, less commonly, decreased visual acuity.
Increased distention and tortuosity of the retinal veins
and multiple retinal hemorrhages, as well as lympha-

denopathy and hepatosplenomegaly, are typically

present. Pertinent laboratory findings include a
normochromic normocytic anemia, often an absolute
lymphocytosis, an elevated erythrocyte sedimentation
rate and increased numbers of small lymphocytes and
lymphoid plasma cells in the bone marrow. The
euglobulin (Sia) test is positive, and the serum vis-
cosity and total serum protein elevated, and serum
electrophoresis reveals a homogeneous protein peak
usually of gamma-globulin mobility. The diagnosis is
established by serum ultracentrifugation when more
than 5 per cent of the total serum protein has a

sedimentation coefficient of 18 S or more — that is,
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N Engl J Med 1960; 263:574-579

report 18 to describe the clinical and laboratory obser-
vations made during the periods of intensive plasma-
pheresis. These indicate that many of the clinical
findings of the disease can be attributed to the in-
creased amount of serum gamma macroglobulins, and
that reduction of the macroglobulins and concomi-
tantly the elevated serum viscosity may be of great
benefit to the patient.

MeTHODS

Plasmapheresiz sets§ were utilized. Each set con-
sisted of a standard 500-ml. plastic blood donor pack
that contained 75 ml. of anticoagulant acid citrate dex-
trose solution and was attached by plastic tubing to
a 300-ml. plasma pack. On initiation of plasmaphere-
sis with each patient, 500 ml. of blood was removed.
and the cells reinfused. Later, as the procedure was
found to be well tolerated, 1000 ml. of blood was re-
moved by gravity into two separate sets, The 15-gauge
siliconized needle was kept patent with a slow drip
of isotonic saline solution. After the blood was
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Journal of Clinical Apheresis 31:149-338 (2016)

Guidelines on the Use of Therapeutic Apheresis

in Clinical Practice—Evidence-Based Approach from
the Writing Committee of the American Society
for Apheresis: The Seventh Special Issue

Joseph Schwartz,' Anand Padmanabhan,? Nicole Aqui,> Rasheed A. Balogun,*
Laura Connt—:-IIy-Smith,5 Meghan Delaney,"‘" Nancy M. Dunbar,” Volker Witt,®
Yanyun Wu,® and Beth H. Shaz'-'%'"*

H ASFA cuviota tnv mAoouadaipeon o 87 vooouc pe 179 evdeitelg
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Aoon mAaopadaipeonc ava cuvedpia =
1—1,5 oykou TAQCHOTOC

Oykoc mAaopatoc = OAkoc Oykoc Aipartoc (1- Ht/100)



YroAoyLopoc oAtkoU oykou atpotoc (TBV)
ava GUAO Ko NALKLa

Pulo

AyopL:  TBV =0,3669 x'Ygog (m3) + 0,03219 x Bapog (Kgr) + 0,6041

Koplto: TBV =0,3561 x'Yog (m3) + 0,03308 x Bapog (Kgr) + 0,11833

Bapocg kat nAkia

Neoyva n < 2Kgr TBV = 80ml/Kgr
MNowda n 20— 50 Kgr TBV = 70ml/Kgr
EVNALKEC TBV = 60ml/Kgr

TBV : OAlko¢ oykocC aipatoc



Target molecule kinetics during TPE

- Single plasma volume
exchange lower target
molecule by 60%

- 1.4 times volume exchange
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Exchange Volume/Plasma Volume

- In general, it is suggested to
perform 1 to 1.5 plasma
volume exchange per TPE

session

Williams. Clin J Am Soc Nephrol, 2014.




YypQ QVTIKOTAOTAONC
v' Agukwpartivn 5%
v NAdopo og SlatapaXEC ITNKTLKOTNTAC ) CUMITANPWHOTOC

v' Edv wvwbdoyovo 1,25gr/It = mAdaopa ; cuvbuoopoC TAdopAToC /
AgeuKwpaTivVNG



ApLOLOC ouVEDPLWY KAl CUXVOTNTA ECOPTWVTOLL

@ Eidoc tou naBoyovou popiou

@ Boputnta VOoou Kal KALVIKA ELkOvVA TOU aoBevouc
*  BabBuoc anodbounoncg naBoyovou poplou

@ BaBpuoc avakatovoung touv maboyovou popilou

*  Juv/BepameuTtiki aywyn

@ AvoookatootoAn V16



TPE Schedule
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é = Ei‘;i'm:“ o - 75% intravascular; half life 5 days.
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within 48 hours of TPE, plasma IgG
Time (Days)

levels return to 40% of pre-TPE level.

After TPE, target molecule levels - More TPE procedures and the

rebound back in plasma due to the need of immunosuppressive

. . therapy are required to significantl
redistribution from the Py g 8 Y

_ reduce IgG levels.
extravascular space, and ongoing

synthesis.




[TpoeTolpaola

v TortoBetnon kevipkoL pAePLKov kabBetnpa

KaBetnpac duthov auvlov otnv €ow odayitida N tn pnploia pAEPa
MéeyeBoc kabetnpa:
Neoyva  6Fr
Nodbla <20Kgr 8Fr
20— 20Kgr 10Fr
> 30Kgr11Fr

v EpyaotnpLokoc EAeyyoc
[eviKN alpaTtoc, EAEYXOC TTNKTLKOTNTAC, TTANPNC BLOXNMLKOC EAEYXOC



ETTUTAOKEC
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EmtutAoKeC oXETL(OMEVEC LE TOV KAOETAPA TNEG KEVTPLKNG
dAEBLKNG ypOUHNG

- JpouBwaon
- Aoluwén
Yriotaon
YrioBepuia
ALaTapOYEC TINKTLKOTNTOC
YrokaAlatpio, umtaofBeotiatuio

AANEPYLKEC aVTIOPAOELC



H epumnepla otn MEOG Maidwv

* 2006 — 2020
e 18 aoBeveic
* 104 ouvebplec (u.0. 5,8 cuvedpiec/acbevn)

AoOeveic avd €Tog

—AoOeveig

20062008 2010 2012 2014 2016 2018 2020



XapaKTNPLOTKA TwV acBevwv

 HAkia: 1—13 etwv
(n.o. 6,8 €tn)
e QUAO: - 33,3% Ayopla
- 66,7% Koplitowa
e EOvikoTnTa: -72% EAANVLIKN
-28% AAAN




Texvika yopo

e Texvikn dNOnon¢ neow

e Ayyelakn npooPfaon: ~

* YypO avtilkataotaong: *




Evdeitelc mMAaopadaipeons  iemmmes

MuaoBevikn kpton-Aolpwén-Shock

, , 20vbpopo Guillain-Barre
* Neupoloyika: 14 acBeveic (77,8%) | | | |
Hmatikn avenapkela-Noooc Wilson

HLH: 3 aGeEVE[q (16’7%) >UvSpopo Guillain-Barre

, ADEM
* N. Wilson: 1 aocBevnc (5,55%)

* American Society For Apheresis (ASFA) i'DFEi:\jS

Evkapola pueAitida
ADEM

MAS

EvkepaAitida HHV7
ATIOLU EALVWTLKO VOO
MS

EvkepaAitida Rasmussen

AlpodayoKuTTAPLKO cUVOPOUO

AlpodayokuTTapLlkd cUVOPOO
Guidelines on the Use of Therapeutic Apheresis in Clinical Practice — Evidence-Based Approach from the antiNMDR gy KEd)(I)\[TLéCI
Writing Committee of the American Society for Apheresis: The Eighth Special Issue, June 2019




>UVOUOOMOC Beparelwy

* |VIG: 66,7%

* MeBuAnpebviloAovn: 83,3%
e Prrovéipapunn: 27,8%

e AvaotoAeoc IL1: 22,2%




EMITMAOKE2

8/18 acOeveic (44,4%)

s Nolpwén

s Alpoduvapkn aotaBela (Ymotaon)
¢ YrnioaABoupwvatuia

s Alatapayxec Nénc

* Avaiuia

Kapia ermtttAokn 6ev anetpede tnv oAokAnpwon tng cuvedpiac!



ExkBaon — Bpaxuxpovio amoteAEcHOTA

e BeAtiwon 50%
e Erbeivwon (Bavatocg) 5,6%
e Kapta aAayn 44,4%

Aev mapatnpNONKe OTATIOTIKA ONUOVILKN CUOXETION UETOEU TOU XPOVOU
evapénc mAaopadalpecswyv Kol ekBaonc the vooou (p: 0,190)

(M€&oog xpovog evapéng amo tnv eRdAvion TwV CUUTTWHATWY 14,5 nUEPES )
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